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BBEJAEHUE
AKTYyaJIbHOCTb MPO0JIEMBI

HacnenctBennsie  Hapymienus obOmena BemectB (HBO)  ornmmuarorcs
T€HETUYECKON TeTepOT€HHOCThI0, MYJIbTUCHUCTEMHBIM TOPAKEHUEM U KIMHUYECKUM
noymMMOphU3MOM C TIPeo0IalaHieM TATOJOTHYECKNX CHMITOMOB CO CTOPOHBI
nenTpanbHor HepBHOU cucTeMbl (LITHC). Okomno 40% »Tux 3a00ieBaH UMEIOT paHHEE
Hayajao, NPOrPEAUEHTHOE TEUCHHE, 3aBEPIIAIOTCS JIETAIbHBIM HCXOJOM B pPaHHEM
JIETCKOM BO3pacTe WJIM WHBAIMIU3AINEH O0JBHOTO.

bonpmiasg poib B HMX ASTUOJOTMU MPUHAIJIEKUT XPOMOCOMHBIM aHOMAJIMSM,
0OyCJIOBIIMBAIOIINM IMAaTOJOTHYECKYIO0 HAMPABJICHHOCTh METab0IM3Ma OEJIKOB, KUPOB,
YIJIEBOJOB M MX MPOU3BOAHBIX [5, 6, 23, 201]. Ilo paznuyHbIM [aHHBIM, CyMMapHas
4acTOTa HAaCJEICTBEHHBIX OoJyie3Hel oOMeHa BEHIECTB Cped HOBOPOXKIECHHBIX
coctasisiet npubauszutensHo 1:1000-1:5000 [30, 54, 219, 288].

BaxHelmuM 3TanmoM B NPEAYNPEKICHUHM  TSKEIbIX  OCIOXKHEHHM U
WHBAJIWAN3UPYIOIINX PpPACCTPOMCTB y [JI€TeM ABISETCA pPaHHSAS JUarHoCTUKA U
HAa3HAUYCHUE MATOTCHETUYECKON Tepanuu Ha JOKJIMHUYECKOM a3tane [6, 15, 194]. Orto
CTaJO0 BO3MOXHBIM TOJIBKO C TIOMOILIBIO TPOBEICHUS MAaCCOBOTO CKPUHUHIA
HOBOPOX/ICHHBIX JieTel [28, 269, 277, 286].

Buenpenne ¢ 1983 roma B Poccuiickoin denepanvii HEOHATAIBHOTO CKPUHUHTA
Ha ¢enmwikeronyputo (OKVY) u Bpoxnenusii rumnorupeo3, a ¢ 2006 roma - Ha
aJpCHOTCHUTAIBHBIN CUHAPOM, TAIAKTO3EMHIO0 U MYKOBHCIIUI03 TTO3BOJIUIIO HE TOJIBKO
CBOEBPEMEHHO BBISBIATH 3TH (DOPMBI TATOJIOTHH, HAYaTh KOPPEKITUIO METAOOINIECKUX
HapyILICHUH, HO U TIOJYYUTh CBEJECHHUS O YacTOTe YKa3aHHBIX 3a0osieBanuii [18, 28, 29,
35, 85]. CornacHO [aHHBIM HEOHaTaJdbHOro CcKpuHuHra 3a 2012 rox, 4acrtoTa
¢dbenunkeronypun B Poccuiickoit deneparuu coctaBusier 1: 6 971, ramakrozemun -
1:20149 [30].

Ocob6oe mecto B sneuennun HBO 3anmMaer nueroTepamwusi, KOTOpas SIBISETCS
MAaTOTC€HETUYECKUM METOJIOM KOPPEKIIUU BPOKACHHBIX META0OJINYECKUX HAPYIICHUHN U,

COr1TaCHO HAKOIINICHHOMY MHPOBOMY OIIBITY, B OOJIBIIMHCTBE ClIy4acB O0JI’KHa
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IIPOBOJIMTHCS TOKM3HEHHO C y4YE€TOM OCOOCHHOCTEH KaXKI0Tro BO3PACTHOTO IMEpHOJia
[23, 54, 251, 253].

OCHOBHBIM TPHUHIIMIIOM JUETOTEPANUU SIBISICTCS OrPAHUYCHUE WM TIOJHOE
UCKJIFOYCHHE TaTOICHETUYECKH 3HAYMMBIX KOMIIOHEHTOB IIHIMA C I1I€JbI0 OOOMUTH
MeTa0OoIMYECKH OJIOK U MPEAYNPEANTH HAKOIJICHUE TTPOTYKTOB aHOMAJIBHOTO OOMEHa,
OKa3bIBAIOIINX TOKCHMYECKOE BO3JIEMCTBHME Ha opranu3M peOeHka. Ilpu HapymeHusx
aMHUHOKHUCJIOTHOTO oOMeHa, B ToM uucie u ®KY, u3 panrona 0071bHBIX HUCKIIOYAOTCS
BBICOKOOCIIKOBBIC HATypaJbHBIC MPOIYKTHI TMUTAHWSA, YMEHBIIACTCS KBOTa OOIIETO
Ooenka [23, 54, 189, 192]. Ilpu knaccuyeckoi (opMe rajaakTo3eMHUM Ha3HAYaACTCS
MOXKM3HEHHAs: 0e3rajlakTo3Has1/0e31aKTO3Has IMeTa C UCKIIOYEHUEM KEHCKOTO MOJIOKA,
JETCKUX MOJIOYHBIX CMECEH, IETbHOrO0 MOJIOKA M €ro MPOU3BOJHBIX, SBISIOIIUXCS
OCHOBHBIMU HCTOYHMKOM JIAKTO3bl/TallakTo3bl. OOCyXJaeTca 11e1ecoo0pa3HOCTh U
JUIUTEJIbHOCTh MPUMEHEHUs AUEeTOTepanuu npu Apyrux ¢opmax ramakrozemuu [81,
109, 114, 152].

B nocnennue roapl, HECMOTPSI HA HAKOIJIEHHBIN OMNBIT B JUArHOCTUKE U JICUEHUH
O®OKVY, Bo3pacraeT HHTEpPEC K HOBBIM BHUJIaM TEepalud W  BO3MOXKHOCTSIM
COBEPIIICHCTBOBAHUS JIUETHUYECKOTO jeueHus [3, 225, 281]. AKTUBHO OOCYXIarOTCs
BOIPOCKHI MOTPEOHOCTH M OOECMEUEHHOCTU OOJIbHBIX PA3TUYHBIX BO3PACTHBIX TPYII
OeJIKOM, aMUHOKHUCJIOTaMH, KUPaMH, BATAMUHAMH U JIPYrUMHU HyTpueHTamu [60, 112,
172, 176, 182, 272], u3zydaercsi B3aUMOCBS3b MEXIYy Kau€CTBEHHBIM COCTaBOM
OCJIKOBOIO0 KOMITIOHEHTA MHUIIM W MOKa3aTelssMu (PU3NUECKOTO U TICUXOMOTOPHOTO
pa3Butus 00abHBIX neter [88, 98, 171, 246, 247].

Bosnbiioe BHUMaHUE yAensieTcs MU3yYEHUIO OTJAJICHHBIX pPE3yJIbTaTOB JICUCHUS U
€ro BJIMSHHUS HAa HEPBHO-TICUXUYECKYIO cdepy, KauecTBO >ku3HuU OoapHbIX ¢ HBO,
BO3MOXXHOCTSIM €r0O YJIYy4IlEHHs, B TOM 4YHUCIE 32 CUET ONTHUMHU3AIMU COCTaBa H
paclIMpeHuss acCOPTUMEHTa  CHEHUATU3UPOBAHHBIX  IMPOAYKTOB,  OpTaHHU3aLUU
MICUXOJIOTUYECKON 1 COIMAIbHON TTOMOIIIM OOJILHBIM U UX ceMbsiM [ 142, 246, 259, 271].

OTcyTcTBHE €OUHBIX TOAXOJAOB K JICYEHUIO TalaKTO3EeMUU U JalIbHEHIIEMY

Ha6JII-OI[€HI/IIO 3a OOJILHBIMU YKa3bIBa€T Ha H€O6XO,Z[I/IMOCTB IMPOBCACHUS



CPaBHMUTEJIbHBIX MCCIICJOBAHUN ISl BBISBIICHUS IOJIOXKUTEIBHBIX WJIM OTPULATENIBHBIX
MOCJICACTBUN Pa3INUYHON TaKTUKU BEACHUS JaHHOTO 3a0oyieBanus [72, 115, 152].

Ob6cyxnatorcs MNaTo(U3HOIOTHUECKUE MEXaHU3Mbl TOBPEKICHUS HEPBHOU
CUCTEMBI, pa3JMYHbIX OPraHoB U TKaHEW MOJX BO3AECHCTBUEM IOBBIIICHHBIX
KOHIIEHTpaluil (eHuIaTaHiHa U TajlakTo3bl MpU METabOIMYECKON TEeKOMIEH AN B
AKCIIEpUMEHTaIbHBIX yeioBusx [ 133, 153, 180, 186, 282].

VYuutbiBass BCE BBIIIECKA3aHHOE, YPE3BBIYAMHO BAaXKHBIM SIBIISIETCS aHAJIU3
BIIMSIHUS JUIMTENIBHO MPOBOAMMON TUETOTEpallid Ha HYTPUTUBHBIN CTAaTyC, HEPBHO-
NICUXUYECKOE Pa3BUTHE U KauecTBO KHU3HMU OoyibHbIX DKV u ramakrozemuel, a Takxke
000CHOBaHUE U pa3pabOTKa HOBBIX OTEYECTBEHHBIX MPOAYKTOB JIEYEOHOTO MUTAHUS CO
CIIEHIHAIBHO 3aJaHHBIM COCTABOM, ONTUMH3ALMs TepaneBThueckon Koppekuuu HBO,

KOTOPBIC BBIABJIAIOTCA B Poccuiickon CDGIICpaHI/II/I IIYyTCM HCOHATAJIbHOI'O CKpPHHHUHTIA.

He.]'ll) HCCJICAOBAHUA: HAYYHO 000CHOBATH HGO6XOIIHMOCTI> p33pa60TKH u
BKJIIOUEHHMS B COCTaB IIaTOT€HETHMYECKOU AUCTOTCPAIIMKM HOBBIX OTCYCCTBCHHBIX
CIICHUAIM3UPOBAHHBIX IMPOAYKTOB JIA OOJBHBIX C HaCJICACTBCHHBIMU HApPYIMICHUAMU
AMHHOKHUCJIOTHOIO M  YIJICBOAHOI'O 06MeHa, BBIABJEICMBIX 110 HCOHATAJIbBHOMY

CKpHUHUHTY.

3amauu uccJieI0BaAHNS:

OnpenenuTh aHTPOTIOMETPUICCKHEC, ONOXUMHUYECKHE 1 MMMYHOJIOTHYECKHE TTapaMETPhI
y OONBHBIX C KJIACCHYECKOW (PEHWIKETOHypHUeW U ramakto3emuen | tuma Ha Qone
AIMMUHAITMOHHON TUETOTEPAIUU.

VY CTaHOBUTH BIIMSHHE THUIO()CHUIAJAaHUHOBOW JHETHl HAa HEBPOJIOTHYCCKUN CTATyC U
KaueCTBO JKM3HM OOJBHBIX (PEHWIKETOHYpHUEH B 3aBHCHMOCTH OT Hayaiga ee
MIPOBE/ICHMS.

O6ocHOBaTh M pa3paboOTaTh COCTaB OTEUYECTBEHHBIX CIICIUATM3UPOBAHHBIX MPOIAYKTOB
Ha OCHOBE aMHUHOKUCIIOT 0e3 (heHuamaHnHa, a Takke 0e30€IKOBBIX U HU3KOOEIKOBBIX
NPOAYKTOB Ha OCHOBE KpaxMajoB, OIICHHTh WX 0e30macHOCTh U IPPEKTUBHOCTH Y

00JBHBIX (PEHUIIKETOHYPHEIA.
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4. YCTaHOBUTH OCOOCHHOCTH HEBPOJIOTHYECKOTO CTaTyca OOJBHBIX C TallaKTO3eMHEH B
3aBUCUMOCTH OT (DOPMBI U TSHKECTH TCUCHHS 3a00JI€BaHMUS.

5. Pa3paboTaTh COCTaB M PELENTYPYy HOBOI'O OTEYECTBEHHOTO OE3JaKTO3HOTO MPOMAYKTa,
00O0raImieHHOr0 JIOKO30I€KCA€HOBOH KHCJIOTOHM, OIEHUTH €ro O€30IIacHOCTh U
3¢ ()EKTUBHOCTD y OOJIBHBIX TATAKTO3EMHECH.

6. Pa3paboraTe ajnroput™M Ha3HA4YCHUS JICUEOHOTO THUTAaHUS W BBIOOpa OE37aKTO3HBIX
cMecel Ha pa3IMYHOM OEJIKOBOM OCHOBE JIJisi 0OJIBHBIX rajakTo3emuei | tuma.

Hay4ynasi HoBU3HA

BnepBeie chopmynupoBaHa COBpeMEHHas MEIUKO-OMOJIOTHYECKass KOHIICTIINS
OTNITUMU3AIMN JUETOTEpauy (PEHUIKETOHYPHH U TATAKTO3EMHUH y JICTCH.

BrnepBble B equaTpuyeckou MpakTUKe MPOBEACHO KOMIUIEKCHOE MPOCIIEKTUBHO-
PETPOCIIEKTUBHOE HCCJIeJOBaHHE 0COOEHHOCTEM TCUCHUS KJIaCCUYECKOM
(bEeHWIKETOHYpUM U TajlakTo3eMuu | Tua Ha OCHOBaHUU OICHKH IapaMeTpOB
(bU3UYECKOro pPa3BUTHS, TMOKa3aTelied HEBPOJOTHYECKOr0 CTaTyca, Ja0OpaTOpPHBIX H
WHCTPYMEHTAJIBHBIX JAaHHBIX B 3aBUCMMOCTH OT Hayaja MaTOr€HETHYECKOU
JTMETOTEpanuu U JUIUTEILHOCTH €€ MPOBECHUS.

JlokazaHo, 4TO y OONBHBIX ¢ (DEHWIKETOHYPHEH MpPH IMO3JHO YCTAHOBICHHOM
JIMarHo3e W OTCPOUYEHHOM Hauaje JICUCHHUS OTMEYalOTCsl HapylleHUsl (PU3HYECKOro
pa3BUTHUS: U30BITOYHASI Macca Tella U oxxupeHue — y 14%, HegocraTouHasi Macca Teia 'y
13%, nuskopociocts —y 10%, a Takxke 3aiepKKa MCUXOMOTOPHOTO pa3BuTust y 65%
MAalMEHTOB U perpecc paHee MPUOOPETEHHBIX MOTOPHBIX HABBIKOB - y 3%.

IToka3zaHo, 4ro Ha (OHE MATOrCHETHYECKONW THNO(PEHUIAJaHUHOBOW IUCTHI,
IPOBOAMMOI Oojiee 3-X JICT malMeHTaM ¢ IO3IHO HayaThIM JICYeHHEM (Tociie 3-X Mec.
KU3HU), OTMEYAETCA TIOJIOKUTENbHAsI JUHAMHKAa HEBPOJIOTHYECKUX CHUMIITOMOB,
OJIHaKO, YMCTBEHHAsI OTCTAJIOCTh PA3IMYHON CTETeHH TsokecTu popmupyercs B 5,3 pasza
qarie, 4eM y OOJIbHBIX, BBISIBJICHHBIX 10 HEOHATATLHOMY CKPUHUHTY M PaHO HAYaBIIMX
MOJy4aTh JICUCHHUE.

Y cTaHOBIEHO, YTO CBOEBPEMEHHOE Ha3HAaUEHHE TUIIO(GCHUIAJAaHUHOBOM JUETHI C
BKJIFOYEHUEM COBPEMEHHBIX CIEIUATIU3UPOBAHHBIX MPOAYKTOB 0€3 (eHuIaIaHuHa,

cOamaHCUPOBAaHHBIX IO MaKpO- ¥ MHUKPOHYTPHUEHTHOMY COCTaBy, M CTpOroe ee
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cOOJII0/IeHNE TTO3BOJISIOT 00ECIeUnTh aJIeKBaTHOE (PU3NYECKOE U HEPBHO-TICUXUYECKOE
pa3BuTHE 00NBHBIX (PEHUITKETOHYPHUEH.

BnepBbie moka3zaHo, YTO CBOEBPEMEHHO HayaToe JedeHue (10 3-X MEC. XKHU3HH),
CIIOCOOCTBYET MOBBIIICHUIO KaueCTBA >KU3HU OOJIbHBIX (PEHUIKETOHYpUEH, 0COOEHHO
MMapaMeTPOB TCUXOCOIMAIBHOTO 3J0POBbS: 3MOILMOHAJIBHOIO TOHYCA, aJanTaldd B
JOMIKOJIBHBIX W IIKOJBHBIX YUPESKIEHUAX, 3(dexkruBHOCTH 00ydeHus. OmgHaKo
yKazaHHble ToKazarenu OonpHbIX DKV ocratorcs Ha 0osiee HU3KOM YPOBHE 10
CPaBHEHHMIO CO 3JI0pPOBBIMH CBEpCTHHKaMH. (CaMOCTOSITEIbHOE pacCUIMPEHUE JHUEThI
MOJAPOCTKAMU CHUKAET CTEMEHb WX COIMAJIbHOW ajanTaiuu, 4to Tpedyer Oosee
MPUCTAIBHOTO Bpauye€OHOTO KOHTPOJIS.

VYCcTaHOBIIEHO, 4YTO TPUMEHEHHE CIHEHUATU3UPOBAHHBIX TPOJIYKTOB  0O€3
(deHunanaHuHa, UMEIOIUX CKOp HE3aMEHHMMbBIX aMHMHOKHCIOT (JIM3WHA, TPEOHWHA,
M30JICHIINHA, JIeWlIMHA, BaJiMHA, METHOHHMHA, TpunTtodaHa, TUpo3uHa) MeHee 95%
MPUBOJUT K CHWKEHHIO HX COAECPKAaHUS B KPOBU M TOBBIIMICHUIO YPOBHS
(deHunanaHuHa, 4YTO YKa3blBa€T HA KOHKYPEHTHBIE OTHOIICHUS Ha3BaHHBIX
aMUHOKUCJIOT U (peHUJIaIaHWHA NPY TPOHUKHOBEHUU B KPOBEHOCHOE PYCIIO.

Hnst 6onmbabix DKV pasznuuHoro Bospacta BrepBbie B Poccum pazpaboTaHbl
COBPEMEHHBIC  OTEUYECTBEHHBIC  CHEHUATU3UPOBAHHBIE MPOJIYKTHl  IMOBBIIIEHHON
OMOJIOTHYECKOM IICHHOCTH, oOoraiicHHbIC JUTMHHOILICTIOYCYHBIMH
MOJIMHEHACHIIIEHHBIMUA JKHUPHBIMH KHUCJIOTAMH, OJUTOCaXapuliaMH, 3CCEHIHATbHBIMU
MUKPOHYTPUEHTAMH, a TaKK€ CO3/1aHbl HOBBIE HHM3KOOEIKOBbIE M 0€30€IKOBbIE
MIPOJTYKTHI, TTO3BOJISIONIAE PACIIUPUTH ACCOPTUMEHT TUMO(ECHUIATAaHUHOBOU JTUETHI U
MOBBICUTh €€ JHEPreTUYECKYyr0 IEeHHOCTh. JlokazaHa MX Xopolias MepPeHOCHUMOCTD,
BBICOKas KJIMHUYECKass 3((PEKTUBHOCT, B OTHOIICHWH (PU3NYECKOTO W HEPBHO-
TICUXUYECKOTO Pa3BUTHS OOJIbHBIX.

BnepBbie mToKa3aHO, YTO MpPH CHUCTEMATHYECKOM HApYHIEHUH JTUETHYECKOTO
pexuma 6onpHBIME DKV moBhIIIeHNE ypoBHS (DeHMIIaTaHWHA KPOBU COMPOBOXKIACTCS
camxkenueM B-mumdonuros, T-mutorokcmuecknx muM@onutoB u NK-kjaeTok u

YBCIIMYCHUECM AKTHBHOCTH MHUTOXOHAPHAJIIBHBIX (i)epMeHTOB I[I)IX&TCJ'II)HOﬁ ocnm —
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cykuuHataeruaporesassl (CHAIY) ¥ HUKOTHHAMUJAIEHUHANHYKICOTH] IETUAPOTeHA3BI
(HAQH-neruaporeHassi).

BnepBble yCTaHOBJICHO, YTO TSKECTh MaHU(DECTalMU KIMHUYECKUX CUMIITOMOB
OpU TajJaKTO3eMHHM 3aBUCUT OT CTENEHU CHIDKEHUS AaKTUBHOCTH TallakTo30-1-
dbocharypununrpancdepassl (Menee 10%, ot 10 1o 25%, Gonee 25% MO OTHOIMIEHUIO K
CpelHEMY pePEpPEeHCHOMY 3HAYEHUIO), MOBBIIMICHHUS] KOHIIEHTPALMA OOIIEH TralaKTO3bI
(Beime win HUxe 10 Mr%) m Hamuuus mMaxkopHoit mytaruu Q188R B romo3urorHom
WJIU TETEPO3UTOTHOM COCTOSIHUM C IPYTUMU MyTallUSIMU ).

YCTaHOBIEHO, YTO MpH TAJIAKTO3€MUM | TUNA KIACCUYECKUl BapHaHT
3a00J1€BaHUs C JKU3HEYTPOKAIOIINM TEUCHUEM, TPEOYIOIINM MTPOBEACHHS] HHTEHCUBHOMN
Tepanuy U MaKCUMaJbHO paHHero (B mepBble 10 aHel xu3HM peOCHKa) Ha3HAUYCHUS
NAaTOTEHETHUUYECKON 0e371aKTO3HOW/0e3ranakTo3Hol  auetsl, Habmomaercs y  39%
OOJIbHBIX, BBIABJICHHBIX MO HEOHATaJbHOMY CKpPUHUHTY. [Ipu Apyrux KIMHUYECKHUX
BapHaHTaX TrajakTO3eMuM, BKIoudas BapuaHT [yapre (myraumss N314D B
KOMITAyHT€TePO3UTOTHOM WJIM TOMO3UTOTHOM COCTOSIHHSIX), OTMEUEHO BapuabelbHOe
TeueHue 3alosieBaHMs: OT cpeaHeTspkenoro (28,4%) no cyoknunudeckoro (16,8%).
OTCcyTCTBUE KIMHUYECKHUX CHUMITOMOB BBISBICHO Yy 9,9% 1ereil, TOMO3UTOTHBIX IO
mytauun N314D, u y 5,9% rerepo3urorueix Hocutene myranuun QI88R, mpwu
MOTPAaHUYHOM YPOBHE OOIIE TrajgakTo3bl KPOBH IO pPE3yJibTaTaM HEOHATaJIbHOIO
CKpUHMHTA.

[Toka3aHo, 4TO TPH KIACCUYECKOM TallaKTO3eMUU Oe€3/1aKTO3Has1/0e3ranakTo3Has
nueta, Havaras nociie 10 JHS KM3HU, MO3BOJISET M30€KATh JICTATLHOTO HMCXO0/a, HO
MOJIHOCTBIO HE TPEIynpexaaeT (OpMUPOBAHWE OTJAICHHBIX HEBPOJOTUYECKUX
HapylIeHUd B BHJE HEAOpa3BUTHUs peud pasHoro ypoBHd y 100% OonbHBIX,
pacctpoiictB MotopHOM (yHkuuu y 13%, ymcrBenHol otctamoctu 'y 10%.
Helipopaauoniornueckue npu3HaKkyd MOPaKeHUsI BEIIECTBA TOJIOBHOI'O MO3Ta BBISIBICHBI
y 18% 3Tux OONBHBIX.

BnepBrie pa3paboTaH W = HaJaX€H TPOMBIIUICHHBIA  BBIMTYCK  HOBOWM
OTe4YeCTBEHHOU Oe3nakTo3HOM cMecu «HyTpunak Oe3makTo3HBIN+Y», oOorameHHON

JJIMHHOOCTIOYCYHBIMU JKUPHBIMU KHUCJIOTAMH, OOKad3aHa €€ BbICOKAd KIMHHUYCCKAA
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3¢ (PexTUBHOCT, M 0€30MacHOCTh IMPU HMCIOJI30BAaHUU Yy OOJIbHBIX ranakro3emuen |
THIIA.

BnepBeie mokazaHo, 4to audQepeHIUpPOBAHHBIA TOAXO0J K Ha3HAUYEHUIO
JTUETOTEPAIUU C YYETOM YPOBHS T'aJIaKTO3bl KPOBH, BHIPAKEHHOCTH 1IUTOJIN3A, TSKECTH
TE€YeHHsI 3a00JIEBAHUS IMO3BOJISIET COXPAHUTH TPYAHOE BCKApMIIMBAHUE MPH JIETKUX
KIMHUYECKUX BapuUaHTaX TrajakTO3eMHH, OrPAaHWYCHHO WCIOJIb30BaTh €ro Ipu
CpPEIHETSKENbIX (OopMax ¢ TMOJHOCTBIO UCKIIOUUTH TIPU  TSHKEIOM TEUYCHHH
rajakto3emMun. OpHako Ha ¢oOHE CTpOrod Oe37TaKTO3HOM/Oe3raakTO3HON JTHETHI
YpPOBEHb 001N rajgakTo3bl OCTAETCS MOBBIIIEHHBIM OTHOCUTENBHO 3/I0POBBIX JIeTeH 3a
cueT e€ PHJOTeHHOr0 CUHTE3A.

BriepBeie YCTaHOBJICHO, 4TO HECMOTPS Ha IpOBEICHHE
0€3J71aKTO3HOM/0e3ranakTO3HON TUEThl Y OOJIbHBIX C TSHKEIIBIM TEUYECHUEM TajaKTO3EMUH
KOJIMYECTBO B-mMMQOIUTOB M aKTHBHOCTH CYKIIMHATIETHAPOTEHA3bl YMEHBIIAIOTCS,
SABJISISICH TIPETUKTOPOM TPEKICBPEMEHHOTO aromnTo3a M MOBBIIIEHHOTO pUCKAa paHHEH
HEeHpoJereHepaly B yCIOBUSIX METa00IMUECKON 1EKOMITEHCAIUH.

IIpakTHyeckas 3HAYMMOCTb

YcTaHoBIIEHBl OCOOEHHOCTH (PU3UYECKOIO M HEPBHO-TIICUXUYECKOIO PAa3BUTHS
O0onpHbIX @KVY B 3aBUCHUMOCTM OT Hayaja NATOT€HETUYECKOM JUETOTEpaNuu |
KaueCTBEHHBIX XapaKTEPUCTUK MPUMEHSIEMOTO CIICIIMATU3UPOBAHHOTO TPOIYKTA.

Omnpenenena 6MOIOTUYECKAs IEHHOCTh (AMHUHOKHUCIIOTHBIN CKOP ACCEHITMATbHBIX
O0JBIINX HEHUTPATHHBIX AMUHOKHCIIOT, T.€. UX COJEP)KaHUE MO OTHOIIEHUIO K TAKOBBIM
B «HJICAILHOM O€JKe») CIeHAM3UPOBAHHBIX MTPOIYKTOB 0€3 (eHUTaIaHnHA, TITUPOKO
npuMeHsieMbiX B muTaHuu 6onpHBIX DPKVY B Poccuiickoit deneparuu. YcTaHOBICHO,
YTO CHIDKEHHE ckopa (MeHee 95%) yKa3aHHBIX AaMHUHOKHUCIOT B TMPOJYKTE
COTIPOBOXK/IACTCST  TOBBIIICHHEM  YPOBHS  ()CHUJATAaHWHA B  KPOBH  OOJIBHBIX
(hEeHUTTKETOHYPHUEH.

Pa3paboTanbl HOBbIE OTEUECTBEHHBIC CIICIIUATU3UPOBAHHBIE TIPOIYKTHI BHICOKON
OMOJIOTUYECKON W THUIIEBON IIEHHOCTH HA OCHOBE aMUHOKHCIOT 0e3 (eHuIaTaHrnHa
cepun «Hytpuren -phe», a Takke HHU3KO- M 0€30€KOBbIE MPOAYKTHI HAa OCHOBE

KPaxXMaJIOB M YIJIEBOJHO-)KUPOBBIX KOHLIEHTpATOB cepunt «Hyrpuren» m «/lerka» mis
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o6onpHbIX DKY pasznuyHoro Bo3pacta. Pa3paboTan crnenuanv3UpOBAHHBIA TPOIYKT
«HyTtpunak 6e371aKTO3HbIN +» 1711 OOJBHBIX ralakTo3eMuen

Y CTaHOBIEHO, YTO ISl OPTaHU3AIMU TATOT€HETUYECKON TUEeTOTepaniy OO0IbHBIX
¢ ®KVY wu ramakrozemueil 11enecoobpa3HO HCIOJIB30BaTh COBpeMeHHbIe Poccuiickue
HOPMBI (DM3UOJIOTUYECKUX TOTPEOHOCTEM B HSHEPTMM W TUIICBBIX BemecTtBax (MP
2.3.1.2432-08).

[Toxa3aHa HEOOXOJUMOCTh MEAMKAMEHTO3HOW MPO(PHUIAKTHUKKA OCTEeornopo3a y
OOJBHBIX TamakTo3emueil crapuie 1 roga ¢ moadopoM Oe3MaKTO3HBIX MpernapaToB
Kbl W BATaMuHa D; 1npu Hamuuum HEBPOJOTMYECKOM  CUMIITOMATHUKHU
PEKOMEHI0BAaHO NPUMEHEHUE MPOTUBOCYIOPOKHBIX, HOOTPOIHBIX U METa00INYECKUX
IIPENapaToB, HE COACPIKAIINX JTAKTO3Y.

s oOecrnieueHus BBICOKOU 3¢ (HEKTUBHOCTU IUETOTEpanuu U
YIOBJIETBOPUTENBHON KOMIUIAEHTHOCTH MallieHTa HEOOXOJAMMO COBMECTHOE BEICHUE
OO0JIBHBIX C HACJIEACTBEHHOMN MAaTONOrHe 0OMEHA BEIECTB CHELHATUCTAMH Pa3INYHOTO
npoduns (nmeguaTp, HEBPONATOJIOT, TUETOJIOT, IICUXO0JIOT, T€HETHK).

JlokazaHo, YTO CBOEBpEMEHHas MaroreHeTudeckas aud@epeHurpoBaHHAs H
KOHTpOJIMpYyeMasi JueToTepanus IO3BOJISET IPEJOTBPATUTD TKEIIbIE HEBPOJIOTHUECKUE
HapylIEeHUs M TOBBICUTh KauyecTBO >KU3HU OonibHbIXx DKV, a npu kiaccuyeckoin
raJIakKTO3E€MUU - H30€XKAaTh JIETATLHOIO UCXOAA.

Buenpenue pe3yabTaToB B IPAKTUKY

OCHOBHBIE pPE3yJIbTaThl U HAy4yHblE Pa3pabdOTKU BHEIPEHbl B KIMHUYECKYIO
NPAKTUKY OTHENICHUS TMUTaHUs 3J0pOBOrO U OOJBHOTO peOeHKa, OTIENICHUs
IICUXOHEBPOJIOTUH U NICUXOCOMAaTHYECKOMN IAaTOJOTUH, OTAEICHUs MaTOJOTUA PAHHETO
neTckoro Bo3pacrta, KoHcynpTatuBHO-Auarsoctuueckoro neHrpa ®PI'bY «Hayunsiii
LEeHTp 300poBbs aAerer» MunsznpaBa Poccun, I'ocymapcrBenHoro Kazennoro
VYupexxnenuss 3apaBooxpaHeHus: «JlMarHOCTUYECKU IEHTP (MEAMKOT€HETUYECKH)»
r.Cankt- [lerepOypra.

PesynbraTel uccnenoBaHus NpeAcTaBieHbl B «DenepabHbIX KIMHUYECKUX
PEKOMEHJAIMAX MO0 OKa3aHWI0 MEAUIIMHCKOM MOMOIIU JIETAM C (PEHUIKETOHYpUEH U

HapylIeHUssMH OOMeHa TeTparuapoOuontepuHay u «deaepanbHbIX KIMHUYECKUX
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PEKOMEHAAUUAX IO OKA3aHUI0 MEIUIMHCKOW IMOMOIIM JETSIM C TaJIaKTO3EMHUEN»,
yTBepxkAcHHbIX Coro3oMm mnenuarpoB Poccun m pa3MmemieHHbIX Ha caite M3 PO
http://www.femb.ru

Matepuaibl paboThl BHEIPEHBI B MEeIaroruyeckuii mpouece kadeapsl neauaTpun
U JIeTCKOM peBMaTonoruu neauarpudeckoro ¢akynsrera 'BOY BIIO Ilepsoiit MI'MY
uM. .M. CeuenoBa MunznpaBa Poccun, OTtaena MNOCTAUIUIOMHOTO 0OOpa3oBaHUs
OI'bY «HU3A» Munznpasa Poccun, xadenpsr nequatpun ['bOY IO Poccuiickoi

MEIUIMHCKON aKaJIeMHH MMOCIEAUIIOMHOr0o oOpa3zoBanus M3 PO.
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I1asa 1. AKTYAJIBHBIE TPOBJIEMbI HACJEJICTBEHHOM MATOJIOT UM
OBMEHA BEIIECTB, BBISIBJISIEMOM IO HEOHATAJIBHOMY
CKPUHHUHI'Y (00630p 1uTepaTypbl)

1.1. Poub HEOHATAJBLHOIO0 CKPUHUHIA B THATHOCTHKE HACJIEICTBEHHBIX
0o0J1e3HEe 00MeHAa BellecTB
BriparomumMes coObITHEM MEAMIIMHCKON Hayku crano 3aBepuieHue B 2003 roay

MEXAYHApPOJAHOW mporpaMmbel  «['eHOM 4YenoBeka», MLEeNbl0 KOTOPOM  SIBUJIMCH
noJiHoreHoMHoe cekBeHupoBanue JIHK denoBeka, uaeHTHGUKAIMS U KapTUPOBaHUE
FE€HOB, W3yYEHUE BO3MOXHOCTEH TMPHUMEHEHUS TOJYYEHHBIX pPE3YIbTAaTOB s
COBEpPIIICHCTBOBAHUS METOJIOB JICUCHUSI HACIIEICTBEHHBIX 3a0oieBanuii [ 148, 149].

B nocnennee gecstunerue mpobiema peakux  (opdaHHBIX) OOJE3HEH,
OOJIBIIIMHCTBO M3 KOTOPBIX SIBJISIIOTCSI TEHETUYECKU I€TEPMUHUPOBAHHBIMU, CTAHOBUTCS
Bce Ooisiee aktyanpHOM [3, 18, 201]. Bospocmmii uHTEpec OOYCIIOBIEH peabHON
BO3MOYKHOCTBIO PaHHEH JIMarHOCTHKHU ITHX 3a00JI€BaHUN M paCHIMPEHHEM MOTEHIIMaIa
s pekTuBHBIX crioco0o0B neueHus [23, 30, 54].

Oco0EeHHO BaXHBI OTH BOIPOCHl I Bpayed IMeauaTpoB, HEBPOJOTOB U
KIIMHUYECKUX TeHETHKOB, TaK KaK MHOTHE OpQaHHbIe O0JE3HH CTAHOBSITCS MPUUYUHOU
MJIAICHYECKOM CMEPTHOCTM WJIM TKEJIOW WHBAJIUMIHOCTH B Ciy4dasX IMO3JHEN
JTUAarHOCTUKH U OTCYTCTBHUS JieueHus [5, 15, 38, 288]. BoibImMHCTBO OOJBHBIX JIETEH C
PEAKMMH  HACJIEACTBEHHBIMH OOJIE3HSIMU  CTPaJalOT  3aepKKOH  (PU3HYECKOro,
MOTOPHOTO M KOTHUTHBHOTO Pa3BUTHSA. B NOAPOCTKOBOM M IOHOIIECKOM BO3pacTe
MHOTHE TMAalUEHThl MCIBITHIBAIOT TPYJHOCTH COLUMAJIBHO aJIallTUBHOIO XapakTepa,
MPUYMHA KOTOPBIX MOXET OBITh CBSi3aHA C HECBOEBPEMEHHOM JIMarHOCTUKOM,
HEaJICKBATHBIM JICUEHHEM, HEYAOBIETBOPUTEIbHON KOMILTaeHTHOCTHIO [ 100, 105, 190,
215, 260].

B Hacrosimiee Bpemsi HamOosiee A(()EKTUBHBIM METOJIOM paHHEH JMAarHOCTHKU
HACJICJICTBEHHBIX OOJIe3HEH W MPOGUIAKTUKH WX TSKENIBIX TOCICICTBUN SIBISETCS
HeoHatanbHit ckpuHuHr (HC) [30, 38, 201]. CornmacHo MexayHapoaHBIM IpaBUiIaM
[276, 277], B mporpamMmy HEOHATaJbHOTO CKPUHHUHTA BKJIIOYAIOTCS 3a00JeBaHus,
KOTOpPBIE COOTBETCTBYIOT MEIUKO-COLMAIIBHBIM M 3KOHOMUYECKHM TpPEOOBaHUSM,
OCHOBHOE M3 KOTOPBIX - JOCTYNMHOCTb JJISl MPAKTUYECKOTO 3APAaBOOXPAHEHUS METOIOB

AUArHOCTUKU U CPCACTB IPCBCHTUBHOT'O JICUCHUA.
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[lepBbiM 3a0o0eBaHUEM, COOTBETCTBYIOIIMM YyKa3aHHbIM TpPEOOBaHUSIM U
pEeKOMeHJI0OBaHHBIM ~ BceMupHoil  opranmzamueidt  3apaBooxpanenus (BO3) s
BKitoueHus B nporpammy HC, 6pina ¢penunkeronypus (OPKY) [5, 54]. Hecmortpst Ha O,
41O pacupocTpaHeHHOCTh PKVY B pa3nMuHbIX MOMYJSIIUAX W 3THUYECKUX TpyIax
3HaunTenapHO BapbupyeT ot 1: 4 000 B Upnanauu [195] u 1: 4 192 B Typuuwu [255] no 1:
100 000 B ®unnsaguu [129], sT0 3a00ieBaHUE B HACTOSAIIEE BPEMs BKJIIOYCHO B
porpaMMbl CKpUHUHTA OOJIBIIMHCTBA cTpaH Mupa [201, 286].

B Poccuiickon denepannun HOPMaTHUBHO-IIPABOBOE pEeryiaMpoBaHue
oOcneoBaHUs  HOBOPOXKICHHBIX  JIeTed  Ha  HACJICACTBEHHBIE  3a00JIeBaHUS
ocyuiecTBisieTcs MUHUCTEPCTBOM 3ApaBoOXpaHeHUs] PO 1 pernoHalbHBIMU OpraHaMH
ynpasieHus 3apaBooxpaneHueM [30]. CraproBaBmmii ¢ 70-80-x romoB XX Beka B
KpyIHbIX Meauko-renetndeckux nenrpax CCCP nHeonaTtanpHblil ckpuHUHT HA OKVY un
BPOXKJICHHBIM THUIOTUPEO3 pacnpocTpanwica K 90-M romaMm mo BCEW TEPPUTOPUHA
Poccum [29].

C oktsa6ps 2006 r B Poccuiickoit denepanuu B mporpaMmy HEOHATAIBHOTO
CKpPUHUHIA ObLIN BKJIIOUEHEI emie  Tpu  3a00JEBaHUS: MYKOBHUCIIU03,
aJ]pEHOreHUTANBHBIA CUHAPOM U rajakto3zemus [35]. 3a mocienHue rojapl, Mo JaHHBIM
M3 P® oTmedeH BBICOKUM MPOIEHT OXBaTa 0OCIEIOBAHHEM HOBOPOXKIEHHBIX JIETEH,
onpeereHre YacTOThl YKa3aHHbIX 3a0oieBaHuil B Poccuu, okazaHue CBOEBPEMEHHOMN
moMoOIM OOJIbHBIM JIeTsAM. YcTaHoBlIeHO, uTo B 2012 romy cpemnsisi dYacToTra
(denunakronypun coctaBuia 1: 6 971 ¢ xonebanusamu ot 1:5 458 B LleHTpanbHOM
®enepanbHoM Okpyre 10 1:9 486 B IOxxHOM DenepaibHOM OKpyTe, CPeAHsiss 4acToTa
rajgaktozemuu [ Tuma — 1: 20 149 [30].

['nmaBuas nenp HC — npenoTBpaiiieHre pa3BUTHS TSHKEJIOW MHBATUAU3AINHT ITyTEM
paHHETrO BBIABJICHUS OOJE3HW W CBOEBPEMEHHOTO HA3HAYCHHS MATOTEHETUYECKOMN
tepanuu [26, 286]. na kinaccuueckux ¢popm OKVY u ranakrozemMun TaKOBOW SIBISETCS
JTUETUYECKOE JICUCHHE C OTPAHUYEHUEM WIIU TOJHBIM HUCKIIOYEHUEM MaTOT€HETUYECKU
3HQYUMBIX HYTPUEHTOB M 3aMEIICHHEM UX CHEUUATM3UPOBAHHBIMU MPOAYKTaMU

neueOHoro nuranus [3, 23, 37, 54].
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1.2. AkryajbHble IP00JieMbl (DEHUIKETOHYPHUH

Oenmnkeronypuss  (PKY) -  HacimeACTBEHHOE  ayTOCOMHO-PELIECCUBHOE
3a00JieBaHKE, B OCHOBE KOTOPOTO JIS)KHUT HapYIIeHHE MpeoOpa3oBaHus (eHUIATaHUHA B
TUpO3WH. BriepBpie 0Oosie3Hb Obuta omucaHa B 1934 1 aBCTpUHCKUM XHUMHKOM A.
@®euMHroM, HaOJIOAABIIMM JIByX CHOCOB C YMCTBEHHOM OTCTalOCThIO M PE3KO
YBEJIMYCHHBIM KOJIMYECTBOM (hEHWJIMTMPOBUHOTPATHON KHCIOTHI B MOYE, YTO OBLIO
OTIPEJICJICHO TIOCPEJICTBOM PEAKIIMU C TPEXXJIOPHBIM Kefe3oM [36]. B 1935 roay Jarvis
G. obHapyXw1 pe3koe CHwkKeHue ¢epMmeHTa GeHunananuHruapokcunassl (OAID) B
ouonrare neyeHu 60apHBIX OKYVY [36], a B 1953 roay rpynna yueHbix bupmunremckoro
nerckoro rocmurtansa (BemukoOputanus), kotopyto Bosriasisii H. Bickel, Bnepsbie
onyOJMKoBajga HAOMIOJAEHUS O TMOJOXHUTEIHbHOM BIUSHUM JHEThI C HU3KUM
cojiep)kaHreM Oenka 1 (peHmnamannHa Ha roBenenue aereit ®KY [75 - 77].

B Hacrosmee Bpems u3BecTHO, 4To PKY 00beaUHSIET HECKONIBKO T€HETUYECKU
reTeporeHHsix (hopm, npossistonmxcsa runephenunnananuaemueii (@A) u cxomaHbIX
Mo KJIMHUYECKUM mpusHakaMm. CoriacHo 35eKTpoHHOM 0aze manHbix Online Mendelian
Inheritance in Man (OMIM), paznuyator ne rpynnbl ['A: mepBas 00ycloBieHa
HapylieHueM akTuBHOCTH (Qepmenta DAL, BTopas pa3BHBaeTCS BCICACTBUE
HapyleHus Mmeradbonusma Tterparugpoouontepuna (BH4) — kodaktopa DAL [80].
CoBpemennas  knaccudukamuss ['DA  cTpouTcs Ha  OCHOBE  T'€HETHYECKOU
reTepOreHHOCTU HapyieHni Metabonmzma A (tadm. 1).

N3BectHo Oosee 800 myrtanuii B rene ¢pepMeHTa GeHuIanaHuH-4-ruapoKcuasa
Y YHCJI0 BHOBb OOHAPYKEHHBIX MyTalMi MOCTOsIHHO yBenuuuaercs [80,107].

Jlnst poccuiickoil momynsiiuu  HaunOosiee yactoit (61,4%) sBhsieTcs MyTanus
p.Argd08Trp, ¢ uacroroit Gonee 1% BcTpewarorcss myrauuu [VS10-11g>a (4,1%),
p.Arg261GIn (3,3%), IVS12+ig>a (2,3%), p.Arg252Trp (1,82%), p.Argl58GIn
(1,65%), p.Pro281Leu(4,95%), a taxke myrtanus 1VS4+5g>t (1,49%), xoTopas s

ctpan EBpomnnl siBisiercst penkoit [40].
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Tabmumna 1.

JTHONATOTreHeTHYecKas Kiaccupukanus GeHUIKeTOHYpPHHI
U runepeHwIaIaHMHeMH ¥

Kon HaszBanue depMeHT I'en Jloxanu3zauus
OMIM M1aTOJIOTU U reHa
OAT - 3aBucuMas R

261600 (bheHUITKETOHYpHs IDOKCIIA3A PAH 12q22-q24.2
(OKY, OAT nedunur) P
['unepdennnananune 6-HPYBOMITETPAT PO
mussBH4-nedumur, A )

261640 (enmxeronypus 111 nrepuHcuHTasza (PTPS) PTS 11922.3-g23.3

THIIA)

233910 ['unepdenunananune | ['yanosuHtpudochaTuukior GCHI 14429.1-422.2
musiBH4-nedunur, B unponasa (GTPCH) qes.1-qes.
['unepdennnananune
mussBH4-nedumut, C | JurugpontepuanHpeyKTaza

261630 (Denunkeronypus 11 (DHPR) QDPR 4pl3.31

TUTIA)
[Itepun-4-anbda-

264070 Pnneppennnanarmse kapOouHonamuseruaparaza | PCBD 10922
musiBH4-nedpunur, D

(PCD)
['unepdennnananuue 1.1.1.153

182125 wusBHA-siedurut Cenunantepunpenykrasa (SR) SPR

* Blau N. 2011 [80]

B pesynaprate wmyrtammii rena ®OAIT cuHTesupyercs nePEKTHBIM DH3UM
(deHunanaHuH-4-rUIpOKCUIa3a € HECTAOWUJIBHOM CTPYKTYypO M HEIOCTAaTOYHOMN
aKTUBHOCTbIO, HE CITIOCOOHBIN OCYIIECTBIAThH peakinio npeodpazoBanus A B THPO3UH,
YTO SBJIICTCS ITUOMATOIEHETHUECKOM OCHOBOM Kinaccuueckoin KV [244].

Hapymenne ooMena ®A npuBOAUT K YBEIMYEHUIO KOHUEHTPALMH YKa3aHHOU
AMUHOKHCIIOTBI B OHOJIOTMYECKUX  JKUJKOCTSIX  OpraHusMa, HU30BITOK €€
MeTa0OoJIM3UPYETCS AJIbTEPHATUBHBIMU NYTSIMU C OOpa30BaHMEM U HAKOIUJICHUEM
AHOMAJIbHBIX ~ NPOAYKTOB oOMeHa  ((peHWInUpOBHUHOTpagHasA, (HEHUITyKCycHas,
benunmonoynas kucioTsl) [80]. OMHOBPEMEHHO OTMEYAETCS CHUKEHUE KOHIICHTPAITU!
TUPO3WHA U JrcOagaHC IPYyruX aMHUHOKHUCIOT B KpOBHM U JukBope [64, 137, 138, 139,
203, 204]. YV Ooapubix @DKY mpu OTCYyTCTBHM MAaTOT€HETUYECKOTO JICUCHHUS
HapyILIATCsl MNPOLECChl MHUEIMHHU3ALUMU HEPBHBIX BOJOKOH, KakK IPEIIoJaraercs,
BCIIEJICTBUE TOKCHYECKOTO JCHCTBUS M €ro MeTabOoJIMTOB Ha HEPBHYIO TKaHb,
CHW)XAETCSl CUHTE3 KaT€X0JIAMHUHOB, TOPMOHOB ILIUTOBUHOM KeJIe3bl U MEJIaHUHA U3-32

HeJocTaTOuHOro oOpaszoBanusi Tupo3uHa [80, 187, 200]. Kodakropom peakiuu


https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
http://humbio.ru/humbio/biochem/0001d8d5.htm
http://humbio.ru/humbio/biochem/0001d8d5.htm
http://humbio.ru/humbio/pathology/x00021f3.htm
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261630
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261630
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
http://humbio.ru/humbio/pathology/x0001df4.htm
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
https://docviewer.yandex.ru/r.xml?sk=y76f90497c476f1117ab6f8babc41e83e&url=http%3A%2F%2Fomim.org%2Fentry%2F261640
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ruapokcunupoBanuss DA sBigeTCS  IUTHMAPOOMONTEPUH, KOTOPBIA 3a  CYET
HUKOTUHAMUJAJCHUHANHYKIeoTudochaTa BOCCTAHABIMBAECTCA C O0Opa3oBaHUEM
terparuapoouontepura [80]. Ilpu HemocTaTouyHOCTH (DEPMEHTOB, MPUHUMAFOIIHX
yuyactue B Merabonusme BH4, konnuecTBO M €ro akTUBHOCTh CHUXKAIOTCSA, 4YTO
OTPHUIIATENBHO CKa3bIBaeTCs Ha aKTUBHOCTH DAI" 1 B HEKOTOPBIX CIIydasX MPOSIBISETCS
noBbiieHueM DA B kpoBHu, He OTHOcsmMMca K kiaccuueckoit ®OKY [79, 80].
TerparugpobuontTepun sABISETCS Takke KO(AKTOPOM peakuuid mpeoOpa3oBaHUs

TUPO3HHA, TpUNITOPaHa U OKCUAA a3oTa (puc. 1).

Mo

[ Ournapo6uonTtepuH

l HALO* peaykTasa ] HALOH+H*

[OuruopoHeonTepuH ﬁ

Tpudocdar

[Luruapo6urontepuH Benkn TkaHeBble
CUHTETa3a nmwmy 6enku

Benkun
LM

o | T OkucneHve
eHnnanaHuH | NPO3nNH (CO,+H,0)

TkaHeBble |
6enku
deHunanaHunH-
0, rMapokcunasa H,0

®enHunnupysat

OpTornapokcu-
deHunauerar

deHunaTunammH
> MenaHuH

OnuHedpuH KaTtexonamuHbl

() depmeHt I vetaGonu-

yeckuii 6ok
deHunaueTunrnyTamMmmH |:| meTabonut

(aKkckpeLmst)
[C_——]] ToxcuuHbiii meTabonut npu GKY

|| deHunnakrtat deHunaueTar

Puc. 1 buoxumnueckas peakius npeoOpa3zoBaHus peHuIagaHNHa B TUPO3HH [3].

B  ocHoBe HeoHatrambHOrOo CcKpuHuHra @OKY  jexutr  onpeneneHue
OMOXMMHUYECKOro (pEHOTHUIA — YPOBHS (PEeHMJIAIaHWHA B CBIBOPOTKE KpoBU. Pabouas

knaccupukanuss ['@A opuentupoBana Ha coaepxkanne DA B CHIBOPOTKE KpOBH,


http://dic.academic.ru/synonyms/%D0%BD%D0%B8%D0%BA%D0%BE%D1%82%D0%B8%D0%BD%D0%B0%D0%BC%D0%B8%D0%B4%D0%B0%D0%B4%D0%B5%D0%BD%D0%B8%D0%BD%D0%B4%D0%B8%D0%BD%D1%83%D0%BA%D0%BB%D0%B5%D0%BE%D1%82%D0%B8%D0%B4%D1%84%D0%BE%D1%81%D1%84%D0%B0%D1%82
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ONPEIEIICHHOE B MOMEHT HEOHATaJIbHOI'0 CKPUHUHIA, YTO KOCBEHHO OTPAXaeT CTENEHb
MOpKEHUST M pe3uayalbHyl0 akTuBHOCTH (epmenta DAI [38, 80]. Pesynbrar
CKPUHUHIA CYUTAETCS MOJIOKHUTENIbHBIM, eciau ypoBeHb DA B kpoBu npsbimaet 120
MKMOJIB/T (2 Mr%) [3].

C cepenunabl XX BeKa B CTpaHax, IJ€ MPOBOJUTCS HEOHATAIBHBIA CKPUHHHT,
OCHOBHBIM MeTofoMm JiedeHuss DKV saBnserca auerorepanvs € OIpaHUYEHUEM
numeBoro @A u HarypaiapHoro Oenka [36,54,56]. Pe3ynbrar JieueHHsS CUUTAETCS
MOJIOKUTETHBIM MPH aIEKBATHOM HEPBHO-TICUXHUECKOM pa3Butuu 6omapHOro OKVY, uro
Ha0JroAaeTCs MpU paHO HayaToM JieueHuu [179].

Hapsiay ¢ uccnenoBaHus MU M COBEPLICHCTBOBAHUEM JAUETOJOTUYECKUX METO/IOB
JICYEHUS] BEAYTCsS pa3paOOTKM U KIMHUYECKUE UCIBITAaHUS albTEPHATUBHBIX METOJIOB
Tepanuu. B HacTosiiee Bpemsi HaubOosee aKTUBHO MCCIEAYETCsl POJb CUHTETHUECKOIO
aHajora TeTparuApoOuonTtepuHa - camponrepuHa auruapoxiopun  (Kysan),
olleHHBaeTcs ero 3(p(exkTUBHOCTh U 0€30MaCHOCTh MPU HMCHOJIb30BAaHUM Yy OOJIbHBIX
OKYVY [229, 251, 254]. Yka3aHHbIU Npenapar SBJISIETCS MaTOT€HETUYECKON Tepanue B
Clly4asix TeHeTHuecku oOycioBieHHoro neduiura BH, (terparmapobuonrtepuna) u
pekoMeHayeTcs: Takke npu ymepeHHbIx dopmax OKY u ['DA, compoBoxgaromumxcs
pe3uayabHOM aKTUBHOCTBIO DAL M IPeAnoNOKNUTEIBHO YyBCTBUTENBHBIX K TEPAIUH
carponTepuHoMm [254]. B gaHHOM ciydae camponTepUHa TUAPOXJIOPU]T BBICTYNAET B
posu (hapMaKOJIOTHYECKOTO MIANepoHa, CTAOUIM3UPYIOUIETO TETPAMEPHYIO CTPYKTYpPY
Mousiekysibl DAI U crnocoOCTBYIOLIETO MOBBIIEHUIO (YHKIMOHATBHOM AaKTUBHOCTH
dbepmenTa [63, 79]. I1o maHHBIM pa3IMYHBIX aBTOPOB, OT 17 10 70% manuerToB ¢ ®KY
«OTBEYAIOT» Ha MPUEM canmponTepuHa cHUxkeHueMm ypoBHs @A B kposu Ha 30% [136,
251, 259], npu sToM OoJblias PoOJib OTBOAUTCS TE€HOTUIY OOJBHOTO, KOTOPBIN
ompeneNnsieT pe3uayalbHyl0 akTUBHOCTH (epmenta [80, 116, 128]. AprymeHTsl B
MOJIb3y MPUMEHEHUS! CalpONTEepHHAa OCHOBAaHbI HA €ro MOTEHLUHUAIBLHON CIOCOOHOCTH
MOBBIIIATH TOJIEPAHTHOCTH K nuiieBoMy MDA, 4To 1aeT BO3MOKHOCTh PACIIMPUTH THETY
nanreHToB ¢ @KV 3a cueT HaTypalbHBIX NPOAYKTOB (HATYypaJbHBIX KPYII, OBOIILEH,
MaKapOHHBIX M3JEIMA W T.M.) ¥ CHU3UTh KBOTY CIELUUATU3UPOBAHHOIO MPOAYKTa B

CYTOYHOM paiuoHe 60JapHBIX [63].
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OpHako, B MCCIEAOBAHUAX MOCIEIHUX JIET TTOKA3aHO, YTO PACHIMPEHHUE TUETHI,
SBJISIFOIIEECS LIETBI0 JUIUTEILHOTO MPUMEHEHHUsI CAapONTEPUHA U COMPOBOXKAAIOIIEECS
CHIKECHUEM TOTPeOJICHUST OOJIbHBIMA aMUHOKHCIIOTHON CMECH, 3HAUUTEILHO OO0CTHSICT
palMOH ACCEHIMATbHBIMU MUHOPHBIMH (DaKkTOpaMu NMUTaHUs (BUTAMUHAMHU, Makpo- U
MUKPOAJIEMEHTaMH) W TIOBBIIIAET PUCK PA3BUTHS TOKEIBIX JCPHUITUTHBIX COCTOSHUUN
[112, 176, 225, 228]. BmecTe ¢ TéeM HEIOCTATOYHOCTh MUTAHUSI MOXKET OTPUIATEIHLHO
BJIMSATh HAa (PYHKIUU TETparuapoOUONTEpHHA, TaK HEIOCTAaTOYHOCTh BUTamuHa C,
oOJjajaroniero BIUSHUEM Ha mporecchl (ochopenrpoBaHusl U OKHCICHHUS, MOXKET
CHIKaTh OMOJOCTYIMHOCTH 3HA0reHHoro BH4 [80, 254].

Lammardo A.M. et al. (2013) akneHTUpYIOT BHHMAaHHE Ha BBICOKOM pPHCKE
BUTaMHUHHO-MHUHEPAJILHOTO AucOaianca Ha (hOHE MPUMEHEHUS HEIUETUYECKUX METOIOB
neyenuss KV [176]. Aldamiz-Echevarria L. et al (2013), B TedeHHe IIUTEIBHOTO
BPEMEHU KaXKJIble TIOJIT0J[a UCCIEAOBAIN POCT, MacCy Teja U MHAEKC Macchl Tena y 34
nereit ¢ ®KVY, nonmydaBmmx camponTepuH W PACIIMPEHHYIO JAHETY C OOJBIINM
KOJIMYECTBOM HATYpaJbHOTO OciKa, U y 76 OOJNBHBIX, HAXOMSIIMXCS Ha OOBIYHOU
runoeHIaIaHMHOBOW JueTe. BhIsBICHHAs TEHICHIMS K 0ojiee HU3KOMY POCTY Y
MAalMEeHTOB, TMOJY4YaBIIUX CaMpONTEpUH, MO MHEHUI0 aBTOPOB, OblIa CBs3aHA C
HEJIOCTATOYHOCTHIO MUTAHUS, HECMOTPSl Ha YBEJIWYEHHUE KBOTHI HATYpaJIbHOrO OeiKa
[61]. B 2015 r aMepukaHCKHE y4YE€HBIE TMOKa3alad, YTO OCHOBHAs MPHUYMHA OTKa3a OT
MpueMa canmporTepruHa — 3T0 OTCYTCTBUE d(PQeKTa OT JIeueHUs U MOOOYHBIE PEaKIuU Ha
npenapar [229].

3amecmumenvnas Gepmenmomepanus npu OKY He npuMeHsCTCS H3-3a
BBICOKOW HECTaOWJIBHOCTH PH3UMa (PeHMIAIaHUH-4-TUIPOKCHIIa3bl U HEBO3MOXKHOCTH
€ro MCroJib30BaHus B UHbEKIMAX [80]. AHanoroMm, cnocoOHbIM MpeoOpa3oBbiBaTh DA,
apisiercss  ¢eHunanmanuH  amMmMoHui  ymaza  (PAL) -  pexoMOWHAHTHBIN
npokapuoTuyeckuii ¢pepmeHnt (recombinant Anabaena variabilis cokparenno - PAL),
MPOYIIUPOBAHHBIA B KyJIbType E. coli 1 KOHBIOTMPOBAHHBIN C TOJUATUICHTIUKOIEM
(PEG) nmns cHmxenus ero uMMmyHoreHHOCTH [183]. JlaHHBIN (QepMEHT KOHBEPTHPYET
@A, B aMMuak U TpaHC u30Mep [-PpEeHUITaKPUIOBOM KHUCIOTHI (TpPaHC-KOPUYHYIO

KHCIJIOTY), €r0 CTpyKTypa Oojiee crtabunbHa, ueM y DAI, u oH He HyXKImaeTcs B


http://www.ncbi.nlm.nih.gov/pubmed/?term=Ald%C3%A1miz-Echevarr%C3%ADa%20L%5BAuthor%5D&cauthor=true&cauthor_uid=23810227
http://www.xumuk.ru/bse/1276.html
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npucyrcTBun kodakropa [251]. KinmHudeckue wucciaeqoBaHus Ha J00pOBOJIBIIAX
(B3pocibie OonpHbie ¢ DKV mokazanm, uyto cHiwkeHue ypoBHs DA B kpoBH
HaOJII0AAJIOCh YEPE3 8 4acoB MOCJIE OJHOKPATHOTO IMOJKOXHOIO BBEJIEHUS Ipenapara B
no3e 10 1 mr/kr, addext coxpansuics okosno 20 mgueir. Ognako y 30% marueHToB
OTMEUAINCh HEXKENATEIbHbIC SBJICHUS B BHUJE MECTHBIX W T'€HEpPaTU30BaHHBIX
ajuiepruyeckux peaknuii [183 ].

B mouckax HOBbIX crnocoboB jedenuss OKY mnpoBoasrcs skcnepuMeHTHI MO
TPAHCIUIAHTAIIMM TEMOMO3TUYECKUX, CTBOJIOBBIX KJIETOK, JOHOPCKUX TE€MaTOLUTOB,
skcnpeccupyronux @AI [130]. B neHTpe BHUMaHUS MOCIEIHUX JIET HAXOISITCS T€HHO-
WH)KEHEpHble Meroabl JjedeHuss @OKY, wucnelTaHue KOTOPBIX MPOBOJIUTCS HA
AKCIIEPUMEHTAIIBHBIX XKUBOTHBIX [221]. OmHako, reHHas Tepanus, HAanpaBJICHHAas Ha
KIIETKA TICYEHU, BBI3BIBAET BpPEMEHHOE TNOBbIIeHME akTuBHOCTH DAI, Tak Kak
peredepauus remarouuToB OosibHOro ®OKVY mnpuBoauT K yCTpaHEHHIO TE€HOMOB
PEKOMOMHAHTHOTO aJIeHOACCOLIMUPOBAHHOTO BUpyca (AAV), paccmaTpuBaloTcs Apyrue
crocoObl  BO3JeHCTBUA Ha MyTanmuu B reHe DAL, sBustomuecs NpUUUHON
HECTaOMIIBHOU CTPYKTYpHI pepmenTa [251].

Taxkum o0pa3om, coBpemeHHbIe HarpaBieHus jedenus OKY, mHorooOpasHbl u
OPUEHTUPOBAHBI HA CaMbl€ Pa3JIMUHbIE YPOBHU ATHONATOTeHE3a 3a00eBaHusl, HAUMHAs
C U3MEHEHUS COCTaBa MUTAHUsI, MEAMKAMEHTO3HON KOPPEKIIMU aKTUBHOCTH (PEPMEHTOB
Y 3aKa”HuMBas Bo3aericteueM Ha cTpykrypy JAHK. Hecmotps Ha TO, 4TO Auerorepanus,
Kak HauOosiee (PU3HOJOTUYECKUNA CHOCO0 JIEUEHHUs], MO-NPEKHEMY OCTAETCSI OCHOBOM
noxu3HeHHoi Tepanuu 6onpHBEIX DKV, Yi S.H. and Sinah B.H. (2015) ormeuatoT
HEO0OXOAMMOCTh PACIIMPEHUS TI0Ka3aTeIbHON 0a3bl ee dgdexkTuBHOCTH [281].

Ananm3 paboThl MeTaboaMYecKux IEHTpoB B EBpome mokazanm MHorooOpasue
MOJXOJ0B K OpraHM3alliy JUETOTepIIMKA JaHHOTO 3aboneBanus [56, 60, 286].
OO0si3aTeIbHBIMU 111 HA3HAYECHHUS JUETUYECKOTO THUTAHUS SBISIOTCSA OIpeeieHre
KBOTHI 00miero Oenka, MUIEBOTO (PeHMIaTaHWHA, BHIOOP MCTOYHUKA HATYpajIbHOTO
Oenka W BUJA CIENUATU3UPOBAHHOTO TMPOAYKTA, YCTAHOBJICHHE TEPANEBTUUYECCKOTO
nuariazoHa  ypoBHs @A KpOBHM, KOHTpPOJIb  HYTPUTHBHOIO  CTaryca W

HEpBHOIICUXHYECKOTO pa3Butus [50, 53, 87].
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DA — 9TO JIcceHIMalbHAas aMUHOKUCIOTA, HeoOXxoaumas Mg CHHTe3a
COOCTBEHHBIX OEJIKOB OpraHU3Ma, KOTOpas JOHKHA OBITh MpECTaBiIeHa B KOJUYECTBE
JOCTAaTOYHOM JUIsl perapanuu TKaHel, 00ecreyeHus: HOpMaJIbHOTO pOCTa U Pa3BUTHUS B
JIETCKOM BO3pacTe, Il COXpPAaHEHHUS MPOIECCOB MpeoOpa3oBaHus Oelka y B3POCIBIX
moger. [ns OompHbIx DPKY He3amMeHMMOM aMHUHOKHCIOTON CTAaHOBUTCS TaKXKe
TUPO3HH, B HOpME oOpa3yromuiics uz GA [86].

Onpenenuth noTpedHOCTU B 0HOM DA 0€3 TUPO3UHA CIIOKHO, TaK KaK CTENEHb
koHBepcun @A B THpO3uH npu HopManbHOU akTUBHOCTH DAL Bapeupyert [86, 107].
Kindt E. ¢ coaBt. (1980) yka3piBatoT, 4To0 MHUHUMabHbIEe TOTpeOHOCTH B DA y
6onpHbIX ¢ OKY He oTnnMyaroTcs OT TaKOBBIX y JIOJEH C HOPMAJIbHOW aKTHBHOCTBIO
dbepmenta AT [96, 97, 165]. Tekymue notpedHOoCcTH B DA 3aBUCIT OT COOTHOIICHUS
(heHUNATHUH/TUPO3UH U MOTYT MOBBIMIAThCS Yy B3pocibix ¢ OKY or 14 mr/kr maccel
Tena B CyTku a0 25-27 wmr/kr/cyt [52, 275]. Wcnons3ys METOAMKY CTaOWJIbHBIX
uzoronoB Zello G. ¢ coaBt (1990) mokazamu, yto norpedHoctu B DA y 370pPOBBIX
B3pOCIIBIX JItofeH cocTaBisatoT 9,1 mr/kr/cyt [284], Cortney-Martin G. ¢ coast. (2002)
cuuTarT, 4to mia aereil ¢ ®KY mKoiabHOTO BO3pacTa MUHUMAJIbHBIE MOTPEOHOCTH
COCTaBJISIOT OKOJIO 14 Mr/kr [99].

B pykoBoactBe CIIIA mno Benenuto OonbHbIx ¢ PKY ykazaHo cCyToO4HOE
pexoMenayemoe norpednenne @A ot 130 - 430 mr B MiageHueckom Bo3pacte a0 200-
1100 Mr y B3pOCIBIX, IPH 3TOM PEKOMEHyeTCsS MOTPeOIeHNE TUPO3UHA B KOJUYECTBE,
noutu B 10 pa3 npesbimatonieM norpedHoctu B A [247, 261].

Pexomennyemoe 6ompHbIM DKV moTtpebneHue oOIero u HaTypajlbHOTO Oeika
Kak OCHOBHOro umcrouHuka @A paznuuatorcs B ctpanax EBpombl u Amepuku. bosee
BBICOKOE MoTpebseHue obmero Oenka HazHayaroT B crpaHax CeBepHodt u HOkHOM
EBpomnsl (60mee 2-3 r/kr/cyT), 4yTh MeHbie (2,5 r/kr) B ctpanax Bocrounoit EBporisl,
HaWMEHBIINE MOTPEOHOCTH B OEJIKe UCTIOJIBb3YIOTCA CTpaHaMu 3amaaHoi EBponsr (2-2,5
r/kr) [56, 60]. MakcuManbHOE CyTOYHOE MOTpebIeHrne 00IIIero MUIEBOro MpoTenHa (3-
3,5 r/kr) pekomenaytoT B CIIIA [53, 247, 261].

bonee Bbicokasi 103a OEIKOBOTO SKBUBAJIEHTa MO CPABHEHUIO C 0O€30MAaCHBIM

ypoBHEeM Oenka, pernameHtupoBanHbiM FAO/WHO/UNU [275], ocymecTBisieTcss B
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NEPBYIO OYEpedb 3a CUET aMHHOKHCIOTHBIX CMECed, YTO CIOCOOCTBYET MOBBIIIEHUIO
PETEHIIMH a30Ta W TOJEpPAHTHOCTH K muuieBomy DA [51,52, 125, 166]. IloBbiieHHas
CKOpPOCTh abCOpOIIMM aMHUHOKHUCIOT MOXET MPUBECTU K CHUKEHUIO MX YTWIM3ALUUHU U
BKJIFOUeHUs B OenkoBbl cuHTe3 [101]. B cBs3u ¢ 3TuM B BenukoOputranuu cyTo4HOE
KOJIM4YeCTBO moTpebisiemoro obmiero Oenka s OonbHbIXx DKY mepBbIX OBYX JeT
KU3HHA COCTABIISIOT 3 T/KT MacChl Teja, JIJIs MAIMEHTOB CTapIlie ABYX JeT — 2 T/KT MacChl
tena [56, 60 |. OnqHako JaHHOE KOJMYECTBO MPEBBIIIAET PEKOMEHIYEMOE B 3TOU CTPAHE
noTpebaeHue obmero 6emka A1 370pOBhIX MitaieHIeB mpumepHo Ha 30%. B kadecTse
MOJIOKUTEIBHOTO apryMEHTa HEKOTOPBhIE aBTOPHI YKa3bIBAIOT, 4TO Oo0Jee BBICOKAs
CYyTOYHasi KBOTa CIIEIUATM3UPOBAHHBIX MMPOIYKTOB Ha OCHOBE CMECEH aMUHOKHUCIIOT 0e3
@A yBenuuuBaeT NOTpPeOICHHE OOJBIIMX HEUTPaJIbHBIX aMHHOKHCIOT [235, 237] u
ABJISIETCS MPOMUIAKTUKON OEITKOBOIM HEOCTATOUHOCTH [226].

Hpyrue cneuualucTbl CUYMTAIOT, YTO CYTOYHBIM  OSKBUBAJICHT Oe€lka,
KOMOWHHUPOBAHHBIM M3 HATYpPaJIbHBIX MPOAYKTOB M CHEIUATU3UPOBAHHOTO MPOJYKTA -
3ameHuTens 6e3 @A, MOMHKEH Ha3HAYaThCS UCXOMS U3 PEKOMEHJAIUU JJIS 3I0POBBIX
moaen [56, 220].

B nonb3y Takoro mojaxoja CBUAETEILCTBYIOT HCCIIEIOBAHUS a30TUCTOrO OaaHca
¥ MeTaboJM3Ma MEUEHHOTO BajJMHa y 340pOBbIX B3pocibix U 0onbHbIX DKV omgHOro
BO3pacTa, MMEKIIMX CXOJHbIE MOKa3aTeau (uanyeckoro paszBuTusi. B pesynbpraTe
HUKAKWX 3HAUYUMBIX DPa3U4Mii B TeMmmaxX OKHCJICHHS, pacmaja W CHHTe3a Oeika y
nanueHToB ¢ OKY u 310poBeIX Jto7el HEe HAOIIOAAN0Ch. ABTOPHI CAEIAId BBIBOJ O
TOM, 4TO Jy1s B3pocibix ¢ DKV (3a uckimoueHneM OepeMeHHBIX KEHIINH) MTOTPEOHOCTH
B OeiKe HE MOJDKHBI OBITh TOBBINMICHBI, JTa)Ke€ €CJM OOJiblllasg YacTh Oelka MHIIU
MPEACTABIICHA MPOAYKTOM Ha OCHOBE CMECU aMUHOKHUCIOT [173, 258].

Tartuka BemeHHs OEpeMEHHBIX JKEHIMMH, OOJNbHBIX DKV, OCHOBaHa Ha
CHUCTEMAaTHYECKOM M THIATEILHOM KOHTpPOJIC YPOBHs (DeHMIaHAWHA KPOBHU, KOPPEKIIUU
JUEThl W TECHOM B3aWMOJCHCTBUU C JieHAIlUM BpPadyoM BO HU30€KAHUU DPOKICHUS
pebeHka ¢ mopokamu pa3BuTHs (cuHApoM «MatepHckord DKVY») [230].

Hennerman J. ¢ coast. (2013) npeanonaoxuin, 4To A0JATOCPOYHOE MOTpeOIeHre

BBICOKHX JI03 CMeceil Ha ocHoBe L-amuHOKHCIOT 0e3 DA MOXKET cTaTh MPUUYMHOU
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NOBpPEXJIeHUs (QYHKIMH MOYEK, TaK Kak Mnpu oOcienoBanuu 67 namueHToB ¢ OKY B
Bo3pacte oT 15 1m0 43 ner, mosydaBIIMX MOBBIMIEHHYIO KBOTY MUIIEBOTO Oenka, y 19%
OONMBHBIX OBUIO BBISBIICHO CHIKCHHE KiyOo4ukoBoWl duiabTpammu, y 31% -
nporeunypus, y 7% - ans0ymunypus [ 135].

Koletzko B. ¢ coart. (2013) yka3pIBarOT, 4TO MOBBIINICHHOE MTOTPEOIeHUE OCIKa B
TPYAHOM W paHHEM BO3PacTe€ MOXKET CIIOCOOCTBOBAThH PA3BUTHIO Y JETEH M30BITOUHOMN
Macchl Tena B OoJiee crapuiem Bospacte [171], ogHako, JIMTENbHOE OTpaHUYEHUE
HE3aMEHHUMBIX aMUHOKHUCIOT, B 4YacTHOCTH DA, y OonpHbix DKV nereit moxker
OKa3bIBaTh HETATUBHOE BJIMSHUE HA UX POCT U (pusmdeckoe pa3Butue [66, 108].

Burrage L.C. ¢ coaBt. (2012) oTMeUarOT TEHJCHIIMIO K PAa3BUTHIO MOBBIIICHHOMN
MaccChl TeJla U 0)KUPEHUs] y aMepukaHckux nanueHToB ¢ @KV u cBsA3bIBatOT 3TOT (PAKT C
O0COOEHHOCTSIMU HAIIMOHAJIBHBIX TPAJAMIINKN MUTAHUS, UCIIOIH30BAHUEM Pa3HOOOPa3HbIX
HU3KOOETKOBBIX MPOJAYKTOB Ha OCHOBE KpaxMalioB, B TOM YMCJI€ HHU3KOOEIKOBBIX
anajoroB «fast food» (ummcoB, HM3KOOETKOBBIX COCHCOK, Jla3aHbU M JIPYTUX OJIION)
[88]. dpyrue ucciienoBaHus TakKe BBISBUIN TEHJCHIIMIO K M30BITOUHOM Macce Tella U
OKUPEHUI0 Yy OTAENbHbIX OonbHBIX ¢ DKV [224, 227], a Takke HOpMaJU3aLMIO
MOBBIINIEHHOTO  aJIUIIOHEKTMHAa B IJla3Me  KpoBM  Ha  (QoHe  cTporou
runodeHmwianannHoBo auetsl [239]. UToObl u30exaTh JajdbHEWIlee YBEIUYCHHE
Macchl Tejla, MPU OpraHu3alMi JIE€YEOHOTrOo MUTAHUS TAaKWUX MAIlUEHTOB CJIEIyeT
OPUEHTUPOBATHCA HA CPEIIHIOI0 Maccy TeJia JJisl JaHHOTro Bo3pacta [193].

VYyuTeiBasi HEOJHO3HAYHOCTh B3TJISJIOB Ha TNOTPEOHOCTH B HYTPUEHTAX Yy
6onpHbIX OKVY U paznuuve MUIEBBIX MPEANOYTCHUNH, MHOTHE aBTOPHI PEKOMEHIYET
WHUBUTyJIU3UPOBAHHBIN TIOIXO0/I K HA3HAYCHUIO JICYEOHOTO MUTAHUS B 3aBUCUMOCTH
OT TOJIEPAHTHOCTU 00JIbHOTO K Tiuie U DA, a TakKe ydeTa BO3PaCTHBIX HAITMOHATBHBIX
HOpPM TIOTpEOJICHWS OCHOBHBIX HyTpueHTOoB u sHeprum [50, 188, 210].
[{emecooOpa3HbIM CUUTAETCS, UTO JHEBHOW TUTIO()EHIIAIAHMHOBBIN pallOH MAIlMEHTOB
¢ krnaccuueckot ®KVY B cpemnem nomxkeH couepxath oT 5 mo 10 r HaTypaabHOTO
Oenka, yTo cocTaBisieT He Oonee 25% motpediienust o01Iero 0eaka B CyTKU, TIPH 3TOM

KonuecTBo DA B HCIIOJIBb3YCMEBIX HATYPAJIbHBIX IMPOAYKTAX HE AOJIKHO ITPCBLIINIATH 2-

9% [194].


http://www.ncbi.nlm.nih.gov/pubmed?term=Koletzko%20B%5BAuthor%5D&cauthor=true&cauthor_uid=23502135
http://www.ncbi.nlm.nih.gov/pubmed?term=Burrage%20LC%5BAuthor%5D&cauthor=true&cauthor_uid=22846370
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C uenbto oOecriedeHUs ONTUMAIBLHOTO OEJTKOBOIO CHHTE3a M BBICOKOM
OMOJIOCTYITHOCTH HYTPUEHTOB JIETSAM MEPBOTO Troja *U3HU B KauyeCTBE HCTOUYHHKA
HaTypajJbHOTrO Oenka 0e3aJbTEPHATUBHO PEKOMEHIYETCS I'PYJHOE MOJIOKO M TOJIBKO
IPU €ro OTCYTCTBUM - JETCKash MOJIOYHAs CMECh, B JAJbHEWIIEM B PAllOH BBOJISAT
OPOAYKTHl TpuKopMa ((PPYKTbI, OBOIIM, HU3KOOEIKOBBIE WHCTAaHTHBIC Kallld) U
crenuaibHble HU3KOOEIKOBbIE IPOAYKTHI [3, 56]. B oTHOIIEHNHN MPOAYKTOB MIPUKOpMa
CYWIECTBYIOT pAa3juyusi: HANpuMep, B PAAE EBPONEUCKUX CTpaH pa3penacTcs
UCIIOJIb30BaTh HATYPAJIbHBIC 3J1aKH, KEITOK, ChIp U HEKOTOpBIE APYIHE MPOIYKTHI C
JOCTaTOYHO BBICOKHM COJAEpKaHHEeM Oenka U cooTBeTcTBEHHO DA. OT0 MOXKHO
OOBSICHUTh T€HETHUUYECKU JAETEPMUHUPOBAHHON 0OJiee BHICOKOW TOJEPAHTHOCTHIO K DA
B OIPENEIEHHBIX dTHUUECKUX Tpynmax [190].

B poccuiickoil MOMyJsiMUKA NPEBATMPYIOT MaKOPHbIE MyTalliy, OIPENEISIOIINE
KpailHe HU3KYI0 aKTUBHOCTH (epmeHTa [40], mosToMy aueTuueckue TpeOOBaHHS B
OTHOIIEHUHU OO TNPUKOpMa JOCTATOYHO CTPOTH, HO NPU KX HA3HAYCHUM BCerja
YYUTHIBACTCS] MHIUBHUIYyaIbHasl TOJIEPAHTHOCTD K (eHuIananuny [3, 36].

Jlo HemaBHEro BpeMEHHM BBIOOpP HHU3KOOEIKOBBIX MNpPOAYKTOB B Poccum Obui
OTPAaHUYEH HECKOJBKMMHU  BHJAMU  MAaKapOHHBIX  M3JIENUWA, KpPYNoM  caro,
nosy(adpukaTaMu JIsl BBINIEUKH XJ1e0a M KOHAUTEPCKUX U3/1EIMi HA OCHOBE Kpaxmara.
B nocnenHue roapl COBEPIIEHCTBYETCS M PACHIMPSETCS aCCOPTUMEHT OTEUYECTBEHHBIX
HU3KOOETKOBBIX MPOAYKTOB [8,11], cTaHOBATCS JOCTYMHBIMH HH3KOOCITKOBBIC
nonygadpuKaThl ¥ TOTOBBIC U3CIHS 3apyOEKHOTO MTPOU3BOJICTBRA.

bonpmioe 3HaueHue Ui NOMJEPKAHMS HOPMAJIBHOM CKOPOCTH CHHTE3a
cOOCTBEHHBIX OENKOB mpu gomycTuMoM it 60apHBIX DKY ypoBHe DA KpoBH MMeEeT
COOTHOIIICHHE 3aMEHUMBIX W HE3aMEHUMBIX aMUHOKHUCJIOT B MHILE, B TOM YHCIE U B
MpOIyKTax JiedeoHoro nutanus [7, 261]. Tupo3uH Kak dcceHIManbHas aMUHOKHUCIIOTA,
ABJISIETCS TPEAIIECTBEHHUKOM THUPOKCUHA, KATEXO0JIAMUHOB U MEJIaHWHA, €T0 YPOBEHb B
I1a3Me JOJDKEH NEPUOJNYECKH ONpPeNesaThes napamieabHo ¢ @A, Tak Kak BO3MOYXKHO
€ro CHI)KEHHUE B CBIBOPOTKE KPOBHM Yy HEKOTOpbIX manueHToB [107, 216, 217, 249], uto
OTPULIATENBHO BJIUSECT HA CUHTE3 HEUPOTPAHCMUTTEPOB M TOPMOHOB IIMTOBUAHOU

xene3bl []. OTMeyeHo, YTO JOMOJHUTENbHAS JIOTalldsl TUPO3UHA HOPMAIU3YET CHUHTE3
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nonamuHa [184], omHOBpeMEeHHOE YBEIMYEHUE B MUTAHUM OOJBHBIX J03bI TUPO3WHA U
TpunTodaHa JTUMUTHUPYIOIIEH aMUHOKHCIIOTBI PACcCMAaTHBAETCS KakK ajbTepHATHUBHAS
taktuka jedeHus DOKY [185, 249]. B sknepumenTe Oblla MOKa3aHa BaKHas POJIb
TUAPOKCUTPUNITOPAHA B BHIPAOOTKE CEPOTOHMHA B OTBET HA CTPECCOBYIO CUTYAIIUIO Y
Mpimei ¢ runepdenwtananuHemuii  [213]. BonpIIMHCTBO ~ COBpEMEHHBIX
CIIEHMATU3UPOBAHHBIX AMUHOKHUCIOTHBIX CMECEH COAEPKUT JOCTATOUHOE KOJUYECTBO
TUPO3HWHA, OJHAKO, NPU HAPYIIEHUU MPUTOTOBJIECHUS CMECH U HENOCTATOYHOM €€
NepeMeIIuBaHre Tepes] yIoTpeOlIeHHeM OH OCelaeT Ha JHE OyThUIOYKH U MAI[UEHT C
OKY MoXeT cucTeMaTHUYecKd HeE JOMOoIy4aTh HEO0OXOAMMOE KOJIMYECTBO JaHHOM
aMHUHOKHUCIOTHI [54, 191].

Ocobast posib OTBOAMUTCS OOJIBIIUM HEUTpPaIbHBIM W KAaTHOHAKTHUBHBIM
AMUHOKHCIIOTaM, K YHCIYy KOTOPBIX OTHOCSTCS THUPO3UH, Tpuntopan —
MPEIIECTBEHHUKN HEMPOMEINATOPOB, & TAKKE TPEOHWH, BAJIMH, JICMIUH, U30JICUIIUH,
METHOHMH, JIM3UH, apTUHHH, TUCTHAMH W deHunananun [84, 93, 118, 119, 212].
[Ipenmonoxkenre, 4YTO YyKa3aHHbIE aAMHUHOKHUCIOTHI KOHKypupyoor ¢ @A 3a
TPAHCIIOPTHBIE CHUCTEMBI, YTOOBI MPOHUKHYTh 4Yepe3 remartosHuedanuyeckuii 6apbep
OBLJIO MPOBEPEHO MYTEM KOJMYECTBEHHOTO u3MepeHusi @A B TOJIOBHOM MO3Te OOJIbHBIX
OKVY ¢ moMonip0 MAarHUTHO-PE30HAHCHOM cnekTpockomuu. (Oka3anoch, 4YTO IpHU
OJIMHAKOBOM MOTpeOieHun mnuieBoro @A y OOJbHBIX, JOMOTHUTEIBLHO MOJTYYaBIIUX
OOJbIIIE HEUTpaJbHbIE aMHUHOKHCIOTHI, cojaepkanue ®A B mosre Obuto B 1,8 pa3
HIKE, YEM y T€X, KTO UX He nosryyan [167, 168,. 175, 237].

Cnenyer ormetuth, yTo U B CIIIA u B €BpOINENWCKUX CTpaHAX HMCIOJIB3YIOTCS
camble pazHOOOpa3HbIE IO XUMHUUYECKOMY COCTaBY CIEIUATN3UPOBAHHBIC MPOMYKTHI, B
OCHOBHOM 3TO CMECH aMHUHOKHUCIOT 0e3 DA, B TOM 4YHCIIE CpPeau HUX BCTPEUAIOTCS
MPOAYKTBI, HE COAEpKallue BUTAMHUHBI, MHHEPAIbHbIE BENIECTBA U JpYyrue
ACCEHIMaNbHbIE (PAKTOPHl MUTAHUS, KOTOPHIE JOMOJHUTEIBHO HA3HAYalOT B BHUJIC
OTJIETTFHBIX MEUKAMEHTO3HBIX MpernapaToB win 00aBok [261]. B mocinennee Bpems B
CIJA cramd  OpPOU3BOAWTH  pPA3jIMYHbIE  BUABI  MPOAYKTOB HAa  OCHOBE
rikomakpomnpotenaa (GMP) — ruipoin30BaHHOrO0 U O0OTalIEHHOTO HE3aMEHUMBIMU

AMUHOKHCIIOTaMH O€JKa MOACBIPHOM CBHIBOPOTKH C OY€Hb HU3KHM cojepkanuem DA
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[103, 111, 208, 257], pexkoMeHnioBanHbIe 1151 60sibHBIX ¢ DKV crapiie oxHoro roga c
[EJIbI0 PA3HOOOpa3Usi aCCOPTUMEHTA CIEIUATU3UPOBAHHBIX MPOJAYKTOB U MOBBIIICHHUS
MUIIEBON LIECHHOCTH PAIlMOHA.

st B3pocabix U noapoctkoB ¢ OKVY, Haxondmuxcss Ha pacHIMPEHHON TueTe U
MO/IBEP/KEHHBIX BBICOKOMY PHUCKY AMHHOKHMCIOTHOro aucOanaHca [89], BO3MoO)KHa
3aMe€Ha CHEUUAIM3UPOBAHHBIX IPOJYKTOB Ha TaOJETHPOBAHHBIE AMHUOKHCIOTHBIE
npenaparbl, OCHOBOM KOTOPBIX SIBJISIOTCS OOJIbIINE HEHTpaIbHbIE AMUHOKHUCIOTHI [169,
198].

B  KkIMHHMYECKOM  UCHOBITAaHMM Yy  B3pocibix  namueHtoB ¢ OKVY
npogeMoHcTpupoBaHo cHuxkeHne @A kposu Ha 40% mocie 3aMeHBbl JiedeOHON cMecH
0e3 @A Ha npenapatsl, coaepKaume 00oIbllINe HEUTPaIbHbIE AMUHOKHUCIIOTHI [197 ]

CoBEpLICHCTBOBAaHUE JIUETOJIOTMYECKUX METOJOB TEPANMM HAIPaBIEHO Ha
ONTHUMH3ALMIO TUIIEBON IIEHHOCTH JIEUEOHOTO PallMoOHa, YIY4IIEeHUE COCTaBa U BKyca
cmeceil 0e3 DA, co3laHue HOBBIX CHELMATU3UPOBAHHBIX MPOIAYKTOB JUIsl OOJIBHBIX
®KY pazHoro Bo3pacta ¢ yuetom anutenbHoro («diet for lifey) neuenns [261].

Tepanesmuueckuti ouana3on enunraranuna KpoBu st OosbHbBIX DKV
pPa3JIMYHOrO BO3pacTa, COMVIACHO PEKOMEHAAIMSAM Pa3JIMYHBIX €BPOINEHCKUX CTpaH M
CIIA xonebnercs B mupokux npeaenax [80, 124]. CymectByeT o01iee MHEHUE, UYTO Y
nereit ¢ poxaeHus 1o 10 get yposenb @A, B kpoBH JoipkeH ObITh He Bbie 300 - 360
MKMOJIB/T 1 He HIKe 40 - 120 mxmonw/i [3,54, 80, 261]. s 6GoabHBIX OoJiee cTapiiero
BO3pacTa BEpXHss rpaHUla JOMYCTUMOIO JIMala30Ha YBEJIMYUBAETCSA, HO BapbUPYET B
pa3HbIX cTpanax B mpenenax ot 360 go 900 MKMOIB/1, camblii CTPOTHHA JUana3oH
konebanuit ypoBHs @A B kpoBu (He 6osee 600 MkMoIb/11 ¢ 13 sieT u crapiie) NpuHST B
Hunepnannax [260], cambiii mupokuit (1o 900 mxmonws/nm ¢ 10 jeTHero Bo3pacta
6onpHOTO) TIo3UTIMOHUpPYeTCcss B0 @pannuu [50] u ['epmanunu [87]. B Poccun nnst nereit
miaaie 12 net TepaneBTHUEeCKui Arana3zoH ypoBHs DA B kpoBu kojebdnercs ot 120 1o
360 mxMounb/i (2 Mr%), g manueHToB ctapimie 12 net — He 6oxee 600 mxmoinb/m (10
mr%) [3, 21, 23].

Jonyctumbiii ypoBeHb @A B KpOBHM YCTAHOBJIEH Ha OCHOBaHUM HCCIEAOBAHUM,

IMOKa3aBIINX HAPYHMICHUA KOTHUTHBHOI'O U HCPBHO-TICUXUYCCKOI'O pa3BUTHUA IIPHU 0onee
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BbICOKHMX 3HaueHUsIX DA B kpoBu [209, 250, 261]. DxcniepuMeHTaIbHbIE UCCIAETOBAHUS
TAaKX€ YKa3bIBalOT Ha B3aMMOCBSA3b Pa3BUTHUSI OKCHUIATUBHOIO CTPECCA Y MOJAPOCTKOB U
B3pocibix OonbHBIX DKV mnpu moBbIIEHHOM cojep)aHUU(pEHUIAJaHHHA B KpPOBHU
[233]. Onnako, kak ykazeiBatoT MacLeod EL ¢ coast. (2009), TonepantHocTh kK DA u
COOTBETCTBEHHO JOIMYCTHUMBIA €ro COAEpaHUE B JUETE IOJDKHBI OBITH OMPECIICHBI
WHJUBUYAIBHO JUISI KaKIOT0 MAlMEHTa, YTO 00YCIOBJIEHO OCTaTOYHOM aKTHBHOCTBIO
dbepmenta OAI, pmussaueM sHjporeHHoro BH4 na xonBepcuro @A B Ttuposus [193].
[IcuxoJIoru CYMTAIOT, YTO pacCIIMPEHHE paMOK TeparneBTH4Yeckoro auamnazoHa @A naer
00JMbHOMY CYOBEKTHMBHOE ONIYIEHHWE XOPOIIEro KayecTBa J>KM3HU M OTCYTCTBUS
MCUXOJIOTHYECKUX KOMILIEKCOB [273].

Bonbiioe BHUMaHME yAensieTCs CTaOMWIBHOCTH YpoBHA DA, Kak OCHOBHOTO
dakTopa, BIMSIONIETO HAa MHEIUHU3AIMI0O HEPBHBIX BOJIOKOH U (HOpMHUPOBAHHE
ctpyktyp LIHC [54, 62]. Ha nepBoM roay »*u3Hu pebeHKa, Ojaroaaps paBHOMEPHOMY
pacmpeneneHri0 OeKOBOM Harpy3Kd 3a CUeT IMpUeMa aMHUHOKHUCIOTHBIX cMeced B
KaXKJI0€ KOpMJICHUE, YAeTCsl JOCTUYh CTAOMIILHOCTH YPOBHS (heHUJIATaHWHA B IIa3Me
KPOBH, YJYYIIICHUSI MPOILECCOB PETEHIMM M CHUHTE3a COOCTBEHHBIX OenkoB [95, 142,
190, 193, 266].

B moxpocTtkoBoM Bo3pacte okoso 50% nanueHTOB HAYMHAIOT CaMOCTOSATENIBHO
paclIMpATh IUETY BIUIOTH O MOJHOTO OTKa3a OT MpUEeMa aMHUHOKHCIOTHBIX CMECEH.
[Ipu >TOM, ManKeHThl 6ECCO3HATENIBHO OTPAHUYMBAIOT MOTPEOICHNE BHICOKOOEIKOBBIX
MPOAYKTOB, UYTO NPUBOAUT K CHUXEHUIO KBOTHI MHIIEBOrO o0Imero Oeilka U
noBbIIeHHOMY ypoBHIO DA, B kpoBH [102, 191]. Otmedeno, uto y 6onbHBIX OKY B
nepBble 10 J€T KU3HU MMEET MECTO KOPPEISUUs MEXIAY TSIXKECTbIO HapyUICHUN
HEPBHOM CHUCTEMBbI, SMOLIMOHAJIBHBIM TOHYCOM TMAaIllMeHTOB U ypoBHeM MDA B KpoBHU
[102].

B cBs3u ¢ 3TUM TPyAHBIM JAETSIM TPEOYeTCsl €KEHENENbHbIH KOHTPOJIb YPOBHS
DA B KpOBHU U TMEPECUET JI€UeOHOTO CYTOUYHOTO PAIMOH B CBSI3U C OBICTPHIMU TEMITAMHU
pocta. B Bo3pacte ot | roma no 3 netr KoHTpodb ypoBHI @A U MEPECMOTP AUETHI
PEKOMEHAYETCS MPOBOAUTH HE peke 2-X pa3 B Mecsll, Ui IIKOJbHUKOB MJAAIIETO U

CpeaHero Bo3pacTa, HoJIpocTkam - 1 pa3 B mecsi [3, 259, 261].
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Perynsipubiii MOHUTOPUHT ypoBHS DA U TUPO3MHA B IJIa3Me€ KPOBH HEOOXOIUM
U1l Koppekuuud AaueTbl. C 3TOM UENbI0 POAUTENSIM PEKOMEHIYETCS BECTH IHUILEBOU
JTHEBHUK, B KOTOPOM JOJDKHO OBITh OTpaXeHO (akTUUecKoe MUTaHue pPEOCHKA U
KOJIMYECTBO MOTy4YeHHOro Oernka [54].

[ToBwimenHoe norpedinenue @A ¢ nuiieit 0co0eHHO MIKOIbHUKAMHU U B3POCIBIMU
MaleHTaMu, KOTOPbIM OYEHBb CIIOXKHO CIIEPXKUBATh C€0sl B paMKax CTPOTOW JUETHI,
TaKXe SBIIETCS YAaCTOW MPUYMHOM JAEBUAHTHOTO TIOBEJACHUS, HEBPOTHYECKUX H
JIENIPECCUBHBIX paccTpoicTB. Hampotus, mnmutenbHbd Aehunut moTpedieHus DA,
Oesika W PHEPruu, HEOOXOJAUMBIX JIJISI «POCTOBOTO CKa4yKa», CTUMYJIHUPYET aKTHBAIUIO
Kataboir3Ma COOCTBEHHBIX OEITKOB M MOXKET MPUBOJUTH K MOBBIIICHUIO KOHIICHTPALIUU
®A B mnasme. [losTroMy B mepuolbl YCKOPEHHOTO pocTa (MJIaJeHYECTBO, MEPHO]
MOJIOBOTO cO3peBaHusi) moTpedHOoCcTH B DA MOTYT YBEIMYUBATHCS, OJIHAKO, MPU ITOM
BAXKHO COXPaHATh €r0 YpPOBEHb B paMKaX JOMYCTUMBIX 3HaUCHUU yepe3 2-4 yaca mocie
npuema numu [54]. MHbeknuonnsie 3a00yieBaHus, TPABMbI, CTPECCOBBIE CHUTYallWU,
UHIYIHUpYIONIME pacrnajy Oedka ¢ OTPULIATEeNBHBIM a30THUCTHIM OamaHc, TaKxke
crioco6cTBYI0T ToBbIIIeHHI0 DA B mitazme [93, 207]. HeanekBaTHbIN MeTaO0OIMYECKUM
KOHTpPOJIb, NMPUMEHEHUE HEeCOaTaHCUPOBAHHBIX MPOJIYKTOB 0e3 ¢deHWIaJaHuHA MOTYT
SBUTHCSI TPUYMHOM HapyIIEHUs] MUHEpPAIU3alMd KOCTHOW TKaHU, OCTEONnopo3a u
nepeniomoB [ 157,280, 285].

3apyOexxHbie uccienoBanus [56, 80] moaTBepkAar0T TOT PaKT, 9TO JJIs1 OOTBHBIX
OKYVY upe3BbIUaliHO BaXKHBIM SBJISETCS CBOEBPEMEHHOE HAYaJIO AUETOTEPAIINU, & TAKKE
WCIIOJIb30BAaHUE CMecel, OOOTaIlIeHHBIX KOMIUIEKCOM JCCEHIIMAIbHBIX MAaKpo- U
MUKPOHYTPUEHTOB U A HEepEeHITMPOBAHHBIX IO COCTABY K OMPEICICHHOMY BO3PACTYy.

N3BecTHO, 4YTO TMpU JJIUTEILHOM MPUMEHEHUM JHO00N JJIEMEHTHOW JHUETHI
BO3HHMKAET BBICOKUM PUCK PA3BUTUS ACPUIUTHBIX cOcTOsSHUUA. C MOMEHTa CO3JaHUs
MEPBBIX CINEHUATM3UPOBAHHBIX THAPOIU3ATOB Oesika ¢ HU3KUM conepxkanuem DA [75,
76], a 3aTeM W aMHHOKHCJIOTHBIX cMeceil 0e3 DA MOCTOSHHO HJET MPOIEeCC HX
COBEPIIICHCTBOBaHM. B pe3ynbTaTe BBIABICHHOTO AePUIIMTA KAPHUTHHA, CEJICHA H
IIMHKa B TuIa3Me KpoBuU OoibHbIX DKV [248, 256, 272] peKoMeHAYIOT YBEIUYUTH

COJiep)KaHUE YKa3aHHBIX MUKPOHYTPHUEHTOB B CIHEIHAIM3UPOBAHHBIX (popmynax [69,
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146, 240, 256]. Acosta PB c coaBt. (2004) BeIsIBHJIM MHTEPECHBIN (PaKT: y MAIIMEHTOB C
OKYVY, naxe mpu aJeKBaTHOM WJIM TOBBIIIEHHOM IMOTPEOJICHUH *Keje3a OTMEUYalnch
xKene307epUIIUTHBIC COCTOSIHUSI. ABTOpBI YKa3bIBaIOT, 4TO MIPUYUHBI
KEJNe30ACPUIIUTHBIX aHEeMHUN MyJIbTU(AKTOpUATIbHEI W BO3MOXXHO CBS3aHBI C
COCTOSIHHEM TPaHC(HEPUHOBBIX PEIICITOPOB [55].

Cyrounsiii panuoH OonbHbIX @KV MOXET OTIMYaThCAd MMOBBIIICHHBIM
COICP)KAHUEM YTIIEBOJIOB M CHUXEHHBIM KOJIMYECTBOM >KMPOB IO CPABHEHHUIO C
PEKOMEHyeMbIM TOTPEOJICHHEM YKa3aHHBIX OCHOBHBIX HYTPHUEHTOB IJISI 3J0POBBIX
neren [239, 257].

DnUMUHALMOHHAs TUNO(EHWIATIAHWHOBAs UeTa JIMIIEHA Msica, MTUIIbI, PHIObI,
MOJIOYHBIX TPOJIYKTOB, KOTOpBIEC SIBJISIIOTCS MCTOYHUKAMHU  TTOJIMHEHACHIIICHHBIX
xupHbix kuciaor (ITHXK): apaxumonosoit (20:4n6), sitkozoneHnTaeHoBoi (20:5n3),
noko3arekcaeHoBoi (22:6n3) (AI'K). beuio BbISIBIEHO, YTO YPOBEHb OMera 6 *UPHBIX
KUCJIOT B miazMe mnanueHToB ¢ PKVY cooTBETCTByeT HOpPMalbHBIM BEJIWYMHAM, a
collepKaHUe JKUPHBIX KHUCIOT kiacca omera 3 (JI'K) cHmkEHO 1o CpaBHEHHIO C
KOHTPOJILHOM Tpymnou [58, 59]. V B3pocibix 60abHbIX ¢ DKY 10 cpaBHEHUIO C JETHMHU
Oblla OTMEYEeHa aHaJOTWYHas TEHJICHIMSA, HO BBIp@KEHHAs B MEHBIICH CTENEHHU.
ABTOpBI TPEANOJOXKWIN, YTO MNPUUYUHOU STOMY MOXKET OBbITh KaK OTIPaHHUYECHHOE
noTpeOIeHne JIMHOIEBOM KUCIoThl, peamecTsennnka 'K, Tak u HapyiieHne cunresa
JNI'K mpu ®KVY. Agostoni C. ¢ coaBr. (2001) mnoxkaszamu, YTO ONTUMAJILHOE
cootHomrenne [IHXXK B nuere m monmmepxkaHue mX HOPMaJbHOIO YPOBHS B ILIa3Me
KpOBH yJydIaeT 3putelibHbie GyHKIUU y Aeteit ¢ @KV, uro nenaet nemecooOpa3HbIM
BBeaenne /'K B ciennanusupoBannbie TpoaykThl 0e3 @A mist 6onpHBIX DKY miepBoro
roja >ku3Hu [57, 58, 59].

Moseley K u coaBt (2002) cuutaroT HEOOXOIUMBIM MPOBEICHUE WCCICIOBAHUS
Ka4eCTBEHHOTO M KOJIMYECTBEHHOI'O COCTaBa JIUIUJOB KpoBH Yy mamueHTOB ¢ DKV ¢
IIEJBI0 MPOBEACHUS CBOEBPEMEHHOW KOPPEKIIMU palMOHA IyTEM €ro oOOTaIieHus
COEBBIM U parncoBbIM Maciiamu [205].

OCHOBHBIMH JOJITOCPOYHBIMU MOKa3aTes MU s pexTuBHOCTH

runo(eHITAIAHMHOBON TTUETHI SIBIIAIOTCS TokKazatenu pocta [140, 144, 190, 236],
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(U3MYeCKOro W HEPBHO-TICUXMYECKOTO pa3BuTus pebenka [68, 78, 92, 106].
OtMmeyaeTcsi, YTO COBPEMEHHbIE BO3MOXKHOCTU JTUETOTEPANUU TTO3BOJISIIOT OOECIECUHTh
oNTHMaJIbHOE (PU3UIECKOE pa3BUTHE O0IBIIMHCTBA 00IBHBIX DKY [227].

OneHka MCHUXOAMOIIMOHAIBFHOTO CTaTyca M KadecTBa XU3HU OoybHbIX DKY
Pa3HBIX BO3PACTHBIX TPYMHI MPOBOJUIUCH MHOTMMHU aBTOpPaMU C MPUMEHEHHUEM TaKUX
MHCTPYMEHTOB KaK ONPOCHUKH, NpPEeAHA3HAUYCHHbIC JIsI OOJBHBIX XPOHUYECKUMHU
3a0oneBaHusIMU, paziauuHble Moaudukauuu [Q-Tecta, MCUXOJOTrO-MEIaroru4ecKue
3aHSATUS C AaHAIM30M NoBeJieHueckux peakuuii [110, 245, 271 |.

CpaBHEHUE CTPYKTYpbl ICUXOJOTHUYECKOTO CTaTyca W CTENEHU BBIPAXKEHHOCTH
ero HapymeHuss npu ®KY u caxapHoMm auabeTe HE MOKA3aJ0 BUAUMBIX Pa3IUyHil,
OJIHAKO, OTMEYAJIaCh pPa3HUIIa B YKA3aHHBIX MOKA3aTENAX Y 3[I0POBBIX PECIIOHJECHTOB U
6onpHbIX Kak DKV, Tak 1 caxapHbIM ArabeToM. ABTOpPBI NPUIILIH K BBIBOAY, YTO MPH
OKYVY cymecTByeT MOBBIIEHHBIA PUCK MCUXOCOUUAIBHON A€3adanTaluu, YTO JUKTYET
HEO0OXOAMMOCTh 0053aTENILHOTO OKa3aHUs MCUXOJOTUYECKON MOMJIEPKKUA OOJIbHBIM U
UX cembsam [271].

B uccnenoanuu, nposenenHoMm B 2008 roay ¢ momoribio onpocHuka Profile of
Quality of Life in the Chronically Ill (PLC), E. Simon u coaBT. mokazaiu, 4TO
nanreHTsel ¢ @KV B Bo3zpacte 17-34 neT u peCrioHAEHTHI TOTO K€ BO3pacTa ¢ APYTrUMH
XPOHUYECKUMH 3a00JICBAHUSIMA HE HMMEIU 3HAYUTENBHBIX PA3IUYUil B MOKa3aTeNsIX
KauecTBa >KM3HHU, OfHako, y OompHbIXx DKV mnpocnexuBanach TEHACHIMS K Oolee
MO3IHEMY (POPMHUPOBAHUIO B3POCIBIX COLMAIBHBIX OTHOIICHUN U 0oJiee NIUTEIbHOU
3aBUCUMOCTH OT pojauTeneit [245].

Omnpoc 45 nereit ¢ DKY B Bo3pacte oT 2 10 14 €T u uX poauTesneit moxkasaj, 4To
B IMOJIPOCTKOBOM Bo3pacte ety ¢ DKV umenu 3HaunTENHHO O0JIbIIE ICUXOJIOTHYECKUX
mpo0Jjem, 4eM B MJIamieM Bo3pacTe. Pa3nnuus B MCMx03MOIMOHATIBHOM CTaTyce ObLITN
BBISIBJICHBI TAK)Ke€ NpPU CpPaBHEHUU OTBETOB MoApocTkoB ¢ DKY u ux 310poBbIX
CBEpCTHHUKOB [151].

Ten Hoedt A.E. u coart. (2011) mpoBenu wucciegoBaHHE KadecTBa KU3HU
ponutenedt OOJBHBIX JAETe C pa3IUYHBIMU HACIEACTBEHHBIMU META00IMYECKUMU

HapyleHusaMH. bbiio nokasaHo, uro Bocnutanue pedenka ¢ KV wim ramakroemuein


http://www.ncbi.nlm.nih.gov/pubmed?term=ten%20Hoedt%20AE%5BAuthor%5D&cauthor=true&cauthor_uid=21290186
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HE OKa3bIBAJIO 3HAYUTEHHOTO yIIepOa MCHUXOJIOTHYECKOMY COCTOSHHIO POAUTEICH U
ObLTO0 comocTaBuMO C Tokazarensmu KOK poauteneit 3mopoBbix aeteit. B cembsix, rie
JETH CTpajayid APYTMMH METa0OJMYECKHUMH HapymIeHUSMH (JTM30COMHBIC OO0JIEe3HH,
MUTOXOH/IpUAJIbHAS MATOJOTHU U JIp.), TTOKa3aTeld KauyecTBa KU3HU POJAUTENICH ObLIN
3HAYUTENIbHO HUXKE [252].

Azen CG c coasr. (1991), mokazanu, uro y 60apHEIX ¢ DKV nipu panHem Hayanie
JICYEHUS M CTPOroM KOHTpoJjie 3a ypoBHeM DA B Teuenue 12 jet mnuekc 1Q Obut Ha
BBICOKOM ypoBHe u coctaBuin 101+11 [68]. Waisbren SE (2007), maGmromas 3a
OOJIbHBIMH B Te€UeHHUE 18 JIeT )KU3HU, OTMETHJI, YTO KaXKJ0€ MOBbIIICHHE YpoBHI DA, Ha
100 MKMOJIIB/T COOTBETCTBOBAJIO B JalIbHECHIIEM CHIDKCHHIO mHAckca 1Q Ha 1,3-3,9
ITYHKTOB [266 ].

[TanieHTy TIpepBaBIIEMY JIUETY, YPE3BBIYAMHO CI0KHO BHOBBL €€ BO30OHOBHTH:
npoBeneHubie Schuett VE ¢ coaBt. (1985) wuccnenoBanusi BbiABUIM, 4TO 31%
MAIMEHTOB, TMBITABIIMXCS BEPHYThCA Ha Auery cnycts 10 MecsueB BHOBb €€
npekpamany [238], mosToMmy BakHOW 3agaued jedeHus DKV sBisercss MOBBIICHUE
Ka4yeCcTBa KU3HU OOJIbHBIX Ha done coOmoieHus MOKU3HEHHOMN
runodeHUIAIAHMHOBOM JIUETHI.

Bik-Multanowski M. c¢ coaBt. (2009) oOHapyxunu, uyto 55% B3pOCIBIX
naupeHToB ¢ @KV cMornu yaydimuTh CaMOKOHTPOJb 3a JIEYEOHBIM pAIIOHOM U
ypoBHEM (peHUJIaJaHUHA B KPOBU TOJIBKO B TEUCHHE 3-X MECSIEB IOC]IE BO3Bpara K
nuete, a 19% OOJBHBIX CMOIJM MPOJOJIKUTH COOMIOJAEHUE TUNO(PEHUTATaHUHOBON
nueTbl B TedeHue 9 wMecsueB. [IpuymHONM HU3KOW MOTHUBALMM JJIs TPOJIOJDKCHUS
JTUETOTEPaIu SIBUIIOCH OTCYTCTBUE OBICTPOTO 3 dekTa OT ee BO30OHOBICHMS [78].

B cBs3u C 3TUM OOJBIIMHCTBO COBPEMEHHBIX MMYyOJMKAIMK YKa3bIBalOT Ha
HEOOXOAMMOCTh O0y4YeHHsS OCHOBHBIM TMPUHIIMIIAM OPTAHHU3AIMU JAUETOTEpANuu HE
TOJBKO pojuTeNiel OOJMBHBIX JeTel, HO U CaMUX IOJPOCTKOB, a TaKXe B3POCHBIX C
®OKVY. Opraam3anms poOaUTEIbCKUX COOOIIECTB, €XKETOAHBIX JISTHUX Jarepew,
BHEJIPEHUE MHHOBAIIMOHHBIX 00ydYaromumx mporpamm ajist 6oinpHBIX PKY momorarot um

MOJ/ICP)KUBATh aJICKBATHBIM META00JIMYECKUA KOHTPOJIb M COOJIIOAATh UETY, OJHAKO,
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IUISl TIOJTyYE€HUSI CTOMKOIO IMOJIOKUTEIBHOIO PE3YIbTaTa TAaKHME MEPOIPUSATHS TOJKHBI
OBITH PETYJISIPHBIMU. [246].

Camfield CS ¢ coart. (2004) yka3sIBaIoT, 4TO IS MOJIYYCHHUS TOJOKUTEIHEHOTO
pe3yapTara OT JAUETOTEPANNU U JIOCTUIKEHHS ITOJOKUTEIBHOW KOMIUIAEHTHOCTH
BeleHne OoapHbIX ¢ DKV 10/KHO OCylIecTBISeTcs KOMAaHIOM MEIMIIMHCKUX
CIEUHUAIUCTOB: MeAUaTp, MCUXOJOT, AUETOJOT (WX CHEHHAINUCT MO METa00JINYECKUM
3a00JIeBaHUSIM ), METUIIMHCKASI cecTpa U reHeTuK. [90].

OCHOBHBIMH KJIIMHUYECKUMH TIPOSBICHUSIMHU Yy 00sbHBIX ¢ DKV, He momydaBmmx
MMaTOr€HETUYECKOTr0 JUETUYECKOTO JICUEHUSl SBJSIOTCS CUMIITOMBI  [OPAXEHUS
LEHTPAJIbHOW HEPBHOM CHCTEMBI, HApPYUICHUS ICUXHUYECKOIO PA3BUTHUS Pa3IHMYHOU
CTeneHM TshkecTH [36, 54, 104].

bonpiioli  uHTEpec uUccIeqoBaTeNeld  BbI3BIBAET  B3aUMOCBSI3b  I'€HOTHIIA
kiaccuyeckod @KV ¢ ¢peHoTunmyexknumu ero nposieaeHusiMu. Yuan L. ¢ coaBt. (1998)
MPOBENIM CPAaBHEHHE TE€HOTHUIA C YPOBHEM MHTEIUIEKTyalbHbIX HapylmeHuid y 27
HEJICYEHHBIX JeTel ¢ kiaccndeckorn MKY u mpuium K BBIBOY, UTO TEHOTHUI HE MOXKET
ObITh HCIIOJB30BaH B KA4YECTBE NPEAMKTOpPAa HHTEIUIEKTyallbHOrO (eHotumna [244].
Jpyrumu aBropamu ObUIO MTOKa3aHO, YTO JIAXKe OJIMHAKOBBIC TEHOTUITHI MOTYT ITPUBECTU
K pa3IM4HbIM OWOXUMHUYECKUM (DEHOTHUNaM, YTO CBHJCTEIBCTBYET O BIMSHUU
paziuuHbIX (aKTOpOB HA MeTabou3M (eHmtananuda [283].

N3BECTHO, YTO MOpPAXKEHUE LIEHTPAJIBbHOW HEPBHOW CHUCTEMBI IPU HEJICYEHHOU
kinaccuuecko @KV xapakrepusyercs rpyObIMH HEBPOJOTMYECKMMHU HaPYLIECHUSMH,
MIPUBOJISIIIIMMHE K TSDKEIOW MHBATUAN3AIMN O0JIHHOTO, HE CIIOCOOHOTO K COIMAIA3AITUN
[143]. OgHako, uccienoBaHus MOCIEIHUX JIET MOKa3bIBAIOT, YTO OTKJIOHEHHS HEPBHO-
MICUXWYECKOTO CTaTyca, XapaKTEePU3YIOIIUECS OCOOCHHOCTSIMU 3pUTENIbHBIX U
UCIIOJTHUTENIbCKUX (DYHKITUM, CHIDKEHHEM CKOPOCTU 00paboTku MHGOpMAIMHN U YPOBHS
MHTEJJIEKTYaJIbHBIX CIIOCOOHOCTEM, MOTYT OTMEUAThCsl Y OOJIBHBIX U MPU PAHO Ha4YaTOM
neuenuu [67, 23, 273].

Hcnonb30BaHWEe HMHCTPYMEHTAIBHBIX METOJIOB  HCCIICIOBAHUS  MTO3BOJIAIIU
BBISIBUTh M3MEHEHMsI 0€loro BelIeCTBAa TOJIOBHOIO MoO3ra Jake y TMalUeHTOB,

CBOEBPEMEHHO HAYaBIIMX MOTy4YaTh JiedeHue. Mastrangelo M. ¢ coaBsr. (2015) uzyuanu
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U3MEHEeHHsl Oeyoro BellecTBa Mo3ra 1o pesyibraraMm MPT oTHOCUTENBHO YpOBHS
¢deHunananuHa B KpoBU U kKod(duumenta uuremwiekta [1Q y 47 OGonbHbix DKV,
HayaBIIMX JI€YECHUE BOBpeMs. ABTOpPhl HE€ OOHAPYKWIU CBSI3HM MEXIY CTEIEHBIO
nopa)keHusi 0eJ0ro BEIIECTBA U KOTHUTUBHBIMU HAPYIIEHUSMU Yy MALUEHTOB, OJHAKO,
OTMETHUJIM, YTO MPOrPECCUPOBAHUE HEUPOJCTCHEPATUBHBIX MPOIECCOB HAYMHAETCS Y
o6ompHbIX DKV co Broporo nmecstwietvs Xu3HH. [lomydeHHBIC JaHHBIC MMO3BOJIAIN
aBTOPOM TPEIIOJNOKUTh, YTO M3MEHEHHs O€Joro BelIECTBA MO3Ta SIBISIOTCS
MPU3HAKAMU MNPEKICBPEMEHHOIO CTApEHUS B PE3YyJbTAaTe XPOHUUECKOTO BO3JICUCTBUA
(deHunanaHnHa, a TAKXKe IPYTUX e1lle Heu3BeCTHhIX (akTopoB [213, 202].

B MOCJIEAHUE rOJibl 00JIbIIION UHTEpEC BBI3BIBAET npupoa
MaTo(U3NOIOTUUECKUX TMPOIECCOB, MPOUCXOMAIMIMX B TKaHAX TOJOBHOTO MO3ra
oonpHbIX (Qenmnkeronypued [80]. Ilokazano, uro B opranusme OoapHBIX DKV
Pa3BUBAETCSl XPOHUYECKUM OKCUJATUBHBIN CTPECC, XapaKTEPU3YIOIIUICS MOBBIILICHHBIM
COIECp)KAHUEM  TPOJYKTOB  IEPEKUCHOTO  OKHUCJIEHUS  JUIUIOB B  KpOBH,
HEJIOCTATOYHOCThIO KOMILJIEKCA BEIIECTB aHTHOKCHIAHTHOW 3aIlUThI, YTO MOXKET OBbITh
CBA3aHO C OcOoOeHHOCTsAMU mnuTaHus [242]. Tak, B KpoBHM MOAPOCTKOB U B3POCIBIX
o6onpHbix @KV, Haxomdmuxcs Ha pacIIMPEHHOW JMeTeé MW CaMOCTOSATEIBHO
pPEryJUpPYIOMUX TpPUEM  aMHUHOKUCIOTHBIX  CMECEHW, BBISIBICHBI  MMOHMKEHHOE
cojiepkanue kapHuTuHa [222, 240], cenena u nuuka [69]. Lu L. ¢ coast. (2011) u He
Y. c¢ coaBr. (2013) wmccimemys B OKCIEPUMEHTE YPOBEHb  DKCIPECCUU
HUKOoTHHaMuaaeHuHanHykneoruapachar (HAAD) oxcunassl B pexxuMe peasbHOTO
BpEeMEHU, OOHAPYKWJIM, YTO TIOBBIICHHAS KOHIICHTpanus (eHWIaJaHnHa B KOpe
TOJIOBHOTO MO3Ta MBIIIEH COMPOBOXKIAETCS YBEIMYECHUEM O0pa30oBaHUs CYNEPOKCHIA,
ycujeHueM Jkcrpeccun Oenka-sHzuMa HAJI® okcumasbl W MOBBIICHUEM €€
akTUBHOCTH;, uWHTHOMpoBaHue akTuBHOCTH HAJID  okcugaszbl  anmonuHUHOM
MPEe0oTBpAIIa0 YBEIIMUCHUE CynepoKcUu-d3dpdexTa. ABTOPHI BBIABUHYJIUT TUIIOTE3Y O
kimoueBor pomu pepmenta HAJI® okcuaasbl B pa3BUTHH OKCHUAATHBHOTO CTpecca U
MPEANONIOXKUIU, YTO TMOJYyYEeHHbIH UMU dS(PQPEeKT MOKeT OBITh HUCIOJB30BAH IS
TEpPANEeBTUYECKUX LEJIEH B HEUPONMPOTEKTOPHOM CTPATETMH MPOTUB OKUCIUTEIBHOIO

ctpecca y 6oapHBIX DKV [134, 186].


http://www.ncbi.nlm.nih.gov/pubmed/?term=He%20Y%5BAuthor%5D&cauthor=true&cauthor_uid=23612646
http://www.ncbi.nlm.nih.gov/pubmed/?term=He%20Y%5BAuthor%5D&cauthor=true&cauthor_uid=23612646
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TakuMm 00pa3oM OCHOBHBIE BOIIPOCHI, SIBJISIOLIMECS B HACTOSIIEE BpeMs
aKTyaJbHBIMM IS OpraHU3allUd JAUETHYECKOrO JICYEHMs, - OTO ONpeleJeHUue
notpedbHocteit OonmpHbIx DKV pasnuyHoro Bo3pacta B (eHUIalaHUHE, OelKke u
SHEPTrUU, BO3MOXKHBIE UX OTIMYMS OT MOTPEOHOCTEW 3/I0OPOBBIX JIIOJIEH, oOecrieueHue
aJICKBaTHOT'O aMHHOKHCJIOTHOTO W MHUKPOHYTPHEHTHOTO COCTaBa NMUTAHUS OOJBHBIX
OKVY [60, 286], moanepxkaHue AOMYCTUMOIO AHana3oHa M CTaOMIBHOCTH YPOBHS
(deHuNanaHHa B KPOBHU Y MAIIMEHTOB pa3inyHOro Bo3pacta [80], mcuxosoruueckas
MOJJIEP)KKa U 00ECTICUCHHE YIOBJICTBOPUTEIHLHON KOMIUIACHTHOCTH OONBbHBIX[191], a
TaKK€ BO3JICICTBUE HA OKUCIUTEIBHBIA CTpECC M UMMYHHYyIO cuctemy [147, 282].
OTtaenbHO paccMaTpuUBaeTCs MpodiieMa «MaTepUHCKON (DEHUITKETOHYPUM.

Jlis paspemieHusi 3TUX BOIMPOCOB 3a PyOEKOM MTPOBOASITCS MHOTOYHCICHHBIC
MCCJICIOBaHMsI, HATIPABJIICHHBIE HAa U3y4YeHUE (PU3HUECKOTO Pa3BUTHUS, HEBPOJIOTUUECKHUX
(GyHKUMIA, KadyecTBa XU3HH, ocoOeHHocTel nurtanus OonbHbIX PKY, B Poccum no
HACTOSIIET0 BPEMEHU MOI00HBIX pabOT HE MPOBOAUIIOCH.

1.3. AKkTyajibHbIe P00.JIeMBbI raJIaKTO3eMHHU

['amakTo3eMusi — HAcIEACTBEHHOE HapylIeHHE MeTaboimu3Ma TalaKTO3bI.
3a0oneBaHue TETEPOTEHHO M OOYCIOBJICHO A€(PEKTOM OJHOTO0 M3 TPEX OCHOBHBIX
HH3MMOB, MPHHUMAIOIIMX YyYacTHE B TIOCIEAOBATEIbHONW IeNu MpeodpazoBaHUs
rajgakTosbl (puc. 2):

— eanakmoxkunaza (I'AJIK) - depment, katammsupyromuii (ocdopunupoBanue
rajakTo3sl U oOpa3oBaHuE TranakTo3o-l-docdara, o0IaTAIOMIETO TOKCHUYECKUM
JICCTBUEM;

— eanaxkmo3so-1-gocgham-ypuounmpancgepasa (T-1-dVYT) y4acTBYyeT B
npeoOpa3oBaHuu TanakTo3o -1 d¢ocdarata u ypummwidocdar -ramakTo3sl B
I0K030- 1 -hoctdat u ypunundocdar — riaoxosy,

— ypuoun-oughocpam-eanakmozo-4-snumepaza (YAD-I'D) — HAJI-3aBucumsiii
dbepMeHT, KaTAIM3UPYIOMUNA PEAKIUI0 AMUMEPHU3aAlMKA B JIBYX HAMPABICHUSX —

npeobpazoanue YD ranakrossl B YD riatoko3y u Haoobopot [70, 72].
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A
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["anakTo30-1-pocdar
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(ramakro3zemus THm I)

I'nukoren
A

VY ® ramakrosa | VIO roko3a

A 4

Y@ ranakros3a 4 snumepasa
(ramakrozemus tu I1I)

Pucynox 2. Cxema Metabonu3ma ranako3sl. KpacHeIM 11BETOM 0003HaYEHBI (PEPMEHTHI,
npeodpa3yrolre rajakTosy, roiyosiM oHOM — TOKCUYHBIE MeTa0ouThI (1o Berry G.T.
et al 2014).

Berry G.T. ¢ coaBt. (1997) paccmarpuBaiot 3 Tura rajlakTo3eMHUH B 3aBUCUMOCTH
oT xapakrtepa naedextHoro ¢depMeHTa W O0003HAYAIOT UX PUMCKUMU LHU(paMu:
eanakmozemus 1 muna 0OYCIOBIIEHa HEIOCTATOYHOCTBIO TrajakTo3o-l-docdar-
ypununtpancdepassl, earakmoszemus Il muna - 1eUIMTOM TraJaKTOKUHA3BI,
eanaxkmozemus 111 muna — HeMOCTATOYHOCTHIO SH3UMA YpUIUH-AUGOChaT-TaTaKT030-4-
snumepassl [70].

[Namaktozemust [ Tuma mpeacrtaBieHa B dJIEKTpOHHON Oa3ze maHHBIX Online
Mendelian Inheritance in Man (mo McKusick) B pyopuke OMIM 230400. HaubGonee
pacmpocTpaHeHHbBIE HA3BaHUS 3a00JICBaHUS: neUIuT raJlakTo30 -1-
dbocharypununtpancdepass, GALT gedbunur, ramakTo3emus, KiraccHuecKas
rajiakto3emusi, Bapuant Jlyapre. ['eH nokann3oBaH Ha KOPOTKOM ILIeYe 9 XpOMOCOMBI -

9p13.3 [73]. B mHacrosmee Bpems uaeHTHQHUIMpoBaHO Oonee 150 myTammii,
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SBJISIOMMXCS MpUunHOM ranakto3emuu [72, 83]. Elsas L.J. u Lai K. (1998) onucanu
mecth vacThix MyTanmuid (QI188R, K285N, SI35L, N314D, LI195P, Y209C),
oOHapyxeHHBIX y 87,5% marueHToB ¢ rayakTo3emued. Hanbomee yvactoit myrtammeit
st eBponeines sensiercas Q188R, mpu roMO3UTrOTHOM COCTOSIHUM JTAaHHOW aKTUBHOCTh
I'-1-®VYT cocrapnser okoso 0% [109].

Beutler E. u coast. (1965) onucanu BapuantHsie (opMbl HegOoCTaTOYHOCTH ['-1-
OVT, cpean KOoTOpbIXx Hambojee yacToi siBisieTcss BapuaHT Jlyapte, oOycClIOBICHHBIN
nosmmMopduzmom N314D [73]. Tlpu 3Toii dhopme ramakTo3eMuu akTUBHOCTH [-1-OYT
coctaBisieT puMmepHo 25% ot HopMel [123, 163]. Fernhoff PM (2010) yka3siBaeT Ha
BXHOCTh WICHTHU(UKALMU Pa3TUYHbIX QopM ramakrozemunu | Tuma, B CBS3U C TEM,
YTO HOBOPOXKJEHHBIE C KIIACCHMUYECKOM (HOPMOM TalaKTO3eMUHU TpPeOYIOT OBICTPOM
OTMEHBI TPYAHOTO MOJIOKa WJIM MOJIOYHBIX CMECEH C MOCIEAYIOIUM MOKU3HEHHBIM
cOOMIOneHNEM OC3IaKTO3HOM/0e3ralakTO3HOM IHETH, a MJAACHIBI C KJIMHUYCCKUMU
BapUaHTAMU TaJlaKTO3eMUHM HYXJAloTCa B JUPPEPUHIIMPOBAHHOM TMOAXOAE K €€
Ha3HAUYECHUIO: MOJTHOM HCKJIFOYEHUU WJIM YaCTUYHOM OTPAaHMYECHUM JIAKTO3bl Ha 6 - 12
Mecsaies [114].

[Ipy  HEOOCTATOYHOCTH  TAJIAKTOKWHA3bl  AHOMAJIBHBIMH  METa0OJHMTaAMH,
HaKaIJIMBAIOUIMMUCS B OpraHu3Me, SBISIOTCS TajakTo3a W TajJaKTUTOJ, WTParoIIui
KJIFOYEBYIO POJIb B TaTOreHese kartapakrsl [ 70, 154].

[Ipu nedunmre YAD-I'D nabmomaroTcss paznuuHblie (Gopmbl 3a001€BaHUS:
1000pOKavYeCTBEHHAs! C MAJOCUMITOMHBIM TEUEHUEM, TIPU KOTOPOM ACHHUIIUAT
(dbepMeHTa 0OHAPYKMBAETCS TOJHKO B KJIETKAX KPOBU (JICHMKOIUTAX W DPUTPOIMTAX) U
reHepaIM30BaHHAsl, TPOTEKAIOMIAs C TSOKEIBIMA KIMHUYECKUMHU TPOSIBICHUSIMH,
CXOJHBIMM C TakoBbIMH Ipu Kjaccuueckoil (I'-1-OYT-nepuuutHOM) raiakTo3zeMum,
4acTO 3aKaHYMBAIOIIAsCS JIETAIbHBIM UCX0/10M [156, 268].

B crpanax EBpomnbl ramakroszemust tumn I BcTtpewaerca ¢ wacroror 1 : 40 000
[115], mo manubIM Zschocke J. (2011) - 1:23000 — 44000 [288]. ITo ganasiM Brook M.
Pyhtila c coasr. (2014) [85], kmaccuueckas rajgakro3zemus coctasisieT 1: 30 000 -1: 60

OOO, a KIIMHUYCCKHC BApHAHTBI I'daJJaKTO3C€MHH, BKJIIOYasA KOMIIAYH[ I'€TCPO3UIOTHBLIC
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cocrostHuss (Q188R/N314D u np.), Bapuant [yapre (N314D/N314D) BcTpeuaercs ¢
yactotoit 1: 4 000 [91, 114].

B ctpanax EBpomnbl netu ¢ ranakrozemueit tun Il poxnarorcsa pexe — 1 cioydai
Ha 150 000, B Pymbinun u bonrapum orMmeueHa Oojiee BBICOKAas 4YacTOTa JTaHHOM
naronoruu 1: 52 000 [154].

B HeKkoTOphIX CTpaHax B XOJ€ MEPBOr0 dTara CKPUHHUHTA OMNPENEIIOT YPOBEHb
rajiakTo3o-1-gocdara B KpOBU WIM TaJlaKTUTOJA B MO4Y€, aKTUBHOCTh (hepmenTa ['-1-
OVT, uTro cumTaercs «30JI0TBIM CTAHAAPTOM» JAUArHOCTHKHA TajlaKTO3EMHUHM, IOUCK
YacThIX MYTAllMil B T'€HE, KOJUPYIOLIEM CHHTE3 SH3UMAa, OCYIIECTBISIETCS HA BTOPOM
srane obcnenoBanus [18, 218].

HeonaTtanbHblli CKpUHUHT B POCCHMM OCHOBAaH Ha OINpPEAECICHUHM YPOBHS 0OIIEH
rajlakTo3sl B KpoBHM (TaymakTo3a +ramakto3o-1- ¢ocrdar) u  mpoBeneHuun
MOATBEPKIAAIONMICH JAUArHOCTUKH, BKIIIOYAIONIEW aHajdu3 AaKTUBHOCTU (epMeHTa W
MOJIEKYJISIPHOM AUAarHOCTHKOM YacThiX MmyTauwmii [18, 37, 38].

Haubonee Bbicokas yacToTa rajgakrozemuu | tumna ormedena B CeBepo-3amagHom,
VYpanbckom u Cubupckom ®Peaepanbubix Okpyrax, HauMmenbinas — B FOxxnom u CeBepo
KaBkasckom okpyrax Poccum, B LlentpanbHoMm, [IpuBomxckom u JlanbHEBOCTOUYHOM
OenepanbHbix OKpyrax 4acroTa TajlaKTO3eMUU paBHsIAaCh CPEAHUM JIaHHBIM 110
Poccuiickon @eneparuu [30].

[lepBoe neranpHOE omucaHue 3aboieBanus ObLo caenano Goppert F.B 1917 T,
Mason N. and Turner N. B 1935 r BhepBble MpUMEHWIN O€37IaKTO3HYIO JHMETY IS
JICYCHUS TaJaKTO3EMUH, XapaKTep META0OJWYECKUX HAPYIICHHWH MPHU TajakTo3eMuu |
tumna Ob11 onmcan Kalckar H.M. u coaBt. (1956) [155 ].

KinuHu4eckue CHUMITOMBI  KJIACCUYECKOM  TajakTO3eMUU  TOSIBISIOTCA Y
HOBOPOXKJICHHBIX JE€TEH MEPBbIX JHEH KU3HU MPU KOPMIICHUH TPYIHBIM MOJIOKOM WIIU
€ro 3aMCHUTEISIMU Ha OCHOBE KOPOBBETO MOJIOKA, HMX XapakTep He SBISETCA
cnenu@UUecKnM: Yaie BCEro ATO PBOTA, JUCIEINCHS, OTCYTCTBHE MPUOABKA MACCHI
Tela WM €€ ToTeps, 3aTshkKHas IKelTyxa ¢ npeoOnamanweM  dpakinuu

HEKOHBIOTUPOBAHHOTO OMIMpPYyOHHA, reMopparudeckuid cunapom [178, 231].
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Bricokas yacToTa HEOHATaJIbHON CMEPTHOCTH BCIEACTBUE CEIICHCA, BHI3BAHHOIO
E.coli, HaBena Ha MbBICTH O TOM, YTO MPUYMHOM TAKOTrO 3J0KAYECTBEHHOTO TEUCHUS
00JIe3HN MOXKET ObITh MHTHOUIIHS OAKTEPUIIMIHON aKTUBHOCTH JeHKOIuTOB [177].

OAHUM U3 CUMIITOMOB IajJJakKTO3EMHH, SIBJISIETCSl KaTapaKTa, KOTOpask MOXKET ObITh
OOHapyX €Ha Yy HOBOPOXKIACHHBIX MEPBBIX JHEH *KU3HU C MOMOIIBIO HIEIEBON JIAMIIbI
[141].

Feillet F. u coaBr. (2008) y 7-HemenpHOW JEBOYKM C IIOJAO3PEHHUEM Ha
KJIACCHYECKYI0 (OpMy TallaKTO3EMUU OOHAPYKHWIIM BBIPAKCHHYIO TICYCHOUHYIO
HEJIOCTATOYHOCTh W  BBICOKHME TIOKa3aTeld IUTPYJUIMHA B  KPOBH, KOTOPHIE
KyIUpOBAIKCH Ha PoHe Oe3nnakTo3HoM queTh [113].

VYuuTeiBas, 4TO TajllakTo3eMHsi | TuMa MPOSBISETCA KU3HEYTPOKAIOUIUMU
CUMIITOMaMHU B TEUEHHUE IEPBBIX JHEHU MOCIe POXKIACHUS PEOCHKA, a TaKKe Haln4ue
JOCTYIIHBIX CIIOCOOOB €€ JIeYeHUs], JaHHOE 3a00JieBaHuE ObLIO BKJIIOYEHO B MPOTpPaMMy
HeoHaTanbHOro ckpununra CIIA, JlatuHckoli AMepuKH, HEKOTOPHIX cTpaH EBpOIbL.
Ecnu B Xone CKkpuHUHTA OMNpeessieTcsl YpOBEeHb O0Iel rajaakTo3bl, TO JHHHEH «cut
offth cumurtaercs 10 mr% [288]. Ckpununr N314D B kauecTBe BTOPOTO 3Tarna o0jerdaet
muddepeHnranbHy0 TUarHocTUKy ranaktodemun [218]. B Poccum nmunusa «cut offy
YpOBHSI OOIIEH TrajnakTo3bl cocTaBisieT — 7 Mr%, OpHU TOBBIIMICHHBIX MOKa3aTeNsax
MPOBOAUTCS  peTect, omnpeaeneHue  aktuBHoctd  pepmenta [-1-OVT wu
uHAeHTUGUKaIms xapaktepHbix s Poccun mytaruii (Q188R, K325N, N314D) [38].

[IpenoTBpamieHne OCTPOM AEKOMIICHCAMM TPU KJIACCHUYECKOW TaIAKTO3EMHUU
BO3MOHO MPU TOJIYYEHUU PE3yJIbTATOB HEOHATAIIBHOTO CKPUHUHIA HE MO3/IHEE S5 THA
xu3Hn [85, 218]. KnnHuueckas cummromMaTHka pa3BUBAETCA OYEHb OBICTPO M YaCTO
orepekaeT MOJIydeHHEe pe3yJbTaTOB HEOHATAIbHOTO CKPUHHTA, TO3TOMY B HEKOTOPBIX
CTpaHaX MPOBOMAST CEJICKTUBHBIA CKPUHUHT HA TajJaKTO3EMHIO, OCYIIECTBIISIS B3SITHE
KpOBM W Ha3Hayas JIeYEHUE MPU TOSBJICHUHU IMEPBBIX HECHENUPUISCKUX CUMIITOMOB
[85, 152].

K HacrosiemMy BpeMEeHHM, HECMOTpPSI Ha TO, YTO HAKOMWJIOCH JOCTATOYHO
cBelieHui 00 3(P(GEeKTUBHOCTH U OTHAJEHHBIX pE3yJbTaTax JIEYeHUs! KIACCUYECKOM

rajJlakTO3eMHUU U €€ BapUaHTHBIX (OpM, B MUPE OTCYTCTBYIOT €IUHBIE MOIXOIBI K
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JMAarHOCTUKE, Ha3HAYECHUIO OE3JIaKTO3HOW IUETHI, €€ MPOJIOJDKUTEIBHOCTH, a TaKkKe
BEJICHUIO OOJIBHBIX Pa3IMYHOTO Bo3pacTa [152].

JledeHne KIIACCMYECKOM TajlaKTO3€MUU 3aKJIIOYA€TCSd B HA3HAYECHUM BCEM
nalyueHTaM cTporoi Oesmakto3Hou nuerbl [37, 132, 196]. HauumHaroT auetnyeckoe
JedyeHue npu ypoBHe ranaktodsl oT 10 mr% u Beime [288]. Ilogxoa kK Ha3HAYEHUIO
JIUEThl B Ciy4yasgX KOMIIaHyJl TETEPO3UTOTHBIX COCTOSIHUWA B Pa3JIMUHBIX CTpaHax
HEOHO3HAYHBIM.

B nacrosimiee Bpemsi 00CykIaeTcsi HEOOXOJIUMOCTh M CTPOTOCTh MPOBEACHUS
0C3JIaKTO3HON JUEThl TPH Pa3IUMYHBIX KIMHUYECKUX BapUaHTaX TajaKTO3EMHUH,
BKJIIOYas BapuaHT [lyapre. BoabIIMHCTBO UccienoBarenell CYUTAIOT 11e71eCO00pa3HbIM
MOJTHOE WJIM YaCTUYHOE OrpaHUYEHUE JIAKTO3bl B MUTAHUHU ATUX MAIMEHTOB B TEUCHUE
MEPBOTO Tojla KU3HH, UCIIONB3Ys pa3inuHble O€3JIaKTO3HbIE CMECH, B TOM YHUCIE U Ha
OCHOBE M30JIATa COEBOTO OeiKa, a TAKXKe MPOAYKTHI MPUKOPMA HE COAEPKAIIHE JTAKTO3Y
[1,41,72].

[Ipu Ki1accu4eckoi rajlakTO3eMUHU 13 PAllMOHA MOJHOCThIO UCKIIFOYAIOT MOJIOKO U
MOJIOYHBIC TPOAYKTHI, BKJIIOUAsl >KEHCKOE MOJIOKO. B KadecTBe MPOIYyKTOB IMEPBOTO
BBIOOpa TMpejIaraeTcsi HMCIOJIb30BAaHHE CMECed Ha OCHOBE H30JIsITa COEBOTO Oelka,
KOTOpBIE HE COJEpKaT TaJlaKTO3UIbl B OTJIMUKUE OT O€3J1aKTO3HOTO COEBOr0 MOJIOKA, B
COCTaB KOTOPOrO BXOAMT LEJIbHOM coeBbl mpoTenmH [l1, 85, 267]. Bo3moxkHbIM
CUMTAETCs] NMPUMEHEHHUE CMecei Ha OCHOBE THIPOJU3aTOB MOJIOYHOTO OenKa WIu
MPOAYKTOB Ha OCHOBE cMecu aMUHOKHUCIOT [152]. Zlatunich C.O. u Packman S. (2005)
MIPEICTABWIIH TTOJIOKHUTEIBHBIN OIBIT UCIIOJIB30BAHUSI CMECH aMUHOKHUCIIOT B JICUeOHOM
MUTAaHUM MJIAJCHIIAa C KIACCHYECKOM TallakTo3emuei: Ha (OHE BCKapMIIMBAHUS
AJIEMEHTHOM CMEChI0 ypOBEHb ranakto3o-l-¢ochara ObUT  HUXKE UYeM MpuU
KCTOJIb30BaHUU coeBOM cMmecH [104].

B Bo3pacte oT 4 10 6 MecdAleB B pAIMOHBI MUTAHUS JETEW C KIACCHUYECKOU
rajakTo3eMueld PEKOMEHIYETCS BBOAUTH HOpUKOpPM [267]. [dns 3TOro NpUMEHSIOT
TOJIBKO O€3MOJIOUHBIE TPOAYKTHI: OBOIIM, (PYKTHI, MSICHOE, pPBIOHOE MIOpPEe U

0€3MOJIOUHBIC Kallld, CYONmpOayKThl (I€UeHb, IMOYKH, CEpAle) HE PEKOMEHIYIOT
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UCIIOJIb30BaTh B MUTAHUM OOJIbHBIX TajaKTO3eMUEH, TaK KaK CUUTAETCS, YTO TajlaKTO3a
HaKaIJIMBaeTCs B MapEHXMMATO3HBIX OpraHax *UBOTHBIX [26, 70, 127].

3a pyOexoM CYIIECTBYIOT JaHHBIE O COJEPKaHUU TalakTO3bl B HEKOTOPBIX
OpOJAyKTaX IMUTaHUA, B TOM YHCIE€ M MPOJIYKTaX TMPUKOPMA MPOMBIIIIIEHHOTO
MPOM3BOJICTBA (HAMYME MAPKUPOBKU HA 3TUKETOYHOW Haamucu) [126]. OGHapyxkeHo,
YTO TajaKTo3a COJEPKAMTCS B CBEXKEBBDKATHIX (DPYKTOBBIX M OBOIIHBIX COKax,
KOJIMYECTBO €€ BapbUpPyeT B 3aBHUCUMOCTH OT BpEeMEHU cOopa ypoxkass U CPOKOB
xpaHeHus [ 164].

be3onacHbIMM CUMTAIOTCSI MPOAYKTHI C COACPKaHUEM B HUX TaJlaKTO3bl HE OoJiee
5 mr Ha 100 r IpoIyKTa, MpU HAIMYHUH TAJIAKTO3bI B KosuecTBe OT 5 A0 20 mr Ha 100 r
— MPOAYKT MPUMEHSIETCA C OCTOPOKHOCTBIO MO/l KOHTPOJIEM COJCP>KaHUS TOTAIBHOMN
raJlakTo3bl B CBIBOPOTKE KPOBH, MPHU CoJepkKaHUU TayakTo3bl Oosee 20 mr B 100 1 —
nmpoaykT He ucnosb3yercs [270]. IlpomykTtsl mnpukopma  IPOMBIIUIEHHOTO
MIPOU3BOJICTBA, UCMOJIb3yeMbIE B PD, HE UMEIOT yKa3aHHON MapKUPOBKHU, HO COJAEpKAT
MoApoOHYI0 MH(POPMAIIUIO O COCTABHBIX KOMIIOHEHTaX mpoaykra [37, 38, 39].

Bbesranakro3Has/0e3makTo3Has eTa SIBJISIETCS € IMHCTBEHHBIM
MaTOrCHETHYECKUM METOJIOM JICUCHHS Kiaccuueckoit ¢dopmel Oonesnm [37, 267],
Oylarogapsi 4eMy BO3MOKHO MPEOTBPATUTH JIETATbHBIN UCXO U IPEAYNPEIUTh IpyObIit
HEBPOJIOTMYECKUH 1e@uIuT y 00JbHOTO raiakTo3emuei [160, 162 |.

B octpoMm nepuose 3a06osieBaHMsI HEBPOJIOTHYECKAs CUMIITOMATHKA 00yCIIOBIICHA
MHTOKCHUKAIIMEH 3a cueT HapylieHus: QyHKIMU MEUYCHH, CEICHCca, B PEIKUX Clydasx -
MOPAKEHUEM TOJAKOPKOBBIX CTPYKTYP BCJIEACTBUE TOBBIIIEHHOTO YPOBHS OMIMpPYyOMHA
(«anmepHas JKeNTyxa»), HEPEIKO Pa3BUBAIOIINXCS HA (POHE TIEPUHATAIILHOTO MTOPAKCHUS
HHC [279].

OnHako WcClIeIOBaHMS OTHAJICHHBIX PE3YyJIbTATOB JICUCHHS] MOKA3bIBAIOT, YTO
HECMOTpSL Ha CTporoe cooOsrojeHue auetsl, okojio 20% geTel ¢ KIacCUYeCKOM
rajakTo3eMueldl MMEIOT NMPU3HAKK MOPAXKEHUsI LEHTPaJIbHOM HEPBHOU cucTteMbl [264,
266]. IIcuxoHEBPOJOTMYECKUE CUMIITOMBI MPOSIBIISIOTCS B BUJI€ MBIIICYHON JUCTOHUH,
atakcuu, Tpemopa [181], B Oonee cTapiieM BoO3pacTe OTMEUAIOTCS CHUIKEHUE

MHTEIJIEKTa, YacTO HapyIICHUs pe4H, TPYJHOCTH B oOyueHuu [65, 82, 158, 206].
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CyaoposkHble PUCTYTBI BCTPEUAIOTCSI OUE€Hb PEJIKO, ONUCAH Cy4yall pa3BUTHUS CyA0pOT
y 12-netHux cectep OJIM3HENOB, CTPAIAIOIIUX TAIAKTO3EMUEH, OJTHAKO, TIPU 3TOM CBSI3b
pa3BUTUSI CYJOpOr C MeTaboJMuYecKuM 3a00JeBaHUMEM HE Oblia ycTaHOBJeHa [74].
Hapyiienuss vHTeNNIEKTa U pPa3BUTHSL PEYM BBISBISIOTCS Y OOJIBIIMHCTBA OOJBHBIX,
romMo3uroTHeix 1o mytanuu Q188R [94, 170, 243 ]

K oTnaneHHbIM TNOCIENCTBUSIM KJIACCUYECKOM TaJIAKTO3EMHUHU Yy KEHIIUH
OTHOCUTCSA THUIIEPrOHAOTPONHBIN THIOrOHAAU3M, CONPOBOXKAAIOUIMICS aTpoduei
angHuKoB [159, 161] 3HAUMTENHHBIM MOBBIIICHUEM (DOJUTHKYIOCTUMYIIUPYIOIIETO
TOPMOHA U CH>)KEHUEM aHTHMIOJIJIIEPOBCKOTO ropMoHa [234].

VY 00JbHBIX, HaXOAIIUXCSA HA CTPOrOM OE€3JIaKTO3HOW/Oe3rallakTO3HOUW JHETE,
OYEHb BBICOK PUCK HEJOCTATOYHOCTH KajblUs U AedUlTa THUAPOKCHUKaIbLM(eEpoa,
YTO NMPUBOAUT K ocTeonoposy [159]. [Toatomy GonpHBIM TasiakTo3emMueit crapiie 1 roga
Ha3HAYalOT MEIUKAMEHTO3HBIC TpernapaThl Kadbllud ¢ BUTaMHUHA D B J103MpOBKax,
COOTBETCTBYIOIIUX BO3PACTHBIM HAIIMOHATBLHBIM HOpMaM noTpednenus [211, 232].

CumnToMathyeckas Tepamus TpH TajJakKTO3eMHH BKIIOYAET Ha3HAUYCHHUE
renaTonpoTeKTOPOB, AHTHOKCUAHTOB, HOOTPOITHBIX U COCYAUCTBIX CPEACTB, MPU ITOM
PEKOMEHIyeTCsl MCIOIb30BaTh MEIUKAMEHTO3HBIE MpenapaThl, KOTOPhIE HE COAEpIKaT
JIAKTO3y/TaJIaKTO3y W ATUJIOBKIN ciupT [41, 45, 152].

KoHTpons 3a ypoBHEM TrajlakTo3bl B KPOBU OOJBHBIX  KJIACCHUYECKOU
rajlakTo3eMei, MOy4aroluX JAUETOTEPAnuio BBISBIII €€ TOBBIIICHHBIH YPOBEHb IO
cpaBHEHMIO co 310poBbIiMU AeThMU. MccnenoBanue Berry GT ¢ coaBt (1995) nmokazano
Oonee BBICOKOE COJIEp)KaHME TaJlaKTO3bl B BBIIBIXaEMOM BO3AyXe Y OOJBHBIX
rajakTo3eMHUEH, YTO CBUJETEIbCTBYET O €€ MOBBIIIEHHOM SHJIOT€HHOM cuHTE3 [71].

Bonpiiolt wWHTEpec MNpenCcTaBiIseT COCTOSHHE CHUCTEMbl HMMMYHOJIOTHYECKON
3alUTHl TIPU TajJakTO3eMHH | TPOIECChl OKCHIATHUBHOTO CTpecca B YCIOBUSIX
YMEpPEHHOW, HO TMOCTOSHHOW MeTa0onuveckor aexkoMmmeHcanuu. B 1977 1. Obuio
MOKa3aHO, YTO M30BITOK TaJAKTO3bI B KPOBU MHTUOWPYET aKTUBHOCTH JTUM(MOITUTOB Y
LBITJIAT C MOJAETUPOBAHHOM rajakTo3emuei [278].

B 2013 r. B 3kcmepuMmeHTe In Vitro ObUIO OOHAPYKEHO, YTO AKTUBHOCTH

dbepmenTa HUKOTHHAMUIHHYKIOTHAGOChaTokcuaazbl (HAJI® oxcuaasbr), OCHOBHOTO
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dbepMeHTa CYNEpPOKCUACUCTEMBbI, HHTHOUpPYETCS B TMPUCYTCTBUM TajaKTO3bl U
BOCCTaHABJIMBACTCSA MMPU CHUKCHUU €€ KOHLeHTpauuu [153].

Onenka 3((PEKTUBHOCTH AMETOTEpANMH TajJaKTO3eMHUH OCYIIECTBIACTCS Ha
OCHOBAaHMM JaHHBIX O COJEpP)KaHWHW B KPOBU TaJlakKTO3bl U TallakT030-1-docdara,
nokasareneil (U3NYECKOTr0 pa3BUTHUS, aHAIM3a YpPOBHS MOTPEOJICHHUS DHEPTUU H
OCHOBHBIX MaKpOHYTPHEHTOB B MUTAHWH, JAHHBIX HEBPOJOTHMYECKOTO OocMoTpa [27,
156, 241]. Walter J.H. u coast. (1999) cuutaror HEOOXOIUMBIM MOHUTOPUPOBATH
colepkaHUE B KPOBHW rajakTo30-1-dochar-ypununrpancdepassl co  CICTyIOMICH
gacToTOM: 10 1 rojga — kaxpie 3 Mecsia, 1-14 mer — kaxapie 6 MecsIeB, BO3pacT 0oiiee
14 mer — 1 pa3 B rox [145, 267]. Iloka3aTenu (U3NIECKOT0, HEPBHO-TICUXUIECKOTO,
MOTOPHOTO W PEYEBOI0 PA3BUTHUS OIEHUBAIOTCSI B COOTBETCTBUU C BO3PACTOM
nanmueHToB.  I[lo  moka3zaHMsIM ~ TIPOBOAMTCSA  IICHXOJIOTO-Ie(EeKTOI0rnuecKoe
TeCTHUpOBaHUE. Y JEBOYEK C TajlaKTO3€MUEHl B MpermyOepTaTHOM BO3pacTe MOKa3aHO
HCCJICIOBAHUE TTOJIOBBIX TOPMOHOB [234].

Takum oOpa3oM, B HACTOSIIEE BpEMS AaKTyaJIbHBIMU SBISIOTCS BOIPOCHI
pa3paboTka COBPEMEHHOW TAaKTWUKH JICUCHHUS HACIEICTBEHHBIX HapylIeHUH OOMeHa
(eHMmITaIaHMHA W TaJlaKTO3bl, KOTOPhIC B OOJIBIIMHCTBE CTPaH BBIABISIOTCA ITyTEM
HEOHATAJIbHOTO CKPUHUHTA. bBOJBIION HHTEpeC MNpPeACTaBISIOT MCCIEAOBaHUS IO
M3YUYCHHIO OTJIAJICHHBIX PE3YJIhTAaTOB MAaTOTCHETUUYECKONU JAUETOTEPANNU U €€ BIUSHUS
Ha (u3nUecKoe, HEPBHO-IICUXMYECKOE PA3BUTHE M KayeCTBO JKW3HU OOJIbHBIX.
AKTyaJIbHBIM ~ SIBJIIETCSL pa3pa0OTKa COBPEMEHHBIX MPOJAYKTOB CO CIEHHAIBHO
3QITAHHBIM COCTaBOM BBICOKOW OMOJIOTHYCCKOM W IHIIEBOM IEHHOCTBIO ISl OOJIBHBIX
beHunkeronypued u ramakrosemuieil. COBpEMEHHBI HAy4HBIA TOUCK WJIET B
HalpaBJICHUU HCCIIENOBaHUS TNATO(U3UOJIOTUN TOBPEKACHUN KJIETOK HEpPBHOMU
CUCTEMBI U JIPYTHX OPraHoOB MPU OKCHUJATUBHOM CTPECCE, PA3BUBAIOLIEMCS B YCIOBUSIX
XPOHUYECKON MeTabOJMYECKOW JIEKOMIIGHCAIIMM, YTO B JajJbHEHIIEM MOXKET
MOCITYKUTh OCHOBOM [IJI1 CO3JaHUS HOBBIX METOJOB KOPPEKIMH HACIEICTBEHHBIX

HapylIeHuii 0OMeHa BEIIEeCTB.
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I'maa 2.MATEPHUAJIBI U METO/ bl UCCJIEJOBAHUSA
2.1.001mas1 XapaKTepuCTHKA NALUCHTOB

PaGoTa Oblya BBITOTHEHA B COOTBETCTBHHU C IIJIAHOM HAYYHO-HCCIIEA0BATEIBCKIX
pabot Ne 01.2006-14674 «Meauko-010IOrHYeCcKrue OCHOBBI OOOCHOBAHUS M CO3JIaHUS
HOBBIX MPOJYKTOB JIETCKOTO U J€YEOHOr0 MUTAHUS» Ha 0a3e KIMHUYECKUX OTICJICHUM
u nmabopatopuit HUU mnemmarpum u HUW npodunaktuueckoil mnemuaTpuun u
BOCCTAaHOBUTEJIBHOTO JeueHus (aupextop — wieH-kopp. PAH, mpod. JI.C. Hamazosa-
bapanoBa) ®I'BY «Hayunslil nieHTp 310poBhs Aeteit» M3 PO (qupekTop — akaaeMuk
PAH, pod. A.A. bapanos).

Knunuueckue wucciaenoBaHus OBbUIM  BBIMOJHEHBI B OTICICHUSX MUTAHUSA
3n10poBoro u OonbHOro pebOeHka (3aB. OoTA. - I.M.H., npod. T.D. BopoBuk),
TICUXOHEBPOJIOTUU U TICUXOCOMATUYECKOW MaToJOTUU (3aB. OTA. — JA.M.H., ipod. JL.M.
Ky3enkoBa), maToJIoruu A€Te paHHEro JAETCKOro Bo3pacTa (3aB. OTI. — JI.M.H., IpoQ.
1O.C. AxoeB), KoHcynbTaTUBHO-IMAarHOCTUYECKOM IIEHTpE (IJIaBHBIM Bpady — K.M.H.
A K. I'eBopksinH).

Kommieke n1abopaTopHbIX UCCIIEIOBAaHUI OBLIT MPOBEJEH B JIA0OPATOPHOM OT/EIE
OI'bY «HU3A» M3 PD (pykoBomutens — a.mM.H. H.A. Masiuckuif): B 1abopaTopusix
KJIMHUYEeCKOW Ouoxumuu (3aB.— A.M.H., npod. M.M. bakanoB), nuuroxumuu (3aB. -
1.60.H., mpod. C.B. [lerpuuyk), counaibpHoi neauarpuu (3aB. — K.M.H. H.B. Ycrtunona),
CHEIUaIbHOM TICUXOJIOTHM M KOPPEKIHOHHOro oO0ydyeHuss (3aB. — na.a.H. C.b.
JlazypeHko).

Jlnst  permeHWsT  TOCTaBJICHHBIX  3a7ad  ObUIO  TPOBEIEHO  KOMIUIEKCHOE
obcnenoBanue 370 malMeHTOB C HACJIEICTBEHHOW MaTOJOTMElH OOMEHa BEIECTB B
BO3pacTe oT 5 aHel A0 36 yer. B 3aBucuMoOCTH OT BHIa META0OJINUYECKUX HAPYIICHUM
NaUeHThl ObUTK pa3fiesieHbl Ha aBe rpynmsl. B 1 rpynny Bomwtu 269 (73%) nanueHToB
c Kiaccudeckod (eHumnkeronypueir B Bo3pacte oT 10 nmueit mo 36 ner, Il rpymnmy
coctaBui 101 (27%) pebeHOK ¢ ralakTo3eMueit ot 5 gaei 10 15 ner.

[TanuenTs! I rpynmel ObUTH pacmipeieieHbl Ha TPU MOATPYIIBI B 3aBUCUMOCTH OT

Cpoka Hayana jedeHus: A - paHHee Hayano JieyeHus (10 3-X MecsleB Xu3Hu), 1B -
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Mo37Hee Havayio JjedeHus (mocie 3-x MecsieB ku3Hu), |C — B3pocible MAMEHTHI C
O3 HUM HAYaJIOM JICUCHHUSI.
bonwubie I rpymnmbel OblTH pacTipeesieHbl Ha TPU MOATPYIIBI B COOTBETCTBHH C
TSOKECTBIO TEUCHHS JI0 Hadaja JICUCHHS M Ha MOMEHT IepBHYHOro cmorpa: IIA-
sokenoe, [IB — cpennetsikenoe, IIC — nerkoe (tadi. 2).
Tabmuma 2

Pacnpenesenue nanueHToB ¢ GPeHUIKETOHYPHEH U rajIakTO3eMuen Ha
HCCJeAyeMble TPYINbl U NOATPYIIbI

Bce nanmentst (n=370)
['pynbe I rpynna II rpynma
O0IBHBIX OenmnkeTonypus (n=269) ["anakrozemust (n=101)
1A IB IC
II | HazBaHMe ITA IIB IC
2 JIETHU JIETH B3pPOCJIBIC
T | BO3pact
P 10 nocJe nocJe
Havasia
M 3-x Mec. 3-x mec. 3-x Mec.
I | nedyeHus
bl | TCUCHHUE CpenHe
TSKEII0e JIETKOE
0oJ1e3HH TSDKEII0
Hucio n % n % |n| % |n| % |n| % | n %
MAIUEHTOB
(n, %) 189 | 70,3 | 68 | 253 | 12| 4,4 |39 |38,6 |28 |27,7| 34 | 33,7

Obcnedosanue nayuenmos BKIIOUAIO O0OINee KIMHHYSCKOE o0O0ClIeIoBaHuUeE,
OIICHKY (DU3MYECKOTO pa3BUTHSA, HEBPOJOTHYECKOTO CTaTyca, KadecTBa JKHU3HW,
HMMYHOJIOTHYECKHE, OMOXMUMHUYECKHE, MOJICKYJISIPHO-TCHETHICCKHE u
MHCTPYMEHTAJIbHBIC METOJbI HCCIICIOBAHMS, a TaK)KE CIICI[HaIbHbIE JHUCTOJIOTHYCCKUE
METO/IbI.

NHcTpyMeHTaIbHBIE METOJBI HCCienoBaHus (YIbTPa3BYKOBOE HCCIICIOBAHUE,
MarHuTHO-pE30HAaHCHAss  ToMmMorpadus) TPOBOJMIUCHL B  OTHACICHUU  JTYYCBOM
nuarHoctTukn KoHcynbraTuBHO-AuMarHoctudyeckoro nentpa ®I'bY «HIL3I» M3 POD
(3aBenmyronuii — K.M.H. Anukun A.B.), snexkrposnnedanorpadus BBIIOIHAIACH B
mojipasiesiecHuy (PYHKITMOHAIBHON TUArHOCTHKH (3aBeayromas — K.M.H. KokeBHHKOBa
O.B.).

Omnpenenenve ypoBHS METaOOIMTOB B CHIBOPOTKE KpPOBU Y OONBHBIX C
natojorueid oOMeHa BelecTB (JOKJIMHUYECKas JAUAarHOCTHKA) TMPOBOAUIOCH B

naboparopur MOCKOBCKOTO IIEHTpa HEOHATAJIbHOTO CKPUHHUHTA (3aBeaylomias — K.M.H.
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E.B. JlenucenkoBa), Bxonsmei g0 mas 2015 r B crpykrypy I'BY3 nemapramenta r.
MockBbl «HayuyHO-TIpakTHUECKUI LEHTP MCUXUYECKOTO 310POBbS AETEN U MOJPOCTKOB
JlemaprameHTa 31paBooxpaHeHus ropoaa Mockse (aupekTop — aA.M.H. E.JI.YcaueBa),
MEJMKO-TeHeTuuecKon Jaboparopun (3aBenyromias — k.M.H. C.I'. Kanunenkosa) npu
I'bY3 Mockogckoit oomactu MOHUKU um. M.®. Bragumupckoro (qupexTop — A.M.H.,
npodeccop [lanees @.H.).

HeoHaranbHbli  CKPUHUHT W MYJBTHIIEHTPOBBIE  PaHIOMU3UPOBAHHBIC
WCCJICOBAHMS  KJIMHUYECKOW  DI(PPEKTHBHOCTH  HOBBIX  CHEIHATH3UPOBAHHBIX
OTEUECTBEHHBIX TMPOAYKTOB JIEYEOHOTO TWTAaHUSA TMPOBOJWIMCH Takxke Ha 0ase
PErHMOHANBHBIX MEIUKO-TeHETHUYECKUX LIEHTPOB M KoHCyibTanui Cankt-IletepOypra
(rmaBHbIl Bpau — a.M.H. O.I1. Pomanenko), KpacHomapckoro kpas (3aBemyroimas —
n.m.H. C.A.Marynesuu), EkatepunOypra (3aBenytomas — k.M.H. H.B.Hukutuna).

UccnenoBanust aktuBHOCTU (pepmenTta ['-1-OYT u MonekyIspHO-TreHeTUYEeCKast
JUAarHOCTUKA OCYUIECTBISUINCH B paMKaX MOATBEPKIAOIIECH TUATHOCTUKU MPOTPAMMBI
HEOHATAJIBHOTO CKPUHUHTa B JabOpaTOpWM HACIEICTBEHHBIX OoJie3HeW oOMeHa
BemecTB (pykoBoautens - n.M.H. E.FHO.3axapoBa) ®I'BHY «Menuko-reHeTH4YeCKUit
HAYYHBIA LIEHTP.

B wuccnenoBanum kauvectBa Ku3HU OoybHBIX ¢ DKY npuHuManu yuactue
MalueHTel W ux poautenn u3 rr.MockBel, MockoBckoit ob6nactu, KpacHopapa,
ExarepunOypra, Yoo, UYemsouncka, Tomcka, CraBpomons, Jlumernka, Boponexa,
NBanoBo, BiaguBocToka npu MOAAEpKKKE Bpayedl M PyKOBOJAWTENEH PETrHOHAIBHBIX
MEIUKOTCHETHIECKUX CITYKO.

B cootBeTcTBUUM cO cTaHmapTamMu 00CIIeIOBAHUS U JICUCHUS OOJBHBIX JMETeH s
KOHCYJIbTAIIMM TPUBJICKAINCh BPAaYU-CHEIUAMCTBl U3 KIMHUYECKUX MOJpa3Iie/IeHUM
OI'BHY «HII3/]» (meBpomaTtonor, o¢pTaabMOIOr, OPTOIE, KapauOjor, ajIeproJior,
MICUXHUATP, JIOroneA-1eGeKToIOr U JIp.).

['pyniny cpaBHEHHsI MO COJIEPAKAHUIO TaJaKTO3bl KpOBH cocTaBuiau 20 nereit
MEpBOr0 TOJia KU3HHW, HAXOJAMUBIIMXCS HA TPYJIHOM BCKapMJIIMBAHHM, ISl OLIEHKHU
KauecTBa KU3HU - 64 310pOBbIX peOCHKA B Bo3pacTe oT 5 A0 18 netu ux poaurenu [12],

JJIA  a”HaJIu3a U3MEHECHUMN I/IMMYHO(l)eHOTI/IHa N aKTUBHOCTHM MHUTOXOHJAPHAJIBbHBIX
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dbepmeHToB — 34 peOeHKa ¢ pOoXAEHUA 10 18 JeT, He HMMEBIIUX HACIEICTBEHHBIX
HapylieHu oOMeHa BEIIECTB, OCTPHIX WM XPOHUYECKUX COMATHYECKUX 3a00JIeBaHUMN
[44].

2.2. MeToanl McCJIeI0BAHUSA
2.2.1. Kniununyeckue MeToabl

AHnamuecmuyeckuii Memoo BKIOYaa cOOp W aHamM3 XanoO, CBeAeHUU 00
aHaMHe3¢ KU3HM (anamnesis vitae) u 3aboneBanus (anamnesis morbi). TPOBOUIICS
MyTeM HEMOCPEICTBEHHOTO OMpoca MallMeHTa W/WIM €ro poauTeneil (TimyOuHa ompoca
COCTaBWJIa TPHU MOKOJIEHHUS), cOopa MHGOPMAIIMK U3 CTAIMOHAPHBIX UCTOPUM 0O0JIe3HH,
aMOyJaTOPHBIX KapT, aHKET, pa3paOO0TaHHBIX B OTACJICHUM IMHUTAHUS 370POBOTO U
00JBHOTO peOeHKa.

Ouenka comamuyeckozo cmamyca BKIOYana (QU3MKAIBHBIA OCMOTpP TIO
CTaHJAPTHOMY IUIaHy C aHAJIU30M OOIIEro COCTOSHUSI U CAaMOYYBCTBHS MAallUEHTA.
[IpoBoiunack OlEeHKa COCTOSHUSI KOXKHBIX MIOKPOBOB M BUJIUMBIX CIIM3UCTHIX, (PYHKIINN
OTIIETbHBIX ~ OPTaHOB M CHCTEM:  CEPJICYHOCOCYAHCTOW,  OpOHXOJIETOYHOM,
KEITYJOYHOKHIIICYHOTO TPAKTa, MOYEBBIBOISIICH CHCTEMBI U JIp.

Ananu3 usuueckozo pazéumusn TIPOBOJWIM C HCIOJb30BAaHUEM MOJyJeH
nporpammbel  «WHO  Anthroplus  2009» [274] Ha  OCHOBaHMU  OIICHKH
AHTPOITIOMETPUYECKUX TIMOKa3aTeJIe - MacChl M JJIMHBI Tejla, U3MEPCHHE KOTOPBIX
MIPOBOJIUIIOCH C MOMOIIBIO CTAHAAPTU3UPOBAHHBIX IJIEKTPOHHBIX BECOB U POCTOMEPOB.
Jlanee mokazaTenu Z-Scores MacChl Tejla K BO3pacTy, pocTa K BO3pacTy U HMHIEKCA
Macchl Tejla K BO3pacTy 3-X KpaTHO OIECHUBAIN: MPU POXKICHUU, TEpe]l HAYaIOM
JTUETUYECKOTO JICYCHHUs] U Ha (POHE IMETHYECKOT0O JICUCHUS CICIHAIN3UPOBAHHBIMU
MIPOTYKTaMHU.

Onenka (pu3nYecKoro pa3BUTHS HAOIIOAACMBIX TAIMEHTOB OCHOBBIBAJIach Ha
JTUATHOCTUKE OTKJIOHCHWW BEJTMYMH aHTPOIIOMETPUYCCKUX IMOKA3aTeIeH OT MeIUaHbI
cranaaptHou nomynsun (Z-scores). Cormacao cragmaaptam « WHO Anthroplus 2009y,
CPEIHEBO3PACTHBIMHU TTOKA3aTENAMH Z-SCOre€ MAacChl Te€Jla M POCTa CUUTAIU TIOKA3aTeIn

B nipenenax +2SD, nis Z-score nHaekca mMacchl Tena - ot -2SD go +1SD. IlapameTpsi,
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BBIXO/SIIME 33 YKa3aHHbIE IPENEsbl, KAK B CTOPOHY IOBBIIIECHUS, TaK U CHUKCHMUS,
PacLieHUBAJIUCH KaK OTKJIOHEHUS! OT HOPMBI.

Jledunut Maccel Tena WM HEIOCTaTOYHAS JUIMHA TeJla MaldeHTa YCTaHABIUBAIU
OPU BEJIMYMHE COOTBETCTBYIOLIEro Z-score MeHblue -2SD. Ilokasarens Z-score
pPOCT/ANIMHA Tejla K BO3pacTy XapaKTepU30BaJM KaK BBICOKMU NpU BeauduHe Oosee
+2SD. WN30bITOuHYI0 Maccy Tejla AUArHOCTUPOBAIM NpH Z-Score Macchl Tena K
Bo3pacty Oosee +2SD, a Taxxke mpu Z-score MHIEKCAa MAcChl Tela K BO3pacTy Oosee

+1SD. OxupeHne KOHCTaTUPOBAIIM MPU Z-SCOTe MHIEKCAa MAcChl Tela K BO3pacTy OoJiee

+2SD (Tabm. 3).

Tabmuma 3
IlI/IaI‘HOCTH‘leCKOe 3HaYeHHue Z-scores AHTPONMOMETPHUIECCKHUX nokasarteJiei
Z-scores Jlmarnoctuueckoe 3HaUC€HUE
eumT Maccel Tena

Macca Tena k <-2SD Aequ

(3ameprxkka mpruOaBKK MacChl TeJia)
BO3pacTy

>+2 SD M30BITOYHAS] Macca Tella WIH O)KHPEHUE

Jmuna tena (poct) | <-2 SD HU3KOPOCIIOCTh
K BO3pacry >+2 SD BBICOKOPOCJIOCTh

HEJ0CTATOYHOCTh MTUTAHHUS
Munexc maccul <-2SD 1
rema (UMT) x (medunut Macc Tena K pocry)
BO3DACT >+]1 u <+2 SD n30bITOYHAS Macca Tella

pacty >+2 SD O’KHpEHUE

2.2.2./IneTo10ru4ecKre MeTOAbI

JInst Ha3HayeHus M KOPPEKLUHMHM JHETOTEPAMM BCEM IallMEHTaM MPOBOAMIIN
OLICHKY (PAKTMYECKOrO0 TMHTAHHUS  ONPOCHO-aHKETHbIM METOJOM C  IOMOIIbIO
pa3pabOTaHHBIX HAMHM AHKET, BKJIOUABIIMX PEKUM MUTAHUA, Pa30BbI M CYTOUYHBIN
00BbEM, XapaKTePUCTUKY CbedeHHOW mnuiu. OLEHUBAIUCh TMHIIEBas ILIEHHOCTb
Je4eOHBIX PALMOHOB C MOACYETOM OCHOBHBIX HYTPUEHTOB (OEJKH, )KUPbHI U YTIEBOIbI)
M DHEPreTHYEeCKOW IIEHHOCTH IO Ta0JMIlaM CIpaBOYHHKA «XWMHUYECKHH COCTaB
POCCHICKMX TMHUILIEBBIX MPOIYKTOB» M Karajora CHelUaIu3upPOBAHHBIX IPOJYKTOB
nerckoro nutanus [39, 49]. CpaBHenue nposoamiock ¢ «Hopmamu ¢uznosornyeckux
NOTPEOHOCTEN B PHEPIMU W MUIIEBBIX BEIIECTBAX MJISl PA3JIMYHBIX TPYIIT HACEJICHUS

Poccuiickoint @eneparuny», 2008 [32].
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MeTonoM pacuera aMUHOKCUIIOTHOTO CKOpa MPOBOJUIIU OLIEHKY OMOJIOTUYECKON
[IEHHOCTH OEJIKOBOrO0 KOMIIOHEHTa CIEHUATU3UPOBAHHBIX MPOJYKTOB Ha OCHOBE
aMUHOKUCTOT 0e3 peHwtananuna [4, 7].

Menukobunonoruueckoe 000CHOBaHHE COCTaBa U pa3pabOTKa PELENnTyp HOBBIX
OTCUECTBCHHBIX TMPOAYKTOB 11 OONBHBIX (EHUIKETOHYpUEH U TallaKTO3eMHUEH
MIPOBOJIMIINCH B COOTBETCTBUU ¢ DenepanbHbiM 3aKOHOM P®D Nel63-D3 ot 22 wurons
2010 r. «O BHecenun n3MeHeHui B OenepanbHblil 3aKOH « TeXHUYECKHUN PETJIaMEHT Ha
MOJIOKO M MOJIOUYHYIO MPOAYKIHIO» U «TeXxHUYecKkuM periamMeHToM TaMoKeHHOTO
Coroza TP TC 027/2012 «O 6e30macHOCTH OTIECIBHBIX BUOB CIEIUATU3UPOBAHHOM
MUIIEBON MPOAYKIMH, B TOM 4YHCIE JTUETUYECKOTO JIEYEOHOrO0 M JUETHYECKOTO
NpOQHIAKTHYECKOro NUTaHus» [43].

OmnpeneneHue coaep aHUsl JAKTO3bI/TAIAKTO3bl B JIETCKMX CMECSIX Ha OCHOBE
MOJIOYHOTO O€JiKa U M30J5iTa COEBOr0 MPOTEUHA BBINOJIHAIOCH B JTA0OPATOPUU XUMHUHU
nuiieBbiX nmpoaykToB GI'bY «HUU nutanus» (pyxkoBoaurtens — 1.0.H. B.B. becconos).

CognepkaHue aMHHOKHCIOT W MHMHEPAJbHBIX BEIIECTB B HHU3KOOEIKOBBIX
nonydabpukarax onpeaensuioch B McnwitatensHom nentpe ®I'BHY «Bcepoccuiickuii
HAaY4YHO-HUCCJIEAOBATEIIbCKUM  MHCTUTYT MSCHOM MPOMBILUIEHHOCTH uM. B.M.
I'op6aroBa» (aupexrop — akaaemuk PAH Jlucuupin A.B.) MeTomamu MOHOOOMEHHOM
xpomatorpadun u aroMHoabcopOuroHHou crnektpodotomerpuu o 'OCT 13496.21-
87 nu TI'OCT 134.96.22-90 [13, 14, 24], xoau4ecTBO NpPOTEHMHA - MO METOIUKE
Kbenbnasiss ¢ wucnonp3oBaHueM aHanuzaTtopa azota B-324  ¢upmber  «Buchéy
(IBeriuapus) [24].

Onenka 0e30mMacHOCTH MW KIMHUYECKOW d(PheKTUBHOCTH pa3paboTaHHBIX
CIICHMATU3UPOBAHHBIX TPOJAYKTOB y OOJIBHBIX (DEHUIKETOHYpPHEH M TrajakTo3eMHueH
MPOBOAWIACH B COOTBETCTBUM C MPUHUMIIAMHU HaJJIekKalleld KIMHUYECKOW MPaKTUKH,
neuctBytouumu B ctpanax EC ¢ 1991 r. (European Good Clinical Practis Guidelines
1991) [121], nupekTuBHBIMU yKa3aHusiMU Mun3apaBa PO u nmpakTUKON MPOBEICHUS

arpobanuii B ®I'bY «HII3/» M3 PO.
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2.2.3. KomiuiekcHasi OlleHKA MOKa3aTe/ieil ICMXOHEBPOJIOTrHYeCKOr0 CTaTyca u
Ka4ecTBa JKU3HU

Ouenka HeepoOcUUECKO20 cmamyca U HCUXOMOMOPHO20  PA36UMUS
BBIIIOJIHAJIACh C MPUMEHEHUEM METOIUK, HUCIOJIb3YEMBIX JIsI OMNPENEIICHUS YPOBHS
AMOIMOHAJILHOTO, TCUXUYECKOr0, MOTOPHOTO, PEYEBOrO pPa3BUTHS OOJIBHBIX JETEl
Pa3IMYHOTO BO3pacTa U B3POCIbIX.

VYV nerell mepBOro rojaa >KU3HU UCIOIb30BAJICS METOJ KOJMYECTBEHHOM OLICHKH
HapyuieHus: ncuxomoropHoro pazsutusi XKXyposr JI.T. u MactiokoBoii E.M. (1981) [
17], y GonbHbIX crapmie 1 rojga mpumeHsuicss MoauduuupoBaHHbIl MeTon JKypObl-
MacTiokOBOM, aJanTUPOBaHbIi K COOTBETCTBYIOIIEHM BO3PACTHOM KAaTEropuu
MAalMeHTOB M anpoOUpPOBAaHHBII B  OTACJICHUM  TICUXUHEBPOJOTUU U
nicuxocomatuueckoi narosorud ®I'bY HIB3 M3 PO [45].

C noMmombl  yKa3aHHBIX METOJMK Ha  KaXJOM BO3PAacTHOM  JTare
OCYIIECTBJISUIACh ~ KOJMYECTBEHHash  (HemapameTpuueckasi) OICHKAa  COCTOSIHUS
HEBPOJIOTMYECKOTO W I[CHUXOMOTOPHOrO  craryca  nauveHta.  (OCHOBHBIMU
OIICHUBAEMBIMU TICUXOHEBPOJIOTUYECKUMU MTOKA3ATEISIMU SIBJISTUCH:

— y Oemell nepeoz2o 200a JHCU3HU:. KOMMYHHKAaOEIbHOCTh, T'OJIOCOBBIE PEAKIIHH,
0e3ycoBHBIE pe]IICKChI, MBIIIEYHBI TOHYC, aCCUMETPUYHBIN MICHHO-TOHUYECKUI
pediiekc, 1enHble CUMMETpUUYHBIE PEIEKChl, CEHCOPHO-MOTOPHOE IOBEJICHHUE,
HAJIMYUE U YUCIO CTUTM JU33MOpHOTeHe3a, M3MEHEHHSI CO CTOPOHBI YEpEeITHbIX
HEPBOB, MATOJOTUYECKUE JIBHXKCHUSI, CYMMAapHbIN 0asul BCeX MoKa3aTeeil;

— y Oemeu cmapuwe 1 200a: >MOUMOHAIBHBIA CTATyC, INCUXOPEUYEBOE pPa3BUTHE,
XapaKkTep W CWJIa CYXOXXUJIBHBIX U OpPIONIHBIX pedIeKCoB, HAIMYHUE/OTCYTCTBUE
MaTOJIOTHYECKUX PEIICKCOB, MBIIIEYHBIA TOHYC M CHJAa MBI, MOTOPHOE
pazButhe, 1epaIrUYecKuii CUHAPOM, ayTUCTHKOIMOAOOHAsT CHUMIITOMATHKA,
BereTaTuBHas JUCHYHKIUS (TOJOBOKPYXKEHWE, TUIEPTHApPO3, OO0IIas ciadocCTs,
MOBBIIIIEHHAS YTOMJISIEMOCTh, HAPYIIECHUS CHA), U3MEHEHUSI CO CTOPOHBI YEPEITHBIX
HEpPBOB,  HAJMYME/OTCYTCTBME  M3MEHEHHWH Ha  JJIEKTpodHIEdaIorpamme,

CyMMapHBbIi 0asl BcexX MOKa3aTeleu.
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CocTosiHME TICHXOMOTOPHOTO pa3BHTHUSA OIEHUBAIM 10 YETHIPEXOATIbHON
cucteme (ot 0 1o 3): onTuMansHOE pa3BuTHe QyHKIMU — 3 Oaiia, ee orcyTcTBue — ()
OaJIJIOB ¢ Y4ETOM JMHAMUKH HOPMAaJLHOTO BO3PAcTHOTO pa3BuUTHsA. COTJIACHO JaHHOM
METOJIUKE, eClii PeOeHOK TepsieT 3 Oaia Mo Mmoka3aTelsiM OJHOW U3 QYHKIHA, TO €ro
MOKHO OTHECTH B TPYIITY MOBBIMICHHOTO PUCKA MO PAa3BUTHIO JIOKAJTBHBIX HAPYIICHUN
(Hanpumep, 3peHHUS WU Cclyxa). bamibHas oOIeHKa HapYIIEHUH IICHXOMOTOPHOTO
pa3BUTHUS MpeJicTaBiIeHa B TabauIe (Tadi. .4).

Tabnuna 4

Kosmn4yecTBeHHAS OLICHKA HAPYIICHUS ICMXOMOTOPHOI0 PAa3BUTHA

baubr XapakTepuctuka 0aioB
27-30 BAPUAHT BO3PACTHOM HOPMBI
23-26 rpyInia pyucka
13-22 3aJIepKKa pa3BUTHs

Huxke 13 TsDKEJIast 3a71ep>KKa Pa3BUTHS

HeBposornueckuii craryc B3pOCHBIX MalMEeHTOB (n=12) oleHuBajiCs Ha
OCHOBAHHMH JIAHHBIX aMOYJATOPHBIX KapT U MyTEM OJHOKPATHOIO OCMOTpPa OOJIBbHBIX
COBMECTHO ¢ HeBpoJioroMm no metonauke ['ycea E.W., Konosanosa A.H. 2009 r [27].

Hccneooeanue kauecmea ncusnu Jnereii ¢ OKY  mpeacraBisio  coOoit
MOMNEPEYHOE CPE30BOE HCCIENOBaHWE MpPH MOMOIIM o0miero omnpocHuka Pediatric
Quality of Life Inventory — PedsQL1m4.0 (Varni et al., USA, 2001) cocrosimero u3 23
BOIIPOCOB, OOBEAMHEHHBIX B 4 OCHOBHBIE HIKAJbl: «(PU3NUECKOE (PYHKIMOHUPOBAHUE
(DD), «3MOLHMOHAIBHOE GYHKIIMOHUPOBAHUEY (OD), «COLMAJIBHOE
¢dbynkuuonupoBanuey (CD), «poneBoe GYHKIMOHUPOBAHUE — JKW3HH B JCTCKOM
cagy/mkoney (OUI) [19]. OnpocHUK amanTUpoOBaH IJIs BO3PACTHBIX TPYII AETEH U
noapoctkoB  5-7, 8-12, 13-18 ner. Ilpouenypa mnepekoaupoBaHusi (MepeBOa
HE0OpaOOTAHHBIX JAHHBIX B OAJJIbI KAYECTBA KU3HU WIH IIKAITUPOBAHUE) TPOBOINIIACH
¢ mnomomplo nporpammbl  PedsQL, mnocne dyero oOmiee KOJWYECTBO OallIoB
paccuuThiBasioch 1o 100-6ammpHON cHUcTeMe, MPU ATOM, 4eM OoJIbIle Oblja MTOroBas
BEJIMYMHA, TEM BBIIIE OIEHUBAJIOCh KayecTBO KU3HUM pedeHka. Kaxmyro wmikamy
OIICHWBAIM OTHIEIHHO, Takke onpenensim obmuii ©Oamn (OBb). Ilokazaremsmu

MICUXOCOINAJIBbHOT'O0 3I0POBbA ABJJIACH HIKAJIbl 3MOIMOHAJIBHOIO, COIHWAJIBHOIO U
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poJieBoro (hyHKIIMOHUPOBAHUS. AHKETUPOBAHUE OJTHOTO U3 poauTenel OONbHBIX JeTen

IPOBOJMIIOCH C LEJIBI0 OLEHKU aJ€KBAaTHOTO OIPENEIEHUS MU COCTOSHHUS CBOETO

pebeHKa MpU TOMOIIM TeX e MeTojoB. Ompoc neTeil u poauTeneld MPOBOAMIU

OJIHOKPAaTHO, OJHOBPEMEHHO, OTAENBHO IPYT OT ApYyra.

Ouenka peuegoco pazeumus TPOBOINUIOCH AUIUIOMAPOBAHHBIMH JIOIOIEIaMHU-
nedexronoramu OI'BY HII3/[ M3 P® no meroanke dunmmueBoii-Uupkunoit [16, 46,
47]. OcHOBHOM 1IeNBI0 00CNEOBaHUS SBJISUIACH OLEHKA CPOPMUPOBAHHOCTU pPeud Ha
OCHOBAHWM aHaJIM3a CTEINEHH COOTBETCTBHUS YPOBHS PEYEBOrO Pa3BUTHS, OCOOEHHO
CBA3HOCTH PE€YM U €€ KOMMYHHKATHBHOW (DYHKIIMHU, BO3pacTHBIM HopMartuBam. [lo
pe3ynbTaTamMm 00CIIeIOBAaHUSI BBIJICISUTH CIIEAYIONIME YPOBHH PEUYEBOTO HEIOPA3BUTHS
[16]:

— obmee Hemopasputue peuu III ypoBHS - HECKOJBKO MEHBIINI 00BEM CloBaps 3a
CYET YMEHBUIECHUS KOJIMYECTBA NPWIAraTelIbHbIX, MNPUYACTHH, JI€CTPUYACTH,
CJIOKHOCTH O()OPMIIEHHS PEUYEBOTO BBICKA3bIBAHUS, U KaK CJIEICTBHE YHNOTPEOICHHE
MPOCTBIX PEUYEBBIX KOHCTPYKIMH, 3aTpyAHEHHUS TOHUMaHUS (Pa3eoIOoru3MoB,
00pa3HbIX BBIPAXKEHUN;

— o0mee HenopazButue peuu Il ypoBHS - kpaitHe OeAHBIN CJIOBapb, TOIBKO MPOCTHIE,
NPUMHUTHUBHBIE (pa3bl U3 ABYX CJIOB, HAPYIICHUE TPAMMATHYECKOTO CTPOS PEUH;

— o01iee Hemopa3BuTHE peuu | ypoBHS - OTCYTCTBUE peud JUOO0 HAIMYUE OTACIbHBIX
CJIOB U3 OBITOBOTO 00MX0/1a, BepOaabHas TUCIPAKCHUS.

2.2.4. JIaGopaTopHble METOAbI HCCIACAOBAHUS

Obwuil  KiuHu4yecKuil auaau3 Kpoeu BBIIOJHSICS TIYyTEM HCCIEIOBaHUS
BEHO3HOW W/WIM KaNWUIIPHOW KpPOBU, KOTOPOE NPOBOIMIOCH Ha aBTOMATUYECKUX
remMaTojiornyeckux anaiauzaropax Sysmex XT-2000 u Sysmex XS-1000. s
OmpeNeNIeHUs] CKOpocTU ocenanusi 3putporutoB (COD) HUCMOIB30BAJICS aHAIU3ATOP
AlifaxRoller.

Obwguit  KAUHUYECKUU  AHANU3  YMPEHHel  MO4YU  TIPOBOAWICS  Ha
aproMarndeckoM aHanuzarope moun URISYS 2400, nokaszaTenu KJIETOYHOIO COCTaBa
ocaZka MOYM ONPEIEISINCh Ha aBTOMAaTHYECKOM KOPIYCKYJSIPHOM aHalM3aTope

SysmexUF1000.
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Bbuoxumuueckuit ananuz 6emo30u  Kpoeu TPOBOJWIM C  TMOMOIIBIO
aBTomMaTuieckoro ouoxummuueckoro ananuzaropa Beckman Coulter UniCell DxC600 u
DxC800 (USA). bazucHbiMu aHaimsupyeMbiMu napamerpamu sBistiucs AJIT, ACT,
ITT, obmmii u npsamoit Ounmupyoun. Copepkanue oOmiero Oenka, anbOyMHHA,
MOYEBHHBI, TJIIOKO3bI, amuia3bl, MmakpoanemeHToB (Na, K, Mg, Ca — oOmwmili wu
WOHU3UPOBAHHBIM, ¥ T.I.) TIOJBEPrajioCch OIEHKE B CiIy4ae OTKJIOHCHHS OT
pedepeHCHBIX 3HAaUCHUUH.

Ilpoba @Dennunca — necnenuduueckas KayeCcTBEHHas MpoOa, MpUMEHseMas B
1983-2002 rr. nis mpeaBapUTEIbHOM JUArHOCTUKU aMUHOALMJIONATH, MPEXKIE BCEro
(EHUTTKETOHYpUM ¢ QJIKAaNTOHYPUH, JO IIUPOKO BHEJACPHUS OHOXUMUYECKUX U
MOJIEKYJIIPHBIX METOJIOB; MPOBOJUTCS MyTE€M J00aBIEHUSI HECKOJIBKUX Kameilb 5%
pacTBOpa  TPEXXJOPUCTOrO  eieza K  moue  OompHOro.  IlpucyrctBue
(EeHUITTUPOBUHOTPATHON KHUCIOTHI B MOYE NMPHBOJNUT K €€ OKPAIIWBAHHWIO B 3CJICHBIN
[[BET Pa3IUYHOW HWHTEHCHBOHOCTH, KOTOPOE OIICHMBAETCA BHU3YaJIbHO OT «+» 1O
«t+t+++x» [36].

2.2.5. CnenuajbHble JIA0OPATOPHbIE METO/IbI HCCJICA0BAHUSA

Memoobt HeonamanvHo20 CKPUHUHZA WCTIONB30BAIM C IIEJIBIO MPOBEACHUS
noaTeepxkaaromen nuarHoctuku @KV u rajnakTto3eMud UM KOHTPOJS aJ€KBATHOCTH
TUETOTEpaIHH.

B3situe 00pa3noB KpoBU Ha (UIBTPOBAIbHBIE OyMakHbIE TeCT OJaHKH
OCYUIECTBJISUICS HATOLIAK Yepe3 3 yaca MOcie KOPMJIEHHUs, COTJIaCHO IMpaBUiIaM,
ykazaHHbIM B mpukaze M3 P® [35]. KonTtponpHbie 3a00pbl KPOBU MPOBOJUIUCH HE
paHee 3-X He/IelNb MOoCiie OKOHYaHUSI WH(Y3MOHHBIX MEPOTIPUSITHA.

Yposenv ¢henunananuna u ypoeenv momanvhou ecanakmossi (CyMMapHOE COZAEpKaHUE
raJlakTo3el ®W Tajmakro3o 1 docdara) omnpenensim B CyXHX MATHaX KpPOBHU
drroopoMerpudeckuM MeTomoM Ha mpubope Multilable Counter 1420 Victor” (Perkin
Elmer Vallac ®unnsamus).

AxmusHocmov  hepmenma eanaxkmoso 1 ¢ocghamypuounmpancghepas openensinv B
NSITHAX BBICYIIEHHOM KPOBU W/WIIM B 1I€JIbHON renapuHU3UPOBAHHOM KPOBH, UCTIONB3YS

MoauduimpoBaHHbii (moopumerpudeckuii Tect bytnepa (Beutler E., 1968). [lns
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KOJIMYECTBEHHOTO M3MepeHus: pepMeHTa ranakto3o 1-¢gocdar ypuamirpanchepasa (I'-
[-®YT) B cyxux NATHaX KpPOBU HCIOJNB30BATU (IYOPOMETPUUYECKUN METOH C
paspeiienrieM 1o BpemeHU. COrNIaCHO YKa3aHUsIM K METOJMKE, JTUarHOCTUYECKHU
3HAUYMMBIM CUUTAJIOCh CHI)KEHHE akTUBHOCTH ¢epmeHTa [-1-OYT B BBICYIIEHHBIX
naTtHax kpoBu < 2,5 E/rHb, B nensHoi kpoBu - < 1,3 E/rHb. TpakrtoBka pe3ynbTaToB
HEOHATAJIPHOTO CKPUHUHTA MIPEICTABJICHA B TaOIHIIE 5.

Monexynapunaa OuaznHocmuka KIACCUYECKON TajakTO3eMHHM MPOBOJAUIACH Y
JIETEl C TIOBBIIEHHBIM YPOBHEM OOIIEH TajaKTO3bl CHIBOPOTKH KPOBH B pPaMKax
BTOPOrO0 dTala HEOHATAIbHOIO CKpHUHHTra (MOATBEpIXKAAroniasi JIUarHOCTUKA) U
BKJIIOYAJIa orpejesienne Haubonee vactbix myTtanuii B rene [-1-OVYT: p.Gln188Arg
(QI88R), p.Lys285Asn (K285N), a taxke myrauuto p.Asn314Asp (N314D) — Bapuant
Hyapte [18].

Tabmuua 5

TpakToBKa pe3yIbTATOB HEOHATAJIBHOI0 CKPUHUHIA HA (DEHUJIKETOHYPHUIO
U raJIaKTO3eMHUI0

IToxa3aTenn HEOHATAIBLHOTO CKPUHUHTA
Pesynbrar AKTHUBHOCTH (hepMeHTa TajlakTo30-1-
KonrmeHTpanuu B CyxoMm msiTHE
HEOHATAJILHOTO y docharypununtpanchepass
KpPOBH (MI/11J1) Ex/rHb
CKpHUHUTra (En/rHb)
oOmas B cyxom msTHe B nenbHo#
beHnnanaHuH B yx 1
rajakTo3a KPOBU KpOBU
OTPHUIATETbHbBIN <2 <72 >4 4 -
IIOIPaHUYHBIN
. 2 7,2-10 2,5-4,4 1,3
(COMHUTENBHBIN)
MOJOKUTEIbHBIN >2 > 10 <2,5 <1,3

Buvicokorgppexmuenaa scuokocmunana xpomamozpagua (B37KX) npumMeHsiach
JUIA  ONpEAeNieHUs] CHEeKTpa CBOOOAHBIX AMUHOKHCIOT IUIa3Mbl KpPOBH  Ha
amuHokucnotHoM aHanu3atope KNAUER (I'epmanusi), ONTUMU3MPOBAHHOM IS
aHanu3a 30 aMMHOKHCIIOT [2].

HUmmynoyumoxumuueckue  Memoobt C  WCIOJNb30BAaHUEM  MPOTOUYHOU
uutodpayopumeTpun (poTouHbiil Jazepubiil nutodayopumerp CYTOMICS FC 500
(Beckman Coulter, CIIIA) npumeHsUch AJi1 UMMYHO(DEHOTUITHPOBAHUS JTUM(OIIUTOB
nepudepuueckoii  kpoBu  [48]. AKTUBHOCTh  BHYTPUKJICTOUYHBIX  (hEpPMEHTOB

(cykuunatneruaporenasbl (CII), HUKOTHHaMUIIUHYKIOTUI-eruaporenassl (HAJIH-
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J) u nakrarneruaporenassl (JIIAI') ompegensuiui uutoMopdoaeHCUTOMETPUUECKUM
METOJIOM C HCIIOJIb30BAaHUEM  aHajIu3aropa I BHU3yalU3alu MOP(OIOTHYECKUX
npenapatoB «BuneoTect» u mporpammel «Mopdomnorus 5.2» (AIIK «BuneoTecty,
peructpannonHoe yaocroepenue Ne 29/20010702/6102-04 8 'PMU) [34].

2.2.6. UncTpyMeHTAJIbHbIE METOAbI HCCICI0BAHMUSA

Ynaempa3zeykoeoe uccnedosanue (Y3HM) BHYTpeHHUX OpraHoB (II€UYEHH,
KEJIUHOTO ITY3bIps, MOKETYyI0YHOM >Kene3bl, MOoYeK, cepila, HIMTOBUIHON >KEJe3bl,
OpraHoB MaJOro Ta3a) MPOBOAWIOCH  MMAalMEHTaM BBIOOPOYHO M0 MOKA3aHUAM
HE3aBHCHUMO OT BO3pacTa; HelpocoHorpadus depe3 OOJbIION POJHUYOK BHIIOJIHSIIACH
JETAM HE cTapuie 2-X JIET NPU YCIOBUU OTKPBITOIO E€CTECTBEHHOI'O aKyCTHYECKOTO
okHa; Y3U ocymectBismiocs Ha anmapatax Aloka SSD-680 u SSD-1700 (Aloka Co,
Snonus) natunkamu ¢ yacrotou 3,5-5 MI'n, Logiq-9 (GE HC, USA) naruukamu 5-14
MI 1.

Anekmpornuepanozpagpuueckoe uccieoosanue (331) ¢ CHHXPOHHBIM
BHUJICOMOHUTOPUHTOM BBITIONHSJIOCh Ha HUQPPOBBIX 3ekTposHuedanorpadax Bravo,
NicOne (Nicolet, CIIIA) u «MEDELEC» (BenukoOputanus) BO Bpems
(U3MOIOrMYEcKOro JHEBHOTO CHa WJIM B NEpuoj OOIPCTBOBAHUS, C MPOBEACHUEM
pa3NMYHBIX (PYHKIUMOHAJIBHBIX HArpy30K (THNEpBEHTHISILMS, (OTOCTUMYISLHUS,
nenpuBauus cHa). s pomocmumynsayuy Mcnosib30BaINCh KOPOTKHE BCIBIIIKK CBETA
(mmrenbHOCTRIO 10 150 MKcek, mHTeHcHBHOCTBIO 0,1-0,6 JIX), HampaBieHHBIE Ha
3aKpBITHIE TJIa3a MAaMEHTOB ¢ paccTosHUs 25-30 cM, NPOJOJKUTENBHOCTh HArpy3KH -
15-20 cek. I[Ipoba ¢ ecunepsenmunayueri B BUAE TIyOOKOTO PUTMHYHOTO JIBIXaHUS C
4acTOTOM He MeHee 16-20 npIXxaTeabHbIX IBHKEHU B 1 MUHYTY BBINOJHSIACH B KOHLE
O0l-uccnenoBanuss B TeyeHWe 3 MUHYT. lIpy HanmuumyM nokas3aHuUM NPOBOJAUIIACH
JacTUYHAs JIENpUBAIMsI CHA C HACHWJIBCTBEHHBIM MPOOYKIeHHEM peOeHKa U JIMIICHUEM
CHa B T€UeHHE 4 4acoB, MPEAIIECTBYIOINX MPoBeaeHUI0 DI -uccie10Banus.

Memoowt Heliposuzyanuzayuu - MarHUTHO-PE30HAHCHAS TOMOTpad s TOJIOBHOTO
MO3Ta MPOBOUIIACKH IO TIOKa3aHWsIM B pexumax T;-, T,-B3BEIICHHBIX N300paKeHUN U
FLAIR na ammapate «1,5 TE GE SIGNA Twin speed» mnpousBoactBa «General

Electric» (CIIIA) momuOCcTHIO 1,5 Tecna.
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2.2.7. MeToabl CTATHCTHYECKOM 00padoTKH

Cratuctuueckass  oOpaboTka  TOJYYEHHBIX  JAaHHBIX  MPOBOJAMIACH  C
ncroas3oBanueM makeToB Excel Microsoft, Statistica 6.0 (StatSoft Inc., USA), m SPSS
(Statistical Package for the Social Sciences Inc., USA) Bepcus 14.0, koropbie
BKJIIOYAIOT CTaHJAAPTHBIE METO/IbI OMUCATEILHON U aHATUTUYECKON CTaTUCTUKH.

Onucanue OONBIIMHCTBA UCCIETYEMbIX MPU3HAKOB, YUYUTHIBAsI HEOAHOPOIHOCTh
UX paclipe/iesieHus, MIPOBOJIMIIN C UCIOJb30BaHueM Meauansl (Me), a Takke BEpXHEro
(75-1) u HkHero (25-i) kBaptwiei. OLieHKa pa3Iuyuil MeXIy JBYMsI HE3aBUCUMBIMU
rpynnaMd 10 KOJUYECTBEHHBIM IMPU3HAKAM OCYHIECTBISUIACH C MPUMEHEHHUEM
HemapameTpudeckoro craructudeckoro U-kputepuss Manna-YutHu. s cpaBHeHus
JUCIIEPCUN IBYX BapHaIlMOHHBIX PSJIOB MCIOJIb30BAIM HEMapaMeTPUUYECKUN KpUTEepUid
®dumepa (IBYCTOPOHHMHN TOYHBIN). s aHanmM3a M3MEHEHUHN CBS3aHHBIX HW3MEPEHUM
NIPUMEHSUTH HemapamMeTprueckuii kpurepuit MakHemapa . JIist IONapHOro cpaBHEHMs
CpeAHUX 3HAYECHHUM MOKa3aTelel MCHOJb30BAIICS HENapaMETPUUYECKUl KpUTEpUi
Yunkokcona. JIis  MHOXECTBEHHOTO  CPaBHEHHMS  HE3aBHUCUMBIX TIpydn IO
KOJIMYECTBEHHBIM MpPU3HAKAM MPUMEHSIM OJHOCTOPOHHUHN JUCIEPCUOHHBIN aHaIU3
Kpackena — Yomnuca. BepostHocTh ommoku (p) cUuTaiach CTATUCTHYECKH 3HAYUMOMN
nipu p<0,05.

Koppensimonsslii  aHanu3 NOPOBOAWIM € MOMOIIBIO HEMapaMeTPUUECKOro
kputepusi Cnupmena (rg), Ipu 3HaYeHUu kotoporo meHee 0,5 QyHKIMOHAIBbHAS CBSA3b

paclieHrBanach kak cinabas, 0,5-0,7 — ymepenHnasi, 6omee 0,7 — cunbHas [25].



Knaccnueckaa OKY
(MKB 10 E70.02)

JIN3AWH UCCJIEJJOBAHUSA
Auerorepanus
npu HaCJ'Ie)lCTBeHHOﬁ MATOJIOTHH 00MeHa BCIIECCTB,
BbISIBJISIEMOM 110 HEOHATAJIbHOMY CKPUHHMHTY
(Tadauna 5)

A 4

AHaMHe3

A

I'anakrozemus tum I
(MKB 10 E74.2)

\ 4

KJII/IHI/IKO-I[I/IaFHOCTI/I‘IeCKI/le noxkasaTeJin

A

AHTpPONOMETPHYECKHE MOKA3ATEIN
--IIpH POKIAEHUN
-10 HA3HAYEeHUSs TUeTOTepANTUN
-Ha ¢oHe qUeTOTEepanuu Yepe3 1 roa
-Ha ¢doHe queToTepanum 0oJiee 1 roga

A

HepBHoOncuxuyeckoe pa3Burtue
--NepUHATAJILHAS MATOJOTUA
-/10 HA3HAYEHUs TUeTOTePANTUN
-Ha ¢oHe qUeTOTEepanuu Yepe3 1 roa
-Ha doHe queToTepanum 0oJiee 1 roga

A

\ 4

KauecTBO XKU3HU

\ 4

Oco0eHHOCTH KJIETOYHOI0 HMMYHHMTETA U
AKTUBHOCTH BHYTPHUKJIETOYHBIX
(¢pepmenToB JuMdpounToB nNepudepruuecKou
KPOBH

A
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I'naBa 3. AHAMHECTUYECKHUE, KINHUKO-BUOXUMHWYECKHUE U
AHTPOIIOMETPUYECKHUE NOKA3ATEJU NAIIMEHTOB C
KJACCHUYECKON ®EHWJIKETOHYPUEN
B wuccnenoBaHuM nOpuHAIM - ydacthe 269 DNAnMEHTOB € KJIACCHUYECKOM

benunketonypueit (nanee OKY wnu deHmnkeTonypus), u3 HUX 257 neteil B Bo3pacrte
ot 10 mueit no 18 ner (cpeanuit Bozpact 9,8+4,1) u 12 B3pocnbix 60apHBIX OKY B
Bo3pacte oT 18 mo 36 ner (cpeanuit Bozpact 20,9+4,3), HaOmOAaBIINXCS B JETCKOM
Bo3pacte B HWUU nenuarpum, rae uM BriepBble ObUIO HA3HAYEHO AUETHYECKOE JICUCHHE
WIM TpoBeausiack ero Koppekuus. Ilo reHaepHOMy NpH3HAaKy MalHUEHTHI
pacrpenensauch ciaeayrmuM obpasom: 135 mnanueHTOB My»Kckoro mosa u 134 —
xeHckoro  (cootHomenwe  1:0,99)  (ta6mn.6). IlammeHnTtsl ¢ aTUNUYHBIMU
(TeTparuApoOMONTEPUH  3aBUCUMBIMH)  (QopMaMHu  runepPeHuIaIaHUHEMUH B

HCCICOAOBAHUC HC BKIIOYAJIUCh.

Tabauma 6
XapaxkrepucTHKa 00/bHBIX € KiIaccuyeckoi gpenuinkeronypuei (I rpynmna)
[Toarpymnmsl
Jleuenue HayaTo 10 Jledenue HavaTo 1ocie
3-X MecCSIIEB KH3HH 3-X MecCSIIEB XKH3HU Bcero
Toxasarenn Jletu Bspocisie
1A IB IC
n % n % n % n %
Yucno manueHToB 189 51,1 68 18,4 12 3,2 269 100
g MykcKoi 95 25,7 34 9,2 6 1,6 135 50,2
1 Kenckmit 94 25,4 34 9,2 6 1,6 134 49,8
Bo3spacTtHol quana3zoH 10 mueii -18 ner 4 mec— 18 netr | 19 ner-36 ner | 10 gueln-36meT

BaxHo oTMETUTB, uTO y OosbIIMHCTBA 00JBHBIX 189 (70,3%) 3aboneBanue ObLIO
JTMArHOCTUPOBAHO ITyTEeM HEOHATAJILHOTO CKPUHUHTA B TEUEHHWE TIEPBOTO MecsIa
xu3HH, y 80 (29,7%) OonbHBIX, BKIIOYAs BCEX B3pPOCHbBIX MAIMEHTOB, - TMociie 3-X
MECAIIEB )KM3HU B pe3yibTaTe KIMHUKO-Ta00paTOPHOTO 0OCIeAOBaHMS, MPOBEICHHOTO
B CBS3U C TIOSBJICHUEM HEBPOJOTHYECKON CHUMITOMATUKH Pa3UYHOM CTEIECHU
BBIPQKCHHOCTH, B TOM YHCJIE CHMIITOMATHYECKUX CYJOPOT, 1 OTCTAaBAaHUEM B Pa3BUTHH.
Y 27 (10 %) manueHTOB NUAarHOCTHKA MPOBOJWIIACH C TIOMOILI0 MpoOsl DerummHra,

KOTOpasds Ha MOMCHT HCCICIOBAHUSA ObL1a PE3KO IIOJIOKUTCIIbHAA, B HaHBHCﬁmCM
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auarHo3 Oeul  moxarBepxkaeH wmerogoMm  JIHK-mmarnoctuku ¢ oOHapyx’eHueM
XapaKTEPHBIX JJIs1 POCCUMCKOM Mmonmysanun yacTeix MmyTtanui (R408W, R261Q u ap.).

VY Bcex ManueHToB ObLI MPOBEJCH aHAINW3 POJIOCIOBHON TITyOMHOU HE MEHee 3-X
nokosiennii. Y 148 OonpHbix (55 %) wuHpopManug ObuUia MOJyYeHa MIpH
HETOCPEJCTBEHHOM OIpoce poauTened mnanueHtoB, y 121 mamuentra (45%)
HMCTOYHUKOM CBEJICHUM O HACIIEICTBEHHOCTH SIBJISIIACh MEAUIIMHCKAS TOKYMEHTAIUSI.
3.1. AHaMHecTHYECKHE JaHHbIe NanuenToB ¢ PKY

Ananu3 aHaMHecTHYeCKHMX JaHHbpIX mnamueHToB ¢ DKV  mokazan, d9rto
OTATOIICHHAS HACIEJICTBEHHOCTh HMMena mecto y 29,4% O6onpHbix. Tak, 18 (6,7%)
neteit umenu cubcos, 00MbHBIX DKV, Bo 2-M u 3-M nokonenusx y 7 (2,6%) 060abHBIX
OBUIM POJCTBEHHUKU ¢ HenuPhepeHnpoBaHHoM onuroppenueit, y 7 (2,6%) — 60ybHbIC
¢ xpoHudeckuM ankoronusMoM. Y 3 (1,1%) OonbHBIX OJIU3KHUE POJCTBEHHUKH YMEPIH
OT OHKOJIOTMYECKUX 3a0osieBaHMil (neiiko3, maumdorpanonemaros). IlaTtomorus
CEPJIEYHO-COCYIUCTON CUCTEMBI (TUMIEpTOHUYECKasi O0Je3Hb, UIIEMUYEcKas OOJIe3Hb
cepana, nHGApPKTHI) BCTpedasiach B poaociioBHON y 22 (8,8%) OONbHBIX, caxapHBIH
nuaber II tuna - y 6 (2,3%) poACTBEHHUKOB OOJIbHBIX, B CEMEHHOM aHamHe3e y 16
(5,9%) manueHToB YNMOMHMHAJIOCh O JIPYTUX XPOHUYECKUX 3a00seBaHUSAX (MOJUTHHO3,
OpoHxualibHasl acTMa, Iicopuas, TyOepkyne3, Oone3np JKunnOepa). [laHHble
reHEaJOTUUECKOTO aHalli3a MpeICTaBIeHbI B Ta0auIe 7.

Tabnuua 7

Pe3yabTarhl aHaM3a POAOCIOBHOM ceMeH MAUMEHTOB ¢ (PeHUIKETOHYpHel

[Toarpymnmel
[Tokazarenb IA (n=189) IB (n=68) IC (n=12) Bcero (n=269)

n % n % n % n %
Cubcwl ¢ DKY 9 4,8 6 8,8 3 25 18 6,7
Heunnentuduuuponanuas 4 2.1 ) 29 1 8.3 7 2.6
OJIMTrOpeHust ’
AJKOTroNm3M 3 1,6 4 5,9 - - 7 2,6
OHKoNOrnYecKue 3a00JIeBaHus 2 1,1 1 1,5 - - 3 1,1
boneznn CCC 9 4,8 7 10,3 6 50,0 22 8,2
Caxapunsriii nuader 1 3 1,6 2 2,9 1 8,3 6 2,3
Hpyrue 3abonaeBaHus
(momIMHO3, TICOpHuas,
OpoHXHUaTbHAS aCTMA, 7 3,7 6 8,8 3 25 16 5,9
TyOepkyJe3, 00JIe3Hb
KunbOepa)
Bcero 79 29,4
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Ilamonozus nepunamanvHo2o nepuoda oTMedanach B anamHese y 118 (43,8%)
NaIlMEeHTOB. Y CTAaHOBIIEHO, UTO OT MEePBOM OepeMeHHOoCTH poauioch 129 (43,0%) nereid,
oT MOBTOpHBIX OepemenHocteir — 140 (52,0%). I[IpeamecTBoBaBiiee OGEpeMEHHOCTH
Oecruiogne Habmonanoch y 8 cympyxkeckux mnap (3,0%), 5 (1,9%) OepemenHocteit
HACTyNWIO BCJIEJICTBHE MPUMEHEHUs PEeNpOAYKTHBHBIX TexHosnoruil (9KO), u3 Hux 2
3aBEPIIMIUCH POXKIACHUEM JU3UTOTHBIX IBOCH, U3 KOTOPHIX 3 pedeHka 6ombpHbl OKY (2
cubca u 1 pebeHOK W3 OMXOpHAIbHOM OMAaMHHUOTHYECKOW ABOItHM). OOmiee 4ucio
MHOTOIUIOJIHBIX OepemeHHocTed coctaBwio 4 (1,5%), W3 HuUX 2 HACTynWwid B
pe3yJbTare  €CTECTBEHHOTO  OIUIOJAOTBOPEHHMS W 3aBEPIIMIIMCHh  POXKICHUEM
MOHO3UTOTHBIX JIBOEH, Bce JeTH 001pHBI DKY.

OcnoxxHeHHOE TeueHne OepeMeHHOocTH Halmonanock B 96 (35,7%) cioydasx.
Haubonee wyacTeiMu  OBUTM  paHHME W TO3JHUE TeCTO3bl  OEPEMEHHBIX,
MpeuMyIIeCTBEHHO JieTkoi (74,5%), pexe cpenneit crenenu Tsokect (14,3%), yrposa
MpepbIBaHusl OEpEeMEHHOCTH, TpeOyrollas rocnuTaiu3anuy, umena mecro B 11,2%
CIIy4aeB.

Bce neru ponunuce B pe3ynbTaTe CBOEBPEMEHHBIX POJOB, B 233 (86,6%) ciyuasx
ponbl ObUTH  camoripou3BObHBIMH, 36 (13,4%) - omnepaTMBHBIMH TI0 TPUYUHE
MHOTOTUIOJTHOM OE€pPEMEHHOCTU, KIMHUYECKH Y3KOTr0 Ta3a, MUOIUU, CJIa0OCTH POJIOBOM
NeATEeIIBHOCTH.

bonbabie ¢ KV, nosiBUBIIMECS HA CBET OT NMPEXKIAECBPEMEHHBIX POJOB, B TAHHOE
HCClieIOBaHUE BKJIIOUYEHBI He Obuth. B coctosHum achuxcuu poaminock 42 (15,6%)
pebenka ot obmiero uncia aerer, 29 (10,8%) nereii - B merkoi achuxcuu, 13 (4,8%) -
B ac(pyKCHU CpeTHEH CTETICHU TSIKECTH.

OneHka XapakTepa BCKapMJIMBaHUS B TIEPUOAEC HOBOPOXKIACHHOCTH IO
noATBepxkAcHU auarHoza @KV mokasama, uro OGompmmHCTBO jere - 162 (60,2%)
MalKreHTa HaXxoIUJIOCh Ha €CTECTBEHHOM BckapmuinBanuu, 81 (30,1%) - Ha cMemanHoM,
26 (9,7%) nereli - Ha UCKYCCTBEHHOM BCKapMJIMBAHUU C HCIOJIb30BAaHUEM JETCKHUX
MOJIOYHBIX CMeceil. AHAMHECTUYECKUE JaHHbIC U XapaKTep BCKAPMIIMBAHUS JCTECH J10

Ha3HA4YCHUA FHHO(l)CHHHaHaHHHOBOﬁ AUCTEI IIPUBCACHDBI B Ta6JII/IHe 8.
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Ta0muna 8
AKYIIEPCKO-THHEKOJOTHYECKHIT aHAMHE3 M XapaKTep BCKApMJIMBAHUA JleTel B

nepuo/ie HOBOPOKIEHHOCTH

[Toarpynmsl

Ilokazarenu 1A n=189 IB n=68 IC n=12 Bcero n=269

n % n % n % n %

Axymepeko- | Ilepsas 88 | 466 | 32 | 470 | 9 | 750 | 120 | 43,0
THHEKOJIOTUYECK | OEPEeMEHHOCTh

M QHAMHES Hosropras 101 | 534 | 36 | 529 | 3 | 250 | 140 | 52,0
OEpEeMEHHOCTh

becnnoane 6 32 2 2.9 0 0 8 3,0
HesrpmammuBanne,

3amepiias 9 4.8 1 1,5 0 0 10 3,7
OEpEeMEHHOCTD
Teuenue MHoromioaHas

OepeMEeHHOCTH OepeMeHHOCTh 2 1,1 0 0 2 16,7 4 1,5

(1BOWIHM)

OcnoXHEHHOE

TEUCHHE 71 37,6 21 30,1 4 333 96 35,7

OEpPEeMEHHOCTH B T.4.

TECTO3BI JICTKOH | 54 83,1 13 61,9 3 75,0 75 27,9

CTEIICHU
FECTOBI P |15 | 169 | 8 | 381 | 1 | 250 | 21 | 7.8
TSDKECTH
Yrpo3a npepbeiBaHus 8 4,2 11 16,2 2 16,7 21 7,8
bepemeHHOCTB,
HACTyMUBIIAs B 5 2,6 0 0 0 0 5 1,9
pesynbrate OKO
Teuenne Camonpoun3BOJIbHbIE 167 88,4 56 82,4 10 83,3 233 86,6
poaoB OnepaTuBHbIE 22 11,3 12 17,6 2 16,7 36 13,4
OneHka 1o 8-10 6ammoB 167 88,4 53 77,9 7 58,3 227 | 844

mkane Anrap Ha | 7-8 6 (Jierkas

14 7,4 12 17,6 3 25,0 29 10,8
1 u 5 MuHyTax achukcus)

5-6 6 (achuxcus

. 8 4,2 3 4,4 2 16,6 13 4,8
CpeIHEN TSHKECTH)

Oob1ee uncio aerei ¢ achukcuen npu

22 11,6 15 22 5 41,6 42 15,6

POKICHUH
Bun EcrecTBenHOE 109 57,7 43 63,2 7 58,3 159 | 59,1
BCKapMimBaHus | CMmenIaHHoe 62 33,0 18 26,5 4 33,3 84 31,2
HckyccTBeHHOE 18 9,5 7 10,3 1 8,35 26 9,7

3.2. AHTpONOMeTPHYECKHE MOKA3ATEJU 00JIbHBIX ¢ GeHWIKETOHYpHUeil
PerpocniekTuBHBIN aHaMM3 (U3NYECKOTO Pa3BUTHS TPH POXKICHUU W TIEpe
HayajoM JUETOTEepaNu MPOBEJIeH Yy Bcex 269 00IbHBIX ¢ Kiaaccuueckoit hopmoit GKVY.

[lokazarenn aHTPONIOMETPUU OBUIM TMOJYYEHBl M3 aMOYNIaTOPHBIX KapT W/ WiIn
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CTallMOHAPHBIX I/ICTOpI/Iﬁ Oose3Hu MManucHTOB, HX a0COJIFOTHBIC 3HAYCHHUS (cpezLHee,

MHUHMAJIBbHOC, MAKCUMAJIBHOC, CTAHAAPTHOC OTKHOHGHI/IC) IMPUBCACHLI B Ta6JII/IH€ 9.

TaOmuma 9

Hoka3zaresn ¢pusuveckoro passurus 00abHbIX ¢ PKY npu poxkaeHun

[Tokazarenu TOATPYTIIIBI
IIpH pOXKIACHUU 1A IB IC
n= 189 n=68 n=12
M X Bceero M K Bceero M K Bcero
Pocr M 53,0 51,5 51,9 52,6 51,9 52,0 53 51,8 51,2
cM c 2,3 1,64 2,0 3,01 1,77 2,1 2,1 1,6 1,82
MUH 49 49 49 50 50 50 51 49 49
MaKc 57 55 57 58 55 58 56 54 56
Macca M 3,52 3,42 3,50 3,5 3,54 3,52 3,57 3,5 3,52
Tena T c 0,40 | 0,67 0,41 0,28 0,55 0,46 0,27 0,47 0,41
MUH 2,78 2,5 2,5 3 2,7 2,7 3,1 2,5 2,5
makc | 4,15 4,2 4,2 3.8 4,5 4,5 3,86 4,1 4,1
OTMeueHo, YTO CpeqHHE 3HAUYEHHS MAcCChl TeJla U POCTa NPU POHCOEHUU
OonpmmHCTBa  OOsbHBIX DKV COOTBETCTBOBAJIM CpPEIHEBO3PACTHBIM IOKA3aTENIIM

3JI0POBBIX HOBOPOKICHHBIX M COCTaBJsUIM: y OOJbHBIX B moarpymme [A macca Tena
34304470 r u quHa tena 51,2+1,82 cm, B moarpynmnax IB - 3550+£350 r u 52,44+2,02 cm
n IC — 35204410 r u 51,2+1,82 cm coorBercTBeHHO. IIpm »TOM B Tpymme
IIPUCYTCTBOBAIIM  HOBOPOXKIEHHBIE C  OTKJIOHEHMSMH OT  CpPEIHEBO3PACTHBIX
nokasatenen (puanyeckoro pa3BuTHs. JJis oeHKH nmoka3areneil pu3nuecKoro pa3BUTUS
OOJIBHBIX BCEX MCCIEAYEMBIX I'pyNI B JWHAMUKE HCHOJIb30BAIN BEJIUYUHBI Z-SCOTES
Macchl Tena, pocta 1 UMT mo OTHOIIEHHIO K BO3PacTy, CPaBHEHUE NPOBOJMIM C

nomotnbio kputepust Guiepa (1ada.10).

Taomuna 10

CpaBHuUTeJIbHAS OLIEHKA MOKa3aTeJeil Z-scores pu3nvueckoro pa3surus 00J1bHbBIX
(eHnIKEeTOHYpHEH IIPH POKACHUM *

Z-scores HIDKE-2 oT -2 1o -1 ot -1 mo or+ 1 go +2 BEIIIE +2
SD SD +1 SD SD SD
O6miee uncno nereit rpynmel [ adc. u B % ( n=269)

Macca n 0 16 195 58 0
Tena/Bo3pacT % 0 6,0 72,0 22,0 0
Poct/BO3pacr L 0 L T2t (5 53

% 0 5,0 47,0 28,0 20,0
NMT/Bo3pact n 0 73 182 14 0
% 0 27,0 68,0 5,0 0
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Yucno pereit moarpymnmsl IA abc. uB % (n=189)
Macca n 0 11 137 41 0
TeJa/Bo3pacT %1) 0 ol 2L 22 0
p - 0,499 1,000 0,863 -
n 0 7 87 55 40
Poct/Bo3pact % 0 4.0 46,0 30,0 20,0
p' - 0,539 1,000 0,753 1,000
n 0 45 139 5 0
HNMT/Bo3pact % 0 24,0 73,0 3,0 0
p' - 0,535 0,459 0,057 -
Yucno nereit noarpynnsl IB abec. uB % (n=68)
Macca n 0 2 50 16 0
TeJa/Bo3pacT 0/3 0 0 fl 2l
p - 0,010%* 0,756 0,051 -
n 0 5 32 17 14
Poct/BO3pact % 0 7,0 47,01 25,0 21,0
p° - 1,000 1,000 1,000 -
n 0 23 37 8 0
NMT/Bo3pact % 0 34,0 54,0 12,0 0
P - 0,884 1,000 0.488
Uucno nmanuentos noarpynmsl IC abc. uB % (n=12)
Macca n 0 3 8 1 0
TeJa/Bo3pacT %3’ 0 234l 1l el 0
p - 0,010%* 0,878 0,071
n 0 1 7 3 1
Poct/BO3pact % 0 8,0 58,0 25,0 8,0
P - 0,378 0,889 0,753
n 0 5 6 1 0
NMT/Bo3pact % 0 42,0 50,0 8,0 0
p’ - 0,364 0,458 0,220

—

*- BBIJICJICHHBIC KOJIOHKH 00O03HA4alOT CPEAHEBO3pAacTHBIC MOKAa3aTenu Z-Score, YPOBEHb 3HAYMMOCTH pasiuuuil P -
. 2 N 3 9

mokazareneid moarpymn 1A u IB, p*- nokasareneit moarpynm 1B u IC, p’- nmokazareneit moarpymm [A u IC, ** pasznuums

craTUcTHYECKU 3HaunMbl ipu p<0,05.

Y cTaHOBIIEHO, UTO NpU PoAHCOeHUU:

— Z-score Macchl Tella K BO3pacTy ObUl B Mpejienax CPpeJHEBO3PACTHBIX BEIUYUH Y
BCEX MAalMEeHTOB ¢ (heHmIKeTonypuen, 25% mnamuentoB noarpynnsl IC  (aetn u3
JIBOEH) HMMENIM TEHJCHUWIO K HIKHEH TIPAaHMIE HOPMbI JIaHHOIO I1OKa3aTels
(uaTepBan -2SD -1SD), yTo OBUTIO 3HAYMMO OOJBIIE OTHOCUTENIbHO moAarpynm [A
(p=0,010) u IB (p=0,010);

— Z-score pocTa K BO3pacTy COOTBETCTBOBa HOpMeE y 80% OOJBHBIX BCEW TPYIIIHL.
ITo 79% nammentoB noarpynn A u IB uMmenu naHHBIMA MOKa3aTedb B JUANAa30HE

CPEIHEeBO3PACTHBIX BeIM4MH, B moarpytie IC takux nauueHtoB 0bu10 92%. ¥V 20%
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OT 001Iero yucia 00JbHBIX OTMEUYAINCh BHICOKME MOKa3aTenu pocra (6osee +2SD):
21%, 21% u 8% 6onbHBIX B noarpymmax [A, IB u IC cooTBeTcTBEHHO;
— Z-score MMT k Bo3pacTy ObuUl B TmpeAenax CpeAHEBO3PACTHOW HOPMBI Yy
o6onpmmucTBa  (95,0%) OombHbiX. B moarpymme [A  mammeHTtoB €O
cpelnHeBo3pacTHhIMU mokazareneM Z-score UMT 6wvuto 97%, B moarpymnme IB -
88%, B moarpymme IC 92% OonbubIx. Z-score UMT Bbimie +1SD otmeuen y 3%,
12% wu 8% mMmauuMeHTOB  yKa3aHHBIX [MOATPYIII  COOTBETCTBEHHO, YTO
CBUCTEIHCTBOBAJIO O HAIMYUHU U30BITOUHOM Macce Tesa 0 OTHOIICHHIO K POCTY.
Takum 00pa3oM, aHaIM3 AaHTPONOMETPHUUYECKUX MJAHHBIX HPU  POAHCOEHUU
naupeHToB ¢ OKY moarpynn IA, IB u IC 3HauuMbIX pa3nuuuii HE BBISIBUI,
00sbIIUHCTBO (95%) manueHToB uMeNnu (PU3MUECKOe pPa3BUTHE, COOTBETCTBYIOIIEE
CpeIHEeBO3pacTHhIM BennunHaM. OOpaian Ha ce0s BHUMaHUE BBICOKUHN Z-score pocTa
pu poxacHur y 20% JTOHOLIEHHBIX HOBOPOXJIEHHBIX nerer ¢ @KV, npu ToM, 4TO B
3I0pOBOM MOMYJISILUY aHAJIOTUYHBIE MOKa3aTenu pukcupyrores y 15% nereit [42].

o nasnauenus ouemomepanuuy AT NEPBBIX MECSIIEB KU3HU MOJIYYaIU TPYIHOE
MOJIOKO WJIM aJIallTHPOBAHHBIE MOJIOYHBIE CMECH, B COCTABE PAIIMOHOB JIETE€ BTOPOIO
MOJIYTOJIUsl KM3HU HMCHOJB30BAIUCh HATypajibHblE MPOIYKTHl MPUKOPMA, B TOM YHCIIE
BBICOKOOEIIKOBBIE (TBOPOT, MSICO, PbI0a, )KEITOK KYpHHOTO SIHII).

AHTponoMmeTrpuyeckue nokasarenu 0osbHbIX ¢ KV Obun npoananu3npoBaHsbl C
Y4E€TOM CPOKOB YCTaHOBJIEHMsI JMArHo3a M Hadajla JUETHYECKOro jiedeHus. CpaBHEHUE
MPOBOJIMIM C ToMOlbl0 Kputepus Duiepa (TOYHBIA JBYCTOPOHUH) MEXAY
noarpymnmnoi [A, B cocTtaB KOTOpOW BXOAWJIU JETH, BBISIBICHHBIC [0 HEOHATAIILHOMY
CKpUHUHTY, U 00beauHeHHoN moarpynmnoi [B+IC, Tak kak 3abojeBanue y marueHTOB
YKa3aHHBIX MOATPYII ObLIO IMATHOCTUPOBAHO B MO3HUE CPOKH (Tadm. 11).

Tabmanma 11

CpaBHuTeJIbHAS OLIEHKA MOKa3aTeJeil Z-scores pu3nvueckoro pa3Burus 00J1bHbBIX
(eHnIKeTOHYpHEH Nepel HA3HAYEHHUEM THETOTEPANUN ™.

Z-scores HIDKE-2 oT -2 10 -1 or-1 go +1 | or+1 g0 +2 | BbIme +2
SD SD SD SD SD
Yucno 6onpHbIX [A noarpynmne! (n=189)
Macca n 4 23 132 30 0
Tea/Bo3pacT % 2,0 12,0 70,0 16,0 0
p 1,000 0,823 0,698 0,836 0,122
Poct/Bo3pact n 0 13 110 44 22
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% 0 7,0 58,0 23,0 12,0
p 1,000 0,028** 1,000 0,866 0,057
NMT/Bo3pact n 4 35 129 18 3
% 2,0 19,0 68,0 10,0 1,0
p 0,573 0,687 0,817 1,000 1,000
UYucno 6ompHbIX B + IC moarpynm (n=80)
Macca n 1 8 44 24 3
TeJa/BO3pacT % 1,0 10,0 55,0 30,0 4,0
Poct/Bo3pact n 1 18 42 17 2
% 1,0 23,0 52,0 21,0 3,0
HNMT/Bo3pact n 2 18 51 8 1
% 3,0 23,0 63,0 10,0 1,0

*. BBIACJICHHBIC KOJIOHKH 0003HAYAIOT CpCAHCBO3PACTHBIC MOKA3aTCIIU Z—scores, *k pa3jniug CTaTUCTUYCCKNU 3HAYUMBI
pu p<0,05.
br110 0TMEYEHO, UTO neped Hauanom ouemomepanuu 'y 601bHbIX OKY:

— Z-score Macchl Tela K BO3pacTy ObUT B Mpejlesiax CPeAHEBO3PACTHOW HOPMBI Y
oonpmmHCTBa (98%) O0nbHBIX [A moarpynmel u 'y 95% nanueHToB 00BEAMHEHHOM
noarpymmsl [B+IC (p=0,446), y 2% u y 1% G0OJbHBIX BbIIIE€ YKA3aHHBIX MOATPYIIT
OTMEUYEHO CHUXEHHE Macchl Tena Hike -2SD (p=1,000); u30bITOUHYIO Maccy Teja
(6onee +2SD) umenu 4% mnanMeHTOB B OOBEAMHEHHOW MOATPYIINIE MPOTUB
OTCYTCTBUS TakoBBIX B moarpymre [A (p=0,122);

— Z-score pocta K Bo3pacty y 88% maumentoB IA moarpymnel m y 96% neren
o0weauHenHoi noarpymmsl IB+IC 6611 B penenax Hopmel (p=0,115), y 12% u 3%
OOJIBHBIX COOTBETCTBEHHO ObuT  BhIme +2SD (p=0,057), y 1% mnamueHToB u3
o0beaunenHoi noarpynmnsl (IB+IC) 6b11 Hrke -2SD ( p=1,000);

— Z-score UMT k Bo3pacTy cooTBeTCTBOBal HOpME y 87% nereit [A moarpynmel u 'y
69% 6oapHBIX 00beauHeHHOU noarpynisl (IB+IC) (p=0,086), 6611 cHuxkeH y 2% u
3% 60sbHBIX cooTBeTCTBEeHHO (p=1,000), umen 3HadyeHue Boime +1SD (u30b1ToOuHAs
Macca Tena) y 10% OosbHBIX Kak B OJHOM, Tak U B Apyrout noarpymmax (p=1,000),
owL1 Bhie +2SD (oxkupenue) y 1% B kaxaoit uccieayemoit noarpymme (p=1,000).

Takum oOpa3oM, neped HazHaueHuem TUNOPEHUJIATAHWUHOBOU JUETHI Yy
namreHToB ¢ ®DKY He OBUIO BBIABICHO 3HAYMMBIX PA3IUYuil B ITOKa3aTEIAX

(bU3UYECKOro Pa3BUTHSA, 32 UCKIIOYEHUEM TOT0, YTO B MOATPYyMIE OOJBHBIX C MO3AHO

HA4yaThIM JICYCHUEM OBLIO 3HAYUMO OOJIBIIE TAIMEHTOB C 0oJiee HU3KUMU Z-SCOres

poct/Bo3pact (p=0,028) B pamkax CpeaHEBO3PACTHBIX IMOKa3zaTenei (uHTepBas -2SD -

1SD).
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['unodenunnananuHoBass JueTa C OrPaHUYEHHUEM HATypalbHOrO Oelka —
NaTOT€HETUYECKHU OOOCHOBAaHHBIM MeToJ JieueHus: ¢eHuwikeronypuud. OmHako
JUIUTENbHOE  OECKOHTPOJBbHOE  NPUMEHEHHE  SIUMUHAIIMOHHOM  JUETHl  WIH
HEaJIeKBaTHOCTh COCTAaBa PallMOHA BO3PACTHBIM MOTPEOHOCTSM MAllMEHTa YBEITUYMBACT
PHUCK €€ HETaTUBHOTO BIUSHUS Ha POCT U (u3nueckoe pa3Butre 0oibHbIX OKVY.

B cBs3u ¢ 3THM TPENCTaBISIIOCH BAXKHBIM OIICHUTHh (DU3MYECKOE PA3BUTHE
nanueHToB ¢ kiaccuueckod DOKY Ha ¢oHe rumnodeHmIanaTHiHOBOM JHETHI C
MIPUMEHCHUM CIIEUAIA3UPOBAHHBIX MPOJYKTOB C PAa3JIUYHBIM XUMUYECKUM COCTABOM
MpU JJINTEIIBHOCTH UX MCHOJIb30BaHUS HE MeHee 1 roja.

st onieHKH (PU3WYECKOTO Pa3BUTHUSI 8 3ABUCUMOCIU OM COANAHCUPOBAHHOCHIU
coCmasa NoIYYAemblX CHeyuaru3upo8anusvix npodykmos O0oibHble ¢ DKV Obuin

pacrnpeneneHbl Ha MoArpynnsl (puc.3).

HaLII/IeHTLI C MMOATBCPKACHHBIM JUArHO30M KJIaCCHYCCKasd (1)€HI/IJIKGTOHypI/I$I

(n=269)
[TarneHnTn! [MamuenTs! [TarmeHTHI
noAarpymnns [A noarpynns! 1B moarpymmsl 1C
(n=189) (n=68) (n=12)
Cbéanancuposanhvle Hecbanancuposantvie Cobanancuposannvie Hecbanancuposannvie Hecbanancuposannvie
npooyKmul npooyKmal npooyKmul npoOyKmul npooyKmbl
(n=141) (n=48) (n=15) (n=153) (n=12)

Cbhanancupoganmvle npooyKknvl

rpymma D (n =156)

Hecbanancuposannvie npooykmel

rpymmna E (n=113)

Puc.3 Pacnpenenenue Gompupix ®KY Ha moArpynmel B 3aBUCHMOCTH OT COATaHCHMPOBAHHOCTH
COCTaBa MOJYYaEMBIX CIELNATN3UPOBAHHBIX TPOYKTOB,

Bo BHUMaHue ObUIO MPUHSTO, UTO MaeHThl 1983-1993 rr. poxaeHus noaydaiun
HecOaTaHCHPOBAHHBIE CIICITUATN3UPOBAHHBIC MTPOTYKTHI HA OCHOBE THAPOJIM30BAHHOTO

Oenka ¢ OTpaHUYCHHBIM COACPKAHUEM q)CHHHaJIaHI/IHa, HCIIOJIB30BAaBIIUECA B TOT
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BpEMEHHOW miepuoj, a mnamueHtam 1995 -2012 rr. poxaeHus Ha3HAYaJIUCh
COBpPEMEHHbIE COaJaHCUPOBAHHBIC MPOAYKTHl Ha OCHOBE CMECH aMUHOKHUCIOT 0e3
dbeHunananuHa.

Pempocnexmuenas oyenxa opeanuzayuu re4ebno2o numanusi O01bHbIX TIOKa3ala,
YTO BCE JETHW TOCle YycTaHOBIeHWs pauarHoza @KV cpady Hayanu moaydartb
runodennnananuHoByto auety. Ilammentam [A moarpymnmbel nuera Obuta Ha3HayeHa
cBoeBpeMeHHO, u3 Hux 141 (75%) GonpHOM monyyan cOamaHCUPOBAHHBIE MPOIYKTHI,
onHako, B nuTaHun 48  (25%) OONBHBIX  HWCHOJB30BATUCH  MPOIYKTHI,
HecOalaHCUPOBaHHBIE TI0 XUMUYECKOMY cocTaBy. B auere 601bpHBIX moarpynnsl 1B 15
(22%) nereit ucmoNbL30BATUCH cOATAHCUPOBAHHBIE MPOAYKTHI, a ¥ 53 (78%) OOJIBHBIX —
HecOanaHCUpOBaHHbIE. B NMuTaHWM BceX MAalMEHTOB, OTHECEHHBIX K moarpynne IC,
MPUMEHSUTUCH TOJIbKO HecOanacupoBaHble MPOAYKTHI.

Takum 00pa3oM, ObUIO yCTaHOBIIEHO, YTO 113 G0BHBIX (YCIOBHO 00BEIMHEHHBIX
B rpynny E) nomyuyanu HecOanaHCHpPOBAaHHBIE 110 COCTaBY CMECH, CO3/IaHHBIE Ha OCHOBE
T'HJIPOJIN3aTOB O€NIKa ¢ OrpaHUYEHHBIM COoJepKaHueM (eHUIaJaHUHA U BBICOKOM J0sei
oenkoBoro 3kBuBasieHTa (6osiee 40 r Ha 100 r cyxoro npoaykTa). B qaHHBIX MpoyKTax
MOJIHOCTBIO OTCYTCTBOBAJIM KHUPbI U YIJIEBOJIbI, Ui yCTPAHEHUs Je(ULUTa KOTOPHIX B
TOTOBYIO K YHNOTPEOJEHUIO CMECh BBOJWJIM KPUCTANIMYECKHM caxap, KyKypy3HbII
KpaxMaj U pacTUTEIbHOE Macio. YKa3aHHbIE CMECH HE BKJIHOYAIH PSi/I SCCEHIIUATBHBIX
MUKpPOHYTPUEHTOB (TaypHH, MHO3UT, KAPHUTHH, CEJIEH), B PE3yJbTaTe Yero OTMEYaIach
HecOaTaHCUPOBAHHOCTh BUTAMUHHO-MUHEPAIBHOTO COCTAaBA THEBHOIO PAaI[MOHA.

Haznauyenue ieueOHOrO MUTAHUS STUM MAUEHTaM MPOBOJMIN B COOTBETCTBUU C
CYLIECTBOBABIIMMHU Ha TOT MEPHOJ BPEMEHU HOpMaMHU (DPHU3HOJIOTHUECKUX BO3PACTHBIX
notpedHocTel B 6enke (3,5-4 1/Kr Macchl Tejia B CYyTKU JJIsl J€TEH MEepBOro rojia >KU3HU
u 42-53 r B cyrku mna OonbHbIX crapiie 1 roma) [36]. Ilpu sTomM KomHM4YecTBO
HaTypaJbHOTO OejKka B pamnuoHe cocraBiasuio 3,5-6,1 r/cyr, ¢deHunananuna —
cooTBeTCTBEHHO 175-315 wmr/cyr, a uacTe (eHunanaHuHa OOJbHBIE MONYyYaTUd U3
CHEUUaIN3UPOBAHHOIO MPOAYKTA.

B nuranum 156 gereit  (rpynma D) uWcmosib30BaiMCch  COBPEMEHHBIC

CIICOUAIMBUPOBAHHBIC CMCCH Ha OCHOBC AMHWHOKHCJIIOT oe3 (beHI/IJ'IaJ'IaHI/IHa,
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muddepeHIMpoBaHHBIE B BO3PACTHOM AaCMEKTE MO COJAEPKAHMID Makpo — U
MUKPOHYTPUEHTOB [7, 23, 39]. DTUM nanuMeHTaMm 3JIEMEHTHYIO JIHUETYy Ha3Haydajlud B
COOTBETCTBUH C COBPEMEHHBIMU HOPMaMH (PH3NOIOTHIECKUX TTOTPEOHOCTEN B SHEPTUHU
u nmeBbix BemecTBax [30, 31]: a1t G0JIBHBIX MEPBOTO roja >KM3HM KBOTa OOIIEro
Oenka palnoHa cocTaBiisiia oT 2,2 10 2,9 I/Kr Macchl Tella B CYTKH, JUIsl MTAllMCHTOB
crapuie 1 rona - ot 36 10 50 T B CyTKH, IPU 3TOM JIONMYCKAJIUCHh KOJIEOaHUsI CyTOUHOU
KBOTHI Oenka Ha £10% ot pekomenmyeMoil. HaTypanbHblil OelOK AeTH MOJydYald B

konuuectBe 4,0-6,6 r/cyT, cooTBeTcTBeHHO (hennnanannHa —200-330 mr/cyT (Tabdm. 12).

Tabmauma 12
PacueTrHble moka3aTen 0eJIKOBOI0 KOMIIOHEHTA pauoHOB 00JIBHBIX C
(enunnkeronypuei
Y CIIOBHBIE TPYIIIIBI p*
IToka3zarenu E (n=113) D (n=156) (xpurepuit
Mana-YuTtHu)
OOmmwmit beox o 1 rona (r/kr) 3,54 2,2-2.9 -
B panmonax gerei | Ot 1 no 3 nert (r/cyr) 42-54 36-50 -
Hatypanbnebrit Min-max 3,5-6,1 4,0-6,6 -
benox M=o 4,87+0,93 4,940,65 0,630
(t/eyr)
[Tumesoit Min-max 175-310 205-315 -
(heHmITATAHNH M=+c 247,8+31,1 247,2+33,7 0,768
(mr/cyr)

* ypoBeHb 3HAYUMOCTH Pa3nuuuii (p) mokaszareiei ycioBHbIX rpyni E u D, 3HaYEHUS CTATHCTUYECKH 3HAYUMBI TPU

p<0,05.

N3 tabnuuel 12 u pucyHkoB 4-5 cieayer, 4YTO paluMoOHbl JeTeld 00eux rpynm He
MMEJIM 3HAYUMBIX PA3IU4Yuil 10 COJAEpKaHWI0 HarypaiabHoro Oenka (p=0,630) u
numieBoro ¢enunananuHa (p=0,768), HO OTIUYAINCH MO KOJIMYECTBY 00IIero Oerka,

Ha3HA4YaeMOro Ha Kr Macchl Tena B 1,4 paza.
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7,0

6,5

6,0

55

5,0

4,5

4,0 —

KonuuecTBo HaTypanbHOro Oenka (r/CyTKH)

3,5
O Meavwana [] 25%-75% _1_ Mun-Makc

3,0

1 2
VYcnosusie rpymmst: 1- E, 2- D.

Pucynok 4. KonamuectBo HatypanbHOro 6enka B parmonax 60iapHbIX @KV (ycnoBueie rpymnmsl E u D).

340

320

300

280

260

240

220

200

KOJIMYECTBO MUIIEBOTO (PCHWIANAaHHHA (MI/CYTKH)
o

180

O MeamnaHa [] 25%-75% __ Mun-Makc

160

1 2
ycnoBHble rpynimsl: 1-E, 2- D
Pucynoxk 5. KonanuectBo numeBoro ¢peHunananuia B panuonax 6oiapHbx @KV (rpynnst E u D).
AHTporoMeTpuyeckue mnokaszarenu nanueHtoB ¢ PKY  cpaBHuBanu B

3aUBUCMOCTHU OT COCTaBa IIOJy49acMOro HWMH CIICOUAIM3UPOBAHHOIO IIPOAYKTA

(kpuTepuii duiiepa ABYCTOPOHHHUI TOUHBIN), JaHHBIE IPUBEICHBI B Tabuie 13.
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Taomuna 13

CpaBHuTeJIbHAS OLIEHKA MOKa3aTeseil Z-scores pu3nueckoro pa3ssurus 00J1bHbBIX
(ennikeToHypHel, MOJTYyYaABIIMX PA3JINYHbIC 10 XUMMUYECKOMY COCTABY

crenuaJIu3upoOBaHHbIE MPOAYKTHI*

Z-scores HUXKe-2 oT -2 1o -1 or-1 no +1 | or+1 gm0 +2 | BbImE +2
SD SD SD SD SD
O6miee yncio aerei rpymmsl D (n=156)
Macca n 5 17 | 105 | 26 3
TeJa/BO3pacT % 3,0 95,0 2,0
Poct/Bo3pact n 0 14 ‘ 80 ‘ 61 1
% 0 99,0 1,0
NMT/Bo3pact n 1 43 106 6 0
% 1,0 95,0 4,0 0
O61ee uncio aeret rpynnsl E (n=113)
Macca n 13 13 \ 65 \ 20 3
Tena/Bo3pact % 12,0 85,0 3,0
p 0,034%** 0,046** 0,510
Poct/BO3pacT n 13 34 y 49 y 13 3
% 12,0 85,0 3,0
p 0,001%* 0,001** 0,326
VMT/Bo3pact n 13 21 y 60 10 8
% 12,0 72,0 9,0 7,0
p 0,004** 0,002** 0,168 0,011**

*- BBIJICJICHHBIE KOJIOHKH 0003HAYal0T CPEHEBO3PACTHBIC [TOKA3aTeNN Z-SCore.
**_ passIMuusl CTAaTUCTUYECKH 3HAUMMBI 1ipu p<0,05

Y cTaHOBICHBI ClIcaAyromue 3HAYUMBIC pPa3indust TokKazaTesiei (1)I/IBI/I‘I€CKOFO

pa3Butus y 60ibHbIXx OKY, onpexnenseMsle 6 3agucumocmu om Xumuiecko2o cocmasa

u nuu;eeoﬁ YEHHOCNU UCNOJIb306AHHOCO CneyuailusupoeadHroco npodykma:

— Z-score Macchl Tejla K BO3pacTy ObUI B Mpeiesiax BO3pACTHON HOPMBI TOJIbKO Y 85%

JIeTeH, TOy4YaBIINX HecOallaHCUPOBAHHBIE MPOIYKTHI, TPOTUB 95% B Tpymme, e

MCIIOJIh30BAINCH cOalaHcupoBaHHbIe MPOAyKThl (p=0,046), mokazarenu Huxke -2SD

otrmevanuck y 12% npotu 3% 6oabHBIX cOOTBETCTBEHHO (p=0,034);

— Z-score pocTa K BO3pacTy ObLI B mpejaenax HOpMbI Yy 85% marueHToB rpymmbsl E

npotuB 99% rpynmsl D (p=0,001), cHmken Tonbko y 12% OOMBHBIX, TTOTyYaBIIHX

HecOanancupoBaHHble poAyKThl (p=0,001);

— Z-score UMT K BO3pacTy COOTBETCTBOBaJI BO3pacTHOMl HOopMe B rpymnme E y 72%

007bHBIX TIPOTUB 95% OonpHBIX rpynnbel D (p=0,002), nanHbli mokazaTenb ObLI

Huxke -2SD —y 12% u 1% nauuentoB coorBeTcTBeHHO (p=0,004), oxxupenue ObLIO

BbIsIBIICHO — ¥ 7,0% OonbHbIX rpymme E (p=0,011).
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TakuM o00pa3oMm, CpaBHMTENbHAs OLIEHKAa (DU3MUECKOrO pa3BUTUS JETell,
HOJYyYaBUIMX MPOAYKTHl JIEUEOHOTO NMUTAHMS C Pa3IMUHBIM XUMHYECKHM COCTABOM,
YCTAaHOBWJIA 3HAYMMBIE OTKJIOHEHHs IOKa3aTejed Z-score Macchl W JUIMHBI Tela B
CTOPOHY YBEJIMYEHMs YHciia OOJIbHBIX C OKUPEHHEM M HEJIOCTATOYHOCTBHIO NMUTAHUS B
IpyIIe  IAalUEHTOB,  HAXOJMBIIMXCS  HA  JICYEHHMHM C  HUCIOJIb30BaHUEM
HecOamaHCUPOBAaHHBIX 1o MaKpo- 151 MUKPOHYTPUEHTHOMY COCTaBy
CHELMAIM3UPOBAHHBIX MPOAYKTOB HAa OCHOBE TMAPOJIM3ATOB O€liKa C OrpaHUYEHHBIM
coziepKaHueM (pEeHUIIATaHUHA.

Bonbuioil uHTEpEC NpeaCTaBisT aHAIM3 TOKa3aTesned (PU3MUEeCKOro pa3BUTHS
6oabpHBIX ¢ DKV B 3aBHCHMMOCTH OT CPOKOB Hayana TUNO(QEHUIATAHUHOBOW JIHUETHI.
JIns 3TOTO CpaBHEHWE MPOBOAWIM MEXKIY IAUNMEHTaMU MNOArpynmsl [A, KOTOpbIM
CBOCBPEMEHHO ObUIa Ha3Hau€Ha MATOTEHETHYECKas JUeToTepanuss U OOJIbHBIMU
o0bequHenHoil moarpynmnsl IB u IC, y xotopeix nuarHo3 KV Obul ycraHoBieH B
MO37HUE CPOKH M COOTBETCTBEHHO IMO3/IHO HAYaTO JUETHYECKOE JeueHue (KpuTepui
dumniepa ABYCTOPOHHUI TOUHBIN), JaHHBIC TPUBEICHBI B Tabmuie 14.

Tabmuua 14

CpaBHuTeJIbHAS OLIEHKA MOKa3aTeJeil Z-scores pu3nvyeckoro pa3surusi 00JbHbBIX
(eHnIKeTOHYpHEH B 3aBUCUMOCTH OT CPOKA HAYAJIa JUeTOTepanuu™

Z-scores
Ilokazarens HIDKE-2 or -2 o -1 or-1 mo +1 | or+1mo +2 | BbIIIE +2
SD SD SD SD SD
O6miee yncio aereit noarpynmnsl IA (n=189)

Macca n 7 20 | 134 | 28 0
Tena/Bo3pact** | % 4,0 96,0 0

p 0,047%* 0,010%* 0,038**
Poct/BO3pacr n 3 13 \ 97 \ 62 4

% 1,0 97,0 2,0

p 0,011%** 0,048** 0,508
NMT/Bo3pact n 4 50 ‘ 124 9 2

% 2,0 92,0 5,0 1,0

p 0,009** 0,014%* 0,412 0,047%*

O6uee uncio aereit oo6beanHenHon noarpynnsl IB u IC (n=80)

Macca n 10 9 \ 37 \ 20 4
Tea/Bo3pacT % 13,0 82,0 5,0
Poct/BO3pacr n 8 23 \ 36 \ 12 1

% 10,0 89,0 1,0
MMT/Bo3pact n 10 14 \ 44 6 6

% 13,0 73,0 7,0 7,0

*- BBIJICJICHHBIC KOJIOHKA 00O03HAYAIOT CPETHEBO3PACTHBIC MOKa3zaTenu Z-score. **- ypoBeHb 3HAUMMOCTH PAa3IndIuil (p)
nokasaresnei moarpynn [A u IB+IC, 3HaueHus craTucTUdecku 3Ha4uMBbI pH p<0,05
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BblsiBlIeHBI  cleAyOIMe 3HAYUMBbIE pa3iavuMs ToKaszareled (PU3nYecKoro
Pa3BUTHS 8 3A8UCUMOCIU OM CPOKA HAYANA JIeYeHUS:

— Z-score Macchl Tela K BoO3pacTty Obul B mpenenax HOpMBI y 96% nereit A
noArpymnmsl TpotuB 82% OosibHBIX 00bearHEeHHOW noArpynnsl IB u IC (p=0,010),
camxeH y 4% u 13% OonbHbIX cooTBeTCTBEHHO (p=0,047), MOBBIIIEH TONBKO YV 5%
0onpHBIX 00benuHeHHON oarpytisl IB u IC (p=0,038);

— Z-score pocTa K BO3pacTy B Ipelesiax CpeHEBO3PACTHBIX MOKa3aTesle oTMevacs
y 97% GonbHbIX A moarpynmsl u 'y 89% nanueHToB 00beIMHEHHON oArpybl 1B
n IC (p=0,048), nuxe HOpMBI — ¥y 1% u 10% coorBercTtBeHHO (p=0,011), BhIIIE
HOpMBI — y 2% 1 1% cootBercTBeHHO (p=0,508);

— Z-score UMT k Bo3pacTy cooTBeTcTBOBal HOpME Yy 92% nereit [A moarpynmel u y
73% OonbHbIX 00BearHeHHOU noArpynmnsl IB u IC (p=0,014), 6b11 cHUXEH - y 2% 1
13% GonbHBIX cooTBeTcTBeHHO (p=0,009), nmpeBbiienne +2SD (0XupeHue) UuMeIno
MecTo -y 1% u 7 % 6oabHbIX cooTBeTcTBEeHHO (p=0,047).

Y CcTaHOBJIEHO, YTO MPHU MO3IHEM Havalle TUETOTepalui U HATMYUU KIMHUYECKUX
HEBPOJIOTHYECKUX CUMITOMOB y OonbHBIX DKV nmeno mecto 3Haummoe CHUXKEHUE
YyyClia MAlMEeHTOB CO CPEIHEBO3PACTHBIMU MOKA3aTEIsIMU (PU3HUYECKOTO Ppa3BUTHS
(p=0,014) u yBenuuenue uncna 00NbHBIX ¢ HU3KUM pocToM (p=0,011), HEmocTaTOUHOM
Mmaccoit tena (p=0,010), a Taxxe oxupenuem (p=0,9047) o cpaBHEHHUIO C TPYIIION
MAalMEHTOB, Y KOTOPbIX CBOEBPEMEHHO ObLT MOCTABJIEH IMArHO3 U HAYATO JICUEHUE.

3.3. KiMHMKO-THArHOCTHYECKHEe MOKA3aTeJ N Y 001bHBIX (PEHUJIKETOHYpHeEH nepe

HA3HAYeHUeM IMeTOTepanun

Onenka coaepkanus peHnIanaHrHa Obula MPOBeJeHa B CyXUX 00pa3iax KpoBH y
242 (90%) nmarmenTtoB. Y 27 (10%) 60abHBIX ¢ pa3BHBIICHCS TOCIe 3-X MECSIIEB KU3HU
HEBPOJIOTMYECKON CHMITOMATUKOW METa0OJMYECKUE HapyLIEHUs ObLIN BBISIBICHBI C
MOMOIIIBIO PE3KO TOJIOKHUTEIBHON MpoObl DejinHra, 4TO MOCITYKUJIO OCHOBAHHEM K
HA3HAYCHUIO TUETHUECKOTO JieueHus. B nanpHelem auarno3 PeHmIKETOHYPUH Y 3THX

NaImucHTOB OBLIT MOATBECPKIACH ITYTCM MOHGKyJ'IHpHOfI JUAarHOCTHUKU.
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JlueTorepanus y BceX NAIMEHTOB ObUTa HayaTa cpaly IIOCIE YCTAHOBJICHUS
auarfosa. B nmanmpHeleM KOHTPOJIb YPOBHS (pEHHIIAJIAaHWHA OCYIIECTBIISIICS Ha (hOHE
TUETHYECKOro jedeHus (tadim. 15).

TaOmuma 15

YpoBeHb (peHUTIATAHNHA, BHIABJISIEMbIi 10 HEOHATAJIbHOMY CKPUHUHTY U JAHHbIE
npoo6b1 DeJUTHHTA 10 HAYAJIA THETHYECKOT0 JieYeHusl

VYpoBeHb (peHnnagaHnHa B CbIBOPOTKE KPOBH, [Ipo6a deminHra
Mr%
MOJI'PYIIIBI
1A IB Bceero IB IC
n= 189 n=53 110 CKPUHUHTY n=15%* n=12%
n=242

M 28,0 28,1 28,2
o 7,2 8,2 7.5 ++++ 4+
Min 13,9 14 13,9 (pe3ko (pe3ko
Max 48 56 56 MIOJIOKUTENbHAS) | TIOJIOKUTEIbHAs)

N3 Tabmuupl XXX cieayer, 4yTo Mokas3aTenu (EHUIAIaHWHA B Tpymne AeTei,
BBIBJIEHHBIX 110 HEOHATaJIbHOMY CKPUHUHIY, B CpeIHeM cocTaBuiu 28,2+7.5 mr%,
pa3max KojebaHuil Haxomwics Brapenenax oT 13,9 mo 56 mr%. B moarpynmax paHo u
MO3HO ArarHocTupoBaHHbIX 00JbHBIX (IA u IB) cpennee conepxxanne @A B KpoBH 10
Hayaja JEYSCHUS COCTaBJIAI0 COOTBETCTBEHHO 28,0+7,2 mr% um 28,2+7,5 mr%, uto He
UMeTo 3HAaYMMBIX paziaununii (p=0, 899) npu cpaBHEHUH B MOJATPYIIAX C PA3THMUYHBIMU
CpOKamH Hauaja jeueHus (Kpurepuii ManHa-YUTHH).

3.4. ComaTruyecKasi NaTOJOIrMs M MPOJOKMTEIbHOCTD IPYAHOI0 BCKAPMJIMBAHMS
y HALUEHTOB ¢ (PEHUIKETOHYPHEl NePBOro roAa ;Ku3Hu

V Bcex mammenToB ¢ PKY no Hayama AUETHYECKOro JIEYEeHUsT ObLIa OILIEHEHA
KJIIMHAYECKAsi COMATH4YecKash CUMITOMAaTHKa. JlaHHBIE, MOJYyYEHHBIE NPU OCMOTPE U
PETPOCIIEKTUBHOM aHaiu3e aMOyJaTOpPHBIX UM CTAalMOHAPHBIX KapT TMAalMEeHTOB,
IpeCTaBIICHBI B TabauIe 16.

Taomuna 16

ConyrcTByomas comaTu4ecKasi NaToJIorust y 00J1bHbIX (PeHUIKETOHYpHUeil

HOTPYIIIBI
1A IB IC Bceero
Iloxasarenn n=189 n=68 n=12 n=269
n % n % n % n %
ATonuYecKkuil 1epMaTUT 41 21,6 15 22,1 4 333 60 22,3
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Paxur 47 24,9 | 43 63,2 5 41,7 95 35,3
AHemus 42 22,2 17 25,0 3 25,0 62 23
Crturmsl qu3>MOproreHes3a 130 68,7 | 45 66,2 8 66,7 183 68
Bpoxaennsie = aHomManuu U 18 9,5 6 8,8 1 8,3 25 9,3
00JIe3HH, B T.4.
MaJlble aHOMAJIUK Pa3BUTHS 5| 2,65 3 4.4 1 8,3 9 3,34
cepaua
AHOMAJIMM Pa3BUTHS OPIOIIHON 71 3,77 1 - - - 8 3
CTCHKU
(TpBDKH )
aHOMAJIMU Pa3BUTHS CKeEJIeTa U 4 2,1 1 1,47 - - 5 1,9
JIUIIEBBIC AU3MOPhUN
MapapeKTaIbHbIA CBUII] 1| 0,53 - - - - 1 0,37
CBHIII ITYTIOYHOTO KAHATHKA - - 1 1,47 - - 1 0,37
6ose3nb JKunpoepa 1] 0,53 - - - - 1 0,37

[TaTosorust nepuUHATAILHIO MOPAXKEHUS IEHTPAIIBHON HEPBHOM CUCTEMBI OIKMCaHA
B I71aBe 4.

Cturmbl  1u33MOpUOTeHe3a (rOTUYECKoe He0O, MUKPOTHATHS, HU3KO WU
ACCUMETPUYHO PACIOJIOKECHHBIE YIIHbIE PAKOBHHBI, ACCUMETPHs TJA3HBIX IIEJeH,
MaJIeHbKHE TJIA3HBIC INEIM, IMUKAHT, HU3KUHA POCT BOJOC, «CAHIAICBUIHAS IICITb)
Mexkay I u Il mampuamu cTombl, TUNEpTENopy3M) ObLIM BbIsiBICHBI y 183 (68%)
oompHBIx DKVY: 68,7% - B moarpymme IA, 66,2% - B moarpymnme IB, 66,7% - B
noarpynne IC.

PaznuuHble BpoKIEHHBIE TOPOKHU pa3BuTusd umenu 25 (9,3%) nauuentos ¢ GKVY.
Hawnbonee yacteiMu cpe HUX ObUIA Majible aHOMAIUU pa3BuTus cepana - y 9 (3,34%)
MAalMEHTOB, TAK)KE BCTPEUATUCH IPbIXKHU (ITaXOBbIE U MEpeHEN OPIOIIHONW CTEHKH) — Yy 8
(3%) OONBbHBIX, aHOMAJIMU PA3BUTUS CKeJleTa (CUHIAKTHINU, JHUIEBbIE au3Mopduw,
BKJIIOUABIIIME He3apalleHue BepXxHeu ryObl u Heba) — y 5 (1,9%) manueHToB, CBUII
MyTMOYHOTO KaHaThHKa ObLT BhIsiBIEH Y 1 (0,37%) HOBOPOXKIEHHOTO, MapapeKTaIbHbBIN
ceuil - y 1(0,37%) pebenka. AHanu3 aHAMHECTHYECKUX JAHHBIX MIOMOT 3arOJI03PHUTh Y
1 (0,37%) marmenta 6osie3Hb Kunb0epa, KoTopasi BIIOCIEACTBUM ObLTa MOJATBEPIKICHA
metoaoMm JIHK nuarHocTukm.

Jlo Haywaja IUETOTEpaNMH TPOSIBICHUS aTOIMMYECKOTO JepMaTHTa Pa3InIHOM
CTENEHU BBIPAXXEHHOCTH oTMevanuch y 60 (22,3%) O6onpubix OKVY. Ilpu sToM B
noarpymmne [A ykazanHoe 3a0oneBanme umeno mecro y 41 (21,6%) pebGenka, B

noarpymre IB -y 15 (22,7%) 6onbhbix, B noarpymne IC - y 4 (25%) G0bHbBIX.
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Knuunueckue mnpuszHaku paxura (MOJATIUBOCTH KpaeB OOJBIIOTO POJHUYKA,
TUNEPIUIa3usi TEMEHHbIX OyrpoB, WM3MeHEHUsi (GOpMbl TPYIHON KIETKH, pedepHbIe
«4eTKn») ObuUd BBISIBIEHBI y 95 (35,3%) Oonbubix ¢ OKVY, npu 3TOM HaudaibHbIE
NpU3HaKU paxuTa oTMmevanuch y 47 (24,9%) nerert IA moarpymmbl, paxuT B (daze
pasrapa — y 43 (63,2%) mnauuentoB noarpynmnsl IB u y 5 (41,7%) nauueHtoB
noarpymnsl IC.

AHemus >xene30JeUIMTHOTO XapakTepa oTrMmedanach y 62 (23%) ot obmiero
4ycia NauueHToB, B noarpymme [A B 22,2% cinydae, B noarpymnmax 1B u IC - mo 25%
COOTBETCTBEHHO.

OrneHka MpoI0JKUTEILHOCTH TPYTHOTO BCKAPMIIMBAHUS HA TIEPBOM TOJly JKU3HU
nereit ¢ OKVY mnokazana, uro Oonee mojoBUHBI (54%) Bcex MAIMEHTOB MOJIyYaslH
I'PYAHOE MOJIOKO 10 6 MECSIYHOIO BO3pacTa, BO BTOPOM IOJYTOAUH KU3HU [IPOI0JIKAIN
€ro MoJay4arb TOJIbKO 13%.

BrlisiBiieHO, 4TO 0 Ha3HadyeHHs aueroTepanuu B noarpymnne IC Obulo 3HaYUMO
OoJpIIe AeTeH, HAXOASAIINXCA Ha TPYIHOM BCKapMJIMBAHUU 110 CPABHEHUIO C ICTHMH M3
noarpynn [A (p=0,002) u IB (p=0,002). Bo BTOpOM NOJYroauu >KU3HU 3HAUYUMO
MEHbIIIE JIeTel MOArpymIbl [A mojsydanu MaTepuHCKOE MOJIOKO B CPABHEHHH C JCTHhbMU
noarpynm IB (p=0,023) u IC (p=0,003). B nenom nocie 6 MecsieB rpygHOE MOJIOKO
MoJTy4asay 3Ha4YuMoO MeHblee uncio aereit (p=0,032) (tada. 17, puc.6).

Tabmuna 17

IpoaoKNTEILHOCTH UCIIOJIb30BAHUS MATEPUHCKOI0 MOJIOKA B IUTAHUH
00J1bHBIX (QeHWIKEOHYPHell ePBOro roia sKU3HU

TOJITPYIITIBI
TMokasatem 1A IB IC Bceero p*
n=189 n=68 n=12 n=269
n % n % n % n %
[ony4anu 10 6 0,548'
MaTepHHCKOe Mec. 97 51 37 54 11 92 | 145 | 54 0,002
MOJIIOKO (B T.4. KaK 0,002°
HUCTOYHHUK no 12 0,023;
HATYPAITBHOTO Mec. 12 6 14 | 21 8 67 | 34 | 13 0,424
Oernka) 0,003
p** 0,010 0,219 0,011 0,032

L paznnuusa Mexay noarpynmnamu [A u 1B, % pasnuuaus Mexay noarpynmavu 1B u IC, > pa3uuusg MEXy OArPYIIaMu
IA u IC (xpurepuii ®uiepa AByCTOPOHHMIT TOYHBIN)
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Cnegyer oTMeTutb, uTo OONBIIMHCTBO (98%) Marepeidt neredt mompynmbl [A
KOPMMWJIM CBOMX MIJIQJICHIIEB CLIEKEHHBIM TIPYIHBIM MOJOKOM, CMEIIMBas €ro co
CHEUUaIN3UPOBaHHBIM MPOAYKTOM, MaTepu 2-x AeTteil (2%) HauWHamM KOpMJIEHHE C

AMUHOKHUCJIOTHOM CMECH, 3aTeM IPUKJIAIbIBATIN PeOCHKA K TPYIH.

100
90
80

70

[TogrpymralA [TogrpymraIB [Togrpymra IC I'pymmal

B0 6 Mecdamer M go 12 Mecdies

Pucynok 6. J[uHamuka NpOAOIKUTENBHOCTH HCIONB30BaHUS MAaTEPUHCKOTO MOJIOKA B HUTaHUU
6ompHBIX DKV mepBoro roma xusHu (%); * - craTucTUYecKas 3HAYUMOCTb DPA3NUUYUN  MEXITY
MOKa3aTesIMU B IEPBOM M BTOPOM HOJIYTOAUSAX KU3HU.

Takum 00pa3oM, yCTaHOBJIEHO, UYTO TMOKa3aTeau (QeHWIajllaHhHa A0 Hayaia
JUETUYECKOTO JICUCHUSI HE UMEJIN 3HAYUMbBIX Pa3JIMuuid MPU CPABHEHUHU B MOJATPYIMHax C
pa3HBIMM CpPOKaMHU Hayajga MNaTOT€HETUYECKOM Tepamuu, TAKKe YHCIIO AETEH BTOPOTo
MOJIYTOJIUsl )KM3HU, MOJTYYaBIIUX MAaTEPUHCKOE MOJIOKO 3HAYUMO CHU3UJIOCH, OCOOEHHO

B IpyIMIIe MalMeHTOB, I'/Ie JUeTOTepanus Obljla HayaTa 10 3-X MECALEB KU3HU.
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I'nasa 4. HEPBHO-IICUXNYECKOE PASBUTUE U KAYECTBO KU3HHU
BOJIbHBIX ®EHUJIKETOHYPUEN

BaxxHol 3amaueii uccneqoBaHus ObUTM aHATIM3 HEBPOJOTUYECKON CUMIITOMATUKH,
OLICHKA BIUSAHUS JUETOTEpallMd Ha CTENEHb BBIPAKEHHOCTU HEBPOJIOTMYECKUX
MPOSIBIICHUM OOJIE3HW M aHAIM3 KadecTBa *)u3HM O00iapHBIX DPKVY B 3aBHCcHMMOCTH OT
BO3pacTa HayaJia JEUYEHHUS.

OueHka HEBpPOJIOTMYECKOro craryca mpoBeieHa y 193 mamumentoB ¢ @KV mo
CTaHAapTHBIM MeTonukaMm [17, 27, 45]: 79 B ycnoBusix crauroHapa (58 OOJIbHBIX W3
noarpynmnsl A u 21 u3 noarpynmnsl IB), 114 — B amOynaropasix yciosusix (78 u 36
JI€Te COOTBETCTBEHHO). 64 peOeHKa U3 UeThlpeX peruoHoB Poccum npuHsaau yyactue B
AHKETUPOBAHUU JJIA OLEHKH KadyecTBa UX >KU3HU. HeBposlornueckuil cratyc B3pOCibIX
nanyMeHToB (n=12) oleHuBaJicd OJAHOKPATHO NyTeM HX OCMOTpa B aMOylIaTOPHBIX
ycioBusx (taou. 18).

Tabmuma 18

M cToYHMKHY MOJIyYeHUS CBEACHUN 0 HEBPOJOIHYECKOI0 CTaTryce U KayecrBe
sKM3HM 00JIbHBIX ¢ eHWIKETOHYpHeil

Bospacr HcTouHMKHY OydeHus: JaHHbIX Bcero
noarpynns! | 60nbHBIX DKY Ocmotp AMOynaTopHbIe
(n) CTallMOHAp am0yyaTopHo | KapThl/aHKETHI
n % n % n % n
IA ot 0 7o 12 mec 30 - 27 - - - 57
n=189
ctapuie 1 roga 28 - 51 - 53 - 132
1B ot 0 1o 12 mec 10 - 28 - - - 38
n=68 ctapuie 1 roga 11 - 8 - 11 - 30
IC ot 0 7o 12 mec - - - - - - -
n=12 crapuie | roga - - 12 - - - 12
Bcero 79 30,0 114 42,0 76 28,0 269

4.1. IlepuHarajibHasd NATOJIOTHS HEHTPAJIbHON HEPBHOW CHCTEMbI Y O0OJBHBIX
(pennikeronypuen
VYV 42 (16%) neteit ot obmiero uncia 6onpHbIX OKY B nepuHaTaibHOM NEPUOJIE

oTMeYajach  MaTOJIOTHSl  IICHTPAJIbHOM  HEPBHOM  CHUCTEMBI, OOYCJIOBJICHHAs

TUTMIOKCUYECKA-UIIEMUYECKUMHU HapyUICHUSIMU: CHUHAPOMOM 1epeopabHOM

Bo30ynumoctu y 21 (8%) GonbHOrO, cUHApOMOM IiepeOpanbHOil aenpeccun — y 21

(8%) marueHra.
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Pacnpenenenne 0onpHBIX ¢ nepuHaTaabHol natosiorued [[HC B cooTBeTcTBUM €
MKBb-10 mnpencraBieno B Tabmuie 19. YpoBeHb 3HauuMoOCTH paznuuuid (p) B
MOATPYIIAX ONPEACISUIM ¢ MOMOLIBI0 Kputepuss duiepa (TOYHBIA ABYCTOPOHHHI).
YcTaHOBJIEHO, UTO B M3y4aeMbIX MOATpynnax koiuuectBo 0onbHbIX ¢ DKV, nmeronmx
nepuHaTanbHyro narojoruto [IHC, 3HaunMo He pa3nnyanochk.

Taomuna 19

Yucio aere ¢ PeHWIKETOHYpPHEH U CONYTCTBYIOLIEH NMATOJIOT el
NMEePUHATAIBLHOIO NEPUOIA

Kon mo | XVI OtnensHeie Bcero IToarpynmnsl

MKB-10 | cocrosau, TIA IB IC
BO3HUKAIOIIUE B p
IIepuHaTaIbLHOM n % n % n % n %
nepuoze

P91.0 0,693
Wiemus Mo3ra 42 16 | 31 16 9 13 2 17 0,693

1,000°

P91.3 LepeGpanbHas 0,259'
BO36YIMMOCTE 21 8 17 9 3 4 1 8 0,378°
HOBOPOXXACHHOTO 0,2923

P91.4 LepebpanbHas 0,796
JIeTIpeccust y| 21 8 14 7 6 9 1 8 1,000
HOBOPO’KIEHHOTO 1,000°

L pasnuunsg Mexay noarpynnamu IA u IB, - pasnmuuus Mex 1y noarpynnamu IB u IC, °- paznuaust Mexy NoarpynnaMu
IAunlIC

4.2. IlcuxomMmoTOpHOE pa3BuTHE 0O0JbHBIX (PEHUJIKETOHYpHel mepe] Ha3HAYEHHEM
AUETOTEepaANuu

Jlo Havana queToTepanui ICUXOMOTOPHOE Pa3BUTHE AETEW NEPBOro roja KU3HU
OLICHMBAIM B ABYX noarpymmax (IA — mamMeHTsl cO CBOEBPEMEHHO BBISBICHHBIM
3a0oneBanueM U IB - manueHThl C MO3AHO JIMAarHOCTHMPOBAHHBIM 3a00JI€BaHUEM) C
MpUMEHEHUEM OallbHOM IIKajbl OoneHKH - OoT 0 1o 3 GamioB. Cymma 0ajioB Kakaoro
IIPU3HAKa OINPEAEIIsIa CTENEHb HAPYIIEHUS ICUXOMOTOPHOTO Pa3BUTHUS AETEM.

BapuaHTy BO3pacTHONW HOpMBI COOTBETCTBOBaJla cymma OamioB ot 30 mo 27, k
Ipylnme BBICOKOTO PHCKa IO HApyLIEHUIO MOTOPHOIO W IICHXOPEYEBOIO Pa3BUTHS
NPUYHCIISIIA IETeH ¢ CyMMapHOW OIEHKOW 26-23 0Oamnma, O 3aJepiKKe pa3BUTHS
CBHUJICTEIILCTBOBAJIM Oajuibl B WHTepBasie 22-13, o rpy0oil 3amepxkke - cymmMa 0asuioB
Hwke 13. CpaBHUTENBHBIM aHaNW3 4YacTOTbl NPHU3HAKA PA3JIMYHOM CTENEHU

BBIPA)KEHHOCTH B MOATPyNnax MpPOBOAWIM C TMOMOUIbI0 Kputepuss Duiiepa


http://mkb-10.com/index.php?pid=15001
http://mkb-10.com/index.php?pid=15001
http://mkb-10.com/index.php?pid=15001
http://mkb-10.com/index.php?pid=15001
http://mkb-10.com/index.php?pid=15001
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(IByCTOpOHHUM TO4YHBIN). Pe3ynbraThl KOJWYECTBEHHOM OIEGHKH IOKa3aTeseu
NICUXOMOTOPHOTO pa3BuTHsi O0oibHbIX ¢ DKV mepBoro roga *u3HU NpeacTaBICHBI B
tabnuie 20.

Taomuma 20

Ouenka nokasarteJieil ICKXOMOTOPHOI'O Pa3BUTHA 00/1bHBIX (PEHUIKETOHYpPHUeH
MEePBOro rojia »KU3HMU 10 Ha3HAYCHUSA AHeTOTepanumn

Yucno neteit B noarpynmnax (n, %)
[Tokazarenb bamer* IA (n=57) IB (n=38) p
n % n %
1 - - 24 63 0,012%*
KommyHMKaOeabHOCTD 2 12 21 14 37 0,216
3 45 79 - - 0,000%*
1 - - 9 24 0,032%*
I'onocoBelie peakiuu 2 14 25 27 71 0,101
3 43 75 2 5 0,019%*
besycnoBabie pedekchbl 2 3 > 12 32 0,261
3 54 95 26 68 0,261
1 1 2 21 55 0,039**
Mpl11e4HbIi TOHYC 2 14 25 17 45 0,172
3 42 74 - - 0,000%*
AccuMeTpUYHBIA MIEHHBIN 2 - - 1 3 0,611
toHnueckuii peduiexc (ALLITP) 3 57 100 37 97 0,611
1 - - 11 29 0,020%*
[lenHbple cuMMeETpUYHBIE PEQIIEKCH 2 8 14 27 71 0,094
3 49 86 - - 0,021%**
1 - - 26 68 0,016%*
CeHCOpHO-MOTOPHOE TTOBEACHUE 2 3 5 12 32 0,001**
3 54 95 - - 0,038%**
1 2 4 1 3 0,511
Crturmsl Au3smMOpuoreHes3a 2 43 75 30 79 0,056
3 12 21 7 18 0,068
W3MeHeHns co CTOpOHBI YEPEHBIX 2 7 12 6 16 0,239
HEPBOB 3 50 88 32 84 0,239
0 - - 17 45 0,009**
ITaTonormueckue ABMKESHUS 1 - . 3 8 0,247
2 16 28 18 47 0,125
3 41 72 - - 0,000%*
27-30 41 72 - - 0,000%*
CymMapHbIii Gamn 23-26 13 23 12 32 0,425
13-22 3 5 25 65 0,001%**
<13 - - 1 3 0,247

*- (0 6a/uIOB - OTCYTCTBHE NpHU3HAKa; | Oay - BeIpaKeHHbIE H3MEHEHHS;, 2 Oaa - Jerkue u3MeHeHus; 3 6amma — HopMa;
**- pazmmums Mexny noarpymmnamu A u IB cratuctiudeckn 3Hagumsl npu p<0,050.

CpaBHeHUe MoOKa3aTeneil mcuxoMoTopHOro pa3Butus OonbHbIX PKY mepBoro

roga xu3Hu [A u IB moarpynn 10 Hadana JHETOTEpAllMM yCTAHOBUJIO 3HAYMMBIE
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paznuyus Mo OOJBIIMHCTBY MapaMETPOB 3a UCKIIOYEHUEM MOKa3aTesaell «0e3yCcioBHbIE
pedaekcb»,  «aCCUMETPUYHBIA  IIEHHBI  TOHUYECKHH  pedIieKcy»,  «CTUTMBI
TU39MOpPHOTEHE3aY, «YePEITHBIC HEPBHDY.

Tak, peakuiys Ha MOMBITKY KOHTAKTa U MIPHUBJICUCHUS] BHUMAHUSA K SIPKOM UTPYIIKe
(nokazamenv «xommyHukabenbHocmyy) ObuTa c1ab0 BeIpakeHa y 24 (63%) manueHToB
noarpynmnsl IB npu orcyrcTtBum Takux aered B moarpymme A (p=0,012), ymepenHo
BoipaxkeHHOU y 14 (37%) u 12 (21%) nereit moarpynn IB u [A coorBeTcTBEeHHO
(p=0,216), anexBaTHas peakIMs HA OCMOTP B BHAE (UKCAIMH B30pa, YJIBIOKH,
OKMBJICHUS OOIIEH JBUTATEIbHOM aKTUBHOCTH OTMedaliach TOJBKO y 45 (79%)
6onpHBIX ToArpyms [A (p=0,000).

Cnalb1ii, MaJlo BBIPA3UTEIbHBIA KPUK W  OTHEIbHBbIC 3BYKH TYJICHUS,
COOTBETCTBYIOIIME Oamty «l» TIOKazaTels «2070cosvle peakyuuy, OTMEHYAINCh y 9
(24%) nereit moarpynmel 1B, B moarpynne A Takux nmamueHToB He Obuio (p=0,050),
YUCJIO JETEH ¢ TPOMKHM MOJYJIHPOBAaHHBIM KpUKOM B moarpynne IA cocraBuio 43

(75%) pebenka, B noarpynme IB Bcero 2 (5%) mauuenta (p=0,019) (puc. 7 — 8).

100 100
90 90 - 24
80 80 -
70 63 70
60 - 60
50 50 |
40 - 40
30 | 30
20 20
10 - 10 -
0 0
Hoarpynna IA  Hoarpynna IB IMoarpymma TA Honrpymnma IB
W 3 Gamra M 2 Gamna ¥ 1 6amn B 3 6aua M2 6amwa W 1 6amn
Pucynok 7. Ilokasarens Pucynok 8. Iloka3zarens «rogocoBble
«KOMMYHHUKA0EITbHOCTHY JI0 JICUCHUS: YUCIIO peakmum» 10 JedeHust: yucio aetrei (%) ¢
nereii (%) ¢ pa3IMYHOI CTENEHBIO Pa3IMYHON CTENEHBIO BHIPAKEHHOCTH

BBIPAXKCHHOCTH IIpHU3HAKaA. IIprU3HAaKa.
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llokazamenv «mbrweunvii mounycy y 42 (74%) nauumentoB noarpynmsl [A
COOTBETCTBOBAJ (pu3Hoioruyeckomy, v 14 (25%) ormeyanach ymepeHHas MbllICYHAs
TUNOTOHUA, TOIbKO ¥ 1 (2%) pebenka Ha done mepuHatambHOTOo mopakenwus [[THC
OTMEYaJiCsl BBIPAXKEHHBIN THIEPTOHYC MbIIII. B moarpymnmne IB HapyiieHus: MbIIIEYHOTO
TOHyca OBUIM BBISBIICHBI Y BCEX JCTCH 3a CUET MBIIICYHONW THIOTOHUHU DPA3THIHON
cTeneHu BbIpakeHHOCTH: y 17 (45%) nereit - ymepennas, y 21 (55%) - BblpakeHHas
runotToHus. Yucno OONBHBIX C BBIPAKEHHON TUIIOTOHHMEW OBLIO 3HAUYMMO OOJIbIlIEe B
noarpynne IB (p=0,039), nereit ¢ ¢Gu3MONIOrMYECKUM MBIIIEYHBIM TOHYCOM OBLIO
3HauuMo Oombiie B noarpymme [A (p=0,000) (puc 9).

llokazamenv  «yennvle  cumMmempuyHvle  pegiekcvl»  KaK  OTpaKeHUe
MOCJIEA0BATEILHOCTH MOTOPHOTO Pa3BUTHS PEOCHKA COOTBETCTBOBAN HOpME Y 49 (86%)
6onpHbIX A moarpynmel, B nmoarpymnmne IB Takux nereir He Obuto (p=0,020). Ywucno
JeTel ¢ YMEPEHHBIMU HApYIICHUSAMU B BUC OCIA0JICHHS B3aUMOCBS3EH CTAaHOBICHUS
MOTOpHBIX (QyHKIMN oTMedanuch y 8 (14%) u 27 (71%) OonbHBIX B moarpynmnax [A u
IB cOOTBETCTBEHHO, YTO HE JOCTHTaJIO 3HAUMMBIX pazimnuuid (p=0,094). 11 (29%) nereit
IB moarpynmel WMETM HApPYIICHHWS, KOTOPBIE BBIPAXKAINCH B TOTEpe paHee
MPUOOPETEHHBIX HABBIKOB: yTpaTa CIOCOOHOCTH CaMOCTOSITEIIHLHO IEPEeBOPAYMBATHCS,
MPUTIOTHUMATHCS Ha TPEAIJICYbsIX B TIOJOKCHWHM JieKa Ha JKUBOTE, IIOMBITKA
npucaxuBaTeca. B moarpynme [A nereld ¢ perpeccoM HENHBIX CUMMETPUYHBIX
pednekcoB BoisiBiieHO He Ob1u10 (p=0,020) (puc.10).

CeHncopHo-momopHoe nogedeHue COOTBETCTBOBAJIO BO3pacTHOM Hopme y 54
(95%) nmeteit moarpynmnbel [A mpoTUB OTCYTCTBUSI TakOBbIX AeTed B moarpynne IB
(p=0,038). ¥V 3 (5%) nereit moarpymnmbl [A peakuuu criexeHUs 3a MNPEIMETOM U
CIIyXOBOTO COCPEIOTOYECHHsI OBICTPO HCTOINAINCHh, YTO CHWXXKAIO OaNIbHYIO OILICHKY
MpU3HaKa 70 «2» OajioB, OAHAKO, YUCJIO TAaKUX JETEH B JNaHHOW MOATpyMIe ObLIO
3HaunMo Menbie (p=0,001) mpotu 12 (32%) B mnoarpynme IB. BolpaxenHoe
HapyIlIeHHe CEHCOPHO-MOTOPHOTO TIOBEJCHUS B BHJIE€ OTCYTCTBUS pEaKIUU Ha
OKPYXKAIOIINUX, WHTEpPECa K UTPYIIKaM, CAMOCTOSITEILHOW JBUTATEIILHOW aKTUBHOCTH
oTMeuanoch y 26 (68%) OonbHbIX noarpynmnsl IB, B To Bpems kak B moarpymme [A

TaKuX JeTel BeIsBIeHO He 0110 (p=0,016) (puc.11).
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llokazamenv «cmuemsl 0u3sMOpUoceHe3a» OLUECHUBAIM B paMKaX HMCHOJIb3yeMOU
METOJIUKH, AETH 00€UX MOATPYII UMETH AUIMOP(PHUU JUIIEBOTO CKEJIETa U JUCTAIBHBIX
OTJENIOB  KOHEYHOCTEH:  «roTuyeckoe  HeOO»,  Pa3ABOCHHBIM  MOAOOPOJIOK,
TUIEPTENIOPU3M, aCCUMETPHUH JIMIA, HU3KUM pocT Bosioc u np. Y 12 (21%) nereii B
noarpymnmne 1A ny 7 (18%) B noarpynme IB uncio cturm He npeBblmasio 5-6, 4To
cooTBeTcTBOBasIO HOpME [17]. Bonbiee unciio cturm ormevanock y 43 (75%) neret u3
noarpynisl [A u 30 (79%) Gonbubix oarpymmnsl 1B, y 2 (4%) nereit u 1 (3%) pebenka
noarpynm IA m IB cOOTBETCTBEHHO MOMUMO CTUI'M MMEIM MECTO IOPOKH PAa3BUTHS:
napapeKkTalibHBIA CBUII, He3apallleHHe BepxHeill ryObl u Heba (3asubs T'y0a, BOTUBS
nactb) W J00aBOYHAs YIIHAs pakoBUHA (B BUJIE JOMOJHUTEIHLHOTO OOpa3oBaHUs B
OKOJIOYIIIHOM O0JIaCTH crpaBa). 3HAYUMbIX Pa3JIMYUi B 4YaCTOTE BCTPEYAEMOCTU CTUTM
IU3dMOpHOreHe3a y JieTed B U3y4aeMbIX MOATPYyNNax HE BBISABICHO (YpPOBEHBb
3HauuMocTH kputepus @uiepa cocrasun p=0,511, p=0,056, p=0,068 nma paznuunHoit
CTETNICHU BBIPAKEHHOCTHU MPU3HAKA COOTBETCTBEHHO).

HebGonbiue OTKIOHEHWS OT HOPMBI  TIOKAa3aTelsi «YEPErHbIe  HEPBbI»
(abTepHUpYIOIIEE  CXOASIIEecs  KOCOIJIa3ue, acCHUMMETpUs  IJIa3HBIX  IIEJIeH,
HETIOCTOSIHHAS acUMMETpHUs yrioB pra) orMmedanuch y 7 (12%) m 6 (16%) nereit
noarpynn [A u IB cOOTBETCTBEHHO, YTO HE UMEJIO 3HAYMMBIX Pa3IMUMil. Y OCTAJIBHBIX
MalMEeHTOB HapyLWIEHUM AaHHOTO MpU3HAaKa HE HaOMoAaloch (YpOBEHb 3HAUYMMOCTH
kpurepusi ®@umiepa coctaBun p=0,068, p=0,239, p=0,239 g1 pa3zaM4HON CTETNEHU
BBIPKEHHOCTH TIPU3HAKA COOTBETCTBEHHO).

[TokazaTenb «mMaTOMOTHYECKUE JBIKCHUS HWMEIN 3HAYMTENIbHBIE OTKJIOHCHHS Yy
JIETeN ¢ MO3MHO MUArHOCTUPOBAHHBIMH 3a0oieBanusmu (roarpymma IB), y 17 (45%)
ATUX MAIMEHTOB OTMEYAIIUCh CYJOPOKHbIE MPUCTYIIBI B BUJIE «KUBKOBY, «a0CAHCOBY, Y
3 (8%) — mocCTOSIHHBIN TpeMOp MOAOOPOKA U s3bIKa MpU OecrokoicTBe, y 18 (47%) -
HETMOCTOSIHHBIA TpeMop, peduieKChl OpajbHOrO aBTOMATHM3Ma, HE COOTBETCTBYIOUIUE
Bo3pacty pebenka. B moarpymre [A y 6onpmmHCcTBa marueHToB - 41 (72%) pedeHok -
HE OTMEYAJIOCh HUKAKUX MAaTOJIOTMYECKUX IBHKEHUU, y 16 (28%) nerelt umenn Mecto
MEJKO Pa3MalllUCThIi TPEMOP BO BpeMsl CHJIBHOTO IJ1aya, CIOHTaHHBINA peduiekc Mopo,

cumnToM ['pede mpu OBICTPON CMEHE MPOCTPAHCTBEHHOTO MOJIoKeHHus. [lanneHToB ¢
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MOJIHBIM OTCYTCTBHEM IAaTOJIOTMYECKUX JBIDKEHUH OBLIO 3HAYMMO OOJbIle B
noarpynne IA (p=0,000), B mnoxarpynme IB Obuio 3Haummo Oosblie Jered ¢

BBIPAXXEHHBIMHU MaToJornueckuMu BmxeHusamu (p=0,009) (puc. 12).
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Onenka cymmapHoro Oasuia nmcuxoHeBpoJiornueckoro craryca nerei ¢ KV no
Hayaya JMEeTOTepanuu Mmokasaia, yto B noAarpynmne [A (cBoeBpeMeHHbIE TUAarHOCTUKA U
neuenune) Obul 41 (72%) manMeHT ¢ HOPMAJIBHBIM IICUXOMOTOPHBIM pa3BUTHEM, 13
(21%) nereit HaxomWIUCh B rpymme pucka, 3 (5%) wumenu ymepeHHbIE HapyHICHUS
MOTOPHOTI'O Pa3BUTHs, B OCHOBHOM 3a CUET COMYTCTBYIOILEH MEPUHATAIBLHON NaTOJIOTNU
[HHC. B noarpymme IB He Obu10 AeTel ¢ HOpMaTbHBIM pa3BUTHEM, BbIsiBIIEHO 12 (32%)
JIETel C TMOBBIIEHHBIM PUCKOM J1€0I0Ta HEBPOJIOTMYECKOW cUMOTOMATUKH, 25 (65%)
MAalMEHTOB HMMEIH YMEPEHHbIE HEBPOJOTMYECKHE HAPYLIEHUs, XapaKTepU3yIOLIUecs
3aJIep’KKOM MICUXOMOTOpPHOTO pa3Butus, y 1 (3%) peOeHka BbIsiBIeHA TpyOas 3aepxKKa
[IMP. CpaBHeHue ycTaHOBWIO B oArpymnmne [A 3Haunmo Oosbliiee YUCIIO MalueHTOB C
HOpMabHBIM pa3ButueM (p=0,000) 1 3HAYMMO MEHBIIIEE YUCIIO JACTEH ¢ YMEPEHHBIMU
Hapymenusamu [THC (p=0,001). Paznuuust B KoJMuecTBE MalMEHTOB U3 TPYMIbI PUCKA

(p=0,530) u ¢ rpyOoii 3aaepxkoit [IMP (p=0,247) 6putn He 3HaunMBbl (Tab1.21, puc 13).
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86

Tabmuna 21

CpaBHeHHe CyMMapHOTo 0ajjia mokasarteJsieil ICHXOMOTOPHOTO Pa3BUTHSA Y
00JILHBIX ¢ (PEHWIKETOHYPHEi 10 HAYAIA THETOTEePANIMHU

UYucno 6onpHbIX (a6c.) ¢ DKY B moarpynmax
IMokasaTenu IA (n=57) IB (n=38) p*
n % n %
Hopwma 27-30 41 72 - - 0,000*
I'pynma 23-26 13 23 12 32 0,530
pucka
YMepeHHbIe 13-22 3 5 25 65 0,001*
HaPYIICHUS
I'pybas <13 - - 1 3 0,247
3aJiepKKa
ITMP

*- pazmuums Mexay moarpynmamu IA um IB  crarucruuecku 3Haummbl mpu  p<0,050 (kputepuit dumepa TOYHBIH
JIBYCTOPOHHHUI).

Takum oOpa3oM, B pe3yJbTaTe€ CpaBHEHHs IOKa3aTelied ICHXOMOTOPHOIO
pa3BUTHS 0 Hayalla AueToTepanuu y naunveHToB noarpynn IA u IB ycraHoBieHbI
3HAYUMBIE Pa3IMyus MO MOKA3aTeNSIM «KOMMYHHKA0EIbHOCTDY, «TOJIOCOBBIE PEAKIIIN,
«0e3ycnoBHBIE PEQIICKChI», «IEMHbIE CUMMETPUYHBIE PEQIIEKCh», «CEHCOPHO-
MOTOPHOE TOBEJICHUE», «IATOJIOTUYECKUE IBHXKEHUS», KOTOPbIE CBUIETEIBCTBYIOT O
3aJIEPKKE TMCUXOMOTOPHOTO M MPEAPEUECBOTO PA3BUTHUSI U BBICOKOM PHUCKE PAHHETO
nebroTa MeTabOJIMYECKUX CYIOPOXKHBIX MPUCTYNOB Yy OonbHbix DPKY npu nosnnen
JMAarHOCTUKE U OTCPOUCHHOM Havaje AUETUYECKOro JieueHus (moarpymnmsl [B).

VYuuTeiBas, 4TO Mokazareiu (peHusIasaHuHA B CBIBOPOTKE KPOBH, MOJYYCHHBIE B
pe3ynbTaTe HEOHATAIBHOTO CKPUHUHTA, Y O0NbHBIX B moarpynmnax A u IB He umenn
3HAYMMBIX PpA3JUYMid, BBIPAXKCHHBIE HW3MEHEHUS HEBPOJIOTMYECKOIO0 CTaryca B
OTCYTCTBUE JTMETUYECKOTO JICYCHUS MOXHO OOBSICHUTH JJIUTEIHLHOCTHIO BO3JICUCTBUS
(deHunanaHHa U €ro MeTaboJMTOB Ha OPraHu3M, B MEPBYIO OUYEPEb HA LIEHTPAIbHYIO
HEPBHYIO CUCTEMY, YTO COIJIACYETCS C JAHHBIMU JUTEPATYpHI [5, 41].

4.3. HepBHO-nicMXu4eckoe pa3BuTHe 00JbHBLIX (eHMIKeTOHYpHeH 4epe3 1 roxg
NMPOBeeHUS JUETOTEePATINH

Ha ¢one wncnonp3oBaHus THUNO(PESHWIATAHWHOBON TUETHI HA TPOTSIKEHUU HE

meHee | roma y mammentoB IA u IB moarpynm BHOBb OBLIO OCYIIECTBIICHO

HCCIICAOBAHUC HEBPOJIOTUYCCKOTO craryca. PaCCTpOﬁCTBa MICUXHUYECCKON 141
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JBUTATENbHOW c(depbl y NAIMEHTOB OLEHUBAIM C IOMOINBIO aJaNTHUPOBAHHON K
Bo3pacty aeted crapmie 1 roma mkanel XypOsr JI.T., MactiokoBoii E.M., xoTopas
NPUMEHSIACh B MPEABIAYIIUX  MCCICIOBAHUAX  KOJUIETAMM W3  OTHCIICHUSA
IICUXOHEBpOJIOTUM U TIicuxocomatuueckon mnaroinorun PI'BHY «Hayuneii nestp
30pOBBS JieTei» [45].

CpaBHUTENIBHBIN aHANIW3 JOJEH paclpelesieHUs] MHTEHCUBHOCTH IIPU3HAKa B
NOJArPYIIax MPOBOJUIN C MOMOIIbI0 Kputepusi duiiepa (IBYCTOPOHHUN TOYHBIN),
pe3yabTaThl MPEACTABICHBI B Ta0IuIE 22 .

Tabmauia 22

Ouenka nokasareJieil ICKHXOMOTOPHOTO Pa3BUTHS 00/1bHBIX (PeHUIKETOHYpPHE
yepe3 1 roa npoBeieHUs TMETOTEPANIHHA

Yucno nereit YpoBeHb
% noarpynna A noarpymmna IB 3HAYUMOCTH
IToka3arens bannsl (n=57) (n=38) )
n % n %
5 . 1 - - 18 47 0,011**
CT“;(T’;‘ZIOHM’HH“ 2 15 26 19 50 0,833
3 42 74 1 3 0,001**
[TcuxopeueBoe 1 - - 20 53 0,011%*
pasBuTHE 2 16 28 18 47 0,191
3 41 72 - - 0,001**
CyX0XUIIbHBIE, 1 - - 4 11 0,293
OpIOIIHBIE U 2 16 28 18 47 0,191
MATOJIOTUYECKHE 3 41 7 16 47 0.187
pedexcsl
MBIIeYHBIN TOHYC U 1 _ - I 3 1,000
N — 2 8 14 14 37 0,800
3 49 86 23 61 0,803
1 - - 12 31 0,032%*
MotopHoe pa3BuTHE 2 14 25 26 69 0,170
3 43 76 - - 0,000**
5 1 - - 1 3 0,611
Heganrueckuii 2 3 5 14 37 0,254
CHHJIPOM
3 54 95 23 60 0,381
1 - - 23 60 0,018**
CumnromaTtuka
ayTUCTUYECKOTO 2 6 11 12 32 0,602
CTIeKTpa
3 51 89 3 8 0,168
BererarusHas 1 - - 2 5,3 0,215
O — 2 12 21 19 50 0,219
3 45 79 17 45 0,219
H3menenue co 1 - - 3 8 0,295
CTOPOHBI YEPETHBIX 2 1 2 29 76 0,163
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HEPBOB 3 56 98 6 16 0,415
1 - - 7 18 0,000**
Hsmenenus Ha O30T 2 3 5 31 82 0,027%*

3 54 95 - - 0,061
27-30 42 74 3 8 0,000%*

CymmapHbiii Gan 23-26 12 21 13 43 0,530
13-22 3 5 22 58 0,000%*

<13 - - - - -

*- (0 OayuTOB - OTCYTCTBHE TpHU3HaKa; | Gay - BEIpakKeHHBIC M3MECHEHU; 2 Oaiuia - Jierkue n3MeHeHus; 3 0amia — HopMa,
**_ pasmmumst Mexay noarpynmnamu A u IB cratuctiudeckn 3HauuMsl npu p<0,050

VYcranoBneHo, uto cpean 0onbHbIX DKV, BBIABICHHBIX 1O HEOHATAIBHOMY
CKpUHMHTY M HauyaBIIMX CBOEBPEMEHHO IMOJydYaTh AueToTepanuio (moarpymnma [A),
OBLJIO 3HAYUMO OOJIBIIE MAIMEHTOB C HOPMAJIbHBIMU TOKA3aTEISIMU «IMOITMOHAIIbHBIN
tonyc» (p=0,0006), «ncuxopeuyeBoe pazputue» (p=0,0005) u «MOTOpHOE pPa3BUTHUE)
(p=0,0001), B TO BpemMsi Kak B MOATpyIe OOJBbHBIX C MO3JHEU TUArHOCTUKOU U
OTCPOYCHHBIM Ha3HaYeHHEM JieueOHoro mnurtanusa (moarpynmna IB) uucino nereér ¢
HU3KUM YPOBHEM Pa3BUTHUSI YKa3aHHBIX MOKa3zaTenel Obu1o 3HauuMo Oonbiie: p=0,011,
p=0,011, p=0,032 cOOTBETCTBEHHO.

CumnTomMaTvKa ayTHCTHYECKOIO CIIEKTpa BbIpakajlaCh B OTCYTCTBUU WM
KPAaTKOBPEMEHHOM peakiMi Ha OOpalleHHYI pedb, JCHCTBUSI, MOMBITKY MPUBJICYD
BHUMaHHE M OTMeYalach y OOJBIIEr0 4Yuciaa JeTed ¢ TO3HO BBISIBJICHHBIM
3aboneBanueM (p=0,018).

Paznuuusi, ycTaHOBJEHHbIE y JIET€l CO CBOEBPEMEHHO U  TMO3JHO
JMArHOCTUPOBAHHBIM 3a00JICBAHUEM I10 TOKA3aTesIM «CYXOXUJIbHBIC, OpIOIIHBIE W
MaToJOTUUECKUE pPe(IICKCh», «MBIIMICUYHBIA TOHYC», «Ie(aJTHYECKUl CHUHAPOMY,
«BeTreTaTuBHAs JUCOYHKIUSI», «UEpPErmHBbIE HEPBBDY HE UMEIM CTaTUCTUYECKON
3HaunmocTu (p>0,05).

['paduyeckoe n3o0pakeHHe Mokasareyie (4uciao nere B % C HUCCIeayeMbIM

MIPU3HAKOM ), UMEIOIIUX 3HAYMMBbIE Pa3JInUus MPEICTABICHBI HA pUCYHKaxX 14-17.
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Uepes 1 rox npoBeaeHus auerorepanuu y 18% OOJBHBIX C MO3AHO BBISBICHHOU
OKY (moarpynna IB) ormeuanuch u3Mmenenus Ha O30 B BUJie IPU3HAKOB CYI0POKHON
AKTUBHOCTH M JE€30praHu3alii MOJAKOPKOBOTO PUTMAa, YTO ObUIO 3HAYUTIIBHO OOJIbILIE
no cpaBHeHHIO ¢ manueHtamu noarpynmsl [A (p=0,000 u p=0,027 cOOTBETCTBEHHO)
(puc 18.)

OreHka cymMMapHOro 0asia MCUXOMOTOpPHOTo pa3BuTHs 0onbHbIX PKVY Ha done
JTUETOTEepanuu yCTaHOBWJIA, 4TO B moarpynmne IA (CBOeBpeMEHHbIE IMAarHOCTHKA U
JICYEHHE) YHUCIIO JETEH ¢ HOPMAIbHBIM IICUXOMOTOPHBIM Pa3BUTHEM MOBBICHIIOCH J10 43
(75%), B rpymnme pucka coctaBwio 12 (21%) neredd, yMepeHHbIE HapyUICHUS
orMeudanuch y 2 (4%) OonpHBIX, TpyOOM MATOJOTMM HU Yy KOro He Habiroaanoch.B
noarpynme IB (mo3mHo ycTaHOBIEHHBIM quarHo3) Ha ¢oHe aueotoepanuu y 3 (8%)
JIeTel 0OTMEUeH HOpMalibHBIN ypoBeHb pa3Butus [IMP, 13 (34%) nereit oTHOCKINCH K
KAaTeropuy MOBBILIEHHOTO PUCKA PAa3BUTHS HEBPOJIOTMUECKOW CUMOTOMATUKH, 22 (55%)
MalyeHTa UMeJIu yMEepeHHbIe HeBpojornueckue Hapyiienust [IMP (puc. 19).

CpaBHeHHe cymmapHOro Oaina BBISBWIO 3HAa4MMO OoOJIiee 4Yucio JeTell ¢
HOpMaJIbHBIM ypoBHeM pa3BuTus (p=0,008) m 3HAUMMO MeHbLIEe YHUCIO AEeTell C
YMEPEHHBIMH ~ HApYIICHUSIMA  TICUXOHEBposiormueckoror craryca (p=0,000) B
noarpynme A npotus noarpynisl IB (Tabi. 23).

Tabmuua 23

CpaBHEHHME CyMMapHOTO OaJijia TToKaszaresieid ICHXOMOTOPHOTO Pa3BUTHS Y OOJIBHBIX C
(dhenmkeTonypueit Ha oHEe TUeTOTEepanuu

Yucno 6onpHBIX (abc.) ¢ DKY B noarpynnax
[MokazaTenu IA (n=57) IB (n=38) p*
n % n %

Hopma 27-30 43 75 3 8 0,008*
I'pynma 23-26 12 21 13 34 0,425
pHCKa
YMepeHHbIe 13-22 2 4 22 58 0,000%
HapyUIeHUs
I'py6as <13 - - - - -
3ajJiepKKa
I[IMP

*- pasmuumst Mexny noarpynmamu A u IB  cratmermdecku 3Haummbl mpu p<0,050 (xpurepuit ®duiiepa TOUYHBIN
JIBYCTOPOHHUH).
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Pucynok 18 U3menenust Ha D3I y 601bHBIX Pucynok 19 Cymmaphsbie 6aiibl oka3aTesnei

(beHunkeTonypreil Ha (poHE AMETUYECKOTO IICUXOMOTOPHOI'O pa3BUTHUS OOJIBHBIX

JICYEHHUs (deHunkeToHypueil Ha (poHE AUETUUYECKOTO
JIEYEeHHUS

AHanu3 M3MEHEHMH CyMMapHOro Oajijja MCUXOMOTOPHOIO Pa3BUTHS AETEH C
(eHmIKeTOHYpHEit 10 1 Ha (oHe AueToTepanuu (kputepuii MakHemapa y°) HoKasana,
yTo B mnoarpymnme [A 3HaUMMO YBENIMYMIIOCH YUCIO JeTeid ¢ HopMaibHbiM [IMP
(p=0,000), cHu3unOCH yMcio nauueHtoB B rpymnme pucka (p=0,000) u ¢ ymMepeHHbIMU
HapymeHusimu (p=0,000).

B moarpynme IB Takke orMedanach 3HauMMas IOJIOKUTEIbHAs JUHAMMKA:
MOSIBWJIMCH JIETH ¢ HOpMasIbHBIMU TToKazatesiMu [IMP (p=0,000), yMEeHBIITUIOCH YUCTIO
aered u3 rpymmbel pucka (p=0,001) m ¢ ymepenHsiMu HapymeHusMu (p=0,004),
peOeHOK, WMEBIIMN /0 Ha3HAadeHUs JueThl rpyoyro 3anepxky I[IMP mnepemen B

KaTeropuio ymepeHHsix HapymeHui (p= 0,000) (tabmu. 24, puc. 20).
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Ta0Omuma 24.

HN3meHenuss cyMmMapHOro 0aj/ia nokasaresjieil ICHXOMOTOPHOIO Pa3BUTHA Y
00JIbHBIX ¢ (peHWIKEeTOHYpHEH 10 U HA (poHe rMNOdeHUITATAHNHOBOM IUeThI

UYucno 6onbHbIX (abc.) ¢ DKY B nmoarpynnax
[Toxazarenu IA (n=57) IB (n=38)
10 Ha QoHe p* 10 Ha QoHe p*
JIETHI JIMETHI JMETHI JMETHI
Oaubl | n % n % n % n %
Hopwma 27-30 | 41 72 | 43 75 | 0,000 - - 3 8 0,000
I'pynma 2326 | 13 | 23 | 12 | 21 | 0,000 | 12 32 13 34 0,001
pHcKa
Ywmepennsie | 13-22 3 5 2 3 0,000 | 25 65 22 58 0,004
HapyIICHHsI
I'py6as <13 - - - - 1 3 - - 0,000
3aJIepIKKa -
I[IMP

*- pasnmuuus TOKa3aTelie BHYTPH KakIOH M3 MOATPYNI IPH CPaBHEHMHM OO0 M Ha (OHE aueToTepanuu (KpuTepuit
Maknemapa X2, JKUPHBIM IpudToM BeIeneHs! 3HaueHus p<0,05.
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E[Joarpymma IA ®ITogrpymmial B

Pucynok 20. U3meHnenne cymmapHoro Oajuia mokasareiieil ICHXOMOTOPHOTO Pa3BUTHS Y OOJBHBIX C
dbenunkeronypueit moarpyni [A u IB 1o u Ha doHe ucnonb3o0BaHUUs THUNO(PEHUITATTAHUHOBOW JTUETHI
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4.4. IlcuxoHeBposornYecKas naroJjorus y 0abHbix @®KY Ha ¢pone nuerorepanuu
0oJee 1 roga

OTnaneHHble pe3yibTaThl JICUCHHS OICHUBAIMCH Ha (OHE AMETOTepanmuu ,
IpOBOIUMOII HE MeHee 3-x JeT. Pa3HooOpa3Hble INCHUXWYECKHE pPacCTPOMCTBA U
HapyILIEHUs MOBEIECHUS MOIJM ObITh yCTaHOBJIEHBI y OonbHbIXx DPKY He panee 18
MECSIIEB KU3HU, KOT/Ia B HOPME y 3J0POBBIX JI€T€ HAUYMHAIOT aKTUBHO Pa3BUBATHCS
pedeBble U KOTHUTUBHBIE PYHKIUHU, (OPMHUPYIOTCA COLMATIbHBIE 1 KOMMYHUKATUBHbBIC
HaBbIKH. Hanmnune yMCTBEHHOW OTCTAJIOCTH ONPEAENSUIA Yy MAllUEHTOB cTapuie 7 JeT.

Hapymenus ykazaHHbIXx GyHKUUNA —(QukcupoBasini Ha (OHE IUTEIHLHOTO
MPUMEHEHUSI JHETOTEpPAllMM MpPU HEMNOCPEACTBEHHOM OCMOTpPE WM OLEHHUBAIU
PETPOCIEKTUBHO MO JAHHBIM aMOyJIaTOPHBIX KapT. OTKIOHEHUS B ICUXUYECKOU cdepe
MPOSIBJSUTUCH  AIMOILIMOHAIBHBIMU U TMOBEJEHYECKUMU HapymeHusmu y 75 (27,9%)
OOJIbHBIX, YMCTBEHHON OTCTANIOCTHIO Jierko y 44 (16,4%), ymepennoit y 38 (14,1%) u
Tsokenon  cremenn  y 10 (3,7%) nanueHtoB, (GOOMYECKMMH  TPEBOKHBIMU
pacctporictBamu 'y 29 (10,9%) mamueHTOB, HEBPOTHYECKUMU paccTpoicTBamMu y 27
(10%) OonbHbIx. Crnenuduyeckue paccTpoiicTBa pa3BUTHS PEUYM U TUNEPAKTUBHBIC
pacctporictBa Habmonanuck y 11 (4%) mamueHToB, cnenu@uyueckre paccTpouCTBa
pazButust MotopHo pynkuuu y 10 (3,7%) 6onbubix. Crnenuduueckue paccTpoucTBa
y4eOHBIX HaBBIKOB OTMEUEHHI Y 62 (23%) O0JIbHBIX.

YpoBeHb 3HAUMMOCTH paznuuuil (p) uuciaa OOJNBHBIX C  OTAAJICHHBIMHU
MICUXOHEBPOJIOTUYECKUMU HAPYLICHUSIMU B UCCIEAYEMbIX MOATPYIIAX ONMpPENesscs ¢
MOMOIIBI0 KpuTepusi Puniepa (TOUYHbBINA ABYCTOPOHHHUI).

YCTaHOBIEHO 3HAYMMOE YBEIWYEHHE JOJM KaXKJIOr0 M3 YKa3aHHBIX BBIIIE
pacctpoiictB y OosbHbIXx DKV mnpu mo3IHO YCTaHOBJIEHHOM JUArHo3e€ U TMO3JHUM
ctaptom aueotepanuu (nmoarpynnsl IB u IC) no cpaBHEeHUIO C AETHMU, KOTOPbIE HAYAIIA
MOJIy4aTh IUETOTEPANHIO CBOEBPEMEHHO (roArpymnmna [A).

CrexTp HEBpPOJOTUYECKHMX HapylleHud B coorBeTcTBUM C kKojgamu MKB-10,
YUCJIO JIeT€d C BBISIBICHHBIMM PACCTPOMCTBAMU M YPOBEHb 3HAYUMOCTU KpUTEpHUS

durepa npeacTaBiaeHbl B TabuIe 25.
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TaOmuma 25

Yucao 00abHBIX DKY ¢ BBISIBJIeHHBIMHA NMCUXOHEBPOJOTHICCKUMH HAPYIICHUAMU

Ha (l)OHe AJIATECIIbHO HpOBOIlHMOﬁ AUETOTEPAIINHA

[Toarpymmel
Koza mo MKB-10 IA (n=189) | IB (n=68) IC (n=12) p*
n | % n | % n | %
V' Ilcuxudeckue pacCTpONCTBA U PACCTPONCTBA TOBEACHUS
F40 doOuueckre TPEBOKHBIC 10 5 10 15 9 75 0,000'
paccrpoiicTBa 0,375°
0,005
F48.0 | HeBpoTuueckue 10 5 13 19 4 33 0,027
paccrpoiicTBa 0,329
0,001°
F70.0 | YmcTBeHHas OTCTAIOCTH 13 7 27 40 4 33 0,002’
JIETKOM CTEIICHU 0,8832
0,005
F71.0 YMCTBEHHAas OTCTAIOCTh - - 33 49 5 42 0,0001
yMEpEeHHas 1,000°
0,000’
F72.0 | YMmcTBeHHas OTCTAIOCTh - - 8 12 2 17 0,001"
TsDKenas 0,5492
0,000
Crnenuduueckue - - 9 13 2 17 0,000’
F80.0 | paccTpoiicTBa pa3BuTUS 0,693
peuH U s3bIKa 0,000’
Crneunduueckue - - 17 25 5 42 0,001"
F80.1 paccTpoiicTBa yueOHbIX 0,449
HaBBIKOB 0,0103
Crneuunduueckue - - 8 12 2 17 0,001
F82.0 | paccTpoiicTBa pa3BuTUS 0,549
MOTOPHOM (PYHKIIMU 0,001°
T HITepaKTHBHOE - - 6 9 1 8 0,043'
paccTpoMCTBO, 1,0007
FR4.4 coquanmeuecsl c 0,0083
YMCTBEHHOH OTCTaJIOCTBIO U
CTEPEOTHITHBIMH
JIBUKCHUSIMU
F90-98 | OMonmoHanbHbIC 13 7 53 78 9 75 0,0411
paccTporcTBa U 0,868
paccTpoicTBa MOBEJICHUS, 0,019
HaYMHAIOIIHUECS OOBIYHO B
JETCKOM U IIOJIPOCTKOBOM
BO3pacTe

w oo~

*

- paznuuus Mexay noarpynnamu IA u IB.
- pasnmuums Mexxy noarpynnamu IB u IC
- pasnuuus Mexy noarpynnamu [A u IC
- )XMPHBIM IIPU(PTOM OTMeueHbI 3HaueHus: p<0,05.


http://mkb-10.com/index.php?pid=4001
http://mkb-10.com/index.php?pid=4441
http://mkb-10.com/index.php?pid=4441
http://mkb-10.com/index.php?pid=4441
http://mkb-10.com/index.php?pid=4441
http://mkb-10.com/index.php?pid=4441
http://mkb-10.com/index.php?pid=4441
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Kak cinemyer w3 Tabmuubl 25 49uciao OOdbHBIX C  (QoOMUECKUMH U
HEBPOTHMYECKUMHU  PacCTpPOMCTBaMM,  JIETKOM  YMCTBEHHOM  OTCTaJOCThIO U
HSMOLIMOHAIBHBIMH ~ paccTpoiicTBaMu  Obulo  3HauumMo  MeHblne  (p<0,05) mnpm
CBOEBPEMEHHOM JMAarHOCTUKE M Haudaje JjedeHus (monarpynmna [A) mo cpaBHEHHUIO
NalUeHTaMH, y KOTOPBIX 3a00jieBaHUE OBLIO BBISIBICHO B TO3JHHE CPOKHM Ha (oHe
pa3BepHYThIX KiIuHU4Yeckux cumntomMoB (moarpynnsl IB u IC). IlanuentoB c
YMCTBEHHOM OTCTaJOCTBIO CpeAHE U TSKEIOW CTeleHH, creuupuuecKumMu
pPacCTpONCTBaMH Pa3BUTHS PEUH, YICOHBIX HABBIKOB U MOTOPHBIX (DYHKIIUH, a TAaKKE C
TUIIEPAKTUBHBIMU PAaCCTPOMCTBAMH, COYETAIONIUMHUCA C YMCTBEHHOM OTCTAJIOCTHIO U
CTEPEOTUITHBIMU JBMKEHUSIMU B noArpymnne [A He ObUIO BBISIBICHO. Y Ka3aHHbBIC BHUJIbI
MaTOJIOTMH ObUTM BBISIBIEHBI y OosibHbIX noarpynn IB u IC, uro mmeno 3Haunmbie
pazimuuust no cpaBHeHuto ¢ noarpymmnou [A (p<0,05). Hanmume B moarpymnme IA
MAIMCHTOB C MOBEACHYNCKUMHU M TICUXUICCKUMH PACCTPONCTBAMU MOYKHO OOBSCHUTH
HEYJIOBJIETOBPUTEIbHON KOMIUIAEHTHOCTBIO BCJIEJICTBUE HM3KOTO 3KOHOMHUYECKOTO MU
COLIMAJIbHOTO YPOBHS CEMBHU.

Inexmposnyeganocpaguueckoe obcredosanue, nposeraeHHoe 80 OOTBLHBIM Ha
(GoHE MIUTETHHO MPOBOAUMON JTUETOTEPANHUH YCTAHOBUIIO, YTO U3 42 00CIe0BaHHBIX
MalurMeHToB noArpynmnsl [A (cBoeBpeMeHHO BbIsiBIIEHHbIE 00JibHBIE) ¥ 19 (45%) Ha DOT°
UMEIH MECTO TPHU3HAKA HE3PEJOCTH CPEAMHHBIX CTPYKTYp MO3ra, aKTHBAIHS
mudHIehaTbHBIX CTPYKTYp U nuddys3Has ne3opranuszainus anbda purma, dUTO
paccMaTpuBajoCh KaK BapuaHT HOPMBI TPH OTCYTCTBUHU JKajlo0 M KIMHUYECKUX
cuMnTomMoB; U3 38 GonbHBIX Toarpyi IB u [1C (mo3aH0 ycTaHOBICHHBINM 1UAarHO3) y 7
(18%) mnanmueHTOB BBISABISAJIACH TUIICAPUTMUSL B COUYETAHUM CO CHAMK-pa3psiaMH,
COTIPOBOXAABINASACA SIMU30JaMH CYIOPOXKHBIX MPHUCTYMOB TONBKO Yy 2 B3pPOCIBIX
o6ompHbIX, Yy 31 (82%) mnammenta (UKCHUPOBIUCH JAe30praHu3amus aibda-puTMma,
TTOBBIIIICHHBIN OTBET Ha THICPBCHTHIISIIHIO, MOJTUCTIANK-Pa3psIibl,
BBICOKOAMIUINTYHbIE O€Ta-BOJIHBI, KOTOPBHIE HE COMPOBOXKIAIUCH KIMHUYECKUMU
CYJIOPOKHBIMH TPUCTYTIAMHU.

OO6cnenoBaHne C MOMOUIBI0O MAarHUTHO-PE30HAHCHOM TOMOorpadguu  ObUIO

npoBeneHo y 17 nmauueHToB (5 noapoctkoB u3 noarpynmnsl 1A, 4 — u3 noarpymims! 1B u
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8 B3pocinblx mauueHtoB u3 noarpymnmbl [C) ¢ mo3gHO AMArHOCTUPOBAHHBIM
3a007€BaHUEM M JUIUTEIBHO HAXOJAIIMXCS HAa PACIIMPEHHOW IUETE C YBEJIWYCHUE
KBOTHI HATYpaJIbHOTO O€JKa M COOTBETCTBEHHO MHINEBOro (eHmmamannHa. [Ipu stom
[Ipu3Haku NepUBEHTPUKYISPHON JieHKonaTuu ObUTK BbIsIBIEHBI y 7 (41%) O60onbpHBIX: 1
ManKreHT noArpynnsl [A, yacto Hapymaromui 1ueTy nocie 1 roga xKu3Hu, 2 MoIpOCTKa
noarpynmnsl [IB u 4 B3pocnbix nanuenta. [lomydeHHbIE pe3ynbTaThl MOITBEPKAAIOT
NAHHBIE, YTO JJIUTEIbHAs OSKCIO3UIUS AaHOMAJIBHO BBICOKMX KOHUEHTpALHA
(deHunananuHa y O0JILHBIX B Bo3pacTe 0 10 jeT oka3pIBaeT MOBPEKIAIOIICE NCHCTBHEC
Ha CTPYKTYpPhI TOJIOBHOTO MO3Tra

Knunuueckuti npumep: 6ononas J[.U. 14 nem. JluarHo3 (QPeHUIKETOHYpUS
YCTAHOBJICH [0 HEOHATAJbHOMY CKPUHHUHTY, ypOBEHb (PEHWIaIaHMHA Ha PETECTE
27,6mMr%, renotunt R408W/R408W, nuetnueckoe jeueHre HayaTo B Bozpare 1 mec 10
nHen. Jlo 4-X MecsSYHOro BO3pacTa IoJiyajia rPyJIHOE MOJIOKO U CIIEHUAIN3UPOBAHHYIO
CMECh aMHHOKHCIOT, Jjajee ObLI BBEJACH IMPUKOPM, B TEYCHHUE IMEPBOTO roja >KU3HU
amu30/1b1 oBbITIeHUS DA B KpoBU 0TMeUaInCh 3 pasa: Ha (poHe mpope3biBaHus 3y00B U
OPBHU, ypoBenb (enunananuHa koisebancs ot 2,7 g0 8, 9 mr%. Pannee pa3Butue
COOTBETCTBOBAJIO ~ BO3pacTy: TOJIOBY  JepxkaTb  Hawyana  1,5-2  mecsdmaw,
MepeBOpaynuBaeTCsl Ha XKUBOT M oOpaTtHO ¢ 4,5 McsleB, moyi3aTth ¢ 7,5 MecIeB,
MPUCAKUBAETCA CAMOCTOSITENIBHO C 7 MECSIEB, CTOSATh y onopsl ¢l0 mecdies, genarth
nepBble maru — ¢ 1 mecsues. [locne 1 roma KW3HU B AMETOTEPANHUHU UCIIOIb30BAIH
CIIeMATU3UPOBAHHBIA TIPOAYKT 0€3 (heHMIalaHMHA C BBICOKUM COJIepKaHueM Oerka,
€ro IMpUEMbl COKpPAaTUIUCh C 5 pa3 10 2-3 pa3 B CYTKH, YYACTWIHCH DIU30bI
nopeimeHuss @A kpoBu 10 7-10Mr%, ormeuanach 3ajepkKka pedyeBOro pa3BuTHs. B
JOIIKOJIBHOM M MJIQJIIIIEM IIIKOJIBHOM BO3pacTe KOHTPOJIb 3a IUETOTETAUEH CHUBMIICS,
¢bukcupoBanmuck noabemsl ypoBHs DA 1o 14,7 mr%. B Bo3pacte 12 nmet Opatunuce ¢
*ajgo0aMu Ha TOJOBHbIE O0O0JIM, TPYIHOCTH B OOydeHHH, PEOCHOK TIEpeBE/ICH B
koppekimoHHyto mkony VIII Buma. Ilpu mposenennn MPT oOnapykeHa kapTuHa

nerikonatuu (puc.21 -22).
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Pucynok 21. Kaptuna MPT Oonbnoit @KV JI.M. 14 ner, cucremaTHuecku HapyllaBLICH AUETy B
JIOUIKOJIBHOM M IIKOJBHOM BO3pacTe: CTpeJIKaMU IIOKa3aHbl O0JIACTH IE€PUBEHTPUKYIISIPHON
neiikonatuu (pexxum AX T2 FLAIR).

Pucynok 22. Kaptuna MPT 6onbaoit ®KY JI.U. 14 ner, cucremaTHuecku HapyllaBLIeH AUETy B
JOUIKOJIBHOM M IIKOJIBHOM BO3pacTe: CTpEJIKaMU TMOKa3aHbl O0JIACTH TEPUBEHTPUKYIISIPHON
neiikonatuu (pexum AX T2).

Takum oOpa3oM, OIlEHKa IICUXOHEBPOJIOTYECKOTO CTaTyca IMalUueHTOB C
(eHUIKeTOHypun  MOKaszaja, 4YTO /0  Hayaja  JUeToTepanuu  OOJIbHBIE,
AMArHOCTUPOBAHHBIE MO  HEOHATaJbHOMY CKPHHHMHTY, HE HMMEIU TIpyObIX

HEBPOJIOTNICCKUX HapymeHHﬁ, 3a UCKJIFOUEHHUEM HEOOJIBIIIOro Yynucia HGTCﬁ, Y KOTOPBIX
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NaTOJIOTUYECKUE CHUMITOMBI CO CTOPOHBI HEPBHOW CHCTEMBbI ObUIM OOYCIOBIICHBI
TUNOKCHYecKu-uemMuueckum nopaxenuem [[HC B mnepunarambHOM nepuoge. Y
MAIMEHTOB C MO3JHO YCTAaHOBJEHHbIM AuarHo3om @KV ormeuanuch BbIpaKEHHbBIC
HapylIeHUsI CO CTOPOHBI HEPBHOW CHUCTEMBI W CHMITOMBI pErpecca paHee
MPUOOPETECHHBIX HABBIKOB.

Ha (<¢one maroreHeTnueckord THUNOPEHUIAIIAHWHOBONH JWETHI  BBISBIICHA
MOJIOKUTENIbHAS. JUHAMUKA COCTOSHMs OoJiblimHCcTBa marnueHtoB ¢ OKVY, ognako, y
MO3JTHO JTMarHOCTHPOBAHHBIX OOJIBHBIX, HECMOTPS Ha TPOBOAMMYIO TEpPAIHIO, YaIle
OTMEUYAJIUCh SMOIMOHAJIBHBIE, MOTOPHBIE M AayTHCTUKOIOJOOHBIE pPACCTPOICTBA,
HapylIeHUs1 pa3BUTHS pPEUYHd, a Yy MAIMEHTOB CTapIIEro BO3pacTa ICUXUYECKUE
paccTpoiicTBa M HApyUIEHUSI TOBEACHUS, BKJIOYas YMCTBEHHYIO OTCTAJIOCTb.
Hapymienuss cTpykTypbl 0enoro BelecTBa TOJOBHOTO MO3ra OTMEYAJMCh Kak Yy
OOJIBHBIX TIPU TMO3/IHO YCTAHOBJIEHHOM JIMarHO3€, TaK U Y CBOBEPEMEHHO BBIBSIJICHHBIX
OOJBHBIX MPU HU3KOM KOMIUIAEHTHOCTH K JICUSHHUIO B PAaHHEM M JIOIIKOJIBHOM BO3pacCTe.
4.5. KauecrBo :xu3Hu 00JbHbIX ¢ ®KY Ha ¢QoHe IHUTEJHHO NPOBOAUMOM
AHETOTEpANINHU

B uccnenoBannu xauecTBa )KU3HU OOJIBHBIX MPUHSUTH ydacTre 64 mapbl (peOeHOK
¢ @KV u ogun u3 ero poautenei) u3 13 ropoioB 1 HaceNEHHBIX MyHKTOB Poccuiickoi
®enepanuu, pacnosiokeHHbIX B 4 denepanbHbIX OKpyrax. beuio omnpomreHo 25 map u3
Hentpansroro (110), 24 -u3 Ypansckoro (YO), 9 - u3z IOxnoro (FOO) u 6 - u3
[IpuBomkckoro (IIO0) ®enepanbubix okpyroB Poccun. Ha MomeHT Hayana
uccnenoBanus (stHBaph 2009 1.) FOxHbIE m CeBepokaBKa3CKHil OKpyra He OBLIH
paszielieHbl U paccMaTpUBaINCh Kak equHbii FOxHbIN okpyr. Bece pecrioHaeHThl Janu
MH(POPMHUPOBAHHOE COTJIACHE Ha ydyacTue B uccieaoBaHuu. Cpelin ONpOIICHHBIX JIeTeH
o010 33 nmeBouku M 31 MagbuyMK, CpeIHHMM BO3pacT OOJIBHBIX cocTaBua 9,19+2,79 ner
(konebanus ot 5 mer po 13,5 mer). 53 (82,8%) pebdenka c¢ DKY, xoTopsim
aueToTepanus ObUTa Ha3HaYeHa CBOEBPEMEHHO, OTHeCeHBI B moarpymmy 1A, 11 (17,2%)
JieTeN ¢ MO3/IHO HayaToM Tepanuen — B noArpymnmy IB.

Pe3ynbpTaThl aHKeTUpOBaHUS OOJIBHBIX JETEH W HUX POJUTENEH CpaBHUBAIU C

JaHHBIMH, ITOJIYYCHHBIMU PAHCC IIPU aHAJIOTUYIHOM OIIPOCC 3A0POBLIX ,HeTeﬁ TaKoOIo K€
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BO3pacta U ux poaurteneit [12]. Yucno oOciae0BaHHBIX JIE€TEH U POIUTENICH B IpyImax
®OKYVY u 310pOoBBIX OBLIO PAaBHO3ZHAYHBIM.

Jlnst  cratucThdeckod OOpaOOTKM W BBHISBICHUS PA3IHUAA OBLUTH BBIICICHBI
cieAyroIue mpu3Haku y 60JbpHbpIX OKVY:
- o)1 manyeHTa (MaJbUuKU U JICBOYKH);
- Bo3pacrt (5-7 ner, 8-12 ner, 13-14 ner);
- pervoH nipoxkuBanus (4 penepanbHbIX okpyra Poccun);
- ypoBeHb (peHWIAaHWHA B CBIBOPOTKE KpPOBH, OIpPEHCIsIeMbId 10 Hadajaa
nuetnyeckoro gedeHus (auxke 20 Mr% wnm Beimie 20 Mr%);
- BpeMs Hadayia JUEeTUYECKOTO JICUCHHS (CBOEBPEMEHHOE - JIO0 3-X MECSYHOI0 BO3pacTa
WJIU TIO3]THEE - TTOCTE 3-X MECSIIEB KU3HU);
- YpPOBEHb (heHUJIaJIaHWHA B CBIBOPOTKE KPOBH HA MOMEHT OIPOCa;
-IIPUBEPKEHHOCTD JICYEHUIO (YOBICTBOPUTEIbHAS WA HEYIOBJIECTBOPUTEIbHAS ).

Jlo Havayia TUeTUYECKOTO JICUCHHUST YPOBEHb (heHUJIAIAaHMHA Y BCEX IMAIIUEHTOB C
®OKYVY cocraBun B cpenHem 23,8+6,27 mr%, B moarpymme IA - 23,6+6,37 mr%, B
noarpynme IB - 25+5,53 mr% (p=0,886). Ha momeHT ompoca cpeanee coaepxkanue GA
B KpoBU O00ibHBIX ObLTO 10,0+5,12 Mr% m 12,0+£5,34 Mr% COOTBETCTBEHHO, YTO HE
MMeEJIO 3HrauuMbIX paznuuuit (p=0,887) (Tabm. 26).

Ta6auma 26

YpoBeHb (PEHUTATIAHNHA B CHIBOPOTKE KPOBH 00JIbLHBIX (PeHUIKETOHYpHEll B
3aBHCHMOCTH OT BO3PacTa HA4YAJIa JIeYeHH

[TapameTpsl Honrpyrrs: p*
IA (n=53) 1B (n=11)
BospacT Hauana M=o 1,18+0,54 16,1£14,7
Min 0,5 7,5 0,013
nedeHus (Mec)
Max 2,5 39,0
Yposens OA M=o 23,6+6,37 25+5,53
(Mr%) 1o Min 21,1 19,9 0,886
AUCTOTCpAITHNA Max 37,5 38,0
VYposenr ®A M=o 10,0+5,12 12,0+5,34
(Mr%) Ha Min 2,9 4,1 0,887
MOMEHT ompoca | Max 17,2 19,2

*- pazmuus Mexay noarpymnamu IA u IB crarucriuyeckn 3HaunMel npu p<0,050 (xpurepuit Mana YurtHu,).

[IpuBepKEHHOCTh UETUYECKOMY JIEYEHUIO (KOMIUIAMHC) B CEMbSX OOJIbHBIX

OKYV Oblna ompeneneHa Ha OCHOBAHUHM YpOBHS (heHWJIAlaHMHA B KPOBHM HA MOMEHT
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ompoca (BbllllE WJIA B TMpeaeiax BeIUYUH, JAOMYCTUMBIX 1Js OosbHbIX DKV,
MOJIYYAIOIINX JUETUYECKOE JIEYEHUE) M pe3ybTaTOB oOIpoca JieyalluxX Bpayei.
KommnaitHe cuuTancst y1oBIE€TBOPUTEIbHBIM MIPU MOBBIICHUU YpOBHSI DA B KpOBHU Ha
25% wu Ooznee BbIIIe JOMYCTUMBIX 3HAYEHUHW HE dame 2 pa3 B Toj, Kak
HEYZOBJIETBOPUTEIBHBIN — Yallle 2 pa3 B rOJ.

Y CTaHOBIIEHO, 4YTO HAa MOMEHT MPOBEACHUS HWCCIEAOBAHUS U3 53 Jnereu
noarpynisl [A 34 (64%) nauuenta umenu nokasarenn @A ChIBOPOTKH KpoBH HIke 10
Mr%, 4TO COOTBETCTBOBAJIO 3HAYEHUSM, TOMYCTUMBIM sl 00nbHBIX DKV mIKonbsHOTO
Bo3pacta, y 19 (36%) OonbHbIX conepkanne DA B kpoBu Obuio Bhime 10 mr%, 4ro
MPEBBINIANIO JomycTUMbIe 3HaueHus. Y 4 (36%) nanuentoB noarpynmnsl IB (¢ mo3muum
HayajoM JieueHHs) ypoBeHb DA Haxoawics B Mpejaesiax AOMYCTUMBIX BEJIWYUH, Yy 7
(64%) Oonpubix mpeBbiman 10 mr%. CpaBHenuwe ¢ ToMolbl0 Kputepusi Duiiepa
II0KA3aJI0, YTO Pa3JIMYMsl B KOMIUIAEHTHOCTH NanueHToB noarpynn [A u IB Ha MmomeHT
orpoca ObUTH HEe 3HAaUUMBI (Tabi1. 27).

Tabmuna 27

IToxa3aTenn NMPUBEPKEHHOCTH JTUETUIECCKOMY JICYCHHUIO ITAIIMCHTOB C
eHmmeTOHypneﬁ HAa MOMCHT aHKCTHPOBAaHMUSA

Bcero [Toarpynnel N
KOMILIaeHTHOCTD (n=64) IA (n=53) IB (n=11) p
n % n % n %

Yposenb DA BbIIIIC
10 mr% 26 41 19 36 7 64 1,000
(He KOMIUJTAa€HTHBI)
VYposenb QA Huxe
10 Mr% 38 59 34 64 4 36 1,000
(KOMILITaCHTHBI)
*- pazmuns Mexxay noarpynnamu IA u IB (kputepuit Mana YuTHn,).

CoriacHO OIIEHKE JIeyalluxX Bpaueid, cpeau aeted noArpynmsl A (CBoeBpeMEHHO
HayaBIUX nauetndeckoe jeudenue) 41 pedbenok (77%) wmen ymaoOBIETBOPUTEIHHBIN
KOMIUTAHC, HEYJIOBIETBOpUTENbHbIA - 12 nereir (23%), B moarpynmne IB (mo31HO
YCTaHOBJICHHBIN NMArHo3) MAIlMeHTOB C yAOBJICTBOPUTEIBHBIM KOMILJIAHHCOM OBLIO 6
(55%), Hey1OBIETBOPUTENBHBIM - 5 (45%).

Takum oOpazoM, 1o MHeHuto Bpaued, 47 (73%) naunueHtoB u3z 64
oOcnefoBaHHbIX Oo0JibHBIX DKV wuMmenu yaoBIETBOPUTEIbHBIM KOHTPOJIb JICUECHHUS.

OpnHako, aHamM3 aHKET PECHOHACHTOB (OONBHBIX JETEH W WX POIUTENCH) YCTaHOBHII,
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YTO Ha MOMEHT ompoca Toidbko 38 (59%) mnamuentoB c¢ @OKY  sBusmuck
KOMIUIA€HTHBIMH, T.€. COOJIIO/IaN HaJUIekKAILYI0 AUETY U NOJIJEpKUBAIU ypoBeHb DA
CBIBOPOTKM KpPOBH B JOMYyCTUMOM JAuana3oHe. llomyueHHble pa3nuuusi OBUIM HE
3HauuMbl (kputepuit @umepa p=0,548). CpaBHEHuE MOKa3aTeiaeil KauecTBa MKU3HU
nereil ¢ ®KVY no renaepHOMy NpH3HAKY HE BBISIBWIO 3HAYMMBIX Pa3iuduil (KpUTEpUil
Manna VYutau p=0,345). CpaBHuTenbHas OLIEHKA TMOKa3aTene (HU3HUecKoro,
IICUXOCOLUAIBHOIO (PYHKIIMOHUPOBAHUS U CyMMapHOro ooiero Oaijia ycTaHOBUIIA
CTaTUCTHUYECKM 3HauMMble paziauuus (kpurepuid Manna Yutau p=0,000) mexnmy
00apHbIMU DKV 1 310pOBBIMH JIETEMU 10 BCEM UCCIIEyEMbIM NapaMeTpam (Tadd. 28).

Tabaunia 28

CpaBHeHue nokKa3aTeJieil KauyecTBa )KM3HU NAIUEHTOB ¢ GeHNIKeTOHYpHel U UX
310POBBIX CBEPCTHUKOB (B COOTBETCTBHM C AHKETAMM JeTeil)

MennaHa,
IToka3arenu HYDKHUH U bonbabie ®KY | 3nopoBbie AeTu %
KAa4eCTBA KU3HU BEpXHUU n=64 n=64 p
KBApTHJIU

Me 76,5 87,0
®dusnueckoe GyHKIIMOHUPOBAHUE 75 62.7 81.0 0,000*
(PD) 75 87,0 92,3

Me 65,0 80,0
OMOIMOHAIIBEHOE o 25 50,0 70,0 0,000%*
¢yHkuonuposanue (D) 75 75.0 90,0

Me 70,0 90,0
ConuanbHoe QYHKIIMOHUPOBAHUE 75 513 750 0,000%*
(Co) ’ ’

75 83,8 95,0
OYHKIIMOHUPOBAHUE B Me 57,5 80,0
IIKOJIe/IETCKOM Cajly UM POJIEBOE 25 45,0 66.3 0,000*
¢bynkunonnpoBanue (DIII) 75 70,0 90,0

Me 67,4 82,0
O6mwii 6amt (OB) 25 55,7 76,0 0,000*

75 76,9 87,0

*- pa3nuuus mokaszarenei Mexxay rpynnamMu 60mbHEIX PKY 1 310poBBIX AeTeH, KUPHBIM MIPH(GTOM OTMEUECHBI 3HAUCHHUS
p<0,001.

Hpe,JICTaBJ'IeHHBIe B Ta6JII/IL[e JaHHBIC CBUACTCIBCTBYIOT O KOMMYHHKATHBHBIX
TpynHocTsx OombHbix @DOKY mnpum  oOmeHun co CBEpCTHUKAMH, MpolIemMax
B3aMMOIIOHMMAaHHUA B KOJUICKTHBE KW BBICOKOM PHUCKE (1)0pMI/Ip01 \HUSI HEaACKBATHOM
CaMOOILICHKH. bonee Hu3kue OasIbI POJIEBOT'O (l)yHKIII/IOHI/IPOBaHI/ISI (06HICHI/IC " 3aHATHA
B JCTCKOM caz[y/uncone) YKa3bIBalOT Ha CHHXXCHHEC KOHLCHTpAllMKM BHHUMAaHUA Y

oonpHbix DKY gereil, HapyllleHHE NPOLECCOB NaMATH, TPYAHOCTU BOCHPHUSITHUS
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MaTepuaia ¥ BbBITIOJHEHUs] y4eOHBbIX 3aJaHui, Ooyiee YacTble MPOMYCKH 3aHSATHH IO
NPUYKHE MJI0XO0TO CAMOYYBCTBHS M HEOOXOJUMOCTH OOpallleHus K Bpady.

C 1enpio BBISBICHUS BO3MOKHBIX M3MEHEHUN KadecTBa *U3HU 00JbHBIX DKV B
BO3PAaCTHOM aclieKTe ObLJI0 TPOBEICHO CpPaBHEHHME PE3YyJbTaTOB AaHKETUPOBAHUS
ManyeHToB B Bo3pacte 5-7 net (n=10) u 8-12 net (n=52), BBUIY OYEHb MaJION BEIOOPKHU
(n=2) ankets! Aeteit 13-14 et fTaHHOMY aHaNM3y HE MOJIBEPTaIUCh.

YCTaHOBJIEHO CTATUCTUYECKH 3HAUYUMOE CHWKEHHE OaioB (U3MUECKOTro
(p<0,05) u ouenp 3HaunMoe cHmxeHue (p<0,01) amormoHaNTBEHOTO (HYHKIIMOHUPOBAHHUS
IIPU CPaBHEHUM HcCCIIeyeMbIX Tokazarened nered ¢ @KY B Bo3pacte 5-7 7ner co
3I0POBBIMU JIeTbMU. Y OOJIBHBIX B Bo3pacte §8-12 neT pa3iaudusi OTMEUYaIuCh MO BCEM
MOKa3aTesisiM, B TOM YKCJIE 110 COIMAIbHOMY U POJIEBOMY (DYHKIIMOHUPOBAHMUIO.

OTMe4eHO, YTO MO MCUXO3MOIMOHAIBLHOMY 3710poBbi0 (DD, CO, DII), u
obOmemy Oanmny KaudecTBa Xu3HM manueHThl ¢ PKY mIKOIBHOTO BO3pacTta HMENH
MakcuMaibHO 3HaunMoe (p<0,001) oTiuyme OT CBOMX 370POBBIX CBEPCTHUKOB. [To DD
65 6amioB npu OKY nportus 80 y 3m0poBbix, o CO 65 npotus 90, mo DI 60 nmpotus

80 u mo Ob 69 npotuB 82 cOOTBETCTBEHHO (puc. 23).

90

80 1

75 |

70 ¢

OaJuIbl
|
|

65 ._-_ = 2(1)

60 | —1

55 |

50 f

45 ' : :
1 2 3

TPYNIbI 1eTel
Pucynok 23. CpaBHuTenbHas AuarpaMMa I10Ka3aTesled IMCUXOIMOLMOHAIBHOIO 310POBbsl TPYIIIBI

3nopoBbIx nereit (1), 6ompabIx DKV B Bo3pacte 5-7 net (2), 6oapabx DKV B Bo3pacte 8-12 met (3).
[IpencraBnensl Mmeauansl, 25;75 NPOUECHTUIIN.
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Anamu3z KK B moarpynmax ¢ pa3HbBIMM CpOKaMHU Hauaja JICYEHHs IO0Ka3all
TEHJCHLMIO K 00Jiee BBICOKOMY YPOBHIO ITOKA3aTeJeil KayecTBa XU3HU Y OOJIBHBIX, Y
KOTOPBIX JIEUEHHE ObUIO HA4YaTo A0 3-X MECALEB KU3HH, MPH 3TOM CTATHCTUYECKUE
pa3nuuus ObUIM OYEHb 3HAUYMMBI [0 IOKA3aTEII COLUAIbHOE (PYHKIIMOHUPOBAHUE
(p<0,01) m 3HaUMMBI MO TMOKa3aTeno (YHKIUOHUPOBAHHE B IIKOJE/AETCKOM caxy
(p<0,05). HecmoTpss Ha paHHHE CpPOKH JICUCHHUS Y JIaHHOW TPYIIbl MAI[MEHTOB
COXPAHSJIUCh CTATUCTUYECKH 3HAUMMBbIE PA3JIMYUsI OTHOCHUTEIBHO 3JI0POBBIX JETEH

(puc.24).

90

80

70

60

OasIbl

50 \_> I ®

40

30

IpyIIbL JeTel

Pucynok 24. CpaBHeHHE KauecTBa XU3HU OOJIbHBIX C Pa3HBIMU CPOKAMH JICUCHHS: PaHHEE JICUCHHE
(1), moznuee neyenue (2).  I[IpencraBieHsl MeauaHsl, 25;75 NPOLIECHTUIIH.

KoppensaunonHeiii  aHaiM3 TO3BOJIMJI  BBIIBHTH  OOpaTHYHO  3aBHCHMOCTH
napameTpoB TICUXOCOIUATBFHOTO 3II0POBbBsI (coumanbHOE U poJeBoe
(GYHKIIMOHUPOBAHKE) OT CPOKa Hadajla IUETOTEepanuu. Y CTAaHOBJICHO, YTO YEeM TO3KE
HA4yaTo JICUCHUE, TEM HIDKE TIOKA3aTeN COLUAIBLHOTO M POJIEBOTO (hYHKIIMOHUPOBAHUS
nereit ¢ ®KY. Koadpdumment xoppensiun Crimpmena cocrasui 1y = -0,336 (p<0,001)

Ui coluanbHoro  QyHkumonupoBanuss u  r=-0,251 (p<0,05) gns poaeBoro
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(YHKIMOHUPOBAHUSL B JIETCKOM Caiy/IIKoJie. YcTaHOBJeHa ciabas (yHKIMOHATIbHAs
CBSA3b MEXIY BO3PAacTOM TMAaIlMEHTa W POJEBbIM (YHKIMOHUPOBAHUEM: YEM CTapile
maruenT ¢ KV, Tem Hmke ObLIM MOKAa3aTeIN €Tr0 aJanTalu B KoiekTuse r,—-0,205
(p<0,05).

B mporecce ucciaenoBaHus BBISBJICHBI 3HAUMMBIE Pa3JIMuvs KAauecTBa >KU3HU
OOJBHBIX B 3aBUCHMOCTH OT PEeTHOHA MpOXHBaHWsA. Tak mokasarenu ¢usmdeckoro (73
6ama), smormoHanasHoro (60 6annoB), comuanbHoro (60 0anIoB) GYHKIIMOHUPOBAHUS
u obmero Oamna (62,5 OamtoB) y OONBHBIX Y PalbCKOTO OKpyra OBLIM HUXKE IO
CpPaBHEHHUIO C TaKOBbIMH Yy mainueHtoB llentpamsHoro oxpyra (87, 65, 70,76 GamnoB
COOTBETCTBEHHO). YPOBEHb 3HaUMMOCTH KpuTepuss Manna Yutau mia OO, O30, Ob
coctaBui p<0,05, st CP p<0,001. Y mannenToB n3 [IpUBOIKCKOrO OKpyra OTMEYEHO
3Haunmoe (p<0,05) camxenue pusndeckoro (73 6) GyHKIIMOHUPOBAHUS B CPABHEHUU C
nauventamu LlenTapiasHoro okpyra (87 0). 9To0 MOXET OBITh OOBSCHEHO TEM, YTO IO
CpaBHEHUIO ¢ manueHTamu u3 LleHTpaabHOro okpyra JjieueHue OOJIbIIMHCTBA OOMBHBIX
OKY u3 Ypansckoro u [IprBomKCKOro OKpyroB ObUIO Ha4YaToO B 0oJiee TIO3AHUE CPOKHU
M3-32 YJAJIEHHOTI'O PACMOJIOKEHUS HACEJIEHHBIX MYHKTOB OT MEIUKO-TEHETHYECKUX
LEHTPOB, YTO B JAJbHEUIIEM TAaKXKE MOXKET SABJIATbCA NPUUYMHOW HU3KOU
KoMmrutaeHTHOCTH. Kpome Toro umenu mecto (akThl NepepbiBa B JUETOTEpANuU U3-3a
BPEMEHHOTO OTCYTCTBUSI CIIEIIUATU3UPOBAHHBIX MPOIYKTOB.

AHanu3 aHkeT poautenedt 6onpHBIX DKV He BBISBWI 3HAUUMBIX Pa3IUYUl C
OTBETaMHM HUX JETEH, UTO CBUJETEIbCTBOBAJIO OO0 aJCKBAaTHOW OLIEHKE pPOJIUTEISIMHU
(U3UYECKOTO U TICHXOIMOITMOHAIBHOTO COCTOSHUS cBoux jeTeil. OreHka KadecTBa
KU3HHA JeTedl pomurtensMu OonbHbIX DKY Obuia 3nHaumMmo Hmke (Kputepuii Manna
YUTHM) MO BCeM MOKa3aTesisiM B CPAaBHEHHHM C TaKOBOM POJUTENISIMHU 3JI0POBBIX JIETEH:
DD (p<0,05), 3D, CO, ®II u Ob p<0,001 (Tabdmn. 29).

AHanm3 peruoHalbHbIX ocoOeHHocTer KK mo pesynbpTaTtaM aHKET poauTeseit
oonpHBIX @KV moaTBepaui 3HaUMMOE CHIDKEHHE coruaiabHoro (p<0,05) m poieBoro
(p<0,05) GbyHKIMOHUPOBAHUS y MAIMEHTOB YPaJbCKOTO OKpPyra MO CPaBHEHHUIO C
[leHTpanbHBIM  OKpPYroM, a Takke BbIIBUI  0ojiee  HU3KOE  COLMAIbHOE

¢dbynkuuonupoBanue (p<0,05) mereit ¢ @KV, npoxuBaromux B YpaabCKOM OKpPYyTre IO
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cpaBHeHUt0 ¢ mnaunueHtamu HOkHoro oxpyra. Paznuums mno ¢Qusmyeckomy u
AMOIIMOHAILHOMY (PYHKIIMOHUPOBAHUIO MAI[UEHTOB M3 PA3JIMYHBIX OKPYroB OBLIU

CTaTUCTHUYCCKH HC 3HAYMMBI.

Tao0muna 29

CpaBHeHHE Ka4eCTBA 'KU3HU AeTel ¢ (PeHUIKEeTOHYpPHel M UX 3I0POBBIX
CBEPCTHUKOB (B COOTBETCTBHHU C AHKETAMM MX POJAUTEJIEH)

Ilokazarenu MenaHa, Ponurenu Ponurenu
KadecTBa KU3HU HYKHUAHN U nereu 300POBBIX p*
BEPXHUU c OKY aereu
KBapTWIH n=64 n=64
dusnyeckoe Me 75,0 84,0
(GYHKIMOHUPOBAHHE 25 63,5 68,0 <0,05*
(D) 75 87,0 93,0
OMOLMOHAJIBHOE Me 60,0 70,0
(YHKLIMOHUPOBAHKE 25 52,5 60,0 <0,001*
(OD) 75 70,0 80,0
ConuanbsHoe Me 70,0 80,0
(YHKIMOHUPOBAHUE 25 50,0 67,5 <0,001*
(Co) 75 85,0 90,0
@OYHKIIMOHUPOBAaHUE B Me 55,0 65,0
IIKOJIC/ IETCKOM CaJl 25 45,0 55,0
U POJIEBOEC ’ 75 <0,001*
(YHKLIMOHUPOBaHUE 65,0 75,0
(L)
OOuruii 6amn Me 67,9 73,0
(OB) 25 58,7 66,5 <0,001*
75 77,7 83,0

*_*_ pa3muuns mokasateneii Mex Ly rpynmnamMu 601sHIX DKV 1 310poBBIX aeTeit,

OueHKa pEerHOHANbHBIX Pa3IM4Mil, OCHOBAHHAs HA JAHHBIX, MOJYYEHHBIX IpHU
onpoce nap aetu ¢ ®KY — ux poaurenu, NOJHOCTHIO COBNAIM B OTHOIIIEHUH CHUKECHUS
COIMAIBHOTO (DYHKIIMOHUPOBAHUS TAIIUEHTOB Y PaJIbCKOTO OKpyra IO CPaBHEHHUIO C
nanreHTamu u3 LlenrpansHoro u FOxHOTO OKpyTOB.

Takum oOpa3oM, BBISBICHHBIE HApPYIIEHUS TCHUXOMOTOPHOTO Pa3BUTHUS,
OTHAJIEHHBIE TICUXOHEBPOJIOTUYECKHUE PACCTPOMCTBA U OTKIOHEHUS KAueCTBA KU3HU
oompHbIXx ¢ DKV CcBUIETENBCTBYIOT, YTO TIEPBOCTEIICHHOE 3HAYEHUE B HX
MPEOTBPAIICHUH UMEET CBOCBPEMEHHAs (JIOKJIMHUYECKAs) TUAarHOCTHUKA, Ha3HAUYCHUE

AUCTUYCCKOI0 JICUCHUA Cpa3y KC IIOCJIIC YCTAHOBJIICHUA JUArHo3a MW IMOAACPKAHUC



106

JOIMYCTUMOIO  ypOBHA  (eHMJIaJHUHA KPOBM M OpraHu3alus  aJeKBAaTHOIO
METa00JINYECKOTO KOHTPOJIS.

YcTaHOBIIEHHBIE pa3uuus IOKa3aTelied KadecTBa Xu3HM y neren ¢ DKV
MO3BOJIMIIA ONPENEIUTh HauOoJiee YSI3BUMBIM B MCHUXOJOTUYECKOM IUIAHE BO3PACTHOM
MepUo/ - MEPEX0 OT JIOUIKOJIBHOTO K IIKOJILHOMY BO3pPAcCTy, KOT/ia 32 CUET YBEIUYCHUS
YMCTBEHHOW ¥ (PU3WYECKOW HArpy3Kd HapacTaeT HaIpsHKEHHOCTh BHYTPEHHHX
NICUX03MOIIMOHAIBHBIX MTPOLIECCOB U MPOUCXOJUT CHIKEHUE COLMAIBHOW afanTaluy u
KadecTBa KU3HU OOJLHOTO pebeHka . IMEHHO MoapOoCTKOBBIN Mepuo1 TpedyeT 0coboro
BHUMaHHUS CO CTOPOHBI POAMUTENECH M TEJaroroB, a Takxke Oojiee TIIATEIbHOTO
BpayeOHOrO0 KOHTpOJIS 3a COOJIIOJICHUEM JUeTOoTepanuu, (PU3NYECKUM UM HEPBHO-
ncuxudyeckuM pasputueM nanuenta ¢ ®KY [10,190, 191].

MoOXHO TpEANoNOKUTh, YTO Y JIETEH JOIIKOJBHOTO BO3pacTa IKECTKHE
JTUETUYECKUE OTrPAHUYCHUS SIBISIOTCS TMPUUMHOW Oo0Jee HU3KOrO0 AMOIMOHATIBLHOIO
TOHYCa C OJTHOM CTOPOHBI, HO C JIPYroM - CIOCOOCTBYIOT 00JIee aICKBAaTHOM COLMAIBLHOM
U pOJIEBOM AKTUBHOCTU. PacummpeHue OueTbl y IIKOJbHUKOB BEAET K CHUKEHUIO
MoKa3areyied COLMAJIbHOTO TMOBEACHUS, OJIHAKO, B TO JKE€ BpeMs CTUMYJIUPYET
MOBBIIICHUE AMOIIMOHAILHOTO ToHyca [10].

OOGecrieueHne  0Oojiee  BBICOKOTO  YPOBHS  COLMAIBHOTO UM POJIEBOTO
(YHKIIMOHUPOBAHUS  OOYCJIOBJIEHO  HEOOXOJAMMOCTBIO  MOJJEpKaHUsS  YPOBHS
(deHunanaHHa B TEPANeBTUYECKUX TIOMYCTUMBIX JTMAINa30HaX JJIsl KaXKI0W BO3PACTHOMN
KaTeropuu, U CBUJETEILCTBYET O II€JIECOOOPA3HOCTU MPUMEHEHUsI JAUETOTEpanuu B

TEUECHUE BCEU KU3HMU.
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I'nasa 5. OGOCHOBAHMUE, PABPABOTKA 1 OIIEHKA KJIMHUYECKON
IOOEKTUBHOCTU JMETOTEPAIINUA JIA BOJIBHBIX
KJACCUYECKOW ®EHUJIKETOHYPUEH
5.1. OcHOBHbI¢ NPUHUHUIBI OPraHU3aANUM [AUETOTEPANIMH MNPH KJIACCHYECKOH

(pennikeronypuu

JIo HacTosero BpEMEHH JUETOTEpANus CUYUTACTCA OCHOBOIOJATAIOIIUM
METOJIOM JIeYeHHUsl Kiaccudyeckoi denunkeTonypuu [9, 23]. I'maBHOW ee 1ieiblo
ABJISIETCA NMPEAYNPEKICHUE TMOPAXKEHNs LEHTPAIBHOW HEPBHOW CUCTEMBI, HAPYILLICHHUU
(GU3MYECKOT0,  TCUXMYECKOr0 M HMHTEIUIEKTyaJbHOro  pa3BuTus.  [loatomy
JUETOTEpaIi0 PeKOMEHIYETCSl HauaTh B TEUECHUE MEPBBIX HEAEINb KU3HU pedeHka [3,
23, 54]. OgHuM K3 BaXKHBIX YCIIOBUU ISl HadaJla JUETOTEPANUU SIBIISIETCA HalA4We
CHEIUAIN3UPOBAHHOTO TMpOAYKTa 0e3 (¢eHuIanaHuHa, COOTBETCTBYIOIIETO  I10
XUMHUYECKOMY COCTaBY M OMOJIOTMYECKOI LIEHHOCTH BO3pAacTy marueHTa [3, 7].

B naHHOM uccnenoBaHUM AHETOTEpanusi Kak MaTOTeHETUYECKH OO0OCHOBAHHBIN
MeTop JedeHus: kinaccndyeckorn @OKY HazHavamack BCEM MallMEHTaM Cpas3y MoCie
YCTAHOBJICHHS JUArHo3a.

Opranuzanusi TUNOQEHUIATIAHUHOBOW  JTUETHI I OOJNBHBIX C KIIACCUYECKOU
(heHWIKETOHYpHUE OCYIIECTBIISUIACh B JIBYX HAIpaBJICHUSIX: pacueT KBOTHI OOIIEro U
HaTypaJbHOTO OejKa Je4eOHOTo palMoHa U moA0Op CHelUaTM3UPOBAHHBIX MPOTYKTOB
Ha OCHOBE aMHMHOKHCIOT ©0e3 (eHWIallaHhHa, a TakkKe HHU3KOOEIKOBBIX
(YHKIIMOHATBHBIX MPOJIYKTOB MUTAaHUS HA OCHOBE KpaxMaJioB sl OOecreyeHus
HE00XO0IMOM IHEPTETUUECKON IIEHHOCTH JTUETHI.

Pamon ©GonpHbix @®KY cTpounu mo TPUHIUIY PE3KOr0 OrpaHUYEHUs
HaTypaJibHOTO O€Jika KaK OCHOBHOIO HCTOYHMKA (eHUJaJaHWHA, TOCTYMAIOIIETO C
numiei. M3 nuTaHus UCKIIOYalyd  BBICOKOOETKOBBIE TPOJYKTHI JKUBOTHOTO U
PACTUTEIILHOTO TPOUCXOKACHUS: MSICO, MSICOITPOAYKTHI, PbIOY, PHIOOIIPOAYKThI, TBOPOT,
KypUHBIE siiilia, 0000BbIE, OpexH, MIOKoJaa U ap. JlomycTumbie B JUETE HATypalbHBIC
MPOAYKThI, TAKHE KAaK IPYJIHOE MOJIOKO, aIallTUPOBAHHBIE MOJIOUYHBIE CMECHU (151 IeTeH
B Bo3pacte 10 | ropa), ooy, GPyKTbl U HEKOTOPBIE APYrue MPOAYKTHl C HU3KUM

coJiepkaHueM Oenka BBOAMIIN C YIETOM COJEPKaIIerocsi B HUX (peHIIaJaHHHA.
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KonuuectBo Oenka HaTypaidbHBIX MPOAYKTOB B J€UEOHOM palMOHE ONMpEeisuin
JIBYMSI CIIOCO0AMU: «IOPIIMOHHBIM» U «TabIuuHbIM». [Ipu «mopuumonHom» crocobe 50
MI (peHHIIaJaHWHA MPUPABHUBAIU K | rpaMmy HaTypalbHOTO Oe€lika, YTO MO3BOJISIIO
POU3BOJIUTh AJICKBATHYIO 3aMEHY MPOAYKTOB MO Oenky MU ¢eHuIanaHuHy. MeToj
MCIIONIb30BaHUsl TaOJIUI] XMMHYECKOTO COCTaBa MHUIIEBBIX IMPOIYKTOB C MOJCYETOM
coliepKaHusl (peHWIANIAHWHA B KaXJAOM OTJIEIBHOM HCIIOIb3YEMOM MPOAYKTE MO3BOJISII
CHU3HUTH JJO MUHUMYMa €r0 KOJUYECTBO B MUTaHuu 6osibHOro ®KVY [3].

[Ipy mOATBEpXKIEHWM JHArHo3a «KIaccuyeckas (EHWIKETOHYPUS» BCEM
OONBHBIM JIETAM Ha3HAYaJId CIEIHUATM3UPOBAHHBIE TPOJYKThI Ha OCHOBE CMecel
aMUHOKUCTOT 0Oe3 (QeHunananuna, auddepeHrpoBaHHbIE MO BO3PACTy, KOTOPHIC
SIBJISIFOTCS OCHOBHBIMU MCTOYHUKAMHU O€JIka, BUTAMUHOB U MUHEPAJIbHBIX BEIIECTB, a
Takke O0€30€IKOBbIE M HHU3KOOOEIKOBBIE MPOIYKTHI HAa OCHOBE KpaxMajoB W/WIIU
MaJbTOJEKCTPHHA, OOECIEUYHBAIOLIUX COOTBETCTBYIOLIYI0 BO3pPACTy HEPreTUYECKYIO
[IEHHOCTh pallioHa M 00beM muTaHus. [lueroreparnio BHOBb BBISBICHHBIM OOJbHBIM
Ha3Hayalu He Mo3/Hee 4-X HeNleb )KU3HU peOCHKa.

[Ipu cocraBiieHny J€4€0HOTO ANMUMHHAILIMOHHOTO PAllMOHA YYUTHIBAJIH:

— BO3pacT peOeHKa,;

— ypoBeHb ()eHUTIATAaHWHA B KPOBH;

— mnoka3arenu (U3HYECKOro pa3BUTHS;

— KOJIMYECTBO (peHWJIaJaHWHA M HATypaJIbHOrO Oe€jKa, MOJy4aeMoro ¢ MNuIIed u
TOJIEPAHTHOCTb pe0EHKA K MUILIEBOMY (heHUJIATaHUHY;

— COCTaB HCIMOJb3yEeMOr0 CIEHUAITM3UPOBAHHOTO MPOIYKTA.

Oco0oe¢ BHUMaHUE YAEISIM OpraHu3alluy JIeueOHOTO MUTAHUS demell nep8oco
200a dcusznu. OCHOBHBIM UCTOYHUKOM O€JKa JJisi eTel JaHHOM BO3pacTHOM KaTeropuu
SIBJISUTACH CTICIUAIM3UPOBAaHHAS aMUHOKHCIIOTHAsI CMeCh 0e3 (peHmIaiannHa U TPy THOE
MOJIOKO, KOTOpO€ SIBJISIETCS HOCHUTENEM pAlla ACCEHUHUAIbHBIX OHOJOTHYECYKHU
aKTUBHBIX (PAKTOPOB, B TOM UYHCJIE€ POCTOBBIX, PETYISTOPHBIX U 3aIUTHBIX,
HEOOXOAMMBIX JIi aJCKBATHOTO PAa3BUTUS OpraHu3Ma peOeHKa, MPeIOoTBpAICHUS

I/IH(beKI_II/IOHHBIX H  aJlJICPIrHYCCKUX 3a00JICBaHH. I[JISI IMPaBUJIBHOTO  pacucTa
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JOIYCTUMOTO (peHMIIaJIaHWHA B JIMETE MPEANOUTEHNE OTAABAIM CLIE)KEHHOMY TPYAHOMY
MOJIOKY.

[Ipy oTCyTCTBMM TpyAHOro MoOJIOKa B pauuoH OonbHbix @OKY BBOAMIN
aJanTUPOBAHHBIE MOJIOYHBIE CMECH, MPEUMYIIECTBEHHO C HEBBICOKUM COJIEpKaHHUEM
o6enka (1,2-1,4 v Oenxka B 100 M roroBoil k ymorpebieHuto cmecu). Jersm ¢
OTSTOLIEHHBIM AJUIEPrOAaHAMHE30M WJIM IMPU3HAKAMU aJUIEPTHH K OelIKaM KOPOBBETO
MOJIOKa Ha3HadaJld TUIOAJUIEpreHHbIe MPOPUIAKTUYECKUE WM JieYeOHbIE CMECH Ha
OCHOBE BBICOKO THJIPOJIN30BAaHHOTO IIPOTEMHA B COOTBETCTBUU C JOIYCTUMBIM
KOJIMYECTBOM HATypajbHOIrO OeJiKa.

[Tpu cocraBieHuH JIe4eOHOTO palloHa PYKOBOACTBOBAJIUCH ACHCTBYIOIIUMHU B
Poccuiickoit ®denepanuu HOpMaMu (PU3UOJIOTUYECKUX TMOTPEOHOCTEH B OCHOBHBIX
MUIIEBBIX BellecTBax v 3Hepruu (1adi. 30).

Tabmuua 30

CpennecyToyHble HOPMbI MOTPEOHOCTE B OCHOBHBIX NMHUIIEBBHIX BELIECTBAX U
JHEPIrUHU JIJIA JIeTell MepBoro roja ;Ku3Hm *

Bospact OHeprus [Tumiessle BemecTBa (I/Kr Macchl Teia)
. /
(mec.) KKaJjl/ KI' Macchl Tefa Benox Kaper T7—
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 5,5 13

*-«HopMbI Gpusnosoruyeckoi moTpeOHOCTH B IHEPTUHU U MUIIEBBIX BEIIECTBAX JJIS PA3TMYHBIX TPYIII
Hacenenus Poccuiickoit @eneparun» (MP 2.3.1.2432-08) [32]

OmnpeneneHue CyTouyHOM KBOTHI obmiero 6enka 6ompHBIM ¢ PKVY mepBoro roga
KU3HU OCYIIECTBIISUIA C Y4eTOM X (usudeckoro pa3Butus. [Ipu m30bITOUHOM Macce
TeJa pacyeT MPOBOJAWIM HA JOJDKEHCTBYIOIIYIO CPEAHEBO3PACTHYIO MAcCy Tejia, a IpU
HEJIOCTATOYHOM - UCXOJI U3 MAKCUMAJILHOM MOTPEOHOCTU B O€JIKE JIJIsl 3I0POBBIX JIETEH
MEPBOTO T'O/A KU3HU.

Panee ObLIO yCTaHOBIIEHO, UTO TOBBINICHNE (DEHHMIIaTaHWHA B KPOBU TaK )K€ KaK U
€ro JUIMTENbHBIM Je(UIIMT OTPHUIATEIBLHO CKa3bIBA€TCA Ha PACTYIIEM OpraHHu3Me,
MO3TOMY OY€Hb BAXKHO OMPENEATh OE30MacHOE CYTOYHOE COJEpPKAHWUE HATPYIHLHOTO

Oelka W COOTBETCTBEHHO (DeHWIalaHMHA B  paloHe OOJIbHOTO  peOeHKa,
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CHCTEMaTHUYECKU €r0 KOHTPOJIMPOBATh U MPH HEOOXOJUMOCTH MPOBOAUTH KOPPEKILUIO
[36].

B 3aBucMMOCTH OT NEPEHOCHMOCTH MHUIIEBOr0 (eHWIalaHuHa JUid JAeTel
nepBoro roxaa ku3HH, OonbHbIX DKV, nomyctumoe u 0e30macHoe KOJIUYECTBO
dbenmnananHa B CyTKU cocTaBisuio oT 90 1o 35 mr/kr maccel Tena pebenka (tabn.31).

Ta0muma 31

JonmycTtumoe KOJIU4ecTBO (peHUJIATAHUHA B IUTAHUHU JAeTel ¢ PeHWIKEeTOHYpuen

MEPBOIro roga )KM3Hu
KonnyectBo pennnanannna
(MI/KT Macchl Tenla B CYTKH)

Bospacr neteit (Mecsib)

ot 0 no 2 90-60
2-6 55-45
6-12 40-35

CoryiacHO COBpPEMEHHBIM PEKOMEHAALMAM, TUETUYECKOE JICUCHHUE MAlMEeHTaM C
OKVY HazHauanu npu ypoBHe ¢enHunananuHa oT 360 mxmonw/n (6 mMr%) u BbIle.
Crenraivu3upoBaHHbIE MPOAYKTHl HA OCHOBE CMECH aMHHOKHCIOT 0e3 (heHuIamaHuHa
BBOJAWJIM B PallMOH B T€YEHHUE S5-7 AHEWU, OJJHOBPEMEHHO YMEHbIIAs HOJIIO TPYyAHOTO
MOJIOKA WJIM aJalnTHPOBAHHOM MOJIOYHOW cMecH. JIedeOHbIH MpOIyKT Ha3HAYaId B
KOKIbI NpUeM TMHILA BMECT€ CO CLEXEHHBIM TPYJIHbBIM MOJIOKOM WJIHM €ro
3aMEHUTENSIMH.

[Ipu ypoBue (denunananuHa B kpoBu Oosiee 900 mxmonn/n (15 mMr%) B auere
00JpHOTO peOeHKa B TeUeHue 2-3 JHEH MCIOJIb30BAJICS TOJBKO CIELHATN3UPOBAHHBIN
MPOJYKT HAa OCHOBE aMUHOKHUCIOT 0e3 (QeHunansaHnuHa, 4YTO TMO3BOJISLIO Ooiee
MHTEHCUBHO CHU3UTh ypoBeHb DA B kpoBu. Ilocne ero Hopmanuzanuu B paldoH
IIOCTENIEHHO BO3Bpalllajii PACCYMTAHHOE pPaHEe KOJUYECTBO CILEKEHHOTO TPYIHOTO
MOJIOKA WJIM aJallTUPOBAHHON MOJIOYHOU CMECH.

[Tpukopm OonbHbIM PKVY Ha3zHayanu B T€ e CPOKH, UTO U 3AOPOBBIM JIETAM (B
BO3pacte oT 4 110 6 MecsreB ku3HM). [lopsaok BBeaeHus 00/ MPUKOPMa OTMIPEACIISITN
WHIUBUYAIbHO B  3aBHCUMOCTH OT (DU3WYECKOrOo pa3BUTUA  OOJBHOTO U
(YHKIMOHAJIBHOTO COCTOSIHUSA €0 KETYJOUHO-KHUIIIEYHOTO TPaKTa.

OCHOBHBIMH TIPOJTYKTaMH TPUKOPMA y JETEH MEPBOTO MOJYTOIUS KU3HU ObLIN

OBOIIHOE MIOpEe WJIM HU3KOOEIKOBas Kala, coaepskaias He 6osee 1,0 r 6enka B 100 mi
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roToBOro K ymnorpeOsnenuto Omoxa. [locie 6 wmecsueB >KU3HM AJi1 MOBBILLIECHUS
HPHEPreTUUECKON LEHHOCTH palMOHa B MEHIO BBOJWIM MYCChl, KHUCEJIH, KOTOPBIE
TOTOBWJIM C HCIOJb30BAHUEM AaMWJIOINEKTHHOBOIO HaOyXaromero Kpaxmajga |
(pPYKTOBO-SITOIHBIX COKOB, a TaKkke O€30€JIKOBBIII HAMUTOK C MOJIOYHBIM BKYCOM
«HyTtpuren», HU3KOOEIKOBBIE MaKapOHHBIE U3eus (Tabi.32).

Tabnuma 32

IIpumepHble CPOKH BBeeHUSI MPOAYKTOB W 0,110 MPUKOPMA 00JIbHBIM

(eHMIKeTOHYpHEH EPBOI0 rojIa JKU3HU

[IponykTsl u Omroaa bonpubie ®KY 3/10pOBbIE 1€TH
OBoniHoE Mmope 4-6 4-6
MomnoyHas kama 4-6
Kaimm Hu3ko6enkoBbie 4-6 -
OpyKTOBOE MIOPE 5-6 4-6
Cox GpyKTOBBIHA 5-6 4-6
Kucenb HU3K00EIKOBBII 6 -
PacturensHoe macno 4-6 4-6
CnuBOYHOE Macio (TOTIJICHOE) 4-6 4-6
MsicHoe mtope - 6
Tsopor - 6
Kentox - 7
PrIOHOE TTHOpE - 8
Kucnomonounsie npoaykTsl (kedup, - 8
Horypt, GMOJIaKT)
Bepmuniens HU3Kk00€1KOBas 7 -
Kpyna caro Hu3ko6en1koBas 7 -
HanuTok 0e30enxoBbIi nociue 6 mec -
C MOJIOYHBIM BKYCOM
Cyxapu, 1e4eHbe U3 MIIEHUYHON MYKHU - 7
Xneb NuIeHnYHbIH - 8
X1e0 HU3KO0OENKOBBIH (CyXapHKH) c 12 mec -

B runodenunananunoBoi nuere 6onbHbIX OKY cmapwe I 200a ncnonb3zoBaiu
MPOAYKTHI HA OCHOBE CMECH aMUHOKHUCIOT 0e3 (peHnsaaHnHa, B KOTOPbIX COAEpKaHHE
Oenka ObUIO BBILIE, YeM B MPOAYKTax IS JeTei mepBoro roga xu3Hu. [Ipumenenue
muddepeHIMpOBaHHBIX MO BO3PACTy CHEUUATU3UPOBAHHBIX MPOIYKTOB MO3BOJISLIO
pacIIupUTh palUoH OOJBHBIX 3@ CUYET BKJIIOYEHHMsS] HaTypalbHBIX IPOIYKTOB
PACTUTENBHOIO MPOUCXOXKICHHUS.

JleueOHBIN palMOH pPACCUMUTHIBAIM, OPUEHTHUPYSACHh HA OTEYECTBEHHBIE HOPMBI
(bu3MONOrMYecKux MOTPeOHOCTE B OCHOBHBIX HYTPUEHTaX WU DHEPTHH IS KaXIOi

BO3pAaCTHOM KaTeropu (Tadi. 33).
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Tao0muna 33

Hopwmbl pu3H010rudecKnX NOTPeOHOCTE B OCHOBHBIX NUIIEBbHIX BELIECTBAX U
JHEPIMH JJIA IeTeil crapiue roga”

Bo3spacr DHeprus benok, Kupsl, YrieBojpl,
KKaJl I/IeHb I/JeHb I/1eHb
ot 1 roza o 2 jet 1200 36 40 174
OT 2 J1eT 10 3 JIeT 1400 42 47 203
ot 3 1o 7 net 1800 54 60 261
or 7 no 11 et 2100 63 70 305
ot 11 no 14 jeT ManpYnKu 2500 75 83 363
ot 11 1o 14 ner neBouku 2300 69 77 334
oT 14 no 18 ner roHOIM 2900 87 97 421
ot 14 no 18 ner neBymku 2500 76 83 363

*-«HopMbl pU3HOIOTHIECKON TOTPEOHOCTH B SHEPTUH U MUILEBBIX BEIIECTBAX IS PA3IMYHBIX TPYIIT HACEICHHS
Poccutickoit @eneparum» (MP 2.3.1.2432-08)

JlonyctumMoe KoJIM4ecTBO (pEeHWNIAJaHMHA B MWUTAaHUM JIeTed cTapiie roja
MOCTENEHHO CHUYKAJIOCh C BO3PAaCTOM M COCTaBisuio OT 35 no 10 mr/kr maccel tena
6onpHOTO (Tabm. 34).

TaOnumna 34

JomycTumMoe KOJIM4eCcTBO (PEHUTAJTAHUHA B IUTAHUU 00/1bHBIX PEHUIKETOHYPpHEeH
crapue 1 roga

Bospacr nereit KonuuectBo penunananuna
(rompl) (MI/KT Macchl TeNa B CYTKH)

1-3 35-25

3-7 25-20

7 1 crapuie 20-10

C ydeTroM TOJEpaHTHOCTU OOJBHOIO K MHUILE M (PEHWIAJaHUHY AOIMYCKalIOCh
YMEHBIIEHUE MOTPeOIeHUsI KOJIMYecTBa CyTOUHOro Oenka He Oozee, uem Ha 15%, 4To
He HUXe O6e3omacHoro ypoBHs [3, 9].

Jersm crapme 1 roga crnenHanu3HpOBaHHBIE IPOAYKTHI Ha OCHOBE CMECH
aMUHOKHUCJIOT 0e3 (¢eHWIalaHMHa Ha3Hayald HE B KaXAbIM TpUEM MHUIIH, Kak
MalMEeHTaM TPyIHOIO BO3pacTa, HO HE peke 3 pa3 B JI€Hb C LENbI MOJJEPKaHUS B
TE€YEHUE CYTOK CTa0MILHOTO YpoBHS DA B KpOBHU.

st 6onbabix DKV crapuie 1 roga coxpassiyics CTpOrui 3ampeT Ha MPOIYKTHI €
BBICOKHM COJIep)KaHueM (peHWIaTaHuHaA, TaKUe Kak MsCo, pplda U HM3JeNnus U3 HUX,
MOJIOKO, KHCJIOMOJIOUHBIE HAIIMTKU, TBOPOT, TBEPABIE ChIpbl, 6000BbIE. KypuHbIe sifla,

opexu, I’pI/I6BI OI'PaHUYCHHO HCIIOJIB30BAJIMCh B pPAlHWOHAX ITAOWUCHTOB CTApPIICTO
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BO3pacTa C YYE€TOM ToJiepaHTHOCTH K (Qenunananuny. Ilanuentam c¢ ®OKY He
paspemanoch yrnoTpeoysaTh MNpoaykTel «fast food», rasupoBaHHbIE HANMUTKU C
MOJICIIACTUTEIISIMH, COJIEpKaUMK (PeHIITaIaHuH (acmapTam).
5.2. AMMHOKHMCJOTHBIA CKOP CIIENUAJTU3UPOBAHHBIX MPOAYKTOB U €r0 BJMsIHME HA
AMHHOKHCJIOTHBIN CIIEKTP KPOBH NMAIMEHTOB C (DeHUJIKETOHYpPH el
B HacTtosimiem wucciegoBaHMM ObUT  MPOBEIECH CPAaBHUTEIBHBIM  aHAIU3
AMHUHOKHUCJIOTHOTO CKOpa HE3aMEHHUMBIX AaMHUHOKHUCIIOT, B TOM YHCJIE OOJIBIINUX
HEUTPaJIbHBIX AMUHOKHUCIOT WM METHOHHWHA, B 7 CHEHHAIM3UPOBAHHBIX MPOJYKTaxX
Pa3IMYHBIX TPOU3BOAUTENICH, HamOoJiee YacTO M JJIMTEIBHO HCIOJb30BABIIUXCS B
nuerotepanuu nanueHToB ¢ PKY B Poccutickoit deaeparuu (Tadi.35).
Ta6numa 35

Crnenuaju3poBaHHble MPOAYKTHI HA OCHOBE AMUHOKHUCJIOT 0e3 (peHNJIaJTaHNHA U
peKOMeHyeMbIi BO3PACT UX HA3ZHAYEHMS

Crennayin3upoBaHHbIC TTPOTYKTHI
Ne Ha3zpanue PexoMeH1yeMblli BO3pacT Ha3HAYEHUs
1 Adennnax ¢ poxxzieHus a0 1 roga
2 ITAM 1 ¢ 5 mecsieB Ao 4 ner
3 ITAM 3 c 8 ner
4 ITAM yHuBepcaJIbHbII c 8 ner
5 MD mun ®KVY 0 ¢ poxzaeHus 1o 1 roga
6 MD mun OKVY 1 crapure 1 romga
7 MD mun ®KVY3 crapiie 8 jeT

AMWHOKHCIIOTHBIN CKOp B CIICIIMATM3UPOBAHHBIX MPOAYyKTaX 0e3 (eHuIaJaHuHA
OTPENENIsUIM  PACUeTHBIM  CIIOCOOOM B TIPOIEHTaX, CpaBHHUBAas COJEpPKaHUC
HE3aMECHMMON aMHMHOKHCIOTBEI B 1 T OejIka cMecH ¢ e¢ KOJHMYeCTBOM B 1 T Oelika
TPYAHOTO MOJIOKA, KOTOPBIA pacCMaTpUBAIM B KAaueCTBE «HUACAIBHOTO O€lKay |
npuanMaiu 3a 100% [16 u cratesa B BCII]. Conepkanue He3aMEHUMBIX AMUHOKHUCIIOT B
OeJKe KEHCKOTO MOJIOKa MpeCTaBIeHbl B Tadule 36.

AMHMHOKHUCIIOTOW, JUMUTHPYIOIIEH OHOJOTUYECKYI0 IIEHHOCTh TPOIYKTa,
CUMTAIM aMHHOKHCIIOTY, CKOp KOTOPOH, B COOTBETCTBHUUHU C pekoMeHmarusmMu BO3,

obL1 HIDKE 95% [23].
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Tabmura 36

AMHHOKHCJIOTHBIA COCTAB 0€JIKA JKEHCKOIr0 MOJIOKA *

HezaMeHnnMble aMUHOKHCIIOTBI
AMHMHOKHCIIOTA Copepxanre (Mr/r 6EJIKOBOTO YKBUBAJICHTA)
Jletinuu 101
N3oneituun 57
JIluzun 70
Metnonun 14
DeHWIaIaHuH 47
Tuposun 44
Tpeonun 48
Tpunrtodan 19
Banun 59

*Gilani GS 2012 [122].

CopnepkaHue HE3aMEHHMBIX aMUHOKHUCIOT (THUPO3UWH, TpunTodaH, BaJuH,
JEUIUH, U30JICUIINH, TPEOHUH, JIU3UH, METUOHWH) B CIIEIUATU3UPOBAHHBIX MPOIYKTAX
(Tabm. 35) Mo OTHOMIIEHUIO K UX COJACPKAHUIO B «HICATHLHOM OCIKe» MPEACTABICHBI Ha

pucyHke 25.

JIsux
Tpeonnn
Izomefinua
JleiiinH

Banuu

MeTHOHIH

Tpuntodan

'\"I'“ I

Tuposux

0 20 40 60 80 100 120 140 160 180 200 %

IIpooyKTel mNe2 ®mNo3 ®Nod mNoS ®NoG HNo7

Pucynok 25. Ckop HE3aMEHHMBIX aMHUHOKHUCIOT B CHEIHATU3UPOBAHHBIX  TPOAYKTax 0Oe3
(dhenunananmHa. Homepa cnenuann3upoBaHHbIX TpOoAyKToB: 1 - Adenmnak, 2 - [IAM 1, 3 - [1AM 3, 4
- ITAM ynusepcanbubii, 5 - MD mun ®KVY 0, 6 - MD muin @KV 1, 7 - MD mun ©KVY 3.


http://www.ncbi.nlm.nih.gov/pubmed/?term=Gilani%20GS%5BAuthor%5D&cauthor=true&cauthor_uid=23107528
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Kak cnenyer n3 pucynka 25, B npoaykre Nel ckop MeTnoHnHa coctasisia 98%, B
npoaykrax NoeNe2-5 ckop zetiyuna, muposuna, mpunmoghana u memuoHuHa ObLT HUXKE
100%, a umenHo: B npoaykre Ne2 ckop METMOHMHA M THPO3WHA COCTAaBISAI He Ooiee
80%, B npoaykre Ne3 ckop zetiyuna u mpunmoghana - nudsxce 90%, a cxop 1u3zuna - Ha
yposre 90%, B nponaykte Ned ckop muposzuna coctasisin menee 80%, B npoaykre No5
CKOp MemuoHura o6vi1 HIKe 95%, B mpogykTax Ne6 u Ne7 ObUT CHMDKEH CKOpP JIM3WHA
110 98% 1 94% COOTBETCTBEHHO.

Pe3ynbTaThl HCClENOBaHUSI TOKA3ajd, 4YTO B OOJBIIMHCTBE MCCIIEAOBAHHBIX
CHEIUAaIN3UPOBAHHBIX TMPOJYKTOB HAa OCHOBE aMHMHOKHCIOT 0e3 (eHunasaHuHa,
apisroruxcst g 00ibHBIX DKY OCHOBHBIM HCTOYHHKOM Oe€lKa, COJAepKaHue
OT/CJIbHBIX HE3aMEHUMBIX aMHHOKUCIOT W THUPO3MHA OBLJIO CHUKEHO, YTO
OTPHULIATEIBHO BJIMSIIO HA MX OMOJIOTUYECKYIO IICHHOCTbD.

Oyenka paxmuueckozco nompebaenus 6eaxa u eHunIalIanuna.

HccnenyemMble crienMaau3upoBaHHbIE TPOJIYKTHI HAa OCHOBE aMHHOKHCIOT 0e3

(deHunanaHHa TMOJy4Yadud 58 MalMeHToB B Bo3pacTte OT 5 mecsieB a0 36 jer ¢

KJIaccCu4eckoi (peHmnKeTonypuei u3 3 uccueayemoix noarpymnmn (tadi. 37).

Tabmuna 37
Yucs10 nauMeHToB, MOJYy4aBUIUX UCCAeAyeMble MPOAYKTHI

IToarpynmnsl Bcero

Ne | Ha3zBanue nponykra IA (n=24) IB (n=22) IC (n=12) (n=58)
n % n % n % n %
1 | Apenmiak 7 29 - - - - 7 12
2 |ITAM 1 4 17 - - - - 4 79
3 |ITAM3 - - - - 5 42 5 9
4 | IIAM yHuBepcanbpHbII - - - - 7 58 7 12
5 | MD mun @KV 0 13 54 - - - - 13 22
6 | MD mun ®KV 1 - - 8 36 - - 8 14
7 | MD mun ®KVY3 - - 14 646 - - 14 24

AHanu3 NMUIIEBHIX THEBHUKOB MAIMEHTOB MOKa3all, YTO:
— 24 nanueHta noArpynmbsl [A TiiatenbHO NPUACPKUBAIUCH HA3HAUCHUN Bpada
(YIOBIIETBOPUTEIIbHBIA KOMILJIAWHC), MPU ITOM COJAEpKaHHE oOImero Oenka B
parmoHax STUX OONBHBIX COCTABISUIO HE MeHee 2 T/KI MacChl Tela B CYTKH,

KOJHMYECTBO OejlKa HATypajJbHBIX MPOAYKTOB BapbUpPOBAJIO B 3aBUCUMOCTU OT
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TOJICPAHTHOCTH K MHILEBOMY (eHuanaHuHy ot 5,1 no 9 r/cyTku U B cpeaHem
coctaBisuio 6,42+1,11 r/cyTku, KOIMYECTBO (PeHMIIaTaHUHA B PaIlMOHE KOJIeOanoch
ot 255 mo 460 mr/cytku (B cpemneM 321+55,6 mr/cytku). CormacHO MPOBEACHHOU
OlIeHKe, (PaKTUUECKU JIeueOHBIN paIllMOH COOTBETCTBOBA HA3HAYEHHOMY MUTAHUIO;
22 pedeHka [OArPYIIIbI IB IIEPUOIUYECKH Hapylaau IUETY
(HEYTOBJICTBOPUTEILHBIN KOMITIAMHC). B parmone 3Tux OONBHBIX MPUCYTCTBOBAIIN
BBICOKOOEIIKOBBIE TIPOJYKTHI (SULETPOAYKTHI, KOJIOACHBIE U3JENHS, COCUCKH, CHIP,
TBOPOT, MaKapOHHBIC U XJIEOOOYIOUHBIE U3ACTHSI U3 MIICHUIHOW MYKH | JIp.), TIPH
ATOM TAIMEHTHI HE peKe 2 pa3 B JACHBb MPO0JDKATN MPUHUMATh aMUHOKHCIIOTHBIC
cMmecu. OOmmii 6eJ0oK B palMoHax MAllMEHTOB COCTaBIIsI HE MeHee 1,5 r/kr/cyr,
OeJIOK HaTypaJbHBIX MPOAYKTOB C yU4ETOM HAPYIICHHOW JHETH BapbHPOBAI OT 9 10
22 t/cytku (B cpenneM - 15,9+4,48 r/cytkn), dheHunananud koiebdaics ot 450 mo
1550 mr/cyTtku (B cpennem 857,6+286,0 mMr/cyTku). B muTaHuu manueHToOB TaHHOU
MOATPYIIBl OBUIO OTMEYEHO IOBBIIICHHOE MOTPEOJICHHE HATypallbHOTO Oenka H
MUIIEBOTO (eHUIIATTAHUHA 110 CPABHEHUIO C PEKOMEHJOBAaHHBIMH MX KOJMYECTBAMU;
12 B3pocapix mamueHtoB noarpynnsl IC B TeyeHume 2-x Hemenp 0 Hayana
WCCJICIOBAHMSI CTPOTO COONMIOJANM HA3HAYEHHYI0 JUETY U OrpaHuYUBaIA
HaTypajbHbIe TPOAYKThI. OOl 6ok parnoHoB cocTaBisit 0,9-1 r/kr Macchl Tena
B CYTKH, COAEpKaHWE HaTypalbHOro Oenka HaXxoAuwioch B mpenenax ot 6,9 mo 10
r/cytku (B cpeaHem 8,240,792 r/cyTKu), COOTBETCTBEHHO COAEpP>KaHUE IMHILEBOIO
dbennnanannHa kojebaiaoch oT 345 mo 500 mr/cytkm (B cpemnem 408,9+40,0
mr/cytku). Ha MomeHT HaOmOACHUS MAIMeHThl JaHHOW MOATPYIIBI  ObLUIU
KOMILJIAGHTHBI, UX PAIMOH MOJHOCTHIO COOTBETCTBOBAJ HAa3HAYECHHOMY U COJIEpPKaI
OTPaHUYCHHOE KOJUYECTBO HATypaJIbHOTO Oenka 1 (heHunananua (tadm. 38).
Ta0Omuma 38

CyTouHoe nmorped.ieHne 0ejika U GeHWIAJTAHMHA B 3ABUCHMOCTH OT
NPUBEPKEHHOCTH MANMEHTOB rUNo(eHnIAJTAHUHOBOM 1HUeTe

HOATpYIIIa IA IB IC p
MOKa3aTeNn n=24 n=22 n=12 (kpuTepuii
YUIKOKCOHA)
OO6mwuit 6enok (r/kr/cyTkm)* 1,5-2,5 1,5-2,5 0,9-1,3 -
benok HaTypaJIbHBIX MPOTYKTOB 6,42+1,11 15,9+4,48 8,240,792 0,0001
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(r/cyTKH) (5,1-9,0) (9,0-22,0) 6,9-10,0 0,000”
Mzto 0,003°
(min-max)

DeHunanaHuH (Mr/cyTKn) 321£55,6 857,6+286,0 | 408,9+40,0 0,000’
M=o (255-460) (450-1550) (345-500) 0,000
(min-max) 0,014°

e — paznuuust Mexxay noarpynmnamu 1A u IB

2. CTATHCTHYCCKH 3HAYMMbIE Pa3IHuis MeX 1y noarpymmnamu IB u IC

3. CTATHCTHYECKH 3HAYMMbIE PA3IHUMs MEX Ty noarpymmamu 1A u IC

*-CyTOYHOE coJiep kaHue 001Iero Oeika MpeCcTaBIeHO U3 pacueTa Ha 1 KT Macchl Tejla MalMeHTa, yYUThIBasi BO3PAacTHBIC
pasnuuust nanuenToB ¢ @KV, naHHble BeIMYMHBI HE CPaBHUBAJIH.

CpaBHEHHE CYTOYHOIO MOTPEOJICHHsS HaTypalbHOro Oenka U (eHWIalaHuHA
MalreHTaMyu TpeX NOATPYNN BBISIBUIO 3HauyuMble paznuuus (kputepuil Kpackena
Yommca, p=0,000): nHambOosblliee KOIWYECTBO (EeHWIAJAHWHA W COOTBETCTBEHHO
HaTypaJbHOTO OejKa Mojydyaid MalueHThl noarpymmsl 1B, koTopele Hapymanu auery
(p<0,001), menbmiee komumyectBO DA monydanu mamueHtsl noarpynn [A u IC
(p<0,001) ¢ ynoBneTBOPUTEIBLHBIM KOMILUIAWHCOM.

[TonapHoe cpaBHeHue (kputepuil Yunkokcona) B noarpynmax [A u IC nmokazano
OoJiee BBICOKOE COJEp)KaHUE B paluoHe HaTypaibHoro Oenka (p=0,014) wu
dhenmnananunna (p=0,003) B noarpymnmne IC.

YcraHoBIeHO 3HAUMMO OoJbIee MOTPEeOJEeHUE HATypalbHOrO Oelka W
(deHunanaHuHa nmanreHTaMu noArpynnsl IB mo cpaBHeHuto ¢ 60apHbIMU noarpynn [A
(p=0,000) u IC (p=0,000) — pucynku 26 -27.

Takum oOpa3oM, Ha MOMEHT HCCIEAOBAHHS TMAIMEHTHl MOArpymmbl [A ObutH
KOMIUIAEHTHl B OTJIMYME OT MalMeHTOB mnoArpynnsl [B, B3pocible nanueHTsl
noarpynnsl  IC, 3apaHee  mpeaynpexIeHHble 00  HCCIENOBaHUHM,  TaKXkKe
MPUACPKUBAUCH NPEANUCAHUNA Bpaya, OJHAKO, MOTpeOJEeHUE HATypaJbHOro Oenka u
deHmnananMHa B JTaHHOM MOATpymne ObUIO BBIIIE B COOTBETCTBUHU C Pa3pEIICHHBIM

pacmmpenuemM aueTsl s 6oapHbIX DKV crapiiero Bo3pacTa.
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r/cyT 18

16
14
12

10

IToprpynnaIA IlogrpynmalB IloarpynnaIC

N HATYpabHBI G€I0K pallHoHa I/CYT

Pucynox 26. Cpennee coxaepkaHue HaTypaupHOro Oenka (r/cyTr) B pamMoHax OOJBHBIX

¢benmnkeronypueit moarpym IA, IB, IC.

-1

MI/CyT 900 85
800

408.9

I[Togrpyvmma Iloarpyima Iloarpyroia
IA IB IC

M rmHmeRoil (heHImanaHHH MI/Cy T

Pucynox 27 Cpemnee conmepxaHue mUIEBOro (eHmIasaHnHa (MI/CyT) B palMOHaX OOJIBHBIX

¢benunkeronypueit noarpymn IA, IB, IC.
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Cooeporcanue amunoxkuciom 6 niame Kposu 6oavHuix @KY ObUIO omnpeaeseHo y
58 manueHToB U3 Tpex Habmomaembix noarpymi - A, IB, IC. CpaBHeHnue npoBoauiau
MEXy NOArpyNIaMy B 3aBUCUMOCTH OT XapaKTepa MOJIyYaeMbIX MPOAYKTOB U CTENEHU
NPUBEPKEHHOCTU JUETOTEpANHK. YPOBEHb AMHHOKHUCIOT (BaJliHAa, METHOHHHA,
W30JIeHIIMHA, JIeWIIMHA, TUPO3WHA, TpUnTodpaHa, TPEOHHWHA, JU3MHA) B IUIa3Me€ KPOBU
CpaBHHMBaJIM C pedepEeHCHBIMH 3HAUYCHUSAMHU, YPOBEHb (DEHUIIANaHWHA — C JIOMYCTUMBIM
BO3PACTHBIM 3HAYCHUEM.

Cpennee copepxaHue HE3aMEHUMBIX aMUHOKHUCIIOT B IJIa3M€ KPOBH, PE3YJIbTAThI
MOMApHOTO CpaBHEHHWS moArpymnn (kpuTepuit ManHa VYUTHH) W 3HAYUMOCTH
MOJIYYeHHBIX pa3iauuuii (p) rnpeacranieHa B Tadmauie 39.

VY CTaHOBIEHO, YTO B KpPOBH OOJIBHBIX BCEX MOATPYNN CPEIHUN YpPOBEHb
HE3aMEHUMBIX aMUHOKHUCIIOT, 33 UCKJIIOUeHHEM (DeHMIIaaHuHA, HAXOIUJICS B Mpeeiax
71a00paTOPHBIX pePepeHCHBIX 3HAUCHU.

YpoBeHb (eHuNalaHuHa COXPAHSJICS B IOMYCTUMOM JUara3oHe y OOJbITNHCTBA
- 22 (92%) mamentoB noarpytisl [A, y 10 (84%) Gonbabix moarpymnmsl IC 1 TOIBKO y
1 (4%) pebdenka noarpynnel IB. JlanHblli mNOKa3aTenb MpPEeBbILIAT JOMYCTUMBIE
BEJIMYMHBI y TIOJABIISIIONIETO OONBIIMHCTBA O0NbHBIX moArpynmsl IB (21 - 96%), y 2
nauvenToB nonarpymnmsl [A (8%) u y 2 B3pocibix 0onbHbIX noarpynmnsl [C (17%).
Huskuii ypoBenb @A (menee 60 Mxmoinb/n - 1 Mr%) umen mecto y 1 (4%) pebenka
noarpynmsl [A 'y 1 (8%) B3pocnoro nanuenta noarpynmsi [C.

CpaBHEHHE YPOBHEHl aMUHOKMCIOT B Tpex noarpynmax (kputepuit Kpackena
Yonnuca) moka3ajio 3Ha4MMBbIe pa3IMuMs CoJIepKaHus B KpoBHU uzoieiiinaa (p=0,020),
tupo3uHa (p=0,001), denunananuna (p=0,000), tpeonwna (p=0,007) u nu3uHa
(p=0,025). Ilpu wuCHONB30BaHUM MEAUAHHOTO TECTa CTATUCTUYECKU 3HAYHUMBbIC
pas3nu4ms YCTAaHOBJICHBI JIJIs1 ypoBHE# Tupos3uHa (p=0,022), ¢penmnananuna (p=0,000) u

tpeonuHa (p=0,009).
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Tabmura 39
Conep:kanue He3aMEHUMbIX AMHHOKHCJIOT B IJIa3Me KPOBH 00/1bHBIX () eHUIKETOHYpHEell (MKMOJIb/JI).
[Tonrpynma | AMHHOKHCIOTHI M m Min Max Me 25 kB 75 xB p Pedepencurie

3HAYCHUA

Banun 127,7 72,9 21,0 296,0 128,0 54,0 167,0 0,219 20-250

MetuonuH 34,0 29,6 16,0 103,0 24,0 15,0 34,0 0,052 13-45

Wzoneitiun 58,9 35,8 11,0 164,0 50,0 29,0 76,0 0,442 10-92

IA Jletinma 95,0 47,3 21,0 250,0 83,5 64,0 115,0 0,360 23-172
(n=24) Tupo3uH 72,7 28,7 36,0 129,0 66,0 49,0 98,0 0,003" 33-160
deHnIaIaHnH 3274 359,9 22,0 1650,0 162,0 103,0 445,0 0,000" 120-360

Tpunrodan 64,9 35,5 17,0 133,0 64,0 29,0 102,0 0,743 17-85

TpeoHuH 179,9 139,5 47,0 449,0 111,0 80,0 203,0 0,129 46-392

JIm3un 106,9 64,8 61,0 3220 86,0 67,0 144,0 0,037" 66-226

Banun 149,1 62,1 10,0 231,0 166,0 131,0 180,0 0,283 57-250

Metnonna 28,3 6,6 15,0 34,0 30,0 24,0 33,0 0.656 13-45

N3onenux 50,0 35,8 18,0 146,0 35,0 30,0 51,0 0,078 12-92

IB Jlewun 111,1 59,1 45,0 258,0 96,0 74,0 117,0 0,0212 23-172

(n=22) | Tuposun 47,1 16,0 11,0 78,0 51,0 36,0 56,0 0,819 33-160
deHunanaHuH 1169,3 7913 225,0 2909,0 928.,0 714,0 1120,0 0,000> 120-360

Tpurrrodan 54,73 22,6 20,0 93,0 52,0 40,0 75,0 0,434 17-85

TpeoHun 147,0 155,0 24.0 673,0 87,0 60,0 159,0 0,157 56-392

JInzun 135,3 59,2 21,0 251,0 120,0 100,0 166,0 0,588 66-226

Banun 177,3 51,9 130,0 286,0 148,0 136,0 232.0 0,020° 57-250

MeTHOHUH 32,5 17,8 22,0 86,0 26,0 26,0 32,0 0,056 13-45

Usonenmn 29,7 9,4 16,0 43,0 32,0 19,0 37,0 0,004° 12-92

IC Jleiuuna 76,7 30,9 440 152,0 64,0 54,0 89,0 0,342 23-172

(n=12) | Tuposun 43,1 15,1 2,0 59,0 43,0 39,0 57,0 0,000’ 38-160
DeHmTaTaHnH 384,6 225,1 115,0 794,0 387,0 199,0 454.,0 0,103 120-360*

Tpunrodan 62,0 18,1 17,0 91,0 69,0 48,0 75,0 0,590 17-85

Tpeonun 81,3 46,2 29,0 205,0 74,0 52,0 100,0 0,001° 56-392

Jvzun 122,9 22,8 92,0 167,0 119,0 106,0 150,0 0,012} 66-226

;- pasmuumst Mex 1y rpynmamu 1A IB cratuctrueckn sHaunmsl mpu p<0,050; - pasmuuus mexcay rpymmamu IB u IC craticTiaecky 3HaduMb! ipa p<0,050
- paznmums Mexay rpynmnamu IA n IC cratuctinyeckn 3HaunMbl npu p<0,050; *- juis manueHToB crapiue 18 et TepaneBTHyecknii quanasoH cocrasisieT 120-600 MKMOJIB/I1.
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[lonapHoe cpaBHEHHE MEXIy MOATPYNIaMHU I0KAa3ajl0 3HAYUMOE CHUKEHUE
ypoBHS THpo3uHa y 6osbHBIX noarpynmn IB (p=0,003) u IC (p=0,000) no oTHOIIEHUIO K
nanuentaM noAarpynnel IA. YV nereét moarpynmnsl [A 3Haummo BbIle ObUIM YPOBHU
mzonernuHa (p=0,004) u Tpeonmna (p=0,001) mo cpaBHEHHIO ¢ TMalMEHTAMHU
noarpynnsl IC. CopepxaHue JIWM3MHA y TAIMEHTOB MOArpynmnbl [A ObUIO 3HAUYUMO
Huxke, yeMm y 6onbHbIX noarpymnm IB (p=0,037) u IC (p=0,012). YpoBeHs JeiinnHa ObLT
cCaMbIM HU3KMM B TuIa3Me OobHBIX moArpynmbl IC, 3HaYMMBIE JAHHOTO MO3aTENS
OTMEYEHBI M0 CPABHEHUIO C nmanuenTamu npoarpymmnst IB (p=0,021).

BrisiBieHa oTpuliaTeNbHAs KOPPENIAlHsS MEXKIy YpOBHEM (EeHWIalaHWHA B
Ia3Me KpoBH OOJBHBIX M CKOpoM MeTtnonuHa (1:=-0,388, p<0,010), nzoneinuna (r;=-
0,577, p<0,010), Tuposuna (r;=-0,578, p<0,010) u mu3muna (r,= -0,521, p<0,010) -
HE3aMEHUMBIX aMHUHOKHUCIIOT, OTHOCSALIUMXCS K Kjaccy OOJbIINX HEUTPaIbHBIX

aMUHOKHUCHOT (puc.28-31).
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deHmnanaHuH nnasmMbl KPOBW (MKMOIb/IT)

Pucynoxk 28. Koppensius ypoBHs (peHUIaTIaHUHA TUIa3Mbl KPOBH M CKOpa METHOHHHA B TIPOJIYKTE,
r=-0,388 (p<0,010).
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Pucynok 29. Koppensuus ypoBHS (peHUIaTaHUHA [1J1a3Mbl KPOBU U CKOpa U30JIeHIHA B IPOJIYKTE,
r=-0,577 (p<0,010).
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Pucynok 30. Koppensuus ypoBHs (peHMIaTaHUHA TJIa3Mbl KPOBH M CKOpa TUPO3UHA B MPOAYKTE, I's=-
0,578 (p<0,010).
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Pucynok 31. Koppensitust ypoBHs (heHUIaIaHWHA TUTa3Mbl KDOBH U CKOPA JIM3UHA B TIPOIYKTE, Is= -
0,521 (p<0,010).

BhIsiBIICHA MOJIOXKUTENIbHAS KOPPESAIUS TOoKa3aTeJIel MUIICBOro (heHHIaIaHHHA
(r=0,688, p<0,010) m mnHarypampHoro Oenka (r;=0,642, p<0,010) c ypoBHEM
(dheHmIaIanrHa B T1a3Me KpoBH (puc. 32-33).

YcraHoBiieHa ciiabas OTpHIIATEIbHAS KOPPEJAIUsS KOHIICHTPAIMH THPO3WHA B
I1a3Me KpoBH OOJIBHBIX C cojep)kaHHueM HaTypaiapHoro Oenka (rs= -0,280, p<0,050) u

¢benunananuna (rs=-0,289, p<0,050) B ux numeBom paiuone (puc. 34-35).
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Pucynok 32. Koppensnuss CyTo4yHOro TOTpeOJICHHSI HATypaJlbHOTO O€lika W COJCpIKAHUs
(dheHnnananuHa B masMe kposu 1:=0,642 (p<0,010).

1550 o

1200

1000 o

800 O

MUINEBON (eHHUIATTAaHUH (MI/CYTKH)

22 300 607 909 1511 2449 2909

(eHnnananuH TUIa3Mbl KPOBU (MKMOJIB/JT)

PI/ICYHOK 33 KOppCJ’IHI_II/ISI IIUIIIEBOIO (beHPIJ'IaJ'IaHPIHa " COACPIKAHUA (I)GHI/IJ'IaJ'IaHI/IHa B IJIa3M€ KPpOBU
1=0,688 (p<0,010).
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Pucynok 34. Koppensuus HaTypaibHOro Oenka MUIIEBOTO paldOHa U COJAEPXKAaHHUS THPO3UMHA B
miasme kpoBw rg= -0,280 (p<0,050).
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PI/ICYHOK 35 KOppCJ’IHI_II/ISI IIUIIIEBOIO q)CHPIJIaJIaHI/IHa H COACPI)KAHUA TUPO3HHA B IJIa3MC€ KPOBU
r=-0,289 (p<0,050).
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Takum oOpa3om, B HacTosIee BpeMs Bce, Mpou3BoauMbie B EBpone u B Poccuu
CIICHMAIM3UPOBAHHBIE TPOAYKTHI sl nuetorepanuun OonbHBIX DKV, npencraBieHbl
CMEChI0 BBICOKOOUHMIIEHHBIX KPHUCTAUIMUECKUX L-aMHUHOKHCIOT Oe3 ¢eHuIamaHuHa.
OCHOBOM JMaHHBIX TMPOJAYKTOB CIYXKUT CMECh aMHHOKHMCIIOT, KA4eCTBEHHBIM U
KOJINYECTBEHHBIN COCTAaB KOTOPOM SIBISAETCS 4YPE3BBIYAWHO BAXHBIM JUIA POCTa U
pa3BUTHS O0JIbHBIX (PEHUIKETOHYPHUEH.

N3BecTHO, YTO 8§ aMUHOKHUCIOT (BaJMH, JEHUIIMH, U30JCHIIUH, JTU3UH, METHOHHH,
TpeoHHnH, Tpuntohan W QEHWIATAHUH), BXOIANIMX B COCTaB OEJIKOB IHIIEBHIX
MIPOAYKTOB, SIBJISIFOTCS 3CCEHIMAIBbHBIMU, TAaK KaK OHU HE CUHTE3UPYIOTCSI B OPTaHU3ME
YEJIOBEKAa W JOJDKHBI €XKEAHEBHO mnocTynarh ¢ numed. s nmanueHtoB ¢ OKY
HE3aMEHUMOW aMHUHOKHUCJIOTON CTAaHOBUTCS W THUPO3HMH, TaK Kak ero oOpa3oBaHHE U3
(deHunanaHMHa HapyllaeTcs B pe3yjbTaTe CHWKEHUS AaKTUBHOCTH (depMeHTa
(eHUIaTaHUHTUIPOKCUIIA3bl, a MOCTYIUIEHME THUPO3MHA C MHUIIEH CHIXKEHO U3-3a
OTpaHUYCHHMS B JUETE HATypaiabHOTO Oenka [3].

BnepBble yCcTaHOBJIEHO, 4YTO B OOJBIIMHCTBE IIMPOKO HCHOJb3yEMBbIX
CIICHMAIU3UPOBAHHBIX TPOJYKTOB HA OCHOBE aMHUHOKHUCIOT 0e3 (peHumnanmaHuHa CKOp
psla HE3aMEHUMbIX AMUHOKHCJIOT U TUPO3UHA HIXKE 95%, 4TO 3HAYMTENHbHO CHUXKAET
uX OHOJIOTMYECKYI0 IIeHHOCTh. B muasme kpoBu OoapHbIX DKV, mnonydaBmmx
YKa3aHHbIE MPOJIYKTHI, OTMEUEHO CHWXEHUE COJIEpKaHUS HW30JICUIINHA, JICHIIHHA,
TPEOHUHA, a TaKXK€ TUPO3HHA, YTO OTPUIIATEIHLHO KOPPEIUPOBAIO C (PEHUITATTAHUHOM,
YPOBEHb KOTOPOTO B IUIa3Me Obul MOBbIIICH. [loflydeHHBIE HaHHBIE COTJACYIOTCS C
pesynbraTtamu Hargreaves KM ¢ coaBt. (1988) u Pietz Joachim ¢ coast. (1999),
YKa3bIBAIOIIUMU Ha KOHKYPEHTHbIC OTHOIICHUS aMUHOKHCIOT kiacca BHAK wu
(dhenmmanannHa pu BcackiBanuu B JKKT u uepe3 remarosnnedammmueckuii 6apeep [131,
150].

Ha ocHOBaHuM TMpOBEIEHHOrO UCCAEI0BaHUs Oblla pa3paboTaHa MeEIUKO-
Oouonoruyeckast KOHIIETIUS CO3/JIaHUs COBPEMEHHBIX OTEYECTBEHHBIX
CICMAIU3UPOBAHHBIX  MPOJIYKTOB  TOBBIIIEHHOW  OMOJIOTMYECKOM  I[EHHOCTH,

npeIHa3HAaYeHHBIX 7151 OOJIbHBIX (DEHUIIKETOHYPHEN pa3InuHOro BO3pacTa.


http://www.ncbi.nlm.nih.gov/pubmed/?term=Pietz%20J%5Bauth%5D
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5.3. XapakTepucTHKa HOBbIX 0T€YeCTBEHHbIX CIEHHAJIM3HPOBAHHBLIX MPOAYKTOB
JJISl IMeToTepanun 00J1bHBIX (eHWIKETOHYPHUEeil pa3JIu4HOr0 BO3pacra

B HacTosiiee BpeMsi OTe€UeCTBEHHbBIE TEXHOJIOTHYECKUE BOZMOXKHOCTH MTO3BOJISIOT
MOJCIMPOBAaTh KOJMYECTBEHHBIH M KAa4eCTBEHHBIM COCTaB CIEIMATM3UPOBAHHBIX
MIPOYKTOB, B TOM YHCJIE U HA OCHOBE CMECH aMUHOKHCIIOT 0e3 (heHUIamaHnHa 32 CUeT
ONTUMHU3AIMA AMHUHOKHUCIIOTHOTO MpOdHIIs, BBEIACHUS KOMIUIEKCAa MUKPOHYTPHUEHTOB,
BKJIIOYass  BUTAaMHUHBI, = MaKpo- U  MHKPODJIEMEHTHI,  JJIUHHOIECIOYEUHBIC
MTOJIMHCHACHITIICHHBIC JKUPHBIC KHUCIOTHI, NPEOUOTUKH H JPYTHE ICCEHIMATHHBIC
KOMITIOHEHThI TuTaHus. s Toro, 4toOwml obecreunth OonbHOro DKV Makpo- u
MUKPOHYTPHUEHTAMH, COCTABUTh €MY MPUEMJIEMBIN JI€UCOHBIM paIlMOH, COBPEMEHHBIC
CHeIUaIN3upOBaHHbIE MPOAYKTHI 1iesiecoo0pa3Ho auddepeHIIMpoBaTh B 3aBUCUMOCTH
oT (GYHKIHUOHAIBHBIX OCOOCHHOCTEH M BO3PACTHBIX MOTPEOHOCTEH oOpraHu3ma B
MUILEBBIX BEIIECTBAX U DPHEPTUH.

B pamkax ®@enepanbHoii 1iesieBoi mporpammsl «Jletn Poccum» na 2007 — 2010 rr
nmo teme «Pa3paboTka OTEUECTBEHHBIX CIEHHAIBHBIX TMPOJYKTOB TMHUTAaHUS TMpU
OoJie3HsIX 0OMEHa BEIIECTB» U B COOTBETCTBUU C IJIaHOM HaydHO-Mccaeq0BaTeIbCKUX
pabot Ne01.2.006-14674 «Mennko-010I0THYeCKUe OCHOBBI OOOCHOBAHMS M CO3JIaHHUS
HOBBIX TPOJYKTOB JETCKOTO W JIeueOHOTO muTaHus» HaydHbIM IEHTPOM 3I10pPOBBS
neteit comectHO ¢ 3A0 «Mudanpum» u I'HY BHUU kpaxmanonponykroB PACXH B
nepuox 2007-2012 rr ObuiM pa3paboOTaHbl COCTAaBbl M PELENTYPbl OTEUECTBEHHBIX
MPOAYKTOB Ha OCHOBE AaMUHOKHUCJIOT 0€3 (QeHWwIalaHnHa, a TaKke HU3KO- H
0e30eIKOBBIX MPOJAYKTOB HA OCHOBE KPaxXMaJlOB M YIJIEBOJHO-)KMPOBOTO KOHIIEHTpaTa

11t OOJIbHBIX (PEHUIIKETOHYPUEH Pa3IMYHbIX BO3pPACTHBIX Tpyni (Ta0m1.40-41).
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Taomuria 40

Hogble oTeyecTBeHHbIe NPOAYKTHI cepuii « Hyrpuren» u « Hyrpuren npeMuym» Ha OCHOBe aMHHOKHCJIOT 0e3
eHMJIAJIAHMHA VIS 00JbHBIX (eHNJIKETOHYpH e Pa3IuYHOr0 BO3pacTa

Bospacr [TuiieBwie BemiecTBa DHEProleHHOCTh ButamunHo- buonornuecku
Ha3Haye- (r/100 r mpoxykTa) (xxan/100 T MHHEpaTHHBINA AKTHBHBIC
Haspanue npozykra HUA GCITKOBBIH KHPBI YITIEBOIBI HPOJYKTa) KOMILIEKC BELICCTBA
SKBUBAJICHT
Hytpuren —phe 14 0-12 mec 14 23 50,4 471 + +
(TY 9197-045-37552800-2013)
Hytpuren—phe 20* 20 18 50,4 444 + +
(TY9197-046-37552800 -2013) cTapuie
Hyrpuren—phe 40** 1 rona 40 13 31,4 403 + +
(TY9197-046-37552800 -2013)
Hytpuren—phe 70*** 70 + 4,5 298 + +
(TY9197-046-37552800 -2013)
Hytpuren 75%*** 75 + 4,0 316 + +
(TY9197-037-37552800 -2012)

*NpeAnoYTUTEIbHBIA BO3PACT HAa3HAYEHUsI poykTa *- ot 1 rona no 3 net; ** - ot 3 go 7 ner;*** - nersim crapiie 7 jeT, B3pOCibIM U OepeMeHHbIM keHinHam ¢ OKY

Tabmuma 41

HoBble oTeuecTBeHHbIE HU3KO0- U 0e30e/1KkoBbIe NPOAYKThI cepuil « Hyrpuren» u «/leTka» Ha 0CHOBe KPaxMaJioB U
YIJIEBOJIHO-KHPOBOI0 KOHIIEHTPATa Ui 00J1bHBIX eHWIKETOHYpHUeil

Bo3zpacr IMumiessie Bemectra (/100 T DHEProleHHOCTh BurtamunHo-
Ha3spanue npojykra Ha3HAYCHMUS MIPOAYKTA) (xkan/100 r mpoaykTa) MUHEPAITbHBIN
OenKku YKUPBI YTJIEBOJIBI KOMIUIEKC
Cyxoti 6e30enkoBbIii HaMUTOK «HyTpuren» c - 21 71,5 475 +
MostouHbIM BKycoM*(TY9197-040-37552800 -2012)
Cyxast HU3K00eIKOoBasi CMeCh I BBITIEUKH XJieba crapuie 1 3,2 79.8 352 -
«Hytpuren» (TY9197-041-37552800 -2012) 1 rona
Husko0enkoBeiii omydaOpuKkaT 11sl BEIIEYKH 1 1 90 344 -
«erka» 9187-087-00334735-03,
n3menenue Ne2 ot 08.05.2013r

*-IIPOYKT MOXKET UCTIONIB30BaThCs y 60sbHBIX DKV crapiue 6 MecsineB >KU3HM.
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5.3.1.XapakTepucTHKa  OTeYeCTBEHHbIX TMPOAYKTOB HAa  OCHOBe CMeCH

AMHHOKHCJIO0T 0e3 peHuIa1aHuHA

Cnenumanu3npoBaHHble MpoAyKThl cepuid «Hytpuren» un «HyTtpuren PREMIUM»
BBIPa0aTHIBAIOTCS M3 CMECH KpUCTaimdeckux L-amuHOKHCIOT Oe3 (eHunanaHvHa u
MPEICTABIIAIOT COO0OM «CEPUIO» MPOAYKTOB, KOTOPHIE 1[EIECO00pa3HO MOCIEI0BATEIBHO
UCIIOJIb30BaTh B JICYEOHOM IMHUTAHWM TMAIMEHTOB C (DEHUJIKETOHYpHUEH IO Mepe HX
B3POCJICHUS.

YyuThiBasi OCHOBHBIE BO3pACTHBIC MEPUOABI KU3HH, MPOAYKTHI ObUIM CO3JaHbI
st 4-x Bo3pacTHbIX Ipynn O0onbHBIX OKVY': rpyaHoitl Bo3pact (¢ poxkaenus Ao 1 roaa),
paHHuU# JeTckuil Bo3pact (0T 1 roma 1o 3-X JeT), AOIIKOIbHBIA Bo3pacT (ot 3 jet a0 7
JIET), WIKOJIbHBIM, TMOJPOCTKOBBIA BoO3pacT (0T 7 JeT W cTrapiie), mpu 3TOM BCe
MPOJIYKTHI, IPEAHA3HAYEHHBIE JETSAM PaHHET0, JOIIKOJIbHOTO M IIKOJIBHOTO BO3PACTOB,
pu HEOOXOJAMMOCTH MOTYT MCIOJB30BAaThCs B JIUETOTEpANuM JAeTei crapmie 1 roga
KU3ZHU.

benkoBbIii KOMIOHEHT HOBBIX OTEYECTBEHHBIX MPOAYKTOB MPEICTABICH CMECHIO
KpUCTAUTMUECKNX L-aMHHOKHUCIOT 0e3 (heHuamaHNuHa C MOBBIIICHHBIM COJIEpKaHUEM
L-tupozuna (10-12 r wa 100 r© cMecM aMHUHOKHCIOT), KOJIMYECTBEHHBIA U
KAueCTBEHHBIH COCTAaB AMHUHOKHUCIOT MOJ00paH B COOTBETCTBHMH C BO3PACTHBIMU
MOTPEOHOCTSIMHU MAIMEHTOB. AMHUHOKCHJIOTBIM CKOP BCEX HE3aMEHHMBIX aMHUHOKHUCIIOT,
3a uCKJIroYeHueM (eHWIallaHuHa, CKOp KoToporo paBeH «0», coctamisieT oT 100% 1o
140% 1o OTHOLIEHHIO K TaKOBOMY CKOpPY aMHUHOKHUCJIOT »KEHCKOTO MOJIOKAa, a CKOp
tupo3nHa — He MeHee 140% [7]. Ha >TukeTHON HAAMMCH YIAKOBKUA YKa3aHbl CyMMa
AMUHOKHCIIOT W KOJMYECTBO OEJTKOBOTO JKBHUBAJICHTA, KOTOPOE OTPAKEHO TaKXKE B
Ha3BaHUU MPOJYKTa U 0003HAYAETCs ABY3HAYHBIM uucioM: 14, 20, 40, 70, 75.

KupoBoii KOMMIOHEHT TMPEACTABICH KOMIIO3UIMSIMU PACTUTEIBHBIX Macel,
MMEIOLIUX Pa3JIMYHbIA JKUPHOKUCIOTHBIA COCTaB M MPUAAIOIIMX COOTBETCTBYIOIIWE
BKYC U CBOMCTBA MPOAYKTY.

[Ipu pa3paboTke M OOOCHOBaHUM JKUPOBOTO KOMIIOHEHTA COOJIIOAAINCH

cienyronme TpeOOBaHUs:
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— COJIep’KaHME JIMHOJEBOW KHUCJIOTHI JOJKHO COCTaBIIATH HE MeHee 14% OT CyMMmbl
AKUPHBIX KUCJIOT;

— cootHomenue [THXK w6/®w3 nomkHo HaxoauThes B npeaenax 8:1 — 12:1;

— CcoJepiKaHKhe KapHUTHHA JTOJKHO ObITh HEe MeHee 7 Mr B 100 r cyxoro npoaykra.

Kup — 310 00s3aTENBHBIA KOMIIOHEHT MPOAYKTOB, IIPEIHA3HAYCHHBIX JIJIS JIeTen
NEpPBOrO0 TOAA >KU3HH, AN ONTHUMH3AIMH JIMIHIHOTO KOMIIOHEHTa CMeCh ObLIa
oOorailieHa KOHLIEHTpaTaMH JJIMHHIIETIOYEYHBIX MOJUHEHACBHIIEHHBIX )KUPHBIX KHCIOT
kiacca ®-3 (mokosorekcaenosas [THXKK) n w-6 (apaxunonosas [THXKK), seastomumxcs
ACCEHUMAIBHBIMU JUJISl TPYAHBIX I€TEH NIEPBOTO MOJIYTOAUS KU3HU.

JIns  BBINOJHEHWS] YKAa3aHHBIX YCIOBHM B COCTaB JKUPOBOM KOMIIO3UIIUU
npoyKToB cepun «HyTpuren» BkiIro4YeHbl padUHUPOBAHHOE KYyKypy3HOe Macio 8%,
papuHupoBaHHOE coeBoe Macio 17%, paduHuUpoBaHHOE NaJIbMOBOE Macio 25%,
padunupoBanHoe kKokocoBoe macio 50%. Kykypy3Hoe Macio sIBASE€TCS MCTOYHUKOM
ACCEHLMANIBHBIX MOJIMHEHACHIEHHBIX XUpHBIX kucioT (ITHXK) psna w6, B neppyro
ouepenb TUHONIEBOU KUCIOTH (18:2w6). PadbmHupoBanHOE cOeBOE MaciO - UCTOYHHK
ITHXKXK cemeiictBa ®3, a UMEHHO O-TMHOJEHOBOM  Kkuciaotel  (18:3w3).
CO6anaHcupoBaHHOE COJEp)KaHUE KUPHBIX KHUCIOT YKa3aHHBIX PSAJOB HAlpaBiICHO Ha
HOpMaJIM3alHI0 (PU3UKO-XMMUYECKUX CBOWCTB KJIETOYHBIX MEMOpaH, a TakXke Ha
o0ecrnieueHue CHUHTE3a psana Ba)KHBIX OMOJIOTrMUYECKHUX MEINaTOpPOB
IIPOTHBOBOCIIAJIMTEIBHOTO W MPOTHUBOAUIEPrUYECKOro JeicTBus. KokocoBoe U
NMajbMOBOE Maciia, BKJIIOYAE€MbIE B COCTaB NPOAYKTA, SBISIIOTCA HCTOYHUKAMU
CPEIHELETIOYEYHBIX KUPHBIX KHCJIOT, KOTOPBIE JIETKO YCBAMBAKOTCA y JETEH paHHETro
BO3pAacCTa U SIBJISIOTCS ONTUMAJIbHBIM UCTOYHUKOM SHEPIHH.

B npoaykrax «Hytpuren 20 -phe» u «Hytpuren 40 -phe» mist neteit crapiie 1
rojla TaKXe MPUCYTCTBYET J>XKMPOBOM KOMIIOHEHT, HO B MEHBIIUX [JOJIIX M HE
oOoramensbii koHueHTpatamu 'K u APA. TlpucyTrcTBre ®upoB B yKa3aHHPX CMeCsX
MO3BOJISIET COATAHCUPOBATH YHEPTOLIEHHOCTH paruona st 6onbHbIX ¢ DKV, nMerommx
CHIDKEHHBIM HYyTpUTHBHBIN cTatyc. B mpoaykrax «Hytpuren 70 -phe» u «Hytpuren

75» nns pered crapmie | roaa JKMPOBOM KOMIIOHEHT OTCYTCTBYET, YKa3aHHBIE
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IPOJYKTHl ONTUMAJIbHBI JJIsl JUETOTEPANUU MAlUEHTOB C U30BITOYHOM Maccou Tena u
OKAPEHUEM.

YVaenesoomuwiii cocmaé mpeAcTaBieH MojucaxapujiaMu (AEKCTPUHMAIbTO301) B
KonumyecTBe HE MeHee 90% B mepecyeTe Ha Cyxue BEIIECTBA YIIIEBOJHOTO KOMITIOHEHTA,
1A obecriedeHrs] HEOOXOAUMBIX OPraHOJENTHYECKUX CBOWCTB B MPOIYKT 100ABIISIOTCS
MOHOcaxapu bl (TI0KO3a U MaJIbTO3a) B KoJimyecTBe He 6osee 10%.

KBoTa yrneBogoB yMeHbIIaeTcsd OT MakcuMaibHOU (42,8% OT sHepreTnyeckou
neHHoctd Ha 100 r mpoaykTa) i OOJIBHBIX MEPBOTO TOJA >KU3HU O MUHUMAIIbHOU
(5,1%) B mpoayKTax Jjisl MAIMEHTOB cTapiie 7 JeT.

Bumamunvr u munepanvHvie 6eujecmea, KOJIUYECTBO KOTOPBIX 3aBUCUT OT
BO3pacTa MAalMeHTOB, BBEIEHBI BO BCE  MNPOAYKTHL. I[IpogyKkTel HE cozaepKar
MCKYCCTBEHHBIX MUIIEBBIX J00AaBOK - apOMATHU3aTOPOB U YIYUIIUTENICH BKyca.

Bce nuiieBbie KOMIOHEHTHI, UCIOJIb3YyEMbIE MTPU U3TOTOBJIEHUH OTE€YECTBEHHBIX
NpOAYKTOB, paspemieHbl denepanpHoil cimyx00i 1Mo HaA30py B cdepe 3aliuThl MpaB
noTpeduTenss W OJaronoy4us 4enoBeKa [JIs MPOM3BOACTBA IMPOAYKTOB JIETCKOTO
MUTaHUsA, a MpPUMEHseMash TEXHOJOTHUS COXPAaHSET WX MUUIEBYI0 U OHUOJOTHYECKYIO
LICHHOCTH [43].

HoBble oOTedecTBEHHBIE MPOAYKTHI MPEACTABISIN COOOM CyXOll OJIHOPOJHBIN
MOPOILIOK MOJIOYHO-0EJIOro IBETa, JIETKO PACTBOPSIOLIMICSA B BOJE MPHU TEMIIEpaType
40-45°C, obOpazysa >xunkyro ¢opmy. ['0TOBbIE K YMOTPEOJEHUIO MPOAYKTHI HMENU
TOPbKOBATHIM BKYC, XapaKTEPHBIN JJI1 CMECU AMUHOKUCJIOT.

Hanee MpE/ICTaBIICHbI XapaKTEPUCTUKU COCTaBOB pa3pabOTaHHBIX
CIEUHUAIU3UPOBAHHBIX MPOAYKTOB, MPEIHA3HAYEHHBIX ISl Pa3JIMYHBIX BO3PACTHBIX
TPYIIIL.

Cneyuanuzupogannvlii. npooykm «Hympueen 14 -phe» ma ocnose amunokuciom 6e3
Genunanranuna onsa OOIbHLIX PEeHUTKEeMOHYpUel NeEPE020 200a HCUHU.

«Hytpuren 14 -phe» - cyxoi cOalaHCUPOBAHHBIA CIEHUAIM3UPOBAHHBIN

MPOIYKT JUIsl TUTaHUS JETeH TEpBOro Troja >XU3HU, OONBHBIX (DEHWJIKETOHYPHEH,

HaIMpaBJICHHBIM Ha OOECIEYCHHE COOTBETCTBYIOIIUX BO3PACTHBIX MOTPEOHOCTEN
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IPyIHOTO peOEHKa B OCHOBHBIX M MHUHOPHBIX 3CCEHLIMAIbHBIX MUILEBBIX BEIECTBAX U
SHEPTHUH.

[Tpoaykt cOalaHCUpOBaH MO OCHOBHBIM MAakpo- U MHUKPOHYTPHUEHTaM, a TAKXKe
oOoramieH TaypuHOM, KOMIUIEKCOM OHOJIOTUYECKH aKTHUBHBIX BELIECTB: MHO3UTOJIOM,
OMOTHHOM, XOJIMHOM, KApHUTHHOM, JUTMHHOIEMIOYEYHBIMU TOJTMHEHACHIIIEHHBIMU
KUPHBIMU KUCJIOTaMH. J[1s1 MOBBIIIEHHUS] (PYHKIIMOHAIBHBIX CBOMCTB IMPOAYKTAa B €T0
COCTaB BBEJCHBI MPEOMOTUKU (KOMILUIEKC TajakTo- M (PYKTOOIHUrOCaxapujoB B
cootHoueHuu 1: 10).

CopepxaHne HE3aMEHHMbBIX aMHHOKHCIOT, BXOJSIIMX B COCTaB IPOAYKTa,
MIPEICTABICHO B Tabnuie 42.

Tabmauia 42

Conep:kaHue He3aMEHUMbIX AMHHOKHCJIOT B 0€JIKOBOM KOMIIOHEHTE
crenuaan3npoBaHHoro npoaykra «Hyrpuren 14 -phe»

Hezamenumele ConeprkaHue He3aMEHUMBIX aMHUHOKHCIIOT
aMUHOKUCJIOTEI r/100 r r/100 MJ1 TOTOBOTO
CMECH aMUHOKHUCJIOT K YIIOTPEOJICHUIO TPOJIYKTA
I'uctuoun* 3,0 0,07
Hzoneitnma 6.4 0,14
Jlennun 10,1 0,23
JInzun 6,7 0,15
MeTuoHuH 3,0 0,07
deHunagaHuH 0 0
Tuposun 11,1 0,25
TpeoHun 5,3 0,12
Tpunrodan 2,5 0,06
Banun 6,7 0,15
CyMMa He3aMEHUMBIX 54,8 1,2
AMHUHOKHUCJIOT

* . JJIA HeTeﬁ TNEPBOro roaa >XU3HU rUCTUANH SABJIACTCA YyCJIOBHO HEe3aMEHUMOM aMHHOKHCIIOTOM

OcobenHocmbio JHCUpPOB020 KOMNOHEHMA A81semcsi BBEJIEHUE B €ro COCTaB
JIOKO3areKcaeHoBOM KUCIOTH — 7 Mr/100 M 1 apaxuoHOBOM KUCIOTHI — 7 Mr/100 mut;
cootHomenue ITHXXK w6/®w3 coorBeTcTBYyeT B cpeanem 10:1.

OCMOJISITBHOCTh BOCCTAHOBJIEHHOTO M TOTOBOTO K YHOTPEOJEHHIO MPOAYKTa
coctaBisieT He 6osee 320 MOcm/Kr. XMMUYECKUI COCTaB U dHEPIreTHYCCKAs IIEHHOCTh

npoaykra «Hytpuren 14 npemuym -phe» npeacrapnensl B Tadnune 43.
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Ta0mumna 43

XHMHYECKHI COCTAB U IHEPreTHYEeCKasi HEHHOCTH CIeNNATN3HPOBAHHOIO
npoaykra «Hyrpuren 14 -phe» (TY 9197-045-37552800-2013)

WNHrpenuenTsl B 100 r cyxoro npojykra B 100 mu1 xukoit cmecu™
DHepreTudecKkas eHHOCTh, KKay/KJ[x 471/1971 63/262
benkoBbIf 3KBUBAJICHT, T 14 2,0

dbenmnanauy, r 0,0 0,0
Kupsl, r 23 34
JIMHOJIEBAsI KUCJIOTA, T 4.4 0,66
OL-JIMHOJICHOBAsS KMCIIOTA, T 0,36 0,05
apaxuJIOHOBAsi KUCIIOTA, MT 54 7,8
JIOKO3areKcacHoBas KUCI0Ta, MI' 54 7,8
YrneBoasl, T 50,4 7.5
["anakToonurocaxapusl , r 2,7 0,4
DpyKTOOIUrOCaxapuabl, r 0,27 0,04
MunepanvHnvie seujecmea:
KaJIBIIMH, MT' 350 52,5
dbocdop, Mr 280 42
KaJInii, MT 450 67,5
HATpUH, MT 167 25
MarHuvi, Mr 35 53
MeJb, MKT 400 60
MapraHell, MKT 160 24
JKeJIe30, MI 5,8 0,87
IIUHK, MT 39 0,58
XJIOPUJIBI, MT 440 65
MO, MKT 74 11
CEJIEH, MKT 12 1,8
XPOM, MKT 5 0,75
MOJIMOACH, MKT 3 0,45
Bumamunor:
peTuHOoN (A), MKI-9KB 443 66
tokodepoin (E), mr 6,2 0,9
kanbeiudepon (1), Mmxr 7,4 1,1
BuTamMuH K, MKr 22 3,3
tuamuH (B), Mkr 430 64,5
pubodnasun (B,), Mkr 640 96
MMAaHTOTEHOBAsI KUCJIOTAa, MI' 2,5 0,38
nupunokcut (Bg), Mkr 500 75
HuauuH (PP), mr 5,6 0,8
dbommesas kuciorta (B.), MKr 74 11,1
nuranokobanamuH (Bj,), MKr 1,2 0,18
ackopOuHoBast kucnota (C), mr 39,7 5,9
OMOTHH, MKT 9,3 1,4
Wno3uron, mr 20 3,0
XoauH, M 49 7,4
KApPHUTHUH, MT 10,5 1,6
TaypUH, M 33 4,9
OcMounstnbHOCTE, MOCM/KT - 280

*- IpH pa3BeIeHUH, PEKOMEHIYEMOM ITPOU3BOIUTEIIEM.
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Cneyuanuzuposanmuvie npooyKmsl HA OCHO8€ AMUHOKUCIOm 6e3 ¢henunananuna Ol
oemeli ¢ (henunkemonypueti cmapuie 00H020 200d.

Jia GonbHbix KV crapmie ogHoro rozxa paszpa®oTaHbl MPOIYKTHl Ha OCHOBE
cMecell aMMHOKHUCIOT 0e3 (eHuwnasaHuHa ¢ OONBIIMM coAepkKaHUEM Oeika, 4eM B
OpOAYKTaxX JUis JIeTell TEepBOr0 Troja KHU3HU. ACCOPTUMEHT pa3paOdOTaHHBIX
OTEUYECTBEHHBIX NPOAYKTOB 0€3 (eHmsIanaHuHa [l OOJbHBIX AeTel crapiie 1 rona
BKJIIOYAET CHelrann3upoBanHbie cmec cepun «Hytpuren -phey: «Hyrpuren 20 -phey,
«Hytpuren 40 -phe», «Hytpuren 70 -phe, a Take cmech «HyTtpuren 75».

Copepxanue He3aMEeHUMBIX aMMHOKHUCIOT B 100 1 Oenka yka3aHHBIX MPOYKTOB
OTJIMYAETCS OT TakoBoro B nmpoaykre «Hyrpuren 14 -phe». JIns OonbHBIX cTapiie rojaa
TUCTUIMH YK€ HE SBJISETCA HE3aMEHUMON aMUHOKHUCIIOTOM, COOTBETCTBEHHO MEHAETCS
COOTHOIICHHE IPYTUX aMUHOKHUCIOT (Tabm.44).

Tabnuua 44

Conep:kaHue He3aMEHUMbIX AMHHOKHCJIOT B COCTAaBe CINIENMATU3MPOBAHHBIX
NMPOAYKTOB JJIfl ieTel ¢ (peHUIKeTOHypHel crapuie 1 roga

HezameHnMble aMUHOKHCIOTBI CopepxaHne He3aMEHUMbIX aMUHOKUCIOT 1/100 1 6enka
H3onenun 7,22
JlenmuH 11,4
JInzun 9,48
MeTuonuH 3,39
deHunsaNaHuH 0
Tupos3un 12,53
Tpeonun 5,98
Tpunrodan 2,82
Banmuu 7,56
CymMma He3aMEHMMbIX aMUHOKHUCIIOT 63,8

Xapaxmepucmuka cneyuanuzuposannvlx npooykmos « Hympueen 20 —phe» u
«Hympueen 40 -phey.

[Tponyktel «Hytpuren 20 -phe» un«Hytpuren 40 -phe» BblpabarbiBatoTCs U3
CMECH KPHUCTAUIMYECKUX L-aMHUHOKUCIOT 0e3 (eHmnanaHuHa M MpeJHa3HAYCeHbI AJIs
7e4eOHOro MUTaHus AEeTel cTapuie OJHOro rojaa, OOJbHBIX (DEHHIIKETOHYpHEH, Mpu
ATOM MPEANOUYTUTENHHBIA BO3pACT UX puMeHeHus: oT 1 roma o 3 net (mpu 0eTKoBOM

skBuBasieHTe 20 1) 1 oT 3 10 7 net (npu 6enkoBoM 3kBuBaieHTE 40 r).
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Cwmecu coaepxkar 20 r u 40 r 6enka Ha 100 r cyXxoro mpoJiykta COOTBETCTBEHHO, a
TaKXe >XUPbl U YIJIEBOJbI, HO B MEHBIIEM KOJUYECTBE IO CPABHEHHUIO CO CMECHIO,
npelHa3HAaYeHHOW [UIsi OOJIbHBIX MEepBOro roja >KU3HU. I[IpoaykThl oOOOTaIlEHBI
BUTAMUHHO-MUHEPAJIbHBIM  KOMIUIEKCOM B COOTBETCTBUM C  BO3PACTHBIMU
MOTPEOHOCTSAMU AETEM.

XUMHUYECKHI COCTaB W SHEpreThdeckas IEHHOCTh YKa3aHHBIX MPOAYKTOB

MIpEAICTABIICHBI B TaOIHULIE 45.

Taomuna 45

XMMHUYeCKHIl COCTAB M JHEepPreTudecKas HeHHOCTb NpPoaykToB «Hyrpuren 20 -phe»
n«Hyrpuren 40 -phe» (TY 9197-046-37552800-2013)

Hyrpuren 20 -phe Hyrpuren 40 -phe
Wurpennentst B 100 r cyxoro B 100 M B 100 r cyxoro B 100 M
MPOAYKTa BOCCTaHOBJICHHOM MPOAYKTa BOCCTaHOBJICHHOM
cmecu® cmecu™®
DHepreTudeckas EHHOCTb, KKa/KJ[x 444/1857 69/289 403/1686 62/260
BenkoBrwIll SKBUBaNCHT, T 20 32 40 6,2
CyMMa aMUHOKHCIIOT, T 23,6 39 47,2 7.4
dennnmanauH, T 0,0 0,0 0,0 0,0
Kup, r 18 3,0 13,0 2,0
JIMHOJIEBas KUCJIOTa, T 3,5 0,58 2,6 04
OL-JTMHOJICHOBAsI KUCJIOTa, T 0,36 0,06 0,26 0,04
Yraesonpl, T 50,4 8,5 31,4 49
MunepanvHule gewgecmea.
KaJIbITUH, MI' 900 150 900 140
¢docdop, mr 700 118 700 109
KaJIMi, M 380 63,8 550 86
HaTpHii, MT 400 67 600 94
MAarHui, Mr 85 14,3 200 31,2
MeJlb, MKT 516 86 670 104
Maprasen, MK 666 112 866 135
JKeJe30, MT 8,2 1,4 9,9 1,5
IIUHK, MI' 5,0 0,8 6,6 1,0
XJOPUABI, MT 560 94 880 137
HOJI, MKT 64 10,8 83 0,9
CeeH, MKT 16 2,7 21 1,0
Xpom, MKT 12 2,0 15 2,3
MOJIHO/ICH, MKT 10 1,7 13 2,0
Bumamumnwi:
petuHOI (A), MKT-9KB 412 69 633 98,7
tokodepon (E), mr 5,7 0,95 8,8 1,4
kanbidepo (1), MKr 6,8 1,1 10,5 1,6
putaMuH K, MKkr 21 3,5 32 5,0
tuamuH (B), MKr 400 67 617 96
pubo¢nasus (B,), MKkr 596 100 917 143
MMAHTOTEHOBAS K-Ta, MT' 2,3 0,4 3,6 0,6
nupuaokcuH (Bg), MK 466 78 717 112
uuanuH (PP), mr 5,2 0,9 8,0 1,2
¢domuepas kuciota (B.), MKr 68 11,4 105 16
nuanokobanamu (B1,), MKT 1,1 0,2 1,8 0,3
ackopbunoBas k-ta (C), mr 37 6,2 57 8,9
OMOTHH, MKT' 8,7 1,5 13 2,0
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Wno3uromn, Mr 56 9.4 100 15,6
XonuH, M 70 11,8 120 18,7
Kapuutun, Mr 35 5,9 60 9,4

*- IPU pa3BeICHUH, PEKOMEHYEMOM ITPOU3BOIUTEIICM.

Xapakmepucmum Cneyuatu3upoBaHHbIx I”lpO()meOG «HympueeH 70 —phe» u

«Hympueen 75»

[Mponykrer «Hytpuren 70 -phey», «Hytpuren 75» BblpabaTbiBaeTCsi U3 CMECH

KPpUCTATININYCCKHUX L-amunokuciaor 0e3

(bGHHHaHaHI/IHa N MNOpCAHA3HAYCHbI  JIA

Je4eOHOro MWUTaHUs JAETed cTaplie OJHOrO rojaa, OOJbHBIX (PEHWIKETOHYPHUEH.
VYkazaHHbIE IPOYKTHI COAEPKAT COOTBETCTBEHHO 70 T ¥ 75 r OEIKOBOIO SKBUBAJICHTA,
BUTaMUHHO-MUHEPAJIBHBIA KOMILJIEKC, OWOJIOTMYECKHM aKTUBHBIE BEIIECTBA, B UX
COCTaB€ OTCYTCTBYIOT VYIJIEBOAHBIM M  XUPOBOM  KOMIIOHEHTHI.  [IpomyKTsI
MpeaHa3HaYeHbl Ui JiedeOHoro mutaHus OosibHbIX DKV crapmie roma, mpu 3ToM
IIPEAIIOYTUTENBHBIM BO3PACT HUX NPUMEHEHHs — OoT 7 jer U crapue. [Ipoaykrel
«Hytpuren 70 -phe», «Hyrtpuren 75» MOryT HNpUMEHSATHCS B IMUTAHUU B3POCIBIX
O0onpHBIX, a Takxke keHIMH ¢ OKY B mpekoHuenTyalbHbIA TEpUOS U BO BpeMs
OepemeHHocTH. BrmepBble B COCTaB yKa3aHHBIX IPOJYKTOB BBEIACH KOMILIEKC
OMOJIOTUYECKH aKTUBHBIX BEILIECTB - MHO3UTOJI, OMOTHUH, XOJIUH, a TAK)KEe KAPHUTHH.

XUMUYECKUM COCTaB W DHEPreTHYECKas ILIEHHOCTh YKa3aHHBIX IPOAYKTOB
MpeJICTaBICHbI B Ta0IuIe 46.

Taonuna 46

XMMHUYeCKHIl COCTAB M JHEepPreTuYecKasi HeHHOCTh NpoaykToB «Hyrpuren 70 -phe»
(TY 9197-046-37552800-2013), «Hyrpuren 75» (TY9197-037-37552800-2012)

HurpeanenTs B 100 r cyxoro mpoaykra
«Hytpuren 70 -phe» «Hytpuren 75»
DHepreTuueckas IeHHOCTb, 298/1247 331/1387
KKaI/kJx
benkoBbIil 5KBUBaJICHT, T 70 75
CyMMa aMHHOKUCIIOT, T 82,5
(heHMIANAHUH, T 0 0
Kup, r 0 0
VriueBonsl, T 4.5 42,8
Munepanvhule sewecmea:
KaJIbLHH, MT' 1600 1000
¢docdop, Mr 1420 900
KaJul, MI' 1000 700
HaTpuii, MT 750 600
MarHui, Mr 270 200
Me€Jlb, MKT' 900 670
Maprasel, MKT 1166 866
JKEeJIe30, MT' 17 9,9
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LIUHK, MT' 8,8 6,6
XJIOPUJIBL, MT 1300 800
HWOJI, MKT 112 83
CeneH, MKT 29 21
XpoM, MKT 20 15
MOJHOEH, MKT 17 13
Bumamunwi:
peTuHoI (A), MKI-3KB 823 633
tokodepoin (E), mr 11,5 8,8
kanbidepo (1), MKr 13,7 10,5
putamMuH K, Mkr 41 32
tuamuH (B)), MK 800 617
pubo¢nasus (B,), MKkr 1192 917
MMAHTOTEHOBAS KHCJIOTA, MI' 4,7 3,6
nupuaokcuH (Bg), MKkr 932 717
nuanut (PP), mr 10,4 8,0
¢donuepas kuciota (B.), MKr 137 105
nuanokobanamu (B1,), MKT 2,3 1,8
ackopOunoBas kucyora (C), mr 74 57
OUOTHH, MKT 17,3 13
WNHozurtomn, Mr 220 100
XO0IuH, MT 220 120
Kapuautus, mr 150 60

5.3.2. XapaxkrepucTMka  HHM3KO00CJIKOBBIX H  0e30€JKOBbIX INPOAYKTOB
0Te4eCTBEHHOI0 MPOU3BOCTBA VIS AueToTepanum 001bHbIX DKY

BaXHpIM ~ KOMIIOHEHTOM  TUNO(QEHWIAJAaHUHOBOM  JHETHl  SIBJISIOTCS
CHEIMATM3UPOBAHHBIE TPOAYKTHl JIeYeOHOTO TMHTAaHWS HA OCHOBE KpaxMajoB,
UCIIOJIb3YEMbIE JIJIsl IPUTOTOBIIEHUS XJieOa, XJIe000yI0YHbIX U KOHIUTEPCKUX U3JEIHH,
pa3IMYHBIX HU3KOOENKOBBIX 001, C MOMOIIBI0 KPaXMaJIOMPOIYKTOB 00ECTIeYnBACTCS
HeoOXouMasi IHepreTuyeckas ILEHHOCTh palMoHa OONbHBIX (eHunkeroHypueil. B
COOTBETCTBUM C Pa3pabOTAHHBIMU HaMU MEAMKO-OMOJIOTHYECKUMHU O0OOCHOBAaHUSIMHU Ha
3aBojie JETCKOro u crnenuanuupoBaHHoro nuranusa 3A0 «Uuadpanpum» (Poccus)
ObLTa co37aHa cepysi HOBBIX HU3KOOEJIKOBBIX U 0€30eKOBbIX MpoAyKToB «HyTpuren»,
HaJIa)KEH MX MPOMBIIUICHHBIN BBITYCK.

Cyxou be36enxosbvlii Hanumoxk «Hympuzen» ¢ MOJIOYHbIM 6KYCOM W3TOTOBIIEH HA
OCHOBE YTJIEBOJHO-XUPOBOTO KOHIIEHTpaTa, COCTOSIIEr0 W3 PAaCTUTENIBbHBIX Macel,
MaJbTOJACKCTPUHA U TIFOKO3bI C J00AaBICHUEM BUTAMHHHO-MHHEPATHHOTO KOMILIEKCA.
BaxxHo OTMETUTH MOJHOE OTCYTCTBUE B MPOJYKTE OEIKOBOTO KOMIIOHEHTA, a TaKXKe
JIAKTO3BI U TIIOTEHA.

XKupoBoli KOMIOHEHT HamWTKa MPEJICTaBIEH CMEChl0 padUHUPOBAHHBIX

PacCTUTENBHBIX Macell (KyKypy3HOro, COEBOro, ajJbMOBOT0, KOKOCOBOI'0) U COCTaBJISIET
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26-28 r/n. Ilpu 3TOM cojaepKaHue JTUHOJIEBOM KHUCIOTHI COCTaBiisieT He MeHee 14% oT
CYMMBI JKUPHBIX KUCIOT, cooTHomenue [THXK w6/w3 B npegenax 8:1 — 12:1.

VYrneBonublii koMnoHeHT (86-90 T1/1) mpencraBlieH JIEKCTPUHMAIBTO30M B
KoinuuecTBe He MeHee 75% (B TmepecyeTe Ha CyXHM€ BEIIECTBA YTIIEBOIHOTO
KOMITOHEHTA), /ISl 00€CIIeUeHNs ONTUMAIbHBIX OPTaHOJENTHYSCKUX CBOWCTB MIPOIYKTA
n00aBIeTCs ITI0KO03a U TIIOKO3HBIN cupot (He 6omee 25%).

Bce wucnosb3yeMoe OCHOBHOE CBIPhE€ M KOMIIOHEHTHI OTE€YECTBEHHOI'O WJIU
MMIIOPTHOTO MPOU3BOACTBA COOTBETCTBYIOT «EIWHBIM CaHUTapHO-TUTHEHUYECKUM
TpeOOBaHUAM K TOBapam, IMOJUICKANIUM CAHUTAPHO-3IUEMUOJIOTHYECKOMY HAI30PY
(koHTpOIIO)» [43].

B coctaB npoaykTa BXOJIAT MUHEPAIbHO-BUTAMUHHBIA KOMIUIEKC, COCTOSIIIIMNA U3
14 MuHEpalbHBIX BEIIECTB W 12 BUTAMUHOB, a TakXe OWOJIOTHYECKH AKTHUBHBIC
BelecTBa (OMOTUH, XOJIUH, KAPHUTUH, THO3UTON) (Tab. 47).

Tabnuna 47

XuMu4eckuil cocraB 0e30e1K0BOro cyxoro HanuTka « Hyrpuren»
¢ MoJ1I0YHbIM BKYycoM (TY 9197-040-37552800-2012)

HNHurpenuenTst B 100 r cyxoro nmpoaykra B 200 MJI rOTOBOTO K
ynoTpeOIeHUI0
npoaykTa*
DHEpProueHHOCTh, KKaJl 475 114
Kup, r 21,0 5,0
B T.4.: nuHONEBAg KUCIIOTA, T 4,02 1,0
Ol-IMHOJICHOBAs KUCJIO0Ta, T 0,41 0,1
VraeBonsl, T 71,5 17,2
B T.4.: TJII0OKO3a, T 18,0 43
MaJIbTOAEKCTPUH, T 53,5 12,9
MuHepabHbIe BelecTBa:
KaJIbLHH, MT' 625 150
¢docdop, mr 483 116
KaJIi, M 698 168
HaTpUH, MT' 312 75
MarHui, Mr 140 34
MeJlb, MKT 477 114
Maprasen, MKT 616 148
JKEJEe30, MT 6,9 1,7
IIMHK, MT' 4.4 1,1
XJOPUABI, MT 616 148
Hom, MKT 58 14
CEJIeH, MKT 15 3,6
XPOM, MKI' 11 2,6
MOJIHOICH, MKT 9 2,2
Bumamunwi:
peTuHo (A), MKI-9KB 560 134
tokogepoin (E), mr 8,5 2,0
kanbidepo (1), MKr 10 2,4
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putamMuH K, Mkr 29 7,0
tuamuH (B)), MK 500 120
pubo¢nasus (B,), MKkr 900 216
MMAHTOTEHOBAs KHUCJIOTA , MT' 32 0,8
nupuaokcuH (Bg), MK 650 156
HuanuH (PP), mr 7,8 1,9
¢onuesas kucnora (B.), MKr 100 24
nuanokobanamu (B1,), MKT 1,8 0,43
ackopbuHoBas kucnora (C), mr 56 14
buotun, Mxr 12 2,9
Muo3uTou, Mr 34 8,2
XoJuH, MT 69 17
Kapuautun, Mr 15 3,6

*. pu pa3BeACHUU, pEKOMCHAYCMOM IIPOU3BOAUTCIICM.

Cyxoli 06e30enKOBbIil HATUTOK «Hympueeny ¢ MONIOUHBLIM 6KYCOM MOMKET OBITH
HCIIOJB30BaH B panuoHax O0oyibHBIX ¢ DKV ¢ 6 mecdineB kKak sl MUThS, TaK U JJIs
MIPUTOTOBJICHUS PA3IUYHBIX OJIIO].

Ha peuentypy W cocTaB yKa3aHHOTO NpoJykTa mojiydeH mateHT «CocTaB
0e30eIKOBOM CcMecH I OUETUYECKOrO0 MUTAaHUS JETeM C HacIeACTBEHHBIMU
HapYIIEHUSIMH aMUHOKHUCIOTHOTO oOMeHa» (Ne2361409 ot 20 urona 2009 1) [33].

Cyxasa muskobenxkoeas cmecb 071 evineuku xaeba «Hympucen» co3gaHa Ha
OCHOBE KpaxMmaioB (KyKypy3HOro, pHCOBOTO, KapTO(heIbHOTO, TalruOKOBOTO),
YIJIEBOJHO-)KUPOBOTO KOHLIEHTpATa, caxapa, COJIM, Pa3pelleHHbIX ISl JETCKOTro
NUTaHUS 0€30€TKOBBIX PA3PhIXJIUTEIICH.

[IumeBass MEHHOCTh CYXOM HH3KOOEIKOBOM CMECH IS BBINCYKH XJieOa
«Hytpuren», a Takke TOTOBOro MpOAYKTa MpeACTaBieHb B Tabmumax 48 - 49.
Huzkob6enkoBbiii x71€0, MPUTOTOBICHHBIN U3 ToiydadpukaTa «HyTpuren», MoxxeT ObITh
MCIIOJIh30BaH B parionax 6omeHbIX ¢ DKV crapmie 12 mecsies.

TaOmnura 48

XMMHUYECKHUIl COCTAB M JHEPreTUYecKasi HEeHHOCTh CyX0il HU3K00eJIKOBOH cMecH
«HyTtpuren» nis Bbinedyku xJjeda (TY 9197-041-37552800-2012)

[TumeBwie BemecTa Kommuecto B 100 r cyxoro npoaykra
benku, r 1,0
Kup, r 3,2
VYraeBoasl T 79,8
DHEpProleHHOCTb, KKaJ 352
dennnananug, He 0oiee , Mr 50,0
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Taomuna 49

XuMUYeCKHUil COCTAaB M IHEPreTUYECKAs IEHHOCTh FOTOBOI0 K YIOTPeOJ1eHUI0
HU3K00€eJIKOBOI0 XJieda

KomnuectBo, T IInmesrie BeniecTBa, T DHepro-
TOTOBOI'O CyXoH cMecHu Oenku JKUPEI YIJIEBOOBI OCHHOCTD, KKaJl
IIPOAYKTa

50 38,5 0,38 1,25 30,7 135,1
70 54 0,54 1,7 43,1 190
100 77 0,77 2,5 61,4 271
130 100 1,0 3,2 79,8 352
150 115,5 1,15 3,75 92,1 406,1
200 154 1,54 5,0 122,8 542

Huskobenxosviii nonygabpuxkam «/Jemkax

Peuenrtypa uuskobenxogoeo noaygabdbpuxama «/lemka» Ha OCHOBE KpaxMmajoB

HJISL IIPUT'OTOBJICHUA HHU3KOOEJIKOBBIX Xne6a, onazmﬁ, XJ'I€606YJ10‘-IHI>IX N KOHOAUTCPCKHUX

m3aemui Oblia ontuMmusupoBaHa coBMecTHo ¢ ['HY BHUM kpaxmamonpoayKToB

PACXH.

B cocraB monydabpukara BXOauIM HaOyXarolmuid KyKypy3HbIH KpaxMmal, CyXue

AenpoAyKTsl - Menarx/xkentok (I'OCT P.531.55).

HaGyxaeMoCTbh, YCJIOBHYIO BSI3KOCTh M COAEpP’KAHUE PACTBOPUMBIX BEILECTB

nonydadpukara coorBercTBoBaM TY 9187-087-00334735-03. DOU3NKO-XUMHUYECKUE

CBOMCTBA KOMIIOHEHTOB MpeAcTaBaeHbI B Ta0uie S50.

Taomuma 50

DuU3UKO-XUMHUYECKHE CBOIICTBA KOMIIOHEHTOB HU3K00€JIK0OBOro nojygadépukara
«etka» TY 9187-087-00334735-03, uzmenenusi Nel u Ne2 ot 2012r.

DUBHKO-XUMHUIECKUE Kykypy3ubrit Cyxoit xkenTok, % Cyxoii Menanx , %
MOKA3aTeIN U CBOMCTBA | HaOYyXaromIMii
MIPOJIYKTa Kpaxmai 6 15 30 6 10 20
ConaepixaHue cyxoro 91,2
pemectsa (CB), % 89,2 91,1 92,5 92,4 93 92,4 5
Conepikanne odmero 0,36 2,15 | 5,02 | 10,04 | 340 | 4,96 | 9,92
oenka, %
Conepxanne
He3aMEHHNMBIX 0,15 1,07 1,93 3,35 0,9 1,84 | 3,18
aMUHOKHCIIOT, %
CONCPAAHKE 3aMEHHMbIX 0,35 1,51 | 344 | 594 | 1,53 | 324 | 472
aMHUHOKHCIIOT, %
Oo1ee conepkanue
aMHUHOKHUCIIOT, %o, 0,5 2,6 5,3 9,2 2,46 508 | 7.9
B T.4. DAH, % 0,01 0,12 0,3 0,45 0,11 | 0,29 | 0,46
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Conepxanue
MHKPOIIEMEHTOB (IMHK, 0,19 1,17 | 317 | 75 | 1,03 | 2.6 | 33
JKene30, Kalauil u Jip.), ’ ’ ’ ’ ’ ’ ’
B Mr/100 T
HaGyxaemocTs,
B cM/T uepes 1 gac 18,6 16,2 8,0 2,6 13,0 42 | 0,6
24 gaca 14,0 14,8 5,4 3.8 11,2 7,8 7,2
PactBopumocTts, % uepes
1 gac 7,6 7,2 3,6 3,0 6,6 3,6 | 2,9
24 gaca 8,6 8,02 3,5 2,7 10,6 3,5 | 2,6
VYciioBHas BI3KOCTh
pu 20°C 16,5 16,0 12,1 12,1 - 13,8 | 11,9
npu 60°C 15,7 14,1 17,7 17,7 16,2 | 12,5 | 11,6

BnepBble BHOBb CO3JaHHBIN HH3KOOENKOBBIM monydadpukar «Jletka» ObuI
o0oraiieH CyXuMH HaTypaJbHbIMU SUIIEIPOAYKTaMU (CYyXOM JKEeNTOK/MENaHk K KypHUHOTO
SiIa) 1 UHYJIUMHOM. XHMMHYECKUM COCTaB, SHEPreThyecKas [EHHOCTh OOOTaIllleHHOTO
HU3K00eNnKoBoro noiydadpukarta «/leTka» u penentypa OPUTOTOBIEHHOIO W3 HETO
Orroza mpeacTaBiieHbl B Tabaumax 51-52.

Taomuma 51

XMMHYECKHI COCTAB M YJHEPreTHYeCKasi HEHHOCTh HU3K00€eJIKOBOI0
nouaydaodpukara «/lerka»

HaunmenoBanue noka3zaresneit HanmeHnoBaHne KOMIOHEHTOB
Coneprxkanue npotenHa, % 1,1
Conepsxanue xupa, %o 1,0
Coneprxkanue yriieBoJoB, % 90
ConeprxkaHure MHUH. BEIIECTB, Yo 0,43
Bnaxnocts, % 10,5
OHepreTudeckasi IEeHHOCTh, KKaJl 344

Tao0muna 52

Penentypa u XuMn4ecKnii COCTaB HU3K00€JIKOBOr0 0/110/1a (0JI1aAb1)
noaygadpukara «/leTka»

HaumenoBanue Bec, T XUMHYECKHUM COCTaB, T DHEproueHHoCTh,
HPOIYKTOB OpyTTO | HEeTTO | OENKH | )KHUPBI | YTIEBOJIBI KKaJ
cMmech «/letkayn r 50 50 0,35 0,5 44 178
COllb, T 1 1 - - - -
caxap, I 5 5 - - 5 20
BOJa, MJI 35 35 - - - -
MacCJIO PaCTUTEIBHOE, MJI 5 5 - 5 - 45
Hroro 0,35 5,5 49 243
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PacueTsl mokaszanu, 4to cyxue sSienpoayKThl, J00aBIeHHbIe B Moinydadpukar B
KojqmuectBe 6-15%, 3HAUMTENRHO HE YBEIWYUBAIOT COJEpKaHUE Oelka u
(deHunanaHuHa, B TO K€ BpeMs SIBISIOTCS HOCHUTENSIMU MHUHOPHBIX ICCEHITUATBHBIX
BEIIECTB, YTO YBEIMYMBACT MHIIEBYIO IIEHHOCTh TOTOBOTO MPOAYKTa WM Oirofa.
NnynuH, BBENEHHBIM B COCTAaB MPOJYKTA, OKA3bIBACT IOJOKUTEIBLHOE BIIMSHUE HAa
(YHKIMOHATIFHOE COCTOSTHUE JKEITyI0YHO-KUIIIEYHOTO TpaKTa U ero Mukpoouory [11].

HuskoOenkoBbiii nmonydadpukar «JleTka» He COAEpKUT caxapa, COJHU, a TakkKe
HMCKYCCTBEHHBIX KPACHUTEJICH, KOHCEPBAHTOB U BKYCOBBIX J100aBOK.

Takum 00pa3om, pe3yJbTaTOM MHOTOJETHETO COTPYJAHMYECTBA M COBMECTHOM
Hay4YHO-TIPaKTUYECKON paboThl HayyHoro 1eHTpa 370pOBhs JI€T€ C OTEYECTBEHHBIMU
npousBoAuTeNAMH  getckoro nurtanus 3A0  «Uuadanpum» u T'HY BHUU
kpaxmanonpoayktoB PACXH  sBWiIOCh CO3JaHHME CEPUM  HOBBIX  IPOJIYKTOB
MOBBIIIIEHHONW OMOJIOTMYECKOW U TOBBIIMICHHOW IIEHHOCTH: CHEIUATU3UPOBAHHBIX
cCMeceil Ha OCHOBE AaMHUHOKHUCIOT 0Oe3 (eHWIasaHuHa, a TaKKEe HU3KOOEIKOBBIX
nonydabpukaroB xjieba U 0e30€]IKOBOrO HAMHUTKA C MOJOYHBIM  BKYCOM,
MpeJHAa3HAYEHHBIX [JI1  JAUETOTepanuu JeTedl C  (PEeHUJIKETOHYpUEH pas3InyHbIX
BO3PacCTOB U B3POCJIBIX MMALUEHTOB.

5.4. Kiinanueckasi 3¢ peKTHBHOCTH HOBBIX 0T€4EeCTBEHHBIX CHENHATU3ZUPOBAHHBIX
NMPOAYKTOB HA OCHOBE AMHMHOKHCJIO0T 0e3 peHmnaianuua s 00JabHbIX DKY

Jnst oueHku O€30MacHOCTH M KIMHMYECKOM 3(PQPEeKTUBHOCTH NPUMEHEHHUS
OTEUYECTBEHHBIX MPOJYKTOB Yy OOJIbHBIX (PEHWJIKETOHYPHUEH pa3IMYyHOIO BO3pacTa B
COOTBETCTBHMM C MPUHLUMIIAMH HAJJICKAIIEN KIMHUYECKON NPAKTUKH, JEUCTBYIOIINMU B
ctpanax EC ¢ 1991 r. (European Good Clinical Practice Guidelines, 1991),
JTUPEKTUBHBIMU YKa3zaHUAMH MuH3npaBa PO u mpakTukoW mpoBeleHus anpodaruii B
OI'BHY «HayuHnbiii 1eHTp 3I0pOBbsl JA€Tei» ObuM pa3pabOTaHbl MPOTOKOJIBI
HCCIICIOBAHUS, KPUTEPUHU BKITIOUCHUS/UCKITFOUEHUS OO0TbHBIX.

[lepen ©HauamoMm WCCIEIOBAHUSA TMPOBOAMIACHE Oeceqa C POAUTEISIMU C
MOAPOOHBIM HMH(POPMHUPOBAHUEM O IEIAX U 3ajJadyax paboThl C TMOCIEAYIOITUM
MOJIyYEHHEM UX MHUCbMEHHOIO0 HMH(GOPMHUPOBAHHOTO COIJIacHs Ha YydyacThe B

HCCICOAOBAHUM.
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B wucciaepoBaHuyM mNpUHUMANM y4acTHE JETH, COOTBETCTBYIOIIME KpPUTEPHUSIM
BKJIIOUCHHS, HE MMEIOIINE KPUTEPUEB MCKIIOUEHUS U MPOTUBOMOKA3aHUU K
HA3HAYEHUIO HCCIIETyEMbIX TIPOYKTOB.

Kpumepuu exnouenus
A. Jlnsa 0emeti nep8o2o 200a HCU3Hu:
- JIOHONIEHHbBIE JIETH 000€Tro MoJia B BO3pACTe ¢ pOKACHUS 10 12 MecAleB, B TOM YUCIIe
HOBOPOXICHHBIC, BEISIBJICHHBIC BIICPBHIC;
- BCE JETU [OJKHBI OBITh C TMOJATBEPKICHHBIM JHArHO30M  «KJIACCHUYECKast
(beHunkeronypus» (ypoBeHb (PeHWIATIaHWHA [0 HEOHATAIILHOMY CKpUHUHTY OT 1200
MKMOJIB/T (20 Mr%) u BblIIE);
- YZIOBJIETBOPUTEIBHBIN KOMIUIAWHC CEMbU U PEOCHKA;
- ”HPOPMHUPOBAHHOE COTJIACUE POJIUTETICH.
B. J[na oemeui cmapwe 1 200a:
- Jetd o0O0ero mojla B Bo3pacTe crapiie 1 roja ¢ MOATBEPKIECHHBIM JIMarHO30M
KJIaccudeckasi (PeHUIKETOHYpUs (ypoBeHb (heHWIAIaHWHA TI0 HEOHATAIILHOMY
ckpuHUHTY OT 1200 Mkmouib/11 (20 Mr%) u BbILIE);
- CBOEBPEMEHHOE HA4aJI0 AUETOTEpanuu (He Mo3/IHEe 3-X MECALICB);
- YIOBJIETBOPUTEIbHBI KOMIUTAITHC CEMbH U PEOCHKA;
- - ”H(QOPMUPOBAHHOE COTIIACKE POTUTEICH.

Kpumepuu ucknouenus
- OCTphle HMH(EKIHMOHHbIE M COMaTHYeCKUEe 3a00JIeBaHUs BO BpeMs MPOBEACHUS
KJIIMHUYECKHUX UCITBITAaHU;
- TSDKEJIbIE COMYTCTBYIOUIUE XPOHUUECKUE 3a00JIC€BaHMUS;
- OTKa3 POJIUTENCH OT MPOJOJKEHHUS yIaCTUSI B UCCIICIOBAHUHN W/ CAMOCTOSATEIbHBIN

nepeBoj1 peOeHKa Ha APYTHE CICIHATM3UPOBAHHBIC TPOYKTHI 0€3 (eHmTaIaHnHa.

Kpumepuu oyenku a¢hpghexmusnocmu uccnedyemvix npooykmos
A. J[ns 0emeti nep8oeo 200a HCu3Hu:
1. Tlokazatenun ¢U3AYECKOTO pa3BUTHS JeTel (aHTPOMOMETPHS), CpeaHEMECSIHAs

npubaBKa Macchl Tefa.
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2. KnuHnueckasi OlleHKa COCTOSIHUS 310POBbSI IETEM:

- COCTOSIHME KOXHBIX TIOKPOBOB U CIIU3UCTHIX;

- HAJIMYUE/OTCYTCTBUE CPHITUBAHUM, PBOTHI;

- W3MEHEHHUs XapakTepa CcTyJa (KpaTHOCTb, KOHCUCTEHIIUS, IE€pPEeBapUBAEMOCTbD,
MaTOJOTUYECKUE BKIIIOYEHUS, 1IBET).

3. HeBponoruyeckuii craTyc:

- YMOLUOHAIBHBIN TOHYC;

- HATMYUE/OTCYTCTBUE 09aroBOM CUMITOMATHKHY;

- HAJIMYUE/OTCYTCTBUE MATOJIOTHYECKUX HEBPOJIOTUYECKUX CUMIITOMOB.

4, CyOBbeKTUBHBIC MPU3HAKU MEPEHOCUMOCTH: AKTUBHOCTh COCaHHs,
HAJIM4Y1E/OTCYTCTBUE OTKA30B OT €[IbI.

5. Kimunuko-nabopaTopHble MoKa3aTesu:

- YpOBEHb (eHUJIAJJaHMHA B CBHIBOPOTKE KPOBU (10 HA3HAYEHUS HCCIIEYEMOTO
MpOJIyKTa U yepe3 1 mecsil Ha poHe ero mpuMeHeHus).

6. AHanu3 NUIIEBON IEHHOCTH CPEIHECYTOYHOTO PallMOHA.

B. J/[na oemeti cmapwe 1 200a

1. CyObekTuBHBIC TPHU3HAKK TEPEHOCUMOCTH: SMOLMOHAIBHBIA TOHYC, AammeTHT,
OIIEHKA OPraHOJICNITUYECKUX CBOMCTB (BKYC, 3amax, [IBET, KOHCUCTEHIIHS).

2. IlokazaTenu GpU3UICCKOTO pa3BUTHS JACTeH (AHTPOIIOMETPHS).

3. KitnHn4eckasi OlleHKa COCTOSIHUS 3[I0POBbSI IETEH:

- XapakTep anreTuTa,;

- COCTOSIHME KOXHBIX IIOKPOBOB U CIIU3UCTHIX;

- HAJIMYKME/OTCYTCTBUE JUCKOMGPOPTa CO CTOPOHBI JKEITYyA0UHO-KUIIIEYHOT'O TPAKTA;

- WU3MEHEHUs XapakTepa cTyjda (KpaTHOCTb, KOHCHCTEHIUS, I1€pEeBapUBAEMOCTb,
MaTOJOTUYECKUE BKIIIOUCHHS, IIBET).

4. HeBposiornyeckuii craTyc.

5. Kimnauko-nabopaTopHble OKa3aTesu:

- YpOBEHb (eHUJaJaHWHA B CHIBOPOTKE KPOBH (/10 Ha3HAYEHUS HCCIIEITYEMOIO
npoaykTa U uepe3 1 mecsi Ha (OHE ero NPUMEHEHUS]).

6. AHaTM3 MUIIEBON IIEHHOCTH CPETHECYTOYHOTO JIEYEOHOTO paImoHa.
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7. O1ieHKa poauTeIsIMU OOIBHBIX JIETEH OPraHOJICITHYECKUX CBOMCTB MPOTYKTOB.
YuuthiBasi W30MPATEILHOCTh B €716 U KOHCEPBATUBHOCTH B BBIOOpE BKycCa, BO
n30eKaHWe HETAaTUBHBIX SIBJICHUM BEICHHE HOBBIX IMPOJYKTOB TMPOBOAUIOCH
MOCTENIEHHO U IMOCJIEeI0BATEIbHO C YYETOM MHANBUAYAIbHBIX OCOOEHHOCTEH MaIMeHTa.
C »oroil menbto ObuUTH pa3pabOTaHBl CXEMBI JUISI 3aMEHBI  CHCIHATM3UPOBAHHBIX
MPOJYKTOB, KaK C OJMHAKOBBIM, TaK WU C Pa3IUYHBIM OCJIKOBBIM HKBUBAJICHTOM,
KOTOPBIEC UCIOJIb30BAJIUCH B UCCIIEIOBAHUMU.
3amMeHa MPOAYKTOB C OJWHAKOBBHIM OEIIKOBBHIM IKBHBAJICHTOM OCYIIECTBIISUIACH ITyTEM
MPOCTOTO KOJUYECTBEHHOTO 3aMEIEHUs OJHOW CIEeNUaTM3UPOBAHHON CMECH Ha
IPYTYIO B TEUEHHUE 5 THEW, IPU OTATOLIEHHOM ajuleproaHaMHese — B TeueHue 7-10 e

(puc. 36).

%
100 -

90 -

1 2 3 4 5

¥ paHee UCIIOIB3yeMbIH IPOAYKT ™ wccery eMblil IPOLYKT

Pucynok 36. [Topsimok 3aMeHBI CMeCeil ¢ OIMHAKOBBIM OEJIKOBBHIM SKBHBAJICHTOM B T€UeHHE 5 nHEH (B
% BbIpaXkaeTcs CyTOYHOE KOJIMYECTBO CyXOr0 BEIeCTBa aMUHOKHUCIIOTHON CMECH).

3aMeHa  CHEeIUAJUM3UPOBAHHBIX  MPOAYKTOB C  Pa3IUYHbIM  OEJIKOBBIM

AKBUBAJICHTOM MPOBOUIACh B TeueHue 7-10 nueit (puc. 37).
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100 -
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B Panee ncrons3yemsiit mpoaykr B VccnemyeMsiii mpoaykT

Pucynok 37. [lopsanok 3aMeHbl cMecell ¢ pa3TU4HbIM OCJIKOBBIM SKBHUBAJICHTOM B TeueHue 10 nuelt (B
% BBIpayKaeTCsi CyTOUHOE KOJIMYECTBO OEIIKa MPOIYKTa).

KimHnueckoe uccneqoBaHue MPeACcTaBIsLIo cOO0M MYJIbTHUIIEHTPOBOE OTKPBITOE
IPOJOJBHOE, HECPAaBHUTENbHOE, MPOCIHEKTUBHOE MEIUIMHCKOE HaO0JIeHue 3a
0601pHBIMU (heHUIIKETOHYpUEH Ha 0a3e oTaeneHnit HaydyHoro 1meHTpa 370pOBbsS JACTE,
KoncynpratuBHo-guarnocruueckoro  nenrtpa HII3J[, permonaneHbix  Menuko-
IFEeHETUYECKUX ULEHTPOB M KOHCyJbTauui T.r. MockBbel, MOCKOBCKON 00sacTH,
Boponexa, Cankr-IletepOypra, ExarepunOypra.

JluzaiiH uccinefoBaHUs MO OLCHKE KIMHUYECKOH 3(PQPEKTUBHOCTH HOBBIX
OTEYECTBEHHBIX MPOAYKTOB HAa OCHOBE AMHHOKHUCIOT 0e3 (¢eHunalaHuHa Cepuid

«HyTpuren npemuym» u «Hytpuren» npeacrapieH Ha pucyHke 38.
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[TarueHTHI ¢ TOATBEPKICHHBIM JHATHO30M «KJIacCHUeCKast (DeHUIIKETOHYPHSI
Y COOTBETCTBYIOIME KPUTEPHUSIM BKIIIOUEHHUS B HccienoBaHue ( n=86)

MAlUEeHTHI MalNeHTHI MaNNEeHTHI
HEpBOTo roja or 1 roga cTaple
JKU3HU J0 7 ner 7 ner
(n=23) (n=38) (n=25)
«Hyrpuren 14 «HyTtpuren 20 «Hytpuren 40 «HyTtpuren 70 «Hytpuren 75»
-phe » -phe » ] -phe » -phe »
(n=23) (n=19) = (n=19) (n=15) (n=10)

I. Ananu3 nokaszareneil 10 Ha3HadyeHus M depes3 1 mecsll

Ha ()OHE MCII0JIb30BAHUS UCCIIEyEMbIX ITPOYKTOB:

- OpraHoJIENTHYECKUE CBOMCTBA M IEPEHOCUMOCTD
NPOAYKTA;

- YpOBEHb (heHWIIaTaHuHA B KPOBHU (B MI/AJ).

- aHTPOTIOMETPHS;

- COMaTHYEeCKUH CTaTyc;

- HEBPOJIOTUYECKHUH CTATYC;

II. Ouenka nuIEeBO IEHHOCTH CPETHECYTOUHOTO palioHa

B CPAaBHEHHMH C PEKOMEHIyEMbIMU HOPMaMHU MOTPEOICHUS

MaKpOHYTPHUEHTOB U 3Hepruu [32]

Pucynok 38. J{uzaiin uccienoBanus mo OlEHKE MEPEHOCUMOCTH U KIMHUYECKON d(P(EKTUBHOCTH
HOBBIX CMEIMATU3UPOBAHHBIX MTPOJYKTOB OTE€UECTBEHHOTO MPOU3BO/ICTBA HA OCHOBE aMHUHOKHCIIOT 0€3
(beHunnananuHa, IpeaHa3HavYeHHbIX A1 OOMbHBIX (DEeHUIKETOHYpUEH.
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Knunuuecxas sgpgpexmusnocms cneyuanuzupogannozo npooykma «Hympueen 14 -phey
Ha OCHOBe AMUHOKUCIOM be3 genunanranuna
[Tox HaGmroIeHreM HaxoauIoch 23 pebenka ¢ heHmikeronypueit (11 ManpunkoB

u 12 neBouek) B Bo3pacTe oT 14 mguerr no 10 MecsieB, cpeaHHIl BO3pAacT COCTaBHII

4,0£3,1 mec (Tadm. 53).

Ta0muma 53
Pacnpenenenue nerei ¢ (peHUIKETOHYPHEH 110 MOJLY M BO3PACTy
bomnpabIe DKY
Bospacr MaJIbYUKU JIEBOYKU BIICPBRIC paHee Beero
BBISIBJICHHBIC JICUCHHBIC
n % n % n % n % n %
2-4 uen. 3 13 3 13 6 26 - 6 26
1-3 mec. 2 9 4 17 3 13 3 13 6 26
4-6 mec. 3 13 3 13 - - 6 26 6 26
7-10 mec. 3 13 2 9 - - 5 22 5 22
Bceero 11 48 12 52 9 39 14 61 23 100

Bcem manmentam auarno3 @KV Obul mocTaBiIeH ¢ IOMOINBI0 HEOHATAIHLHOIO
CKpUHUHTA, CICIMAIM3UpPOBaHHAs aueTa Oblla HauaTa B Bo3pacTe OT 14 mHeir mo 32
nuer xxu3Hu. 9 (39%) nereit no HasHaueHus cmecu «Hyrtpuren 14 -phe» emie He
MOJIyJaJId CHEUUATM3UPOBAHHBIX MPOAYKTOB 0e3 (peHusasaHuHa M BCKApMIIMBAIIMCH
IPYIHBIM MOJIOKOM (5 nmeteit - 55%) win aganTUpOBaHHBIMUA MOJIOYHBIMH cMecaMu (4
pedenka — 45%), 14 (61%) nereit no HazHauenusi «Hyrtpuren 14 -phe» nonyuanu
JUETOTEPAITUHUIO C UCTIONH30BAHNEM JICUEOHBIX CMECEH PYTruX MPOU3BOIUTENCH.

Crneunanu3upoBaHHbI  NPOAYKT HA OCHOBE CMECHM AaMHUHOKHUCIOT —0e3
(heHmIaIaHHa BBOJUIIM B PAIlMOH B COOTBETCTBUU C pa3pabOTaHHBIMM HAMHU CXEMaMU
(puc.36-37). Ilponyktr 0Oe3 deHuIaNaHUHA MO00ABISUIM B KKIBIM MPUEM MHINA K
CUEKEHHOMY TPYAHOMY MOJIOKY WJIM aJanTUPOBAHHOW MOJIOYHOM CMECH, BO BTOPOM
MOJIYTOJIMY KU3HA CMECh Tak)Ke Ha3HAYalIM B KaXKIbIA MPUEM IHUIIK, B TOM YHCIE C
MPOIyKTaMHU MPUKOPMa (HU3KOOESITKOBOM KaIllel WM OBOIIIAMH).

Heo0xo1uMoe KOJWYeCTBO MPOJAYKTa BIEPBbIE BBISBICHHBIM 00JibHBIM DKY
PACCUMTHIBAIA HMCXOJs M3 JOMYCTUMOTO COJIepKaHHs (EHWIAJlaHWHA B paIloHe,
BO3pacTa U Macchl Tena pedeHKa, y JeTel, paHee MOJydYaBIIUX JUETOTEPAInIo, TAKXKe

OPHUCHTHUPOBAJIMCH HA TOJICPAHTHOCTD MAIMMCHTA K IIMIICBOMY DA.
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Cyrounas no3a «Hyrtpuren 14 -phe» konebanack or 52 T B palmoHax Jeren
MEepBOro Mecsila >KU3HU J0 98 I y NAlUHUEeHTOB BTOPOrO TMOJYTOAMS KU3HMU.
CpenHecyToyHOE KOJMYECTBO MpoOJyKTa coctaBisuio 72,7+13,4 r. HaGmonenue 3a
JI€THMU TIPOBOJIMIIM B TeueHue 1 mecsna.

[lepeHOCHMOCTH MIPOAYKTA HA MPOTSKEHUU BCETO MEPUOJIA UCTIOJIb30BaHUs ObLIa
yIIOBJIETBOPUTENIbHON. VI3MeHeHHUs ammeTuTa W aKTUBHOCTH COCaHUsl Yy JeTed He
oTMedasachk. Y OJHOTO peOeHKa MPEeKPATUIIUCh PaHee HAOII0aBITUECs CPhITHBAHMSI.

Cpennuit ypoBeHb (peHIIAITaHWHA B KPOBH J0 HazHaueHus cmecu «Hyrtpuren 14
-phe» y BIepBble BBISBICHHBIX OOJBHBIX JeTeill coctaBisl 1296+109,8 MKMOIB/I
(21,6£1,83 mr/mi), y Aetelt y)Ke HaXOAMBIIUXCS Ha quetoTrepanuu — 282+48 MKMOJIb/N
(4,7£0,8 mr/m). Ha ¢one ucnonb30BaHus JaHHOTO MPOJAYyKTa ypoBeHb DA cocTaBui
COOTBETCTBEHHO 279,6+72 mxmonb/n (4,66+1,2 mr/mn) u 306+36 mxmons/n (5,1+0,6
mr/mi). Cpeanuit ypoBenb @A B oOwieit rpynmne (23 pedenka) umen 3uadenue 294+60
MKMOJIB/T (5,1£1,0 mr/nm) ¢ konebanusmu ot 108 mo 354 mxmons/n (1,8 - 5,9 mr/mn),
YTO  COOTBETCTBOBAJIO  JOMYCTUMBIM ISl JIaHHOTO

BO3pacTa BCINYHWHAM.

CratucTrueckas 3Ha4UMOCTh PE3yJIbTaTOB MpeACTaBiIcHa B TaOnuie 54 W Ha PUCYHKE
39.
Tabmuua 54

YpoBeHb (peHNJIATAHNHA B CHIBOPOTKE KPOBHU HA (pOHE MCIOJIb30BAHUS MPOAYKTA
«Hytpuren 14 -phe»

VYpoBeHs (heHnasaHuHA B KPOBU p*
(Min-max; M+o) (xputepuit
B Hayajie UccleoBaHus | Ha (OHE UCIOJIb30BAHUS Mana
Haruents! (n=23) <<(Ii‘)IyTpI/Il“eH 14 -phe» YurHn)
(n=23)
MKMOJB/JT | MI/IT MKMOJIB/JT | MT/IIT
JleTn BHOBB 1188-1470 | 19,8-24,5 120-354 2,0-5,9 0,001*
BbIABIICHHBIE (N=9) 1296+109,8 | 21,6+1,83 | 279,5£72 | 4,66%1,2
Jletu panee 228-378 3,8-6,3 222-330 3,7-5,5
I10JTy4aBIIUC 282448 4,7+0,8 306+36 5,1£0,6 0,100
nuerorepanuio (n=14)
Bcee netu (n=23) 228-1470 3,8-24,5 108-354 1,8-5,9 0,025*
678+510 11,3£8,5 294460 4,9+1,0
JlomycTuMBIN Arana3oH 2-6
DA

*- pa3M4usl CTAaTUCTHYCCKU 3HaYuMBI ipu p<0,05.




150

2
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Brieperle BEIABTeHHEE J[eTH, paHee MOTYUABIIIIE Bce geTtnn
JeTI TeTy

m [To HazHaueHtid "Hytprmen 14 -phe "

® Ha (yonHe ncmonb3opaniig "HyTpiren 14 -phe "

Pucynok 39. Jlunamuka ypoBHA (¢eHMJIAJaHMHA B CyXOM IIsiTHE KpoBH (Mr%) y peredl ¢
(beHmITKeTORypHei IEPBOTo roJ1a )KM3HU Ha (hoHe ucnonbp3oBanus npoaykra «Hyrpuren 14 -phe»

dusnyeckoe pa3BUTHE 10 Ha3zHAYeHUs HOBOTO mpoaykra y 19 (82,6%) nereit
COOTBETCTBOBAJIO CPEAHUM BO3PACTHBIM BEJIMUMHAM: Z-SCOr€ MacChl Tela U POcTa
OTHOCHTEIHLHO BO3pacTa M HaXOWINCh B mpenenax +2 SD, Z-score UMT/Bo3pact — B
untepBaie —2 +1 SD. V 3 (13%) aeteit Z-score poct/Bo3pact Obu1 Bhile +2SD, Z-score
NMT/Bo3pacT HaxomWjCcs B Mpeaenax CPeIHEBO3PACTHOW HOPMBI, | peGeHOK uMen
MPU3HAKU HETOCTATOYHOCTH uTaHus (Z-score UMT/Bo3pact —2,2).

Ha ¢one ncnons3oBanus «Hytpuren 14 -phe» cpennemecsunas mpubaBka MacChl
Tella COCTaBisjla y JeTell mepBoro mnomyroauss — 7204235 1, y gereid BTOPOro
nonyroaust — 485+34,2 r. Z-score UMT/Bo3pact ObUT B mpenenax CpeHEeBO3PaCTHBIX
BenmuuuH y 22 (95,6%) nereii, mpu 3ToM y 3 neTel COXPaHSIUCh BHICOKHE TTOKA3aTeu
pocta (Z-score poct/Bo3pacT Ha Tpanmie +2SD), oTmedanach MOJOXKUTEIbHAS
JUHAMUKAa y peOeHKa ¢ HU3KUMHU HCXOJHBIMHM TOKa3aTels MM Macchl Tena: Z-score

NMT/Bo3pact MOBBICHIICS 10 HIDKHEH rpaHuIlbl HOpMBI -2SD (Tabi. 55).
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TaOmuma 55
JInnamuka noxkasaresied Z-scores (pu3anuecKoro pa3purus 00JbHbIX

(enmnkeronypueii Ha poHe Mcnoab30BaHuA Npoaykra « Hyrpuren 14 -phe»*

Z-scores
HIDKE-2 oT -2 1o -1 ot -1 1o or+1 go +2 BEIIIE +2
[Toxaszarenu SD** SD** +1 SD** QD** gD**
Jlo Haznauenust «Hyrpuren 14 -phe» (n=23)
Macca n 1 19 - 3 -
Tena/Bo3pacT % 4 83 - 13
Poct/Bo3pact n - 19 1 - 3
% - 83 4,4 - 13
NMT/Bo3pact n 1 19 - 3 -
% 4 83 - 13 -
Ha done ncnons3oBanus «Hytpuren 14 -phe» (n=23)
Macca n - 20 - 3 -
TeJa/Bo3pacT % - 87 - 13
p 1,000 0,000** - 1,000
Poct/Bo3pact n - 19 1 - 3
% - 83 4 - 13
p - 1,000 1,000 - -
HNMT/Bo3pact n - 20 3 - -
% - 87 13 -
p 0,000%* 0,000%* 0,000%* 0,000** -

*- BBIICJICHHBIC KOJIOHKH 0003HAYAIOT CPEIHEBO3PACTHBIC TIOKA3aTeNu Z-SCore.
2
** - ypoBeHb 3HAUMMOCTH Kputepusi Maknemapa x~ p<0,05 (p=0,000).

B comarnueckoM craryce n0 HazHauyeHusi HOBoro npoaykra y 4 (17%) nerei
MMEIM MECTO JIETKHE IPOSBIICHHS ATONMMYECKOrO0 JAEPMATHTAa B BHUJE THUIEPEMHUU M
HISTYIIEHUS 1IEK, EAUMHUYHBIX 2JIEMEHTOB CHIIIM Ha KOXE JIMIa U miedeBoro nosca. Co
CTOPOHBI BHYTPEHHUX OpPraHOB MATOJOTUU BBISBICHO HE ObuI0. JlMcmencudeckux
aBJIeHU He HaOmomanoch. Yactora cryna coctaBisiia 2-4 paza B geHb. CTyn umen
KallIUe00pa3HyI0 KOHCUCTEHIINIO, OOBIYHYIO OKPACKy, HE COJEp Kall MaTOJIOTUYECKUX
MIPUMECEN.

Ha ¢one wucnons3oBanusi mnpoaykra «Hyrtpuren 14 -phe» orpunarenbHon
JIUHAMUKM B COMAaTHYECKOM cTaryce He HaOmonanocb. Bmecre ¢ Tem paHee
OTMEYABILHECS SIBICHUS aTONMWYECKOro AepMaTHTa KyNHPOBAJIUCh y 2 JETEH Iocie
Ha3HAYEHUS TUIOAJJIEPTEHHON TUeThl KOPMAIIUM MatepsM (Kputepuii Maknemapa 2
p=0,004). Xapaktep u 4acToTa CTyjIa OCTABAINCH CTA0OUITHLHBIMH.

OuaroBasi HEBpOJOTHMYECKass CUMOTOMAaTUKa Y BCEeX HAOIIOaeMbIX JeTei

OTCYTCTBOBAJIA. OHGHKa HCBPOJIOTHUYCCKOI'0 CTaTryCa IMpPOBOJHIIACE ITO IIKaJIC >Kyp6BI
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JLT. m MacrtiokoBori E.M. [17] no Ha3HaueHuss U Ha (OHE IUETOTEPAlUH C

WCIIOJIB30BAaHUEM HOBOI'O OTEYECTBEHHOTO MpoayKkTa. CpaBHUTENbHBIE JaHHBIE U
2

ypOBEHBb 3HAYMMOCTH (p) Kputepust MakHemapa 7y~ mpuBeeHbI B TabmIe 56.

Ta0muna 56

OuneHka NCHXOMOTOPHOI'0 Pa3BUTHA Y AeTel ¢ GeHWIKeTOHYpHel epBoro roaa
’KM3HU Ha GoHe Mcnoib30BaHns npoaykra «Hyrpuren 14 -phe»

Yucno geren
Ha QoHe
« 710 HasHAACHIA UCIIOJIb30BaHUS .
ITokaszarens bayer <<HYTpI/II‘iH 14 -phe» «Hyrpuren 14 -phey p
(n=23) (n=23)
n % n %

KommyHnkabenbHOCTD 2 ! 30 6 26 0,066

3 16 70 17 74 0,066
["onocoBbie peakiuu 2 ! 30 > 22 0,045**

3 16 70 18 78 0,045%*
besycnoBubie 2 2 9 2 9 -
pedaekcol 3 21 91 21 91 -

. 2 8 35 8 35 -

MpiieYHbIH TOHYC

3 15 65 15 65 -
[Hennbie 2 2 9 1 4 0,002**
CHMMETPHHHPIC 3 21 91 22 9 | 0,002%*
pednexco
CeHCOpHO-MOTOpHOE 2 1 4 0 0 0,000**
IOBEJICHUE 3 22 96 23 100 0,000**

2 1 4 1 4 -
ALITP 3 22 96 22 96 -
Cturmsl 2 8 35 8 35 -
IU33MOpHOTeHEe3a 3 15 65 15 65 -
HN3menenus co 2 1 4 1 4 -
CTOPOHBI YEPETHBIX 3 2 96 2 96 i
HEPBOB
IlaTonoruueckue 2 5 22 3 13,0 0,012**
JIBUKCHUS 3 18 78 20 87 0,012**

*-nerkue u3MeHeHus -2 6asia; Bo3pacTHas HopMa - 3 Gaia.
**_ paznuuus cTaTucTUYeck 3HauuMbl 1ipu p<0,05.

B nauane wuccnemoBanusi Bo3pactHas HopMma (27-30 GamnmoB) ormeuanach y 19
(83%) nereit, 4 (17%) peOenka ObUIM B TPYIIE PUCKA IO PA3BUTHUIO HEBPOJIOTUUYECKOM
CUMIITOMATUKHU (23-26 OANJIOB), Y HUX OTMEYAJIOCh CHUKEHUE OAJIOB MO MOKA3aTeIIsAM:
«rosiocoBbie peaknun» (p=0,045), «uemnnpie cummeTpuunbie pediekce» (p=0,002),
«ceHcopHo-MoTopHoe noBeaeHue» (p=0,000), «naTonorudeckue ABwKeHus» (p=0,012).

Yepes 1 mecsn HaOmoneHus: Ha (poHE MCTIOIB30BaHUS HOBOTO MPOAYKTA M0 yKa3aHHBIM
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mapamMeTpaM 0TMCHAJIaCh 3HAYMUMas IMOJIOKUTCIIbHAA JUHAMHKA: BO3POCIIO YHUCIIO JIeTen

¢ 60Jee BRICOKMMU OalilaMu TI0 TaHHBIM TokazaressiM (puc. 40).
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Tonocossie peakimu  CeHCOPHO-MOTOPHOE LlemHbie [Maronoruyeckue
HoBe/ICHUE CHMMETPUYHbIE peakiun
pediekcs

B JTo nasnauenust "Hytpuren 14 -phe " ® Ha ¢one ucnonb3osanust "Hyrpuren 14 -phe "

Pucynox 40. Uucno nereit (%) ¢ BeIcM 0auioM «3» MO MOKa3aTeNsM MCUXOMOTOPHOTO Pa3BUTHSI J10
Ha3HauyeHUs U Ha (oHe ucnoiab3oBaHus npoaykra «Hyrpuren 14 -phe»

B Tabmume 57 mnpuBeneHbl JaHHBIE O (DAKTHYECKOM CPEAHECYTOYHOM
MOTPeOJICHNN HATYpaJIbHOTO Oeka, (peHMIalaHnHa, MAaKPOHYTPUEHTOB M DHEPTUU MPU
ucronb3oBanun  mpoaykta «Hyrtpurem 14  -phe», TpyaHOro MoOJOKa WA
aanTUPOBAHHOW MOJIOYHOM CMECH, & TAKKE MPOAYKTOB MPUKOPMA Yy AETEH NEPBOTO U
BTOPOTO IOJYTOJAUM KU3HH.

Ta0muna 57

IumeBasi ¥ JHePreTUYECKas HEHHOCTh CPEeIHECYTOYHBIX PAIIMOHOB 00JIbHBIX
(peHUIIKETOHYPHET EPBOro rojia »KU3HU MPHU UCHOJIbL30BAHNH TPOAYKTA
«HyTpuren 14 -phe»

Bo3spact Harypab- DA [TumeBrie BemecTBa I/Kr/CyTKA DHepro-
HBIN OCITOK | MHINH OeNKu KHUPBI yIAEBOMBI | LIEHHOCTH
r/cyt MT/CyT (kKai/Kr)
0-6 mec 4,6+0,98 | 228+49 | 2,95£0,2 | 5,7+032 | 13,8+0,1 119£2,1
3,7-6,3 185-315 2,5-3,0 5,2-6,0 11,9-14,3 111-120
6-12 mec 2,24+0,21 5,5+0,2 12,0+0,12 | 109,4%1,8
Hopwma notpebnenus nis aeteit 2,2-2.9 5,5-6,5 13,0 110-115
MIEPBOTO IO/ JKU3HU
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Onenka (pakTuyeckoro nmuTaHusi OOJBHBIX IMOKa3ana, YTO BBEICHHUE IMPOAYKTa
«Hytpuren 14 -phe» B cocraB cHenuaJv3UpOBAHHOW MJHETHl C OrpaHUYCHHUEM
(deHunanaHuHa MOJHOCTBIO YAOBIETBOPSET (HU3UOJOTUUECKUM MOTPEOHOCTSM JIETEH B
OCHOBHBIX MUIIIEBbIX BEMIECTBAX U SHEPTHUU.

Takum o6paszoM, ucnonb3zoBanue mnpoaykra «Hyrpuren 14 -phe» B coctase
ne4eOHOro paroHa JeTedl ¢ (QEeHWIKETOHYpUEH MepBOro roja U3HU I[OKa3alio
XOpOUIYI0 TEPEHOCHUMOCTh, aJIeKBaTHYIO 0O0ECIEYEHHOCTh OOJBHBIX OCHOBHBIMU
MULIEBBIMU BEIIECTBAMU M SHEPTUEH, MOJIOKHUTEIbHYI0 JIUHAMUKY KIMHUYECKUX
napamMeTpoB M OMOXMMHUYECKUX MAapKEpOB, B TEPBYIO0 ouepens ¢eHUIaIaHuHA.
JluHamMmuka  CO  CTOpPOHBI ~ MOKa3arejaedl  IMCHUXOHEBPOJOTMYECKOr0  cTaryca
CBUJIETEIBCTBYET O HOPMAJIBHO IPOTEKAIOIIMX IMOCTYHATENbHBIX IIPOLIECCAX pOCTa U
pa3BUTHS JIETE€HM, YTO BO3MOKHO MPHU MPABUIBHO OPraHU30BAHHOM BCKapMIIMBaHUH,
MOJIOKUTENBHOW BOCIPUUMYUBOCTH M IEPEHOCUMOCTH HCCIIETyEMOr0 MPOAYKTA.
Knunuueckaa s¢ppexmusnocme  cneyuanu3upo8anHvlx  npoOyKmMo8 HA  OCHOBe
amunoxuciom 6e3 gpenunananuna « Hympueen 20 -phey u « Hympueen 40 -phey

ITon naGmromeHnmeM Haxomuiaoch 38 nereit (16 mambumkoB U 22 JACBOYKH) B
Bo3pacte ot 1,5 no 7 ner (cpennuii Bo3pact 4,5+2,3 roga). Bcem marmeHTam 1MarHos
®KY 06bU1 NOCTABJIEH MPU HEOHATAIIBHOM CKPUHUHTE.

Crnennanu3upoBaHHas queTa Obllla HayaTa CBOEBPEMEHHO - B Bo3pacTe oT 14 nmHei
1o 1 mecsaua. K MoMeHTy uccienoBanus Bce JETH YxKe MOTyYalld CTIeHAIM3UPOBAHHbIE
NPOJAYKThl 0e3 (eHwnasaHnHa pas3IMyHbIX Mnpou3BoguTeneil. IlpuBep:keHHOCTh
JICYCHUIO B CEMbSIX TAIMEHTOB ObLJIa YIOBJICTBOPUTEIHHAS.

HaGniogaemple neTtd He HUMeNUd TpyObIX HEBPOJOTHYECKUX  MPOSBICHUMN
3aboneBanus. Pacmipenenenue AeTei mo moiry ¥ BO3pacTy MpeACcTaBiIeHo B Tadnuie 58.

Tabnuma 58

Pacnpenesienue aerer ¢ (peHHIKETOHYpHEH, MOJTyYaBIIUX NPOAYKThI « HyTpuren
20 -phe» u «<Hyrpuren 40 -phe», no noJty u Bo3pacry

bonsupie OKY
Bcero
Bospacr MaJIbYUKH JIEBOYKH
n % n % n %
1,5-3 rona 8 21 6 16 14 36,8
3-7 net 8 21 16 42 24 63,2
Bcero 16 42 22 58 38 100
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OTeyecTBEHHBIE CHEUUAIM3UPOBAHHBIE MPOAYKTHl BBOJWIM B PAalHUOH IO
BBIIIICONTUCAHHOU cxemoil (puc.36-37). CyTouHOE KOJIUYECTBO MPOAYKTa PACCUUTHIBAIIN
B COOTBETCTBUU C JIONMYCTHUMBIM cCoOJiepKaHHeM (eHWIaJaHuHA B paldoOHE B
3aBUCUMOCTH OT BO3pacTa M MacChl Tejla peOeHKa, a TakkKe OT WHIUBUIYATbHON
TOJICPAHTHOCTH MAIMEHTA K MUIIEBOMY (DCHHUIIATaHUHY.

VYuuteiBas, 4To 00a MPOJYyKTa pa3pelnieHbl K MpUMEHEHUIo0 y nered crapiie 1
rojla, UX Ha3HayaJau MOCJIEHOBATENbHO: CHAayaja B TeYeHue | Mecsla HCIOIb30Baju
nponyktT «Hyrtpuren 20 -phe» , olleHMBaliM TEPEHOCUMOCTh, ypOoBeHb DA KpoBH,
(bu3MYEeCKOe COCTOSIHHE M COMATHYECKHH CTaTyc, aajee MepeBOAmId peOeHKa Ha
npoaykT «Hytpuren 40 -phe» ¢ mOBTOpHBIM uccieq0BaHUEM (PeHUIATaHUHA U APYTHUX
MOKa3aTesiell B CBIBOPOTKE KpoBU uepe3 | mecsil. HeBponoruueckuii cTaTyc OLEHUBAIH
yepes 2 Mecslia.

KpatHocTh mpueMa ykazaHHBIX MPOJIYKTOB COCTaBIIsJIa HE MeHee 4 pa3 B CYTKU Y
nerer ot 1 mo 3 ner u He MeHee 3 pa3 B CyTKHM y mauueHtoB crapiue 3 jet. Ilepen
KaXJIbIM MPUEMOM MU HEOOXOJUMOE KOJUYECTBO CYXOro MPOJyKTa CMENIUBAIU C
BOJION WM (PYKTOBO-ATOJHBIM COKOM JIO TOJYYEHUs] MacTOOOpPa3HOM WIIM KUJKOU
CMECH B 3aBUCMMOCTHU OT BKyca MalMeHTA.

Cyrounoe konudectBO cMecu «Hyrtpuren 20 -phe» B neueOHOM paryoHe
coctaBsuio oT 87 r 1o 127 r (B cpenneM 96,98+9,8 r), cmecu «Hytpuren 40 -phe» - ot
45t 1o 67 r (B cpennem 56,1+6,2 r).

[IpoBenenHass miepea Ha3HAYEHHWEM MPOAYKTOB Jerycrauus IoKaszajla HX
XOPOIIYK0 PacTBOPHUMOCTh B Bojge mpu Temmeparype 40-45°C, ¢ o6pasoBanmeM
OJIHOPOJHOM CMeCH MOJIOYHO-0eloro 1BeTa. BoccTaHOBIEHHBIE NPOIYKTHI HMETU
VAOBIICTBOPUTENbHBIC 3amax W BKyc, cmecb «Hyrpurem 20 -phe» wumena
cnenuduueckoe MOCIEBKYyCHEe, TPUCYIIEE CMECSIM aMHHOKHUCIOT Oe3 (eHmiamaHuHa.
OO6o06mieHHast AerycTailioHHasi olleHka coctaBwia 3,5 6amia. Cmech «Hyrpuren 40 -
phe», umeronas BKyc, ONMM3KHNA K MOJIOYHOMY, MOJy4Hsia oueHky 4,7 6amioB mo 5

OaJIbHOM CHUCTEME.
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JleTu XopoI10 BOCIIPUHKUMAJIM HOBBIE MPOAYKTHI, 0cOOeHHO cMech «Hytpuren 40
-phe», kKoTOopast He obnamana XapaKTEPHBIM JJis OOJBIIMHCTBA CMECEH aMHHOKHCIOT
cnenudUIecKuM ropbKOBaTHIM MOCIEBKYCHEM.

YpoBeHb (eHuNanaHnHa B CHIBOPOTKE KPOBH JI0 Ha3HaueHus cmecu «HyTtpuren
20 mpemuym -phe» cocTaBisii B cpenHeM 264+59.,4 mxmonb/n (4,4+0,99 mr/nn) npu
konebanusax ot 204 mo 360 mxmonw/n (3,4 - 6,0 Mr/mi), depe3 MecsIl CoJepKaHUe
dbenmnananmHa B CHIBOPOTKE cocTaBuio 276+53.4 wmkmons/n (4,6+0,89 wmr/mm)
kosie6anus ot 174 no 348 mxmonb/it (2,9 - 5,8 Mr/mi), 9To HE UMEI0 CTaTUCTUYSCKOM
sHaunmoctu (p=0,800). Ilocne naznauenus cmecu «Hytpuren 40 -phe», usmeHeHus
cojepkanus (heHWIalaHMHa B CHIBOPOTKE KpoBH ObUiuM He 3HauuMbl (p=0,350) u
COXpaHsJIOCh B Tpenenax JomycTUMbIX Juisi OonbHbIXx DKV 3nauenmit. CpegHuit
ypoBeHb @A coctaisin 294+47,4 mxmonb/n (4,9+£0,79 mr/man), konebanust ot 228 1o
366 mxmoub/n (3,8 - 6,1 mr/mi), naHHbIe peACTaBICHbI B Ta0auIe 59.

Tabnuna 59

JIuHaMuUKa yPOBHS (PEHUIATAHUHA B KPOBH NNALIUCHTOB
¢ peHnnkeToHypueil Ha (pOHE MCNOJIb30BAHUS MMPOAYKTOB
«Hytpuren 20 -phe», «Hyrpuren 40 -phe»

YpoBeHb (peHnnagaHnHa B KPOBH
710 Ha3HAYEHUS HOBBIX Ha QoHe Ha QoHe
IIPOYKTOB «Hytpuren 20 -phe» «Hytpuren 40 -phe»
[Tokaszarenn (n=19) (n=19) (n=19)
MKMOJIB/T MI/ 11 MKMOJIB/TT M/ MKMOJIB/TI MI/ 11
Min-Max |204-360 | 34-6,0 174-348 2,9-58 | 228-366 3,8-6,1
M=o 2641594 | 4,4+0,99 | 276+£534 | 4,6+0,89 | 294+47,4 4,9%0,79
p - 0,800 0,350
JlonmycTuMbli
Mana3oH 120-360 mxMoub/i (2-6 Mr/m)
DA B kpoBHU

Jlo Ha3HaueHWs HOBBIX NPOAYKTOB Z-score Macchl Ttena, pocra, UMT mno
OTHOIIEHUIO K BO3PACTy HAXOAWJIUCH B TpEAeNiax CPeIHEBO3PACTHHIX 3HaueHuil y 14
(74%) nereir. YV 5 (26%) maureHTOB OTMEUAIUCh CHUKEHHBIN aIMeTHUT, HEOXOTHBIN
MPUEM CMECEe aMUHOKHCIIOT, HApYIIECHUs peKUMa MUTaHus, Ha (OHE KOTOPHIX MMET
MeCTO Je(UIIUT MacChl Te€JIa OTHOCUTEIHHO COOTBETCTBYIOIIETO BO3pacTy pocta (Z-

score UMT Hmxe 2 SD).



157

Yepes 2 Mecsiia mocneaoparenbHoro npuema «Hytpuren 20 -phe» u «Hytpuren

40 -phe» y Bcex 5 merelt (26,3%), paHee MMEBIIMX HU3KUE MOKa3aTeau (HU3NIECKOTO

pa3BuTHs, oTMeuanach Hopmamm3anus anmneruta (p=0,001), Z score UMT k Bo3pacty

noctur wuHTepBana -2 SD +1SD u cram COOTBETCTBOBAaTh CPEIHUM BEIMYHMHAM
(p=0,001) — Tabmmra 60.

Taomuma 60

CpaBHuTeJIbHAS OLIEHKA MOKa3aTeJeil Z-scores pu3niueckoro pa3BuTus 00JIbHbBIX
®KY npu ucnojib30BaHUHU CNIENMAJIN3UPOBAHHBIX NPOAYKTOB « HyTpuren 20 -
phe» n «Hyrpuren 40 -phe»

Z-scores HIDKe-2 or -2 o -1 ot -1 mo or+1 go +2 BEIIIE +2
SD SD +1 SD SD SD
Jlo Ha3HaYeHMs HOBBIX MPOAYKTOB (n=19)
Macca n 4 3 10 2 -
Tena/Bo3pact % 21 16 53 11 -
Poct/BOo3pact n - 3 12 2 2
% - 16 62 11 11
HNMT/Bo3pact n 5 3 11 - -
% 26 16 58 - -
Ha done ncnons3oBanus «Hytpuren 20 -phe» (n=19)
Macca n 3 4 10 2 -
Tena/Bo3pacT % 16 21 53 11 -
p 0,001 0,001'
Poct/Bo3pact n - 3 12 2 2
% - 16 62 11 11
)% 1,000 1,000 -
NMT/Bo3pact n 4 4 11 - -
% 21 21 58 - -
p 0,001 0,001’ - -
Ha ¢one ucnonszoBanus «Hytpuren 40 -phe» (n=19)
Macca n 1 5 11 2 -
Tena/Bo3pacT % 5 26 58 11 -
p 0,001° 0,001°
Poct/Bo3pact n - 3 12 2 2
% - 16 62 11 11
p - - -
NMT/Bo3pact n 1 5 11 2 -
% 26 58 1 -
p_ | 0001° 0,001° -

*- BBIJICJICHHBIE KOJIOHKU 0003HAYAIOT CPETHEBO3PACTHEIE OKA3aTeNu Z-Score.
- YPOBEHb 3HAUMMOCTH TTOKa3aTeneil 1o 1 Ha (poHe ucIons30BaHus npoaykra «Hytpuren 20y,

- YPOBEHb 3HAUMMOCTH TOKa3aTesieil Ha (pOHe HCIob30BaHMs npoaykTa «Hyrpuren 40» ( kpurtepuii Maknemapa X

3HayuM npu p<0,05

ComaTtnueckuil CTaTyC BCEX TAIMEHTOB 3a BpeMsi HaAOJIOJEHUS OCTaBaJICs

CTaOWJILHBIM: aJUIEPTUYECKUX PEaKLU, TUCTICTICHYECKUX sBieHuH, nuckoMpopra KKT
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HE OTMEYaJoCh, MATOJOTHYECKHX H3MEHEHUH CO CTOPOHBI BHYTPEHHUX OPraHOB HE
Ha0JI0/1a710Ch, KOHCUCTEHIIUS U 9acTOTa CTyJia HE U3MEHSUIUCH.

Or1ieHKa ICUXOHEBPOJIOTHYECKOT0 CTaTyca y IeTel cTapiie roja MpoBOIUIACh 110
moaudunmpoanHoit mkane Kypoer JIL.T. m MactiokoBoii E.M. [45]. I'pyOsie
HApYIICHUST  HegpoJlocuiecko20 cmamyca OTCYTCTBOBaIM y Bcex nered. Ha Qone
IPUMEHEHHSI HOBBIX OTEYECTBEHHBIX MPOAYKTOB TOBBICHIICS SMOIIMOHATIBHBINA TOHYC Y 8
(21%) nmereii, 9TO OBUIO CBSI3AHO C ONTHUMHU3ANMEH PEXMMa W YIyUIICHHEM amnmeTHTa
JeTel, TaKKe OTMedallach HOpMalu3alus MbIlleyHOro ToHyca y 6 (16%) nereit
(Tabn.61, puc.41).

Tabmuua 61

CpaBHuTe/IbHASA KOJMYECTBEHHAS OLIEHKA MOKa3aTeJieil ICHXOHEBPOJIOrH4€eCKOro
crarycay aereil ¢ peHUIKETOHYpPHEH, MOJIYYaBIIMX NPOAYKTbI
«HyTtpuren 20 -phe» u «Hyrpuren 40 -phe»

Uucno gereit (n=19)
yepes 2 mecana ek
[Tokazarens banner* 10 HASHAACHHA ua gone (xpuTepuii
HOBBIX MPOAYKTOB MCIIOJIb30BaHUS
HOBBIX TPOJTYKTOB Maxnemapa)
n % n %

OMOIMOHAIBHBII 2 5 26 1 5 0,000%*
cTaTyc 3 14 74 18 95 0,000%*
[Icuxo-peueBoe 2 3 16 3 16 -
pazBUTHE 3 16 84 16 84 -
CyX0XXWIIBHBIE, 2 1 5 1 5 -
OpromIHbIe U
MaTOJIOTUYECKUE 3 18 95 18 95 -
pedekcol
Mpl1e4HbIN TOHYC U 2 5 26 2 10 0,000**
CHJIa MBIIIII] 3 14 74 17 90 0,000**
MotopHoe pa3BUTHE 2 ! > ! > -

3 18 95 18 95 -
Hedanruecii 3 19 100 19 100 -
CHUHJIPOM
AyTHCTHKOIIO100HAS 19 100 19 100 i
CUMITOMAaTHKa
BereratuBnas 2 3 16 3 16 -
TUChHYHKITHS 3 16 84 16 84 -
N3menenue co
CTOPOHBI YEPEHBIX 3 19 100 19 100 -
HEPBOB
W3menenus Ha D00 3 19 100 19 100 -

*_Jlerkre U3MEHEeHus -2 Oaiia; Bo3pacTHas HopMa - 3 Gaa.
sk o
- YpOBEHb 3HAYMMOCTH TIOKa3aTeNIel 710 1 Ha oHe UCToab30BaHus poaykToB «HyTtpuren 20» n «Hytpuren 40».
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OMOIMOHATEHEINT  MEBIIIIEUHBIIT TOHYC
TOHYC

B /o Ha3HAYEHIIT HOBBIX MPOIYKTOB

® Ha (yoHe Ha3HAYSHIT HOBHIX IIPOAYKTOR

Pucynok 41. [Tokazarenn «3MOIMOHATBHBIA TOHYC» U «MBIIICYHBII TOHYC» Ha ()OHE JUETOTCPAITUU C
ucnoibp3oBanueM npoaykroB «Hyrpuren 20 -phey», «Hytpuren 40 -phe».

OneHka XHUMHYECKOTO COCTaBa CpPEIHECYTOYHBIX pallMOHOB Ha  (¢oHEe
ucnosb3oBanus npoaykroB «Hyrpuren 20 -phe», «Hyrtpuren 40 -phe» mokazama ux
COOTBETCTBHE PEKOMEHIyEMbIM HOPMaM MOTPeOJIEHUS MUIIEBBIX BelEecTB (Tadi1.62).

Tabnuna 62

IIumeBasi ¥ JHePreTUYECKas HEHHOCTb CPEeIHECYTOYHBIX PAIIMOHOB 00JIbHBIX
(ennnkeronypueil npu ucnoib3oBannu npoaykros «Hyrpuren 20 -phey,
«HyTpuren 40 -phe»

HasBanue Har.6enok DA [Tummessie BemecTBa (T/Kr/CyTkH) | DHEpro-
NpoAyKTa r/cyT MU Oenku JKUPBI YIIEBOABI | LIEHHOCTH
MT/CYT (KKaJ/KT)
«Hytpuren 20
-phe» u 6,02+0,67 | 301+33 | 27,3+0,9 | 38,2+0,83 | 179,4+20,8 | 1172£85,3
HHU3KO0CIKO- 5-73 250-365 1
BBII PAaLlMOH
Hopwma notpe6iienns B Bo3pacte 2-3 net* |  28-36 40-45 174-203 1200-1400
«Hytpuren 40
-phe» u 6,2%1,0 307+49 | 41,6+0,8 | 45,2+0,84 | 253,8%27,0 | 1621110
HU3KO0EIKO- 4,6-7,8 230-390 9
BbII pallMOH
Hopma notpebnenus B Bo3pacte 3-7 net™* |  46-54 60 261 1800
*[MP]

Takum oOpaszom, npumeHeHnue npoaykroB «Hyrpuren 20 -phe», «Hyrpuren 40 -

phe» B COCTaBC FHHO(l)CHHHaHaHHHOBOﬁ AUCTBI IIOKA3aJI0 HMX YHAOBJICTBOPUTCIIbLHBIC
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OpPraHOJIENTUYECKUE CBOMCTBA M XOPOLIYK) IE€PEHOCHMOCTb. [JIaBHBIA KpHUTEpPHIA
aJICKBaTHOCTH TIPOBOJAMMOM IUETOTEpAliid — YPOBEHb (DEHHMIaTaHWHA B KPOBH -
COXpaHsJICs CTaOWUIIBHBIM U COOTBETCTBOBAJ JOMYCTUMBIM BelWyMHaM. ONTUMU3AIMUS
BKYCa MPOJYKTa 3a CYET KUPOBOTO KOMIIOHEHTA B YKa3aHHBIX CMECSAX CIIOCOOCTBOBAIIO
VAYUYIICHUIO aMMeTUTa JIeTe, 4YTO TMOJIOKUTEIBHO BIMSJIO Ha TOBBIIIEHUE WX
HMOIIMOHAIBHOTO TOHYCa, (U3MYECKOT0 M COMATHYECKOrO COCTOSHUS. AHaIu3
CPEIHECYTOUHBIX PAIIMOHOB MAI[MEHTOB I[OKa3aJl COOTBETCTBHE HMX XUMHUYECKOTO
COCTaBa M SHEPreTUYECKOMN LIECHHOCTH BO3PACTHBIM NOTPEOHOCTSIM OOIBHBIX AETEH.
Knunuueckas sgpgpexmusnocmo cneyuanuzuposarnnozo npooykma «Hympueen 70 -phey
HAa OCHO8€ AMUHOKUCTIOM 0e3 (heHUunananuna

[Ton wabGmroneHueM HaxoAwioch 15 mamueHTOB B Bo3pacTe or 7 nmo 15 mer
(cpemauit Bo3pact 10,5424 mer), GompHbix PKY. B Tabnune 63 mnpeacraBieHa
XapaKTEpUCTHKA HAOJIIOIaBIIMXCA JETEN B 3aBUCUMOCTH OT 10JIa U BO3pacTa.

Tabmauia 63

Pacnpenesienue aerer ¢ (peHUIKETOHYpHel, moay4aBmux npoaykr « Hyrpuren 70
-phe», mo nmoay u Bozpacry

Bonpueie DKY
Bcero
Bospacr MaJIbYN KN/ FOHOIIN JI€BOYKH/ IEBYIITKU
n % n % n %
7-12 net 5 34 6 40 11 74
12-15 ner 2 13 2 13 4 26
Bcero 7 47 8 53 15 100

3aboJsieBaHuE y BCEX MAIMEHTOB ObLIO BBISIBJICHO 10 HEOHATAIBLHOMY CKPUHUHTY,
nueroTepanus Oblla HayaTa B BO3pacTe He mo3aHee 2,5 mecsineB. o Ha3zHaueHUs
amuHOKUCIOTHOW cMmecu «Hytpuren 70 -phe» OonbHBIE TONMyYaid pa3IHYHbBIE
CrielMaIU3UpOBaHHbIe TMpoAyKThl. Hasznauenue mpoaykra «Hytpuren 70 -phe»
MIPOBOJIMJIH 10 pa3pabOTaHHOW HAMU CXEME B 3aBUCHMOCTH OT BO3pacTa U MacChl Teja
nanreHTa. CyTOYHOE KOJIMYECTBO MPOAYKTa Ha3Hayald, HUCXOAS M3 JIOMYCTUMOIO
cojiepkanusi (heHWIAJaHUHA B PAIIMOHE M TOJEPAHTHOCTU OOJIBHOTO K muilieBoMy DA,
YTO COCTABJISIIO OT 57 0 85 T' B CYTKM B 3aBUCHMOCTH OT BO3pacTa MamueHTa (cpeaHee

KoaudecTBo 64,3+14,1 r).
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CMech pa3BOAWIM BOJOM WM (PPYKTOBO-SATOJHBIM COKOM JIO HauOoliee
MPEIMOYTUTENBHON MalMeHTy KOHCUCTeHUMU. KpaTHOCTh mpuemMa HOBOTO MpPOAyKTa
COCTaBJIsJIa HE MeHee 3 pa3 B CYTKH.

YpoBenb ¢enunanannHa g0 HaszHaueHus «Hyrtpuren 70 -phe» B cpemnem
coctaBisn 402+174 mMrmonw/a (6,7+2,9 mr/mn) ¢ komebanussmMu ot 192 mo 792
MKMOJB/T (3,2 — 13,2 mr/an), npu stom y 11 (73,3%) neteit He BBIXOAWII 3a MpEEbl
JOITYCTUMBIX ISl BO3pacTa 3HaueHuil, a y 4 nereit (26,7%) npeBbiuai ux.

Ha ¢one npumenenus «Hytpuren 70 -phe» cpennee conepkanue @A coctaBuiio
301+48 mxmoub/1 (5,02+1,6 mr/nn) npu konedbanusx ot 174 no 546 mxmons/n (2,9 - 9,1
mr/min). Takum o0pa3oM, y4uuThIBas pa3iuuyve PEKOMEHAyeMbIXx 3HaueHud DA B
3aBHCHMOCTH OT BO3pacTa MAlUEHTOB, Y BCEX JAETed U MOAPOCTKOB ObLT JOCTUTHYT
neneBoil yposenb @A kpoBu. [Ipu stom 3Haunmmoe cHuxkeHue @A B KpoBH Ha (poHe
ucnonb3oBanus npoaykra «Hyrtpuren 70 -phe» ormeuanuce y OonpHbiX PKY B
Bo3pacTte a0 12 net (Tabn. 64).

Tabnuua 64

YpoBeHb (PeHUTATAHNHA B CHIBOPOTKE KPOBH 10 U Ha )OHE MCIO0/Ib30BAHUA
npoaykra «Hyrpuren 70 -phe»

VYpoBeHns (heHmIananmHa B KpOBU
(Min-max; M+0) x
Bo3spact u yucno neren B Hayaje Ha (OoHE MPOIyKTa P
(n) UCCIIEI0BAHUSI «Hytpuren 70 -phey»
MKMOJIB/JT MI/ 1 MKMOJIB/T Mr/ T
7-12 net 324490 5,4+1,5 258+58,8 4,3+0,98 0.040%
(n=11) 192-510 3,2-8,5 174-366 2,9-6,1 ’
JonmycTumplii quanazoH 120-360 MmxMoB/71 (2-6 Mr/m)
12-15 ner 612+168 10,2+2,8 414490 6,9£1,5 0.080
(n=4) 390-792 6,5-13,2 360-546 6,0-9,1 ’
JonmycTumplii quanasoH 120-600 MmxMmoub/i (2-10 mr/mm)
Bceero nmereit 7-15 ner 402+174 6,7£2,9 301448 5,02£1,6 0.060
(n=15) 192-792 3,2-13,2 174-546 2,9-9,1 ’

*- paznmunst 3Ha9uMbl ipu p<0,05. (kputepuit Mana YurtHu)

Jlo Ha3HaueHUs MPOJYKTa ammeTuT ObLI coXpaHeH y OonbmmHCTBA — 13 (87%)
nanueHToB, y 2 (13%) GonbHbIx ObLT cHIbKEH. llokazarenu Quznueckoro pa3BUTHS
ObLIM B mpejenax cpeaHeBo3pacTHhIX 3HaueHuil y 11 (73%) nauuenrtoB. M30biTouHas

Macca tena orMmeuanach y 3 (20%) nereit, mpu atom y 2 netert (13%) Z score UMT 6wt
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B uHTepBajie oT +1SD mo +2SD, 4To COOTBETCTBOBAIO M30BITOYHON Macce Tena, |
(6,7%) matment umen 3nauenue Z score UMT +2,1SD, y 1 (7%) pebenka Z score UMT
ObLT -2,2 SD, 4TO CBUIETENHCTBOBAIO O OEIKOBO-IHEPIreTUYECKON HEA0CTaTOYHOCTH |
CTEIICHHU.

Yepes 1 Mecsm Ha (GoHE KOPPEKIMH JIEYEOHOTO pAIioHa W HCIIOJIb30BaHUS
«Hytpuren 70 -phe» cHmXeHHE anmeTuTa COXpaHsIoCh TOJIbKO y | mamuenrta. Y 12
(80%) meteit Z score UMT/Bo3pacT ObuT B cpeaHeBO3pacTHBIX mpenenax, y 2 (13%)
OONBHBIX COXpaHsUIach W30bITOYHAs Macca Tena, y 1 pebenka (7%) c Jmerkoi
HEJI0CTaTOYHOCThIO TuTaHus Z score UMT/Bo3pact cootBeTcTBOBa’N -1,9 SD.

3a Bpems HaOmoaeHus oOuiee cocrosiHue OonbHbIX ¢ DKV  ocraBanoch
yAOBIETBOPUTENbHBIM.  [lOKa3zaTenum  MCHUXOHEBPOJOTHYECKOTO  CTaryca  TakKke
OCTABAJIMCh CTAOWJIBHBIMM, BBISIBICHHBIE W3MEHEHUS MPHU3HAKOB «IMOIIMOHAIBHBIN
CTaTyC» M «ayTHCTHKOMNOJOOHAas cUMNTOMAatuka» Obun 3HauuMbl (p=0,039), uro
OOBSCHSJIOCH MHTEPECOM K HOBOMY IMPOAYKTY JAE€Tel M poauTeneid, XOopouied ero
MEPEHOCUMOCTBIO U KaK CJIEJICTBUE MOBBIIICHHUEM KOMIUIAEHTHOCTH (TabJ1. 65).

Tabmuua 65

CpaBHHUTe/IbHAsI KOJMYECTBEHHAs OLIEHKA MOKAa3aTeJeil ICUHXOHEeBPOJIOrn4eCcKOro
CTaTyCca y NalMEeHTOB C (DeHUJIKETOHYPHEH /10 M HA (DOHE MCIO0JIb30BAHUA
npoaykra «Hyrpuren 70 -phe»

Yucno aereit ¢ U3SMEHEHUAMU
MICUXOHEBPOJIOTMUECKOTO CTaTyca
Ha QoHe
[Toka3arens banner* A0 HASHATCHA UCIIOJIb30BaHUS p*
«Hytpuren 70
-phe» (n=15) «HyTpHre_H 70
-phe» (n=15
n % n %

OMOLIMOHATIBHBIN cTaTyC 2 3 20 2 13 0,039%

3 12 80 13 87 0,039*
[Tcuxo-peueBoe 2 3 20 3 20 -
pa3BUTHE 3 12 80 12 80 -
Cyx0XUJIbHBIE, 2 1 7 1 7 -
OpIoIITHBIE U
MaTOJOTHYECKHE 3 14 93 14 93 -
pediexcsl
MBI111€4HBII TOHYC U 2 1 7 1 7 -
CHUJIa MBILII] 3 14 93 14 93 -
MotopHoe pa3zBuTHE 2 2 13 2 13 i

3 13 87 13 87 -
AyTHCTHKOIIO100HAS 2 3 20 2 13 0,039*
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CHUMIITOMAaTHKa 3 12 80 13 87 0,039*
BereraTtuBnas 2 1 7 1 7 -
TUChHYHKITHS 3 14 93 14 93 -
N3menenue co cTOpoHbl 3 15 1000 15 100 i
YepENHBbIX HEPBOB

Hzmenenus na 0T 3 15 100,0 15 100,0 -

*-JIlerkue 3MeHeHus -2 6auia; Bo3pacTHast HopMa - 3 Oasa.
**_ pasIIM4us CTATHCTHYCCKH 3HaYuMbI 11pH p<0,05 (kpurepuii Makuemapa x2).

[lumeBas W SHepreTuyeckas LEHHOCTh CPEIHECYTOUHBIX PpALMOHOB MpHU
Ha3HaueHuu npoaykra «Hyrtpuren 70 -phe» npusenena B Tabnuie 66.

Tabnuna 66

IumeBasi ¥ IHEPreTUYECKas HEHHOCTb CPeIHECYTOYHBIX PALIMOHOB 00JIbHBIX
(pennikeTOHYpHeH NPpH UCNO0Jb30BaHUH poayKTa «Hyrpuren 70 -phe»

HazBanue Hatypansb- DA [Tumiessie BemiecTBa (I/Kr/CyTKH) OHepro1ie
IPOJIyKTa HBIM OCNOK | muImun HHOCTb
r/cyT MI/CyT OenKu JKUPBI YTJIEBOIBI (KKan/Kr)
«Hytpuren 70 -
phe» + 4,6+0,98 | 228+49 | 65,8+7,8 | 40,8+4,8 | 261,4+£61,9 | 1600+63,2
HU3KOOEIIKOBBIN 3,7-6,3 185-315
panuoH
Hopma 63-75 70-83 305-345 2100
noTpebneHus: B -
7-14 net*
*[32]

Kak BuHO U3 TaOnHIbl 0OmMi 0eI0K rurmodeHnIaIaHuHOBON TUEThI COCTABIISII
B cpeaHeM 65,8+7,8 T B CyTKH, MPU ITOM KOJUYECTBO O€IKa HATYpaJbHBIX MPOTYKTOB
koJiebancs ot 7,0 10 9,2 r B cytku (B cpeanem 7,8+1,5 r/CyTku), 4TO COOTBETCTBOBAJIO
nuiieBomy ¢enunanannny 390+75 mr/cytku (konebanust ot 350 mo 460 Mr/cyTkn).
Koppekrus sHepreTHYecKoi IIEHHOCTH pallioHa MPOBOJMIIACH 32 CUET MCIOJIb30BaHUS
CHEIUATN3UPOBAHHBIX ~ HU3KOOENIKOBBIX  MPOIYKTOB, a TakkKe HATypaJIbHBIX
PACTUTENBHBIX MacCeN U CIAJ0CTEH.

Takum o6pazom, Ha ¢oHe ucnoab3oBanHus npoaykra «Hyrtpuren 70 -phe» Obuin
OTMEUYCHA  yJIOBJIETBOPHUTEIbHAS  IMEPEHOCHUMOCTb,  TIOJIOKHUTEIbHAS  JUHAMHUKA
mokazaTene (pU3WYecKoro pa3BUTHS W YPOBHS (CHWIAJIAaHWHA KPOBH, HYTO

CBUJIETEIBCTBYET O €r0 XOpOoIllel KIMHUYECKON 3(h(PEeKTUBHOCTH.
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Knunuuecxasn sgpgpexmusenocmo cneyuanuzuposannozo npooykma «Hympueen 75» na
0CHOBe amMuHoKuciom be3 genunalanuna
B uccnenoanne 6bu10 BKIIOYEHO 10 MarMeHTOB B BO3pacTe OT 7 JIET 5 MecsIeB
1o 15 net (cpeanuit Bo3pact 12,1£2,7) u3 Hux 6 (60%) manpunkoB u 4 (40%) neBoUYKH
(Tabum. 67).
Tabmura 67

PacnpenesieHue naumMeHTOB ¢ PEHUIKETOHYPHEH, OJYyYaBIIMX HPOAYKT
«HyTpurex 75», no noJiy u Bo3pacry

Bboapable OKY Bcero
Bo3zpacr
MaJIbYUKHU JIEBOYKU n %
7-11 ner 2 1 3 30
12-14 net 4 3 7 70
Bcero 6 4 10 100

Huarno3 ®KVY Obul mocraBieH BCeM JE€TAM NPU HEOHATAIbHOM CKPUHUHTE,
CrielMaJIM3MpOBaHHAasl aueTa Oblla HayaTa B Bo3pacte oT 14 nHe no 2,5 mecsien
KW3HU. Jlo Ha3HAayeHUs  HUCCIEOYEMOro  NPOJYyKTa BCE JETH  MOJy4allH
CrieMAIU3UPOBAHHbIE TTPOAYKTHI O0€3 (heHMIalaHnHa, KPaTHOCTh MpUeMa cocTanisiia 1-
2 pa3a B CyTKH.

[Iponykt «HyTtpuren 75» BBOAWIM 1O pa3pabOTaHHOW HaMH CXE€Me B
3aBUCUMOCTH OT BO3pacTta M Macchl Teja pedeHka. CyTOyHOE KOJUUYECTBO MPOIYKTa
PaCCUYUTHIBAIIN, UCXOJIS U3 TOMYCTUMOTO COZiepKaHus (PeHHIaTaHuHA B PaIlOHE.

YpoBeHb (¢eHuIaNaHMHA B CHIBOPOTKE KpPOBHU JIO HA3HAUYCHUS TMPOAYKTa
«Hytpuren 75» xonebaincs ot 246 no 912 mxmons/n (4,1-15,2 Mr/an) u B cpeanem
coctaBsur 600+£192 mxmonw/n (10£3,2 mr/mn). TlpeBbliieHue TpaHUIBI TOTYCTUMBIX
3HaYeHuM orMmeuanock y 4 (40%) nmereit B Bo3pacte crapmie 12 jer. Ha ¢one
WCIIOJB30BaHUs MPOJYKTa YPOBEHb (EHWIaJJaHWHA B KPOBU B CPEIHEM COCTaBUII
306+102 mrmoaw/a (5,1£1,7 mr/mn), konebanus - ot 132 no 432 mxmouns/n (2,2 no 7,2

Mr/m1) (Tabi. 68).
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TaOmuma 68

JAnHamMuka nokasareJieid (peHUJIAJTAHUHA B CbIBOPOTKE KPOBU HA (poHe

HUCIO0Jb30BaHus npoaykra « Hyrpuren 75»

YpoBeHb GeHuaTaHuHa B KPOBU
(Min-max; M=*o)
Bospact n uncno aerei B HaYaJI€ HCCJIEIOBAHUSA Ha (OHE MPOTYKTa p*
(n) «Hytpuren 75»
MKMOJIB/II Mr% MKMOJIB/TI Mr%
7-12 et 39696 6,6£1,6 216%72 3,6£1,2 0,049
(n=3) 294-468 4,9-7.8 132-270 2,2-4.5
JlonmycTumplii quanasoH 12-360 MmxMomb/7 (2-6 Mr/m)
12-15 ner 648£156 10,8£2,6 378+66 6,3%1,1 0,002
(n=7) 486-900 8,1-15 258-432 4,3-72
JlonycTumblii Auana3ox 12-600 mxMob/71 (2-10 Mr/mm)
Bcero nereit 7-15 ner 600£192 10+3,2 306£102 5,1£1,7 | 0,001*
(n=15) 246-912 4,1-15,2 132-432 2,2-72

*- pa3nuaus mokaszaresnei s3HaunMel ipu p<0,05. (xputepuit Mana YutHnN)

Jlo HasHayeHWsT HOBOro mMpojaykTa ¢uszuueckoe pazputue y 8 (80%) nmereit
COOTBETCTBOBAJIO CPETHUM BO3pACTHBIM 3HauUeHUsIM (Z score UMT/Bo3pact B npenenax
-2 +1SD), y 2 (20%) mamueHTOB OTMeuajach M30bITOYHas Macca Tena (Z score
NUMT/Bo3pact Bbimie +1SD). B comartnueckom cratyce 2 (20%) OOJBHBIX MMEIHCH
MPOSIBJICHUS] aTONMHUYECKOro JepMaTUTa B BUAE CYXOCTH KOXH, E€IUHUYHBIX
HK3EMATO3HBIX «OJIAIIEK» Ha TOJCHSX.

Ha ¢one ucnonws3oBanus npoaykra «HyTpuren 75» anmetur y manueHTOB ¢
OKY Ob1 coXpaHEeH, 0TKa30B OT €ro NprueMa, HEraTUBHBIX PEAKLMA U PBOTHI HE OBLIO.
[TokazaTenu GpU3NYECKOTO Pa3BUTHsI OCTABAIUCH CTA0OUIIHLHBIMH.

3a BpeMs HaONIOJCHHS HE OBLIO BBISBICHO YCHJICHUS WJIM TOSIBJICHHUS HOBBIX
CUMIITOMOB AaTOMHMYECKOr0 JepMaTHTa, HANPOTUB TOCIE KOPPEKIHH JeueOHOro
pauumoHa y 1 mDamueHTa COCTOSHUE KOXHM YIYYIIMJIOCh 33 CUET HMCYE3HOBEHUS
JIOKAJBHBIX AJIEMEHTOB THIEPEMHHM M dKccylnauuu. KoHCHCTEHLMs M 4acToTa CTyJia
OBLITN CTAOUITEHBIMHU.

Crneunduueckue HEBPOJOTUYECKHE CHUMIITOMBI  OTCYTCTBOBAIM y  BCEX
HaOrogaeMbIx marueHToB. CTaTUCTUYECKH 3HAYUMBIX PA3IUYHUi MPU KOJIWYECTBEHHON

OIICHKE TICHXOHEBPOJIOTHYECKOTO CTaTyca He OTMeJasIoch (Tabm. 69).
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Taomuna 69

CpaBHuUTe/IbHASI KOJIMYECTBEHHAs OIIEHKA MOKa3aTeJieil ICHXOHEeBPOJIOTrN4eCKOro
CTaTycCa y MAUMEHTOB ¢ (PeHUIKETOHYPHUEH, moay4yaBmiux npoaykr «Hyrpuren 75»

Yucno neren
710 Ha3HAYCHUS Ha QoHe p*
MPOJYKTa UCIIOJIb30BaHUS KpUTEpHii
HMoxazarens baner® <<HyII?pI/II}‘I:H 75» | mponykra «Hyrpuren I\(/Ia?KHehI/I)apa
(n=10) 75» (n=10) o)
n % n %
DOMOIMOHATBHBIN 2 2 20 2 20 -
CTaTyc 3 8 80 8 80 -
[Icuxo-peueBoe 2 2 20 2 20 -
pa3BUTHE 3 8 80 8 80 -
CyXOXUJIbHEIE, 2 1 10 1 10 -
OpIOIIHBIC U
MaTOJIOTUYECKUE 3 9 90 9 90 -
pediekcol
Mpli1e4HbIN TOHYC U 2 1 10 1 10 -
CHJIa MBIIIII] 3 9 90 9 90 -
MoTtopHoe pa3BuTHe 2 2 20 L 10 0,114
3 8 80 9 90 0,114
Hedanrmaeciuit 3 10 | 100 | 10 100 ]
CUHJIPOM
AyTHucTuKonoaoOHas 10 100 10 100 i
CUMITOMAaTHKA
BereraTtuBnas 2 2 20 2 20 -
TuchHYHKIHS 3 8 80 8 80 -
N3smenenue co 100
CTOPOHBI YEPETTHBIX 3 10 100 10 -
HEPBOB
W3menenus na D00 3 10 100 10 100 -

*-jerkue U3MEeHeHus -2 OaJiia; Bo3pacTHas HopMa - 3 6asa.

[TumeBas W SHepreTwyeckas IIEHHOCTh CPEIHECYTOYHBIX pAIMOHOB TPHU
Ha3HaueHuu npoaykra «Hyrpuren 75» npusenena B Tabmure 70.

Taomuma 70

IIumeBasi ¥ IHepPreTUYECKas HEHHOCTb CPEIHECYTOYHBIX PALIMOHOB 00JIbHBIX
(peHnIKETOHYpHEH IPH HCIOJIB30BaHUU NpoAyKTa «Hyrpuren 75»

Hassanue Harypansb- DA ITumeBsie BemnecTBa (T/KT/CyTKH) DHepro-
MPOIYKTa HBII OCJIOK | TUIIH Oenku KUPBI YTIIEBOIBI LIEHHOCTh
r/cyT MI/CYT (Kxan/kr)
«Hytpuren 75» | 10,5+1,4 512£71 | 71,8+6,3 | 51,1++3,4 | 290,4+98,9 1903+451
+ HVI’I3K063HK0‘ 9-12,5 450-625 59-74 48-52 249-301 1810-2212
BEII paIioH
Hopwma norpebnenust B 7-15 ner* 63-75 70-83 305-345 2100-2500

*[32]
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YCTaHOBIIEHO, YTO HCHOJb30BaHue mnpoaykra «Hyrpuren 75» B cocrase
ANMMMHUHAIMOHHOTO  pallioHa C HHU3KUM  COJEpKaHWeM (eHWIAJIaHWHA TpU
yIIOBJIETBOPUTEIILHON KOMILJIAEHTHOCTH TOJHOCTBhIO obecneunBaer OonbHBIX DKY
crapmie 7 JeT HEOOXOIMMBIM KOJUYECTBOM THIIEBBIX BEIIECTB W HOHEPIUU B
COOTBETCTBUH C WX BO3PACTHBIMH (DHU3HOJOTHUIECKUMH TOTPEOHOCTSAMH, CIIOCOOCTBYET
NOJJICPX)KAHUIO aJ€KBATHOTO YPOBHS (hE€HUJIATAHMHA, YTO IMOJOKUTEIHLHO OTpakaeTcs
Ha cocTosiHuK nanueHToB ¢ OKY.

Takum 00pa3omM, pe3yabTaThl MPOBEACHHBIX MCCICNOBAHWNA TI0  OIEHKE
MEPEHOCUMOCTU U KIMHUYECKOU 3(P(HEKTUBHOCTH HOBBIX OT€UECTBEHHBIX MPOAYKTOB Ha
OCHOBE  AMHMHOKHMCIOT  0e3  (eHwIajaHMHa  MOKa3aJid, 4YTO  YKa3aHHBIE
cnienuann3upoBanibeie cMecu cepuit «Hyrtpuren» u «Hytpuren npemuym» o0ianaroT
YIOBJIETBOPUTENBHBIMU OPraHOJIENITHYECKUMH CBOMCTBAMH, XOPOIIO MEPEHOCATCA
00apHbIMU DKV 1 0Ka3bIBAIOT MOJOKUTEIBHBIN TEpaeBTUUECKHI 3PPEKT.

Ha ¢oHe mnpuMeHeHHs HOBBIX NTPOIYKTOB AHTPOIOMETPUYECKHE IMOKa3aTesn
OOJIbHBIX JIETEH C OTKJIOHEHUSMH (PU3NUECKOTO pa3BUTHS Y OOJBIIMHCTBA MAI[UEHTOB
HMMEJIH MOJOXKUTENbHYI0 TEHICHIINIO U JOCTUT AN CPEIHEBO3PACTHBIX BEIUYMH.

BaxHo OTMETUTh MIOJIOXKUTEIIbHBIE U3MEHEHUS roKasaresuen
MICUXOHEBPOJIOTUYECKOT0 CTaTyca y JeTei MepBOro roja *u3HU. ITO ObLUIN MPU3HAKU,
XapaKTEPU3YyIOIINE TPOIECCHl MOTOPHOTO («IIETHBIE CUMMETPUYHBIC PEDIICKCHI»,
«CEHCOPHO-MOTOPHOE  TMOBEACHUE», «MATOJIOTMYECKUE JIBMKEHUS»), U  IICHUXO-
AMOIMOHAJILHOTO («TOJIOCOBBIE PEAKIIMN», «CPBITUBAHUS) Pa3BUTUA. Y JETEH cTapiie
l roma CTaTHCTHYECKH 3HAYMMBIMU OBLIH TOJOKUTEIhHBIE M3MEHEHHS MoKa3aresei
«OMOIIMOHAIBHBIM TOHYC» W «MBIIICYHBIH TOHYC M CHJIa MBI Ha (OHE HOBBIX
MPOAYKTOB MUTAHUS, YTO CBUJIETEIILCTBYET O COXPAHHOCTH U COOTBETCTBUUHM HOPME
TEMIIOB TICUXOMOTOPHOTO Pa3BUTHUS M KOCBEHHO TMOJTBEPKIAECT aJ€KBAaTHOCTh U
3 PEKTUBHOCTH MPOBOAUMOM JUETOTEPAITHH.

Ha d¢one UCIIOJIB30BaHUS  KaXJOr0 HOBOTO IMPOAYKTa COJAEp:KAHUE
(heHmIaiaHHa HaXOUJIOCh B Mpeesiax JOMYCTUMOTO TeParneBTUUYECKOTO Jvana3oHa,
Tako 3(PQPeKT OOBACHAETCS MOBHIIIEHUEM KOMILJIAEHTHOCTH B MEPUOJ MPOBEIACHUS

UCCIIeIOBaHMi, 0oJiee CTPOTUM KOHTPOJIEM THIO(EeHUIaTaHUHOBON TUETHI CO CTOPOHBI
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ponutenei, COOJMIOJIEHUEM peXuUMa [UTAaHUS, YBEJIWYEHUIO KPATHOCTU MpueMa
CHEUUAIN3UPOBAHHOIO MPOAYKTA, YTO CHOCOOCTBYET CTaOMILHOCTH YypoBHS DA B
KPOBH B TE€UEHHUE CYTOK [95, 124].

5.5. Knunndeckasi 3¢eKTUHBHOCTh HOBBIX OTE€YeCTBEHHBIX HHM3KO0EJIKOBBIX H
0e30eIKOBBIX IPOAYKTOB

«Cyxas Huskobenko8es cmecs 0na evineuxu xaebay u « Cyxou 6e36e1K08blli HaNUMoK ¢
MOJIOYHBIM 8KYCOM» cepuu « Hympueeny

Knunnueckoe  uccienoBaHuMe — OPEACTABISLIO  COOOM  MYJIBTHIICHTPOBOE
IPOCHEKTUBHOE  HECPAaBHUTEIIBHOE  MEIUIMHCKOE  HAONIOJICHUE 1O  OLEHKE
MEPEHOCUMOCTA M KIMHUYECKOW A(DPEKTUBHOCTH HOBBIX OTEYECTBEHHBIX HU3KO- U
0e30eKOBBIX MPOIYKTOB cepuu «HyTtpuren» (monydadpukaroB 6€30€TKOBOr0 HAMUTKA
C MOJIOYHBIM BKYCOM M HH3KOOEJIKOBOTO XJieba) Ha 6a3ze HaydHoro meHrtpa 310pOBbs
JIETEl COBMECTHO C PETHOHAJIBLHBIMU MEANKO-TeHETHUSCKUMU IIEHTpaMu IT. MOCKBBI,
Cankr-IletepOypra u Kpacuonapa [8].

[Ton maGmonennem Haxoawioch 34 pebenka (17 manpuukoB U 17 neBoyek) B
Bo3pacTe oT 3 110 10 jeT ¢ kiaccuueckoi PeHuIKeTonypue (CpeIHuii Bo3pacTt 6,2+2,9)
(tabmn. 71).

Tabnuua 71

Pacnpenesienue nanueHToB ¢ (PeHUIKETOHYPHE, MOJy4ABIINX HU3K00€JIKOBbIN H
0e30eJIk0BbIH NPOAYKTHI cepuu « HyTpuren»,
10 1M0JIy, BO3PACTY U PerHOHY NMPOKUBAHUS

Pernon Bcero
IToka3arens MockBa Cankr IlerepOypr Kpacnonap

n % n % n % n %

UYucno gerei 11 32 12 3 11 32 34 100
Masbunku 4 12 6 18 7 20 17 50
JleBouku 7 20 6 18 4 12 17 50
Bospacr | 3-7 6 18 5 15 7 20 18 53
roael | 7-10 5 15 7 20 4 12 16 47

JmutenbHOCTh HaOmoneHusi coctaBwia 30 JgHEW, B TEYEHUE KOTOPBIX JIE€TH
MoJlydyaldl B COCTaBe HHU3KOOEJIKOBOTO palMOHAa OTEYECTBEHHBIE MPOAYKTHI CEpUU
«HyTtpuren» - Hu3K00eIKOBBIN XJ1€0 U 6€30€NKOBBIN HAMUTOK C MOJIOYHBIM BKycoM. B
XOJI€ HCCJIENOBAaHUS IMPOBOJWICS AHAIW3 AHAMHECTHMYECKHMX JIaHHBIX, KJIMHUYECKOU

KapTUHBI 3a00JeBaHus, OOIIEro COCTOSHUS OOJBHOTO, €r0 HYTPUTHBHOTO CTaTryca,
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HEPBHO-TICXUYECKOTO Pa3BUTHS, OLIEHUBANIACH NMEPEHOCUMOCTh YKa3aHHBIX MPOAYKTOB,
OCYIIIECTBJISICS KOHTPOJIb YPOBHS (heHUIIATaHNHA B KPOBH.

bonsmmnacTBO neret (30 manueHtoB — 88%) Havanu MoJy4aTh AMETY C HU3KUM
conepxkanueM ¢eHunananuHa B Bo3pacte 14-30 gueit »xus3nu, y 5 (15%) nanueHToB
JedyeHrue ObUIO HayaTo B OoJiee mo3aHue cpoku (oT 3-x mecsueB ao 1,5 ner). bonee
MO3HUE HAYaJI0 JAMETOTEpanvy OTMEUYEHO y MAIlMEHTOB, MPOXKUBAIOIIUX B CEIbCKON
MECTHOCTH.

Jlo Hadanma uccienoBaHMs YPOBEHb (DEHWIAJaHWHA B IJIa3ME€ KPOBH JIETEH C
(heHMIKEeTOHypHEel cocTaBis B cpenHeM 348+102 Mxmoub/n ¢ koiaebanusamu ot 180 10
552 mxmons/n (5,8%1,7 mr%, ot 3,0 1o 9,2 mr/mn), npu 3ToM y 9 (26,5%) neteit oH ObLI
BBIIIIE PEKOMEHIYEMbIX 3HAYCHUIA.

Ha ¢one mcrnosnb30BaHUM HOBBIX HU3KO- U 0€30€IKOBBIX MPOIYyKTOB «HyTpuren»
coaepxkanrie @A B KPOBU CHHU3UIIOCH, yTOObLIO 3HaunMo (p=0,039) , u xonebdanoch B
npejenax JOMYCTUMBIX 3HAY€HUH y BceX OOJIbHBIX, CPEIHUA YpOBEHb - 282+66
MkMoIIb/1 (p=0,039) ¢ pasmaxom ot 120 no 378 mxmonw/a (4,7+1,1 mr/nmn, ot 2 1o 6,3
Mr/m) (Taba. 72).

Tabmuna 72

YpoBeHb (PEHUTATAHNHA B CHIBOPOTKE KPOBHU 00/1bHBIX (PCHUIKETOHYPHI HA
(¢oHe ncnosb30BaHNs HU3K00€JIKOBOI0 Mosydadpukara xjaeda u 0e30eJ1K0BOro
HANMTKA C MOJOYHBIM BKycoM cepun « Hyrpuren»

VYpoBeHs (heHnasaHuHA B KPOBU
(Min-max; M=*o)
TTokasaTens B HavaJe Ha (poHe MpuMeHeHHs 0e30eTKOBOro p*
MCCIICTOBAHMSI ¥ HI3KOOEJIKOBOTO MPOAYKTOB
cepun «HyTtpuren»
MKMOJTB/JT MT/ 7T MKMOJTB/JT MT/ T

Hetu 3 - 10 ner 348+102 | 5,8+1,7 282466 4,7%1,1 0,039*
(n=34) 180-552 | 3,0-9,2 120 -378 2-63
JonyctuMbli
nuarna3on GA 120-360 MmxMoB/1 (2-6 Mr/m)
B KPOBHU

*- pasnnuus Tokaszarteneil 10 M Ha GoHe HU3KOOENKOBBIX M 0€30€IKOBBIX MPOAYKTOB cepun «HyTpureH» 3HauYUMBI NpH
p<0,05. (xpurepuit Mana Yurau)

I[O HadaJla HCCICAOBAHHA CPCIHCBO3PACTHBIC II0KA3aTCIN Z. score Macchl

tena/Bo3pact umen 31 pebdenok (92%), Z score pocra/Bo3pact u Z score UMT/Bo3pact
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—y 29 (85%) nereit. Z scores macchl Tena/Bo3pact u UMT/Bo3pacT ObuiM Ha HIKHEH
rpanune HOpMBL y 3 (9%) nereit, y 2 (6%) Z score UMT mpeBpiman +1SD, uro
CBUCTEIHCTBOBAIO 00 M30BITOYHON Macce Tena. Z score pocTa OTHOCHTEIFHO BO3pacTa
ObL1 BeIIIE cpeaHero y 5 (15%) 00onbHBIX.

[loBropHas antponomerpuss yepe3 30 nHeW mokasanma, 4ro Z Sscore pocra
ocTaBajicsi y nereil 6e3 maMeHeHud, y 2 (6%) mereit oTMedanach nmpuOaBKa Macchl U
noBBIIIIEHHE Z scores Macchl Tena/Bo3pact u MMT/Bo3pacT 10 cpeaHEBO3paCTHBIX
BeIMUMH (kpuTepuii Makaemapa y°, p=0,000), y 2 (5,8%) narmenToB Z score
NMT/Bo3pact octaBaics Beiiie +1SD, y 1 (2,9%) - Ha rpanune -2SD (tab:a. 73).

Tabmuua 73

CpaBHuTeJIbHAS OLICHKA MOKa3aTeJeil Z-scores pusnvaeckoro pa3surus 00J1bHbBIX

®OKY Ha (oHe HCNOIb30BAHUSA HU3K00€JIKOBOr0 noaydadpukara xyeda u
0€30eJIKOBOT0 HAMMUTKA ¢ MOJIOYHBIM BKYCcOM cepuu « Hyrpuren»*

Z-scores HUXKe-2 or -2 1o -1 or-1 no or+ 1 mo +2 | BbImme +2
SD SD +1 SD SD SD
Jlo Ha3HaueHMs HOBBIX MIPOAYKTOB (n=34)
Macca n 3 12 17 | 2 -
Tena/Bo3pacT % 9 91 -
Poct/Bo3pact n - 8 | 18 | 3 5
% - 85 15
MMT/Bo3pact n 3 13 | 16 2 -
% 9 85 6 -
Ha ¢one ncnonb3oBanus HU3K00EIKOBOTO U 0€30€IKOBOTO MPOAYKTOB CEpUU
«Hytpuren» (n=34)
Macca n 1 14 18 | 2 -
Tena/Bo3pacT % 3 97 -
p 0,000** 0,000** -
Poct/Bo3pact n - 8 | 18 | 3 5
% - 85 15
p 1,000 1,000 -
NMT/Bo3pact n 1 15 ‘ 16 2 -
% 3 91 6 -
P 0,000** 0,000** - -

*- BBIJICJICHHBIE KOJIOHKU 0003HAYaI0T CPETHEBO3PACTHEIE OKA3aTeNu Z-Score.
** _ gpuTepnii MakHeMapa y pasinuns moKasateneil 3HaduMbl pu p<0,05.

Jlo BBeleHUS B PAIMOH HCCIEAYEMBIX MPOAYKTOB CaMOUYBCTBHE BCEX JeTeH
OIIEHUBAJIOCH KaK YJIOBJIETBOPUTEIBLHOE, CO CTOPOHBI BHYTPEHHHX OPraHOB MATOJIOTUU
BbIsIBJIEHO HE ObL10. 3 (9%) AeTeil umenu Jerkue mposiBICHUS aTONMUYECKOro IepMaTUTa
B BUJE CYXOCTHM M IICNYIICHHS KOXXM Ha HIeKax U TojdeHsx, y 3 (98%) manueHToB

OTMCHAJINCh HC3HAYUTCIBbHBIC CUMIITOMBI I[I/IC(bYHKHI/II/I JKCIITYJOYHO-KUIICYHOI'O TPpaKTa
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B BUJE (PYHKIMOHAIbHBIX 3amopoB, aucdarus — y 1 (3%) pebenka, 00JI0KEHHOCTh
sa3blka - y 8 (24%) pered, Ha yTpPEHHIO TOMIHOTY >kanmoBaicsa 1 (3%) peOeHok.
HeBponoruueckass cumnromatrka umena mecro y 2 (6%) aereit: tuku — y 1 (3%)
pebenka, auzaptpus —y 1 (3%) pebenka.

Ha momeHT oOcnemoBanHusi Bce JETH MOJMydYald AUETOTEPAINIO, BKIIOYABIIYIO
CHelUaIN3upOBaHHBIE CMECH aMUHOKHUCIOT 0e3 (peHusIaJaHuHA OTEYECTBEHHOTO WIIH
3apyOEKHOTO TPOU3BOJICTBA, a TaKXKe OBOMIM, (PYKThI, HHU3KOOCIKOBBIC KPYIIBI,
pacTUTeIbHbIE MaCIa, CIaJOCTH.

C yyerom BoO3pacTa, (UIMOJIOTHYECKUX MOTPEOHOCTEM HeTeil B KHUpaX,
yIJI€BOJaX, SHEPrUU B pallMOH ObUIM BBEJIEHBI HU3K00enkoBbi x1ed (oT 70 mo 150 r
roTOBOro xjeba B CYTKH), BBIMIEKaeMblii u3 cyxod cmecu «Hyrtpuren» u cyxou
0e30enkoBeii  HanmuToKk  «Hytpuren» (or 100 mo 200 wMII/CyTKM  SKHJIKOTO
BOCCTAHOBJICHHOTO MPOAYKTa) (Tabdi.74).

Tabnuua 74

JHepreTuyecKasi HEHHOCTh PALMOH JJIs1 00JIbHBIX (DEHUIKETOHYpPHel
¢ BKJIOYCHHEM HOBBIX 0TE€YEeCTBEHHBIX 0€3- 1 HU3K00EeJKOBbIX IPOAYKTOB

CyToyYHasi JHEepreTUIecKasi IEHHOCTh PallMOHa (KKaJl/CyTKH)

0e3 0/6 3a cyer 3a cyer c 0/6 % 3a cuer peKoMeHayemast

Bospacr HaIMTKa 6/6 H/0 HaIMTKOM HOBBIX HHEProleHHOCTh™*
neTen 1 H/0 xneba | HanmWTKa | BBINEYKH | U H/O XJ1e6OM | IPOAYKTOB

3-5 1390 85,5 276 1610 17,1 1500-1800
5-7 1370 114 385 1782 21,6
7-11 1590 142,5 548 2045 26,8 2100
*[32]

Hu3ko0enkoBeIii XJ1€0 HMCIIOIB30BallM KaK B CBEKCHCIICUCHHOM BHC, TaK U B

BHAC CYXAapHKOB B 3daBUCUMOCTU OT BKYCOBBLIX IPUBBIYCK IMAOUCHTOB OT 1 a0 3 pa3 B
AC€Hb C OCHOBHBIM ITPUEMOM IIHUIIIHN. be30enKkoBbIi HAMUTOK IMPUMCHSIN 1 pa3 B JICHL B

Ka4C€CTBC CaMOCTOATCIBHOI'O HAIIMTKA, a TaKkKE€ C YacMm, KO(I)G, Kakao, OJid

MIPUTOTOBJICHUS Kalll, OJIaJ Ui, OJIMHOB U Ipyrux Omton. B Tedenne Bcero ncciaeaoBaHus
MaIlMEHTHI

NpoAO0DKaJIM IIOJIydaTb CIHCHHUATIU3WPOBAHHBIC TIIPOAYKTBI Ha OCHOBC

amuHOKUCTOT 0e3 DA ¢ KpaTHOCTBIO HE pexe 3 pa3 B CTykH (Tabm. 75).
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Taomuma 75

IIpuMepHBIH paluoH 1 00/1bHBIX (EHUIKETOHYPHEH ¢ BKIIYEHUEM HOBBIX
0Te4eCTBEHHBIX 0€30€eJIKOBOr0 U HU3K00eJIKOBOI0 NIPOAYKTOB

[TponykTh! 1 G012 Bo3zpacr
3-5 ser | 5-7 ner | 7-10 et
3aBTpak
Kama u3 caro 200 200 200
ITrope si610uHOE 80 100 -
Canat u3 cBexux PpyKTOB - - 200
Yaii ¢ caxapoM 150 200 200

Crneuuanu3upoBaHHbIA MPOAYKT Ha
ocHoBe AK

KOJIMYCCTBO pACCYUTBIBACTCA MHAUBUAYAJIbHO

Oben
Canar u3 cBeXei KamycThbl ¢ 30 50 70
sI0JI0KOM
PacconbHuK € caro 150 200 200
Onaovu us cmecu « Hympueen » 150 200 200
Coxk (hpyKTOBBII 150 150 150
Macno cnuBoYHOE 10 10 10

Cnennanu3upoBaHHbIM MPOAYKT Ha
ocuoBe AK

KOJIMYCCTBO PACCUUTBIBACTCA UHAUBUAYAIIBHO

[lommuuk
DpyKTOBOE MIOpE 150 - -
DpyYKTHI - 150 200
Monounviii nanumox «Hympucen» 150 200 250
Ileuenve u3z Huzk0be1K060U cmecu 10 15 20

oz evineuku « Hympuzeny

Criennanu3upoBaHHBIN MIPOIYKT Ha
ocuoBe AK

KOJIMYCCTBO PACCUUTBIBACTCA MHAUBUAYAJIbHO

YoxuH
Wkpa cBekoJibHas ¢ 10JI0KaMH 180 - -
Bunerper - 200 250
ITrope ppykToBoe 70 100 150
Hanurtok U3 munoBHUKa ¢ caxapoMm 150 150 200

Crnenunann3upoBaHHbIA MPOIYKT Ha
ocuose AK

KOJMYCCTBO PACCUUTBIBACTCA MHAUBUAYAJIbHO

Xi1eb Ha BeCh JI€Hb

Xneb uz nuszkobenkosou cmecu 0
sbineuxu « Hympueeny

70

100

150

Y1006CTBO MPUTOTOBJIEHUS,

Xopomasi pacTBOPUMOCTb M TPHUSATHBIA BKYC

0e30eTKOBOro HamuTKa OBUTM OTMEUCHBI POJIUTEISIMH BCeX JeTeil. MHOrue AeTu camu

C YAOBOJBLCTBHUEM

JETYCTAI[MOHHYIO  OLIEHKY

NPUHUMAIIA

BKYCOBBIM

ydactue

Ka4yeCTBaM

€ro

HaIIuTKa

IMPHUTOTOBJICHNH.

Bricokyto

(5 OammoB) Kak

CaMOCTOATENbHOTO mpoaykTa nanu 26 (76%) nereir, octrambhbie 8 (24%) nerei
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npeanoyuTand Omona (KamM, OoJlafbd M Jp.), B TPUTOTOBJIECHUU KOTOPBIX
HCIIOJIb30BaIM CyXOM HanmuToK «HyTpuren».

Brinieuka Hu3zkoOenkoBoro xjeba u3 cyxoi cmecu «Hyrtpuren» He BbI3Basa
3arpyaHenuit y 24 (71%) ponureneil, B pe3ysibTate 4yero ObUI MOJYYEH MPOTeUYEeHHBIN
XJIeO XOpOIIeH TOPUCTON KOHCHUCTEHIIMM CO BKYCOM OOBIYHOTO CBEXero xiyeba. B
HekoTopbix ciydasx (y 10 pomurteneit — 30%) mpoliecc NMpUroToBiieHUs ObUT MEHee
yAQ4HBIM: XJIe0 TUIOXO MOJHUMAIICS, MOIYYalCsi «KICKJIbIM» WM «IOJbIM», YTO
OOBSICHSIJIOCh HEMPABWIBHO BBIOPAHHBIM TEMIIEPATYPHBIM PEKUMOM U HapyIICHUEM
mpoiiecca BbINIEUYKU. B panbHelinieM mociae mpuoOpeTeHHsl ONpe/IeIEHHBIX HAaBBIKOB
OOJIBIIIMHCTBO POAUTENCH HAIaJUId BBINIEYKY HU3ZKOOEIKOBOrO XJjieba XOpOIIEro
kauectBa. B HexoTophix ciyyasx (18%) B pesynbpTaTe HEMPABWIBHOTO XpaHEHUs XJieO
ObIcTpo YepcTBen. C yI0BOIBCTBHEM €IIM CBEKEUCIICUSHHBIN XJ1eO OOJBIIMHCTBO (25 -
74%) nerei, 3 (8,8%) manueHTa UCTOIB30BAIM MOJCOXIIHNKN XJ1€0 B BUJIE CYyXapUKOB, 9
(27%) mnpenmounTtanyu OJWHBI U OJIAJbU, MPUTOTOBIICHHBIE W3 CYXOW CMecH A
BBITICUKH XJieOa.

Ha ¢gone mpuMeHeHus uccieyeMbIX TPOYKTOB COCTOSIHUE 3/I0POBbS MAI[MEHTOB
OCTaBaJIOCh CTAOWJIbHBIM, QJJIEPTUYECKHUX, IUCIICTICHYECKUX W JIPYTUX HETATUBHBIX
peakiuii OTMEYEHO He ObLIO, ’Kajo0 Ha TOIIHOTY, (PYHKIIMOHALHBIE 3aII0Pbl, UMEIOLIUE
MECTO B HaydaJie UCCIe0BaHus y 3 MAlMEeHTOB, HE OTMEUYAI0Ch. DTO MOXKHO OOBSICHUTH
T€M, 4YTO BBEICHHE HOBBIX TPOJAYKTOB B pAIlMOH TOBBIIIAJIO  YPOBEHb
TUCHUTUIMHUPOBAHHOCTH pOAUTENEH B TIUIAHE OpraHu3aluu JUETh, YIydIlanao
KOHTPOJIb KQ4eCTBA W PEKUMa MUTAHUS, MMOBHIIIAIO KOMIUIAEHTHOCTh MAIMEHTOB, YTO
OTPa3nJIOCh U Ha TTOKa3aTessax heHuIaJaHuHa.

Takum o00pa3oMm, TPOBEACHHBIE WCCIECIOBAHUS TOJATBEPIAWIA  BBICOKYIO
3 (PEKTUBHOCT, HUCIOJIb30BAHUS HOBBIX OTEUECTBEHHBIX  CHCIHATM3UPOBAHHBIX
MPOAYKTOB cepuu «HyTpHuren»: cyxoro 0€30€IKOBOTObIN HAMMMTKA C MOJIOYHBIM BKYCOM
U CyXOW HHM3KOOEIKOBOM cMecu sl BbIIeUkH Xxjeba. Bcemu mnamueHTamMu U WX
POAMUTENSIMA  OTMEUYEHBI XOPOIIME BKYCOBBIE KauecTBa MPOJYKTOB M yA0OCTBO
OPUTOTOBJICHUS. 3aTPyAHEHHS, BO3HHUKIIUE Y HEKOTOPBIX POJUTENEeH B Mpoliecce

BBITIICYKHA xne6a, ObUIM BBI3BAHBI HEOOCTAaTOYHbBIMHN HAaBBIKAMH H HGCO6HIOI[€HI/IGM
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pPEKUMOB  MPUTOTOBJIEHUS MpoaykTra. B nmanpHeidimem  Obuld  pa3palboTaHbl
PEKOMEH/IAllMU IO OCOOCHHOCTSIM MPUTOTOBJICHHS M XPAHEHUS HU3KOOEIKOBOTO XJeba,
BO3MOXHOCTSIM HCIIOJIb30BaHUsI 0€30€KOBOr0 HAMHWTKA C MOJOYHBIM BKYCOM JUIS
OPUTOTOBJICHUSI PA3TUYHBIX OJIOJ, B TOM YHCIE M OBOIIHBIX, YTO 3HAYUTEIHHO
pacliipuyio MEHI0O TUMO(QEHUIATaHUHOBOM JHETHl W ONTHUMH3UPOBAJIO  €ro
DHEPreTUYECKyl0 IeHHOCTh. Hambosiee BaxHbIM TMOKazaTesneM A(H(PEKTUBHOCTH
NPUMEHEHHS HOBBIX MPOAYKTOB OBLT YpOBEHb (PEHHIIAJaHMHA B CHIBOPOTKE KPOBH,
KOTOPBIM HaXOJWJICS B peKOMEeHAyeMbIX Uil 0oinpHBIX PKY npenenax.

Hoevlii onmumuzupogartulil HU3K00eIK08bIt NPOOYKm «lemray.

KnuHnueckass wuccnegoBaHWs HHU3KOOEIKOBOIO MpoayKTa cepun «JleTkay,
00O0TaIlleHHOTO CYXUMH SIMYHBIM JKEJIITKOM/MENIaH)KeM U HHYJIWHOM, MPOBOIMIACH HA
06aze 11 oTnmeneHWs TCUXOHEBPOJOTMYECKOW JeTckod OoipHHIBI Ne6 u B
KoHncynbpTaTnBHO-THArHOCTHYECKOM LIEHTpe HaydHOro 1eHTpa 310pOoBbs IETEM.

[IponyKThl, TPUTOTOBJIICHHBIE W3 YyKa3aHHOTo TNoiydadpukarta, moaydand 17
neTer ¢ Kiaaccuuecko (eHwmnkeronypuei (8 n1eBoUky, 9 MalbuMKOB) B BO3pacTe OT 3
1o 8 net, cpennuit Bo3pact 5,4+2,1 net. 3aboneBaHUe y BCEX TUArHOCTUPOBAHO IMyTEM
HEOHATAJIBHOTO CKPUHUHTA, BCEeM OOJBHBIM JAHETOTEepanusi ObUla Ha3Ha4YeHa
cBoeBpeMeHHO. Ha MOMEHT uccnenoBaHusl BCe JETH MOJIy4yaldu Je4eOHOe MUTaHHE C
OTpaHMYEHUEM B  palllOHE  ECTECTBEHHOro  Oeilka M HCIOJIb30BAHUEM
CHeUaIN3upPOBAaHHBIX CMECEl aMUHOKHUCIOT 0e3 (peHuIanaHnHa OT€YECTBEHHOTO WU
3apy0eKHOT0 MPOU3BOJICTRA.

[IpenBapurenbHasi Jeryctauys TOTOBOrO MpOAYKTa (0daabu) POAUTEISIMU
OONBHBIX JeTed TmoKa3zaja, 4To OJI0A0, MPUTOTOBJIEHHOE [0 YKa3aHHOW BBIIIE
penenrtype (Tabmn. 51) uMeeT NpUATHBIN BKYC U HEKHYIO KOHCUCTEHIIUIO, YIOOHYIO JIJIst
UCTIOJIb30BAaHUsI Yy JleTed paHHero u OoJjee crapmiero Bo3pactoB. OOrmias
JErycTallMoOHHasi OIlEHKa TOTOBOrO MPOAYKTa MO 5 KpuTepusiM (BKyC, 3amax, IBET,
KOHCHUCTEHIIHS, yIOOCTBO TMPHUTOTOBJIEHUS) COCTAaBWiIa S5 OaJIOB MO MSATHOAUTHHOMN
1IKarne.

Conepxanue peHunarianuHa y O0JIbHBIX ¢ (PEHUIIKETOHYpUEH 10 Hayaia nmpuema

oJaauii u3 oborameHHoro noaydadpukara «JleTka» HaxoauIOCh B Mpeaenax ot 2,7 A0
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12,2 mr%, cpennue BEIWYUHBI MPU 3TOM cocTaBwin 6,5+3,1 mr%, 4To mpeBbIIAIO
PEKOMEHTyeMbIC BEIIMYNHBI.

Uepes 4 Hemenu Ha (oHE TpHUeMa YKa3aHHOTO MPOAYKTa CPEAHUN YPOBEHB
dbenmnanannHa coctaBui 5,4+1,7 mr% (324+102 MKMOJB/), 4TO OBUIO HE 3HAYUMO
(p=0,176), HO IpU 3TOM Pa30POC TAHHOTO MOKA3ATEIST YMEHBIIWICS U COCTaBUI OT 2,3
10 7,3 mr% (138-438 MkMoO:IB/11) - Tabnuma 76.

Tabauma 76

YpoBeHb peHHIATAHUHA B CBIBOPOTKE KPOBH 00JILHBIX (heHMIKETOHYPHI 10 M HA
(poHe UCIIOJIBL30BAHNUS HU3KO0EJIKOBOIO NoJIypadpukara «/derka»

YpoBeHb (heHHIIaTaHUHA B KPOBU
(Min-max; M=*o)
Ilokasarenn Jlo BBemeHus cMmecu Ha ¢one BBenenns cmecu p*
«JleTka» «JleTka»
MKMOJIB/JI MI/ 1 MKMOJIb/T1 MI/ 1
Hdern 3 - 10 ner 390£-150 | 6,5£3,0 3244102 5,4+1,7 0,176
(n=17) 162-732 | 2,7-12.2 138 -438 23-73
Jonyctumblii [uamna3zox
DA B KpoBHU 120-360 MxMOuIB/11 (2-6 MT//101)

*- pa3nH4us CTaTUCTHYECKH 3HaYUMEBI IpH p<0,05 (kputepuit Mana YutHn).

YcTaHOBIEHO, UTO HU Y OJIHOTO peOeHKa HE OTMEYAIOCh OTKa3za OT MpuemMa
HOBOTO OJf0/1a, amnmeTUT JeTed W TEPEeHOCHMOCTh NPOJAyKTa OblIa Xoporias.
ANneprudeckux M IUCMENICHYEeCKUX Peakiuii He HaOIoganoch HU 'y OAHOTO peOeHKa.
3a nepuo uccie0BaHusl aHTPOIIOMETPUUECKIE TAaHHBIC OCTABAINCH CTAOUIIbHBIMHU.

Takum  00pa3oMm,  pe3ynbTaThl  HWCCIACAOBAHHWS  HOBOTO  MPOAYKTA,
MPUTOTOBJICHHOTO M3 Tosydadpukara «JleTka», 00OrameHHOro CyXxuM HaTypajlbHBIM
KEJITKOM/MEJIaHKeM KYpPUHOTO Sflla U WHYJWHOM, MOKa3adH, YTO M3TOTOBJICHHAS W3
HEro mpoaykKmus (oJiagpr) 00JagaeT MPHUATHBIMH OPTaHOJENTHYCCKUMH KadeCTBaMHU,
XOpOIIIO EPEHOCUTCS IEeThbMU C (DEHUIIKETOHYpPUEH, HE BHI3BIBACT MOBBIMICHUS YPOBHS
(dhenmnananrHa kpoBu. [I[puMeHeHne ykazaHHOr0 HU3K00EJIKOBOTO noinydadbpukara st
MIPUTOTOBJICHUS OJIFOA TIO3BOJISET OOOTaTHTh JJIMMHHAIIMOHHYIO JTHETY IHIIECBBIMU
BOJIOKHAMU (MHYJIMH) U BaKHBIMHU 3CCEHIIMAIBHBIMA HYTPUEHTAMH (MUKPOAJIEMEHTHI,
HE3aMCHUMBIC aMHHOKHCIIOTBI B COCTaBE CYXHUX SHIEMPOIYKTOB) M IIOBBICHUTH

HHEPreTHUECKYIO IEHHOCTD JeueOHoro pamnoHa Ha 5-10%.
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I'naBa 6. OCOBEHHOCTH KJIETOYHOI'O UMMYHUTETA "
AKTUBHOCTDb BHYTPUKJIETOYHbIX ®EPMEHTOB JIUM®OIIUTOB
NEPUPEPHYECKON KPOBHU ITPY ®PEHUJIKETOHYPUHA

B pabGore Obina mocTaBlieHa 3ajayda OMNpPEACIIUTh BO3MOXKHOE BIHMSHUE
deHmnanaHuHa Ha HUMMYHHBIH cTatyc JUMQOIMTOB MepUPEpUIECKOl KPOBH,
aKTUBHOCTh BHYTPUKJIETOYHBIX (EPMEHTOB, a TaKKe OILICHUTh BO3PACTHBIC
0COOEHHOCTH UMMYHO(EHOTHUTIA TPU (PEHIIKETOHYPHUH.

B uccnenoBanun npuHsiio ydactue 45 manueHToB ¢ kiaccuueckoit ®KVY B
BO3pacte ot 6 mecsieB 10 36 jeT, u3 KoTopsix 25 (55,5%) nereit Obutn muamiie 12
net, 20 (44,5%) — crapme 12 ner. PacnpeneneHue nNanueHTOB OOYCJIOBICHO
BO3PACTHBIM pa3IMuueM JOMYCTUMOTO YPOBHS (heHUJIaTaHNHA B KPOBU Ha JICUCHUU:
s aetedt muamme 12 aet — 360 mxmons/1 (6 mr%), s 00ibHBIX crapiiel?2 et -
600 mxmonb/i (10 Mr%).

VY 32 (71,1%) nanuenToB 3a00jieBaHre ObUIO AUATHOCTUPOBAHO B PE3YJIbTATE
HEOHATAJIbHOTO CKpuHUHTA, y 13 (28,9%) 0GonbHBIX MeTabOIMYECKHE HapYIICHUS
ObUIM BBIABJICHBI TM03KE€ Ha (QOHE pa3BUBIIMXCS CUMITOMOB. Ha MoMeHT
oOcnenoBaHusi Bce OONbHBIE HAXOAWINCh Ha CTPOTOM WM PaCHIUPEHHOU
runoeHWIaIaHMHOBOW JMeTe, auamna3oH koyiebanuii @OA B CBIBOPOTKE KPOBHU
coctaBisl oT 24,2 nmo 1511 mxmons/nm (0,4-25 mr/mm), cpemHee coaep)kaHue -
586+382 mkmounb/n (9,8+6,3 mr/nn). Conepxkanne @A B KpoBH BhIle 360 MKMOJIB/JT
oTMevanoch y 6 (37,5%) neret mnaamie 12 net, Boime 600 Mmkmoinb/n —y 16 (55,2%)
O0onpHBIX cTapiie 12 ner.

[TanenTl  OBUIM  pachpefefeHbl Ha  Tpynnbkl B 3aBUCUMOCTH
OTKOMIUTAGHTHOCTH U COOTBETCTBHsSI ypoBHA DA JOMyCTUMBIM BO3PACTHBIM
3HaueHusiM: F rpynmna (n=23) — nanueHTsl ¢ gonyctuMmbiM ypoBHeM DA B kpoBu, G
rpynna — nainueHtsl ¢ ypoBHeM DA Bbwiie gomyctumoro (n=22). Jlna anamuza
BO3PACTHON JWHAMUKHM TAIlMEHThI ObUIM pacmpesieieHbl Ha 4 MOATpynmbl: ¢ 6
MecsteB 110 2-x jeT (n=13), ot 2-x g0 6 net (n=12), ot 12 no 18 net (n=13) u crapie

18 et (n=7) (puc. 42).
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BonpHbIe ¢ KTaccuueckoi GeHUIKETOHypUeh
B Bo3pacte oT 6 mecsieB 10 36 setT (n=45)

—

bonwsuble Mnagme 12 ner
(n=16)
JIOITYCTUMBIN JIJI51
BO3pacTa ypoBeHb DA
He 6onee 360 MKMOJIB/I

Bonbuble cTapie 12 net
(n=29)
JIOITYCTUMBIW TS
BO3pacTa ypoBeHb DA
He 6onee 600MKMOIIB/IT

bonpHbIC bonpubIe bonnHbIC bonnHbIC
miazame 12 jget miaauie 12 jget crapuie 12 ner crapuie 12 ner
¢ ypoBHeM DA Hike ¢ ypoBaeM DA ¢ ypoBHeM DA Huxe ¢ ypoBaeM DA
360 MKMOIB/JI BhIIIe 360 MKMOIB/JI 600 MKMOJIB/TT BBIIE600 MKMOJIB/JI
(n=10) (n=6) (n=13) (n=16)

e =

I'pynna F n=23 I'pynna G n=22
JIONTYCTUMBIA YPOBEHb MOBBILICHHBI YPOBEHb
DA B KpoBHU DA B KpoBHU

Pucynok 42. Pacnpenenenue OonbHbix @KV Ha rpynmsl uis ucciieoBaHUs MMMYHHOTO cTaTyca
TUMGOLMTOB NepudeprudecKoil KpOBU U aKTUBHOCTH BHYTPHUKJIETOUHBIX JETUIPOreHas3.

6.1. HNmmynHodeHoTun JuMdpouuToB nepudepuYecKol KpOBH Y O00JbHBIX
(enunnkeronypuen
NMmyHODEHOTUTTUPOBAHKE TUMQOITUTOB nepudepruIecKoit KPOBH
OCYILECTBIISIOCH COTJIACHO CTaHIAApPTHBIM MpoTokoiam [48]. Omnpenensiu abCOMOTHOE
U OTHOCHUTEIbHOE KoimuecTBO T-nmumdoruroB, B- mumdonmto, NK-kmertok, T-
XEJMNEPOB, MUTOTOKCUUECKUX T-TUMQOIUTOB, a Takke Monmyasiui JuMdoruToB B, u
B,-nmumdonuToB, perynaropHbeix T-a1um@GonuToB, aKTUBUPOBAHHBIX T-xenmepos. s
CPaBHEHHs] MMMYHOJIOTUYECKHUX  IIOKa3aTeled IMAlMEeHTOB  PAa3HOro  BO3pacTa
MOJYYEHHBIC TAHHBIE MPEJICTABICHBI B MPOLEHTaX OTKJIOHEHHUSI OT COOTBETCTBYIOIIETO
BO3PACTHOTO peepeHCHOTO WHTEpBasa, HWKHSS TpaHuiia cooTBeTcTBYeT 0%, BepXHss
rpanuna -100% [20]. JlaHHble cpeaHUX 3HAYEHUM U CTAaHAAPTHBIX OTKJIOHEHUH OT
pedepeHCHBIX MoKa3aTeneil uMMyHopeHoTHNa JUMGOIUMTOB NepUpeprUuecKoil KpoBU

6onpubIXx @KV npuBenens! B Tabnuiie 77 v Ha pUCYHKe 43.
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Taomuna 77

IIpoueHTHI OTKJIOHEHUH OT pe(pepeHCHOr0 HHTEePBaJIa NoKa3arejaeil MMMYHHOI'O
craryca JuM@ouuToB nepudepuyecKo KPoBM y NALUEHTOB
¢ peHuKeTOHYpHEH

[Toka3arenu UYucno 6onbHbIX (%) ¢ HOpMaIbHBIMU TOKA3aTEISIMU
UMMYHO(EHOTHIIA 1 OTKJIOHCHHSIMH OT pe()epeHCHOTO MHTEpBaa,
JTUMQOIMTOB (Mto)
nepupepuyeckoit KpoBU <0 0-100 >0
(HYDKE HOPMBI) (HOpMa) (BBIIIIE HOPMBI)
CD3+ (3pensie T-11d) % 6+4,1 70+7,9 24+7.3
CD3+ (3penbie T-nd)abs 26+,5 63+8.3 11+5,4
CD3+CD4+ (T-xenmepsr)% 12+5,6 55+8,5 33481
CD3+CD4+ (T-xennepsi)abs 21+7 64182 15+6,1
CD3+CD8&+ 18+6,6 61+8.4 21+7
(T-umrorokcuueckue)%o
CD3+CD8+ 36+8,2 58+8,5 6+4,1
(T-umrorokcuueckue) abs
CD4+/CD8+ (cooTHoIIEHUE 12+5.,6 67+8,1 2147
T xenneps! /T IUTOTOKCUYECKHUE)
CD19+ (B-mumdomutsr) % 48+8.6 52+8,6 0
CD19+ (B-nmumdonutsl)abs 45+8,5 55+8,5 0
CD16+56+ (NK) % 3248,0 59+8,4 9+4,9
CD16+56+ (NK) abs 12+5,6 82+6,6 6+4,1

T-mrmvdotiuTsL, abc.

T-xemmepst, adc.

miroToke. T-md), adc.

T-xemmepsrmr. T-1d

B-mmadyotmTe, abe.

NEK-xm1erkir, adc.

0% 20% 40% 60% 80% 100%
B HIT’Ke HOPMBL B HOpPMa W BBEIOIIe HOPMEL
Pucynok 43. Umucno OonbHbixc  (enunkeronypueid (%) ¢ HOpPMaIbHBIMHM IOKa3aTeIsIMH U

OTKJIOHCHUSIMH OT BO3PACTHBIX pPe(EPECHCHBIX 3HAYCHHN KOJIMYECTBA OCHOBHBIX MOIYJISIHI
mumdonuToB (abc. 4ncio).
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VYcranoBneHo, yto y OonbiuHcTBa (63%) manuentoB ¢ OKY abcontoTHOE
yrcno T-muM@onuToB OBLIO B Mpeeiax BO3PACTHBIX peepeHCHBIX 3HAYCHH, y 26
% O0NBHBIX HUXE HOPMBI, ¥ 11% - BbIllle HOpMBI. AOCOIIOTHOE YUCIO T-Xenmnepos,
COOTBETCTBYIOIIEE pedepeHCHBIM 3HAUCHUSIM, OTMEUYEHO y 64% OOJBHBIX, BBIIIE - Y
21%, wmxe - y 15% nereir. KommuectBo T-muToTOKCHMUECKMX KIETOK y 58%
nanueHToB ¢ @KV Obu10 B npenenax HOpMbl, y 36% - cHUXKEHO, Y 6% - TOBBILIEHO.
Cootnomenue T-xenmepsl/ T-miuToTokcnueckue aumdouutsl 'y 67% O6onbabix OKY
HaxoJIUJIOCh B mpenenax pedepeHcHbIx 3HaueHud, y 12% Obuto cHmxkeHo, y 21% -
MTOBBILIEHO.

VY 55% namuenTtoB ¢ KV abcomotHoe yncno B-nmuM@ounToB Haxoaunocs B
pedepeHcHoM nuana3one, y 45% Oputo Huxke. CieayeT OTMETUTh, YTO HU Y OJHOTO
namreHTa ¢ ®KY He Obulo BBISABICHO MOBBIINIEHHOTO 4Yucia B-mumdonmtoB. Y
OospImHCTBA OONBHBIX (82%) abcomoTHOe umcio NK-KIeTOK COOTBETCTBOBANIO
pedepeHCHBIM 3HaueHusIM, ¥ 12% manueHToB yKa3aHHBIA MMOKa3aTelb ObLIT HUXKE, Y
6% - BBILLIE HOPMBI.

Pe3ynpTaThl uccienoBaHus HMMMYHO(MEHOTHNA JUM(OLUMTOB MALMEHTOB C
JOMYCTUMBIM U MOBBILIEHHBIM cojiepkaHueM @A B CBIBOPOTKE KPOBH IPEACTABICHBI
B Bujie Meauanbl (Me) mpolieHTa OTKJIOHEHUM oT pedepeHcHoro uHtepBaia [20],

BEPXHETO U HIKHETO KBapTuieh (tabdmu. 78).
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Ta0Omuma 78

IIpoueHT OTKIIOHEHHUSA OT pepepeHCHOr0 MHTEPBAJIa MOKa3aTe el MMMYHHOIO CTATyca JUMPOUUTOB nepudepuyecKon
KPOBH 00JIbHBIX (DEHUJIKETOHYPHEH ¢ JONMYCTHUMBIM U NOBBILIEHHBIM COJAepPKaAHNEM (PEHUIAIAHUHA B CHIBOPOTKE KPOBH.

[Tokazarenu ['pynna F (n=23) I'pynna G (n=22)
UMMYHHOTO cTaTryca JuM({OIMTOB JOMYCTUMBIN ypoBeHh DA B KpOBU TIOBBINIICHHBIN YpOoBeHb DA B KpOBH p*
nepudepruIecKor KPOBH MeIraHa 25 75 MeIaHa 25 75
KBapTWIb | KBapTHIb KBapTWIb | KBApPTHIIb
otk CD3+ (3penbie T-nd), % 70,4 54,5 117,9 89,0 33,9 128,2 0,778
otk CD3+ (3pensie T-nd), abc 48,9 14,6 73,2 0,42 -35,2 37,8 0,023
otk CD3+CD4+ (T-xenmepsl), % 65,7 21,3 122,5 66,3 62,3 181,6 0,113
otk CD3+CD4+ (T-xenmepsl), abc 449 12,4 64,4 30,1 -16,1 57,8 0,432
ork CDI+CDS* 42,5 8,03 1075 15,0 48,5 559 | 0,081
(T-mutoTokcuueckue), %
otk CD3+CDEF (1- 19,6 10,9 38,5 35,4 57,2 8,16 | 0,000
IIUTOTOKCUYECKHUE), a0C
otk CDA+/CD8* (coorromerine 50,0 333 120,7 1575 400 | 2000 | 0021
XEJMEephl / MUTOTOKCUYECKUE)
otk CD19+ (B-mumddorutsr), % -25,0 -71,7 39,0 -3,00 -10,8 59,9 0,081
otk CD19+ (B-mumdornuTsr), abc -2,76 -43,6 42,5 -29,0 -37,8 21,8 0,707
otk CD16+56+ (NK), % 9,17 -254 73,8 12,3 -17,8 44,7 0,875
otk CD16+56+ (NK), adc 14,5 1,26 77,1 13,8 4,39 34,6 0,510

*- ypOoBEeHb 3HAYMMOCTHU KpUTepHst MaHHa YUTHU BbIIEJIEH KUPHBIM mpUdTOM mpu 3HadeHusx p<0,05.
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AHanu3 NoNy4eHHBIX JAHHBIX [10Ka3ajl 3HAYMMOE CHIKEHHUE 4Hciia 3penbix T-
aumbonutoB y 60mapHBIX OKY ¢ moBbimeHHsiM ypoBHeM DA B kpoBu (rpynmna Q)
OTHOCHUTEBHO OOJBHBIX C T0MycTUMBIM ypoBHeM DA (rpynma F), p=0,023 (puc. 44).

AGcomoTHOE KonuecTBO T-XenmnepoB y nmauueHtoB rpyni F u G 3Hauumo He
ormmyanock (p=0,433) ¥ HaxomAWJIOCh B Mpelerax BO3PACTHOTO pPePEpEeHCHOro
UHTEpBaa.

BbISIBIIEHO 3HAaUMMOE CHM)KEHHE a0COJIIOTHOIO YHCJA LHUTOTOKCHYecKHx T-
mumbornmtoB (p=0,000) y manmenTo rpymnmbl G (MOBbIIIEHHBIA ypoBeHb DA KpOBH)
[0 CPABHEHUIO C TAKOBBIM y 0OJBHBIX rpynnbl F (nomyctumsiil ypoBenb @A KpoBH)
(puc. 45).

3HaYUMBIX pa3nuuuil abconoTHOro yucna NK—kinerok y nauuenToB rpynmn F u
G BoIsBIICHO HE ObLI0, p=0,510.

VY CTaHOBIEHO, YTO Yy JE€TE€d C PA3IMYHBIM COJAEpXKaHUEM (PEeHWIAlaHWHA B
KpOBH HE OBUIO 3HAUMMBIX pa3iuuuil MO aOCOMIOTHOMY 4HuCly B-mumd@ouuros,
p=0,707. Opnako y 52,6% nereit rpynnel F u y 73% mnauumentoB rpynmsl G
KOJM4ecTBO B-nmuM@ounuToB 6b110 HIKE pehepEeHCHBIX 3HAUCHUH.

Crnenyer OTMETUTb, YTO CHMXKEHHE oOOmero konuuyectBa B-mumdonuros y
nereit ¢ ®KY nmpoucxoamno 3a c4eT NponopUHOHATBHOTO CHHXKEHHUS YMCTIa KJIETOK B
nonyysiusax Bi- u B,- mumdonmTos.

Bo3pactHas nunHamuka konmuectBa Bi- uB,- mumdouuroB y 6onbHbix OKY
rpynn F u G (puc. 46) cooTBeTCTBOBaJIa TAKOBOW Y YCIOBHO 3[0POBBIX JIMIL, KOT/a
MMEET MECTO MOCTENEHHOE YBEIMYEHHUE J0JM MONyssiuu B, nmuMdonuTos nmo mepe
pocta nereit [44].

Ananu3z yucina TUMQOIMTOB MaJbIX MOMYJSIIUM y Bcex mauueHTtoB ¢ OKY
BBISIBUJ CHUKEHHE a0COJIOTHOTO KOJMYECTBA PEryJISTOPHBIX T-TMMQPOLUTOB H
YBEJIMYECHUE YHUCIa AKTUBUPOBAHHBIX T-XeNNepoB MO Mepe YBEIWYEHUs BO3pacTa
OOJIBbHBIX, YTO COOTBETCTBYET AMHAMMKE ITHX IOKazaTelel B Ipylie CpaBHEHUS

[22], pucyHOK 47.



182

® MepwaHa 25%-75% _| _ Mun-Makc
300 . .
250 | 1
200 | p=0,023 |

-

(o]

o
1

100 F

OTKJIOHCHUSA OT HOPMBbI
o
S

o
S

-100

adconTHOE K01-BO T-1UM(pOIUTOB, NPOIEHT

-150

Pucynok 44. A6contotHoe Kon4yecTBO T-TuMpOLUTOB (IPOLIEHT OTKJIOHEHHs OT HOPMBI) Yy AeTeil ¢
(benmTKeTOHypHei pu JomycTUMOM (1) 1 IOBBIIIEHHOM ypoBHE (2) (eHnIaNIaHuHa B KPOBH.

A Meauana 25%-75% _1_ MuH-Makc

120

100 e - e 1

80

60

AGconoTHOe KONMn4yecTBO LUTOTOKCHMUYeckux T-nd,
NPOLIEHT OTKNOHEHUSA OT HOPMbI

-100

Pucynok 45. A6comoTHoe KOMUYECTBO T-IIUTOTOKCHYECKUX (MPOLIEHT OTKJIOHEHUS OT HOPMBI) Y
neteit ¢ GpeHmkeToHypuel mpu ponyctumMoM (1) U moBBIIIEHHOM ypoBHE (2) deHunanmaHuHa B
KPOBH.
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600

500

400

300+

oT 6 Mec o 2er  oT 2 10 6 Jer crapie 12 ner

B B;-nmumdonutsl, abc B B;- numdonuTsl, abc

Pucynok 46. BospactHas nuHammka aOcoiroTHOro umcina Bim B, nmumdonuToB y O0NBHBIX
(beHuIKeTOHypHel pa3InyHoOro Bo3pacra

250 -

200 -

150 -

Kn/MKn

100 -

50 -

MeHbLLe 2 2ropa-6ret cTapue 12

O Treg, abc B actTh, abc

Pucynok 47. Bo3pacTHas [uHaMuKa aOCOMIOTHOro koiuuecTBa T-peryiasTopHbix auMpormron (T
reg)u aktuBupoBaHHbIX T-xennepos (act Th) y maruentos ¢ ®KY.
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Y manueHTOB ¢ TOBBINIEHHBIM cojepkanueM DA B kpoBu (rpymnma Q)
YCTaHOBJICHO 3HAYMMOE YBEJIMYECHHE KOJMYECTBA aKTUBUPOBaHHBIX T-xenmepoB (%
or CD4) no cpaBHEHMIO C MalMEHTaMU, Y KOTOpPhIX ypoBeHb DA Obul B mpenenax
nomyctuMbix 3HaueHudt (rpynna F): MeF=6,4% (3,8-10,6), MeG=11,1% (9,3-13,4),
p=0,033 (puc.48). JloCTOBEpHBIX OTIMYHA B KOJIUYECTBE PErYyISATOPHbIX T-
muMponuToB (% ot CD4) y nanuentoB ¢ @KV B rpynnax F u G BbIBIEHO HE OBLIO:

MeF=8,3% (7,4-9,2), MeG=8,8% (7,0-9,5), p=0,990.

B MeavnaHa 25%-75% _1_ Mwun-Makc

22

20

18 p=0,033

16

14

12

10

aKTuBupoBaHHble T-xennepsbl, (% ot T-
xennepos)

0

Pucynok 48. KonnuectBo aktuBupoBaHHbIX T-xennepsl (%CD4) y nerelt ¢ pennnkeronypueit npu
nonyctuMoM (1) v noBeIIeHHOM (2) ypoBHE (eHMIaTaHNHa B KPOBU.

JInst  OIleHKM BO3PACTHBIX HW3MEHEHUH YYBCTBUTEIBHOCTH JHUMQOIHUTOB K
MeTa0OIMYECKUM  HapyIICHUsIM ObUIM  MPOAHAJIM3UPOBAHBI  KOJWUYECTBEHHBIC
XaPaKTEPUCTUKU  OOJBIIUX  TOMYJSIIUA  JTUMQOIMTOB  TPU  TOBBIIIICHHBIM

(deHunanaHuHe KPOBH y Tl B Bo3pacTe miiajuie u crapuie 12 ner (tabdiu. 79).
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Tabmuma 79.

HpO]_[eHT OTRJIOHCHUSA OT pe(l)epeHCHoro HHTEpBaJia noxkasareJjei HMMYHHOT'O CTaTyCa .]'ll/qu)O]_lI/ITOB Hepn(l)epnquKoifl
KPOBM IIPHA MOBBIINICHHOM COACPKaAaHUHU q)eHHJIaJIaHl/IHa B CBIBOPOTKE KPOBH Y 00JIbHBIX (l)eHHJIKeTOHypI/Ieﬁ Pa3JINnIHOIO0

Bo3pacra.
[Toxazarenu [TarmrenTs! ¢ mopeimeHHBIM DA B kpoBH (n=17)
UMMYHHOTO cTaTyca JUMQOIUTOB Munanamie 12 net (n=5) Crapmie 12 net (n=12) p*
nepudepuieckoi KpoBu MenuaHa | 25 KBapTWib | 75KBapTWib | MeauaHa | 25 KBapTUIb | /SKBApTUIIb

otk CD3+ (3pensie T-1d), % -7,094 -28,828 33,929 118,79 80,855 132,105 0,002*
otk CD3+ (3pensie T-1d), adbc 40,807 31,241 63,349 -20,317 -50,046 18,721 0,049*
otk CD3+CD4+ (T-xemmepsr), % 58,216 41,978 64,755 148,991 66,270 193,13 0,006*
otk CD3+CD4+ (T-xemnepsr), adc | 31,779 30,295 90,512 9,709 23,053 53,466 0,328
ork CD3+CDS* 44,663 |  -48.489 21,818 | 33,131 | -43,750 64,545 | 0,328
(T-uuroToxcuyeckue), %o

- *
otk CD3+CD8+ (T 20236 | 14,608 28,199 | 43,913 | -66,783 27617 | %002
IIUTOTOKCHYECKHUE), a0C
otk CDA+/CD3+ (cooTHOmIEHHE 157,5 60,0 169,146 | 148,47 | 31,193 266,667 | 70
XeJnepbl / HIUTOTOKCUYECKUE)
otk CD19+ (B-nmdorsr), % 70,833 59,858 78,451 5219 | 29,149 26871 | 0,020
otk CD19+ (B-nmumdornutsr), adc 85,420 26,076 129,846 -35,581 -75,556 -21,673 0,000*
otk CD16+56+ (NK), % 46.402 44,643 51,895 -5,436 -25,0 12,692 0,006*
otk CD16+56+ (NK), abc 35,129 34,613 61,279 5,129 -1,957 14,389 0,006*

*- ypOBEHb 3HAYUMOCTHU KpuTeprs MaHHa YUTHU BBIJENEH KUPHBIM IpUPTOM Iipu 3HaueHusx p<0,05.
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VYcraHoBieHo, 4TO Ha (hOHE MOBBIICHHOTO (DeHUIATaHNHA B CHIBOPOTKE KPOBHU
CTeneHb CHIKEHUS T-muM(OIMTOB OTIMYaiach y MAaIMEHTOB Pa3HOTO BO3pacTa: y
nerert mmaamie 12 jmer abcomoTHOE YMCIO T-TMMEGOIMTOB COOTBETCTBOBAJIO HOPME
Me=40,8% (31,2-63,3), a y nmauueHtoB crapiie 12 ner Obulo HUXKE HOpMBbI Me=-
20,3% (-50,0 — 18,7), p=0,048 (puc. 49).

Yucno T-numdbonuToB y namueHToB ctapiie 12 net rpymnmnbl G ObIJI0 CHIKEHO
TOJIBKO 3a cueT IuToTokcudeckux T-mumdoruroB (Me=-43,9% (-66,7- -27,6)), npu
ATOM HX KOJIMYECTBO OBLIO 3HAYMMO HUKE MO CPABHEHMIO C MAllMEHTaMu muiajie 12

net (Me=20,2% (14,6-28,2)), p=0,019 (puc. 50).

B MegvaHa 25%-75% _|_ MuH-Makc

120

MM —-— - - - 1

80

60 +

40 |

20 +

OTtxnonenne ot Hopmsl CD3+
(3peabie T-nmumdpouuTsi), adc.
N

-100

-120

Pucynok 49. AGcomorHoe konuuectBo T-mumMpouuToB (MPOLEHT OTKIOHEHUS OT HOPMBI) Y
nerei ¢ penunkeronypuei mianme 12 ner (1) u crapme 12 ner (2) npu NOBBIIIEHHOM YPOBHE
(eHunnanaHuHa B KPOBH.
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O MeawnaHa 25%-75% _1_ MwuH-Makc

40

20

p=0,019

OtkJioHeHue oT Hopmbl CD3+CD8+
(T-uuTOTOKCHYECKHE KJIETKH), a0¢

-100

Pucynok 50. AGcomorHoe komuuecTBO T-IUTOTOKCHYECKHX JHMMMOUUTOB (OTKIOHEHHE OT
HOpPMBI) y feTel ¢ ¢penmnkeronypueil muaame 12 et (1) u crapmie 12 ner (2) npu NOBBIIIEHHOM
ypOBHE (peHMIIalaHMHA B KPOBU.

BoisiBnennoe yBenuwuenue cootHomeHuss CD4+/CD8+ y mamnueHToB ¢
noBbillieHHBIM DA crapuie 12 ner Obuio He 3HauuMo (p=0,990) B cpaBHEHHH C
nanueHTaMu muanaiie 12 ner.

YCTaHOBIEHO CTATUCTUYECKHM 3HAYMMOE CHIDKEHHE abCcoioTHOTO uucia B
muMmponuToB (p=0,000) y mauMeHToB CTapIlIero BO3pacTa OTHOCUTEIBHO TAKOBOI'O Yy
namuenToB miammie 12 get (puc.51).

VY naHHON KaTeropuu OOJIBHBIX TAKKE OTMEUEHO OTKIOHEHHE abCOIIOTHOTO
guciaa NK- ki1eTok B cTOpoHy 3Hauumoro cHrbkeHus (p=0,006) mo cpaBHEHHIO C

YKa3aHHBIM MOKa3areseM y aereid muaame 12 ner (puc. 52).
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O MeauaHa 5%-75% _1_ MuH-Makc

200

150 ¢

100

[6)]
o

o
<)

-100 ¢

oTkiaoHeHusi CD19+ (B-num¢pouutsi), ade.

-150

Pucynok 51. AGcomoTHOe KOIM4ecTBO B-1nM(pouuTOB (IPOLEHT OTKJIOHEHUS OT HOPMbI) IpU
MOBBIIIEHHOM ypOBHE (heHmIamaHuHa B KPOBHU JeTel ¢ ¢peHmnkeTonypuei muanme 12 ner (1) u
ctapuie 12 ner (2).

100

80

p=0,006

(NK kJjerkn), adc.

OTtkaoHenusi oT HopMbl CD16+56+

Pucynok 52. AGCOMIOTHOE KOIWYECTBO IMUTOTOKCHYECKUX NK-KIIeTOK (MPOIEHT OTKIOHEHHUS OT
HOPMBI) TIPH TIOBBIIIIEHHOM ypOBHE (DEHHMIIaJJaHWHA B KPOBH JIeTel ¢ peHmIKeTonypHuei miaame 12
net (1) u crapme 12 ner (2).
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Takum oOpa3zoM, BHEpBbIE YCTAHOBJIEHO, YTO y OOJBHBIX (PEHUIKETOHYpHUEH
UMEIOTCSl OTKJIIOHEHHSI MUMMYHO(EHOTUTIA TepuepUIECKUX JTUM(OIIUTOB.

[Ipy moBbIlIECHHOM ypOBHE (DeHHIIaJaHWHA B CHIBOPOTKE KPOBH Y OOJIBHBIX
@KV nMeno MecTo yBeJIMYEHHE KOJINYECTBA aKTUBUPOBAHHBIX T-XEINNEpOB, a TAKKE
CHIDKEHHE aOcoNoTHOrO uyucia T-muM(pOIUTOB NPEeMMYIIECTBEHHO 3a CYEeT
UTOTOKCHYECKUX T-1uMGOIMTOB, 00Jiee BhIpaXKEHHOE Y MAIlMEHTOB cTapiie 12 yer.

BrisiBiIeHO, 4TO 00JIce MOJIOBHHEI 00OciIefoBaHHEIX manueHToB ¢ OKY umenn
CHI)KEHHOE KOJMYECTBO B-muMdonuToB, mpudemM B Tpynmne ¢ MOBHIIICHHBIM
cojiepkaHueM (eHUJIAIaHUHA B CHIBOPOTKE KPOBH TAKUX OOJIBHBIX OBLIO 3HAYUMO
OombIe.

Y G0JIbHBIX CTapIIero BO3pacTa C MOBBIIICHHBIM (DEHIIIaTAaHUHOM B CHIBOPOTKE
KpoBU KonmuecTBO NK-KjIeTok ObUIO Takke 3HAYMMO CHHUXKEHO IO CPAaBHEHUIO C
MJIIIITUMHU MTaIlUEHTaMH.

[lonyyeHHble  pe3yJabTaThl  yKa3blBAlOT  HA  PA3JUYHYK0  CTEIECHb
YYBCTBUTEJILHOCTH KJIETOK UMMYHHON CHUCTEMBI K JEHCTBHUIO MOBBIIICHHOTO YPOBHS
@A B kpoBu OonbHbBIX PKVY. B03MOXHO, YTO CHHM)KEHHE NOTpPEOJICHHs] OOIIEro
Oenka, KoTopoe HaOmomaeTcs y OOJBHBIX CTapIIero BO3pacTa BCIIEICTBUE
UTHOPUPOBAHUS MpUEMA CIEUUATM3UPOBAHHBIX MNPOAYKTOB M CAMOCTOSITEIIBHOIO
pacIIMpeHUs] NUEThI, MNPUBOJUT K HECTAOWIBHOCTH YpOBHA (EHWIATIaHWHA B
CBIBOPOTKE KpOBHU, JJIMTEIBHOMY €ro TOBBIIIEHUIO W AUCOAlaHCy JApPYTHX
AMUHOKHUCIIOT, YTO BO3/IEUCTBYET HA KJIETKM HMMYHHOU CUCTEMBI.

YcraHoOBIEHO, YTO B II€JIOM BO3pacTHas JWHAMUKA aOCONIOTHOTO YHCIa
OCHOBHBIX TMOMYJSIUNA JUMQOLUUTOB U OTHOCUTEIBHOI'O KOJHUYECTBA MaJbIX
nonyJsanuii - TuM@OIUTOB Tmepudeprudeckol KpoBu |y manueHtoB ¢ OKY
COOTBETCTBYET TAKOBOM y YCJIIOBHO 3/I0POBBIX JIHII.

6.2. AKTHBHOCTb BHYTPHMKJICTOYHBIX (epMeHTOB JUM@POUUTOB Yy OO0JbHBIX
(pennikeronypuen

B kpoBu 45 manuentoB ¢ ®KVY B Bo3pacte ¢ 6 mecsaneB 10 36 jer ObLIu

onpeeneHbl MapKepbl HEPreTHYecKkoro oobmeHa: cykuuHataeruaporenaza (CHI),

HUKOTWHAMU/JIAICHUHIUHYKJIEOTHU /T JIETUIPOT€HAa3a (HAJIH-M) u



190

naktataeruaporenaza (JIII') mocpeactBom  muToMop(hOAeHCUTOMETPUIECKOTO
Metonaa. [lomydueHHbIC TaHHBIC CPAaBHUBAIN C AaHAJIOTUIHBIMH MTOKA3aTEIISIMHU TPYIITIBI
(n=34) ycnoBHO 3710pOBbIX JHII [34].

3HaUUMOCTh pa3JIMYUN ONpENesiii C MOMOIIbI0 Kputepuss MaHHA-YUTHH,

KOTOPBIN cunTayiv 3Ha4uMbIM 1ipu p<0,05 (Ta6:1.80).
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Taomuma 80.

Mopdomerpuyeckue napaMeTpbl AKTUBHOCTH BHYTPUKJIETOYHBIX epMeHTOB JUMGOUHNTOB nepudepudeckoii KpoBu
y 00JIbHBIX (peHWIKETOHYpPHEH Pa3JIMYHOI0 BO3pPacTa

Bo3zpact, roasl

[NamenTs! ¢ henunkeronypueit n=45/90 (Me; 25kB.-75kB.)**

I'pynna cpaBHeHMS

[Tokazarern 0-2 rona 2-6 net 12-18 ner 19-36 ner (n=34)
MopdomeTpun n=16 n=16 n=34 n=24
S OII o6mas 0,564 (0,560-0,565) 0,558 (0,555-0,560) 0,562 (0,558-0,571) 0,567 (0,560-0,569) 0,566 (0,559-0,571)
p=0,002*
S OI1 rpanyn 0,5175 (0,516-0,519) 0,515 (0,511-0,520) 0,516 (0,512-0,521) 0,520 (0,514-0,523) 0,519 (0,515-0,522)
S OII kiracTepoB 0,583 (0,579-0,586) 0,577 (0,573-0,590) 0,585 (0,590-0,594) 0,589 (0,584-0,597) 0,589 (0,580-0,593)
S mromans 13,1 (12,9-13,7) 14,1 (12,4-15,6) 13,2 (12,8-14,1) 13,7 (12,8-14.,9) 13,4 (12,8-14,2)
AxrusHocts CAL | 907,6 (839,2-945,9) 850,6 (763,7-899,9) 960,8 (827-1040,4) 979,5 (943,1-1016,8) 989,4 (937,1-1068,7)
(S ©om) p=0,000* p=0,000*
H OII o6mas 0,552 (0,550-0,551) 0,560 (0,550-0,568) 0,562 (0,560-0,564) 0,565 (0,561-0,572) 0,554 (0,550-0,563)
p=0,009* p=0,000*
H OI1 rpanyn 0,508 (0,506-0,512) 0,515 (0,506-0,521) 0,516 (0,514-0,521) 0,519 (0,515-0,523) 0,509 (0,506-0,516)
p=0,000* p=0,000*
H OII kiactepoB 0,569 (0,566-0,574) 0,584 (0,582-0,595) 0,589 (0,586-0,597) 0,592 (0,582-0,600) 0,573 (0,564-0,581)
p=0,013* p=0,000* p=0,000*
H ruiormas 11,8 11,1-12,7 11,0 (10,5-18,8) 14,0 (12,9-14,2) 14,3 (13,7-15,5) 13,7 (13,2-14.6)
p=0,000* p=0,000* p=0,026*
AxrtuBHocts HAJTH-JT 772,2 (715,8-796,8) 625,6 (620,2-689,6) 960,5 (933,9-1002,7) 1069,1 (921,4-1134) 793,2 (693,6-890,9)
(H UOI) p=0,018* p=0,000* p=0,000*
L OII o6mas 0,544 (0,539-0,548) 0,422 (0,364-0,480) 0,543 (0,523-0,546) - 0,547 (0,545-0,550)
p=0,001* p=0,021*
L OII rpanysn 0,502 (0,498-0,505) 0,421 (0,364-0,477) 0,503 (0,500-0,517) - 0,504 (0,502-0,507)
p=0,001*
L OII knacrepoB 0,553 (0,541-0,566) 0,501 (0,460-0,542) 0,560 (0,555-0,660) - 0,563 (0,558-0,567)
p=0,028* p=0,002*
L rurommas 9,74 (8,287-10,52) 9,82 (9,02-10,54) 9,86 (9,29 -10,43) - 8,850 (7,876-10,0)
AxrtuBHocTb JUIT 465,4 (423,7-608) 330,4 (287,8-373,0) 492,1 (492 -549,5) - 499.4 (391,5-543,2
(L 1OII) p=0,001*

*- OTJMYMS MTOKa3aTesiell B CPAaBHEHMH C YCJIOBHO 3[JOPOBBIMH JIMIIaMH, 3HaYNMbIe Ha ypoBHe p< 0,05 (kputepuii ManHa YHUTHH), BbIAETICHBI XXUPHBIM LIPUGTOM ** n - YHCIIO HCCICIOBAHUIMA
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VY 6onbHbIx OKVY rpyaHoro m pannero Bospacta (0T 0 10 2 JieT) yCTaHOBJIEHO
JIOCTOBEPHOE CHUKEHUE MHTETPAITBHON ONTUYECKON IUIOTHOCTH
cykuuHataeruaporerassl (CHIN) (p=0,000), 3a cueT HE3HAYUTEIBHOTO CHIKCHUS
Kaxxoro Mopdomnoruyeckoro nokazatens. Y aereir ¢ DKV B Bozpacte 2-6 jeT Takxke
OTMEUYEHO CTAaTUCTUYECKH 3HAYMMOE CHMXKCHUE MHTErPAIbHOM ONTUYECKOUN MIOTHOCTH
CIAI' (p=0,000) 3a cyeT CHUXEHUS ONTUYECKOW IUIOTHOCTH o4aroB (epMEeHTHOU
peakiuu.

[To mepe B3pocnenus naiueHToB ¢ @KV aktuBHocts CJII" moBkIIaeTcst 3a cuer
yBEJIMUYCHHUS BCEX IMOKa3aTelied K moapocTkoBomy (12-18 meT) u y B3pochbIX (cTapiie
18 ner) mocTuraeT 3HAYEHHM, COOTBETCTBYIOUIMX MOKAa3aTeJsiM B TPYIIE YCIOBHO
310POBBIX.

BrisiBiaeno, uro aktuBHocTh HAJIH-/I, koTopas y 6oipHbIX ¢ DKV rpyaHoro u
PaHHEr0 BO3pacTa HE OTJIMYAJIach OT pePEepEHCHBIX 3HAYEHU, B IOIIKOJIBHOM BO3pPaCTe
CHUXAJIach MO CPAaBHEHHMIO C YCIOBHO 310poBbiMU Juiamu (p=0,018), a 3atem
MoBbIIANack y moApocTkoB U B3pocibix (p=0,000 u p=0,000 cOOTBETCTBEHHO), MpH
ATOM YBEJIMYEHUE MPOUCXOAUIO 3a CUET JOCTOBEPHOTO TMOBBIMICHUS OMNTUYECKOU
mwiotHoctu Tpanyn (p=0,000) u kmactepoB (p=0,000), a y B3pOCHBIX €lIe U 3a CUET
yBeJIMYEHHUs TUIoIaau o4aros pepmentHon peakuuu (p=0,026) (puc. 53).

Ananmuz cootnomenuss CAI" u HAJIH-/I ycranoBui, 4to y aerei miazamie 12 aer
JAHHBIA TIOKa3aTelb HE OTJIWYAeTCS OT TaKOBOTO Y YCJIOBHO 3J0POBBIX JIUI, a Y
MalMEeHTOB cTapiie 12 JeT OH JOCTOBEPHO CHUMKAETCS 32 CUET YBEJIMUYCHHSI aKTUBHOCTD
HAJIH-/I OTHOCHUTENBHO TPYIIbl CPABHEHUS: 3HAUMMOCTh pa3jinuus 1Jis Bo3pacTta 12-

18 net coctaBnser p=0,000 , qyst Bo3pacta 19-38 et - p= 0,000. (puc. 54).
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Pucynok 53. AKTUBHOCTh BHYTPUKIETOUHBIX (epmenToB numdponuroB (CAI' m HAAH —[I) y
narueHToB ¢ (enmiakeronypueid ¢ ®KY B Bospacte ot poxaenus jao 2 jet (1), or 2 o 6 ner (2), ot
12 no 18 ner (3), ot 19 o 36 ner (4) OTHOCUTENBHO TPYMIBI CpaBHEHUS (5).

m  Meguara [] 25%-75% _|_ Pasmax 6e3 Bbiop.
1,8 : . : .

161

p=0,000 p=0,000

14} -

10} =

OtHoweHnune COMNHAOH-O

0,8

0,6

Pucynox 54. Cootnomenne CAI/HAJIH y naruentoB ¢ ®KY B Bo3pacrte oT poxaenus a0 2 net (1),
ot 2 1o 6 net (2), ot 12 mo 18 net (3), ot 19 g0 36 ner (4) OTHOCUTENHHO TPYNIBI CpaBHEHUS (5).
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BbIsiBIIEHO, UTO aKTUBHOCTb BHYTPHUKJIETOUYHOTO (DepMEHTA JaKTaTAETUIPOTreHa3bl
(MHTErpalibHasl ONITUYECKas TUIOTHOCTh) Y MAllMEHTOB PAaHHETO BO3pacTa HE OTINYACTCS
OT TaKOBOM Yy YCIOBHO 310poBbiXx nered. Y OonbHbix DKY B Bo3pacte 2-6 et
ONTUYECKAS] IUIOTHOCTh TPaHyJd M KJIACTEPOB 3HAYMMO HHUXKE IO CPAaBHEHUIO C
pedepencubivMu 3HadeHusIMUA (p=0,001 1 p=0,002 COOTBETCTBEHHO), YTO MPUBOIAUT K
camxenuto oomen aktuBnoctu JIII' (MOIT) (p=0,001). ITo mepe B3pocieHus nereit ¢
®OKY akTUBHOCTH AaHHOTO ()epMEHTa YBEIMYMUBACTCS M K MOJIPOCTKOBOMY BO3PACTY

(12-18 ;et) gocTUraet nmokasaresiei rpymnmnsl cpaBHeHus (puc. S55).

900
B MeauwaHa _]_ Pasmax 6e3 BbIGp.

800

700
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AxktuBHocTb NAI (MON), ycn. en.

300

200

Pucynok 55. Bo3pacTHas nrHaMMKa IoKas3aTesled aKTUBHOCTH JIAKTATAETUAPOreHa3bl y MallUEHTOB C

(beHnTKeTOHypHrel pa3InyHOro BO3pacTa.

bbiio  paccMOTpeHO BIMSIHUE TMOBBIIMIEHHOTO YypoBHI DA Ha akTHBHOCTH

BHYTPUKJIETOUHBIX (pepMeHTOB y OonbHBIX DKY. JlanHbie npeacTaBieHsl B Tadnuie 81.



195

Taomuna 81

MopdomeTprnuyeckue napaMeTpbl AKTHBHOCTH BHYTPHKJIETOYHBIX (epMeHTOB JUMGPOUHMTOB nepudepudeckoil KpoBH
y 00J1bHBIX (hpeHUITKETOHYPHEH ¢ JOIYCTUMBIM M NOBbIIIEHHBIM COJep:KaHueM (PEHHIATAHUHA B CHIBOPOTKE KPOBH.

I'pynna F (n=23) I'pynna G (n=22)
[Tokaszarenn JIOITyCTUMBIN ypoBeHb DA B KpoBH MOBBIIIEHHBIN YpoBeHb DA B KPOBU p*
MoppoMETpUH
MeJMaHa 25 kBapTuib | 75 KBapTUib MeJMaHa 25 75
KBapTHUJIb KBapTHUJIb

S OII obmas 0,561 0,568 0,564 0,566 0,560 0,570 0,041*
S OII rpanyn 0,515 0,514 0,519 0,520 0,514 0,521 0,128
S OII knactepos 0,584 0,580 0,589 0,586 0,576 0,594 0,616
S momank 12,979 12,770 13,670 14,150 13,099 15,566 0,000*

AxtuBHocts C/II' (S UOID) 924,501 876,698 969,484 977,658 907,562 1062,165 0,010%
H OIT o6mas 0,561 0,554 0,566 0,560 0,564 0,567 0,633
H OII rpanyn 0,515 0,510 0,520 0,515 0,513 0,524 0,518
H OII knacrepos 0,587 0,578 0,595 0,584 0,581 0,503 0,336
H mnomans 13,508 12,241 13.890 14,200 14,074 15,330 0,010*

AxtuBHocth HAJIH-J1 (H MOII) 942,749 756,311 1018,692 981,0 825,0 1085,94 0,184

L OIT oOmas 0,543 0,364 0,546 0,523 0,324 0,546 0,394
L OIl rpanyn 0,501 0,364 0,504 0,503 0,324 0,517 0,818
L OII xiracrepos 0,548 0,460 0,558 0,560 0,464 0,660 0,132
L momans 8,916 8,092 9,740 9,292 9,291 9,292 1,200

AxruBHocts JUII' (L MOII) 386,86 318,90 451,708 492,05 471,6 496,1 0,002*

*- ypoBeHb 3HAUUMOCTH KpUTEpHsi MaHHa YUTHH, BBIJICIICH )KUPHBIM IprdTOM 1pH 3HaueHusx p<0,05.




196

YcTaHOBIEHO, YTO y MAIlMEHTOB C MOBBIINIEHHBIM YPOBHEM (EeHUIaJaHUHA B
kpoBu (rpynna G) nokasarenu aktuBHocTd C/I" u JIAI" O6putn 3Haunmo Beie (p=0,010
u p=0,002 COOTBETCTBEHHO) II0 CPaBHCHHUIO C IMAIllUEHTAaMH C JIOIYCTUMBIM
conepxkanueM DA (rpynna F). 3naunmeix oriuuumii aktuBHocTd HAJIH y OGonbHBIX
yYKa3aHHBIX TPYII BBISBICHO HE Obuto (p=0,184) (puc. 56). Ciemyer OTMETHTH, YTO B
JAHHOM CJIy4ae BO3pPACTHbIE OCOOCHHOCTH aKTUBHOCTU (PEPMEHTOB Y MAIMEHTOB C
OKY HE yUYnUTHIBAINCS.

Median; Min, Max
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AKTHMBHOCTH (pepMeHTa
(MOII-nHTerpanbHasg oNTHYECKAs MJIOTHOCTD), YCJI.e/1.

500 ¢

400 ¢

300y e Huvon
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Pucynok 56. MHTerpanbHas onTHuecKkas MIOTHOCTh (GepMeHTOB cykiuHaraeruaporenassl (S NOII),
HUKOTHHaMHIaeHuHanHykineotua aeruaporenassl (H MOII), nakratneruaporenasst (L MOID) y
neteii ¢ heHUIKeTOHypuel npu qomyctumoM (1) u moBeimeHHOM (2) ypoBHE (eHIIaTaHINHA B KPOBH.

[IpoBeneHo cpaBHEHHE AKTHBHOCTH BHYTPUKIETOUYHBIX ¢epmernToB CJHI' u
HAJIH y nauueHTOB B BO3pacTe cTapiie W Miaame 12 JieT ¢ NOBBIIIEHHBIM H

J0IyCTUMBIM ypoBHEM DA B kpoBu (Tadi1.82 —83).
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Tabauna 82.

Mopdomerpudeckue napamMeTrpbl AKTUBHOCTH BHYTPUKJIETOYHbIX ()epMEHTOB JUMGPOUMTOB nepudepudeckoii KpoBu
y 00JbHBIX (peHMIKeTOHYpHeH Miiaamie 12 JieT ¢ JONMYyCTUMBIM U MOBbILIEHHBIM COJep:kaHNeM (PeHUIATAHUHA B

CbIBOPOTKE KPOBH

bonbubie ®KY mnaamie 12 net (n= 22)
Mlgggiﬁzgﬁﬂ Honyctumeiit @A kposu (n=10) [ToBbieHHbI DA KpOBH (N=5) p*
Menuana 25 KBapTWib | 75 KBapTWJIb MearaHa 25 KBapTWib | 75 KBapTWIb
S OII o6mas 0,562 0,555 0,565 0,565 0,560 0,565 0,257
S OII rpanyn 0,516 0,511 0,519 0,518 0,518 0.520 0,257
S OII knacrepos 0,579 0,573 0,588 0,582 0,540 0,582 0.343
S nnomanpb 884,84 815,26 971,36 13,099 13,099 13,099 1,054
S MOIT 884,84 815,26 971,36 907,56 669,1 907,56 0,343
H OII obmras 0,551 0,549 0.561 0,552 0,387 0,552 0,343
H OII rpanyn 0,508 0,506 0,515 0,507 0,369 0,507 0,129
H OII xnacrepos 0,569 0,566 0,582 0,568 0,549 0,568 0,054
H nnomane 11,96 11,00 12,71 11,098 11,098 11,098 0,448
H NOIT 715,79 620,21 948,65 741,34 741,34 772,2 0,687

*- ypoBeHb 3HAYUMOCTH KpUTEpHsi MaHHA YUTHU
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Tabmuma 83.

MopdomeTpudeckue napaMeTpbl AKTUBHOCTH BHYTPHUKJIETOYHBIX epMeHTOB JUMGPOUUTOB nepudepruuecKo KpoBU
y 00/1bHBIX (peHUIIKeTOHYpHelH cTapiuie 12 jieT ¢ A0MyCTUMbIM U NMOBBIIIEHHBIM COAEPKAHUEM (PEHUJIAJTAHNHA B

CbIBOPOTKE KPOBH

bonsubie ®KY crapire 12 net (n= 22)
loxasaremn Jonyctumbiit @A kposu (n=10) [ToBpiuennsit @A kpou (n=>5) p*
MoppoMETpUH
Menuana 25 KBapTWib | 75 KBapTWJIb MearaHa 25 KBapTWib | 75 KBapTWIb

S OII o6mas 0,561 0,559 0,563 0,567 0,561 0,570 0,233
S OIl rpanyn 0,515 0,514 0,517 0,520 0,514 0,521 0,408
S OII knacrepoB 0,585 0,581 0,594 0,590 0,583 0,594 0,751
S nnomanpb 12,88 12,71 13,20 14,649 14,073 15,707 0,000*

S NOII 941,54 890,18 967,6 991,234 971,00 1062,2 0,000*
H OII obmras 0,564 0,561 0,569 0,562 0,559 0,568 0,284
H OII rpanyn 0,517 0,515 0,521 0,518 0,514 0,526 0,707
H OII xnacrepos 0,589 0,586 0,597 0,590 0,582 0,603 0,446
H nnomans 13,689 13,375 13,890 14,351 14,09 15,33 0,004*

H NOIT 999,525 855,998 1034,593 994,77 942,19 1106,84 0,544

*- ypoBeHb 3HAUUMOCTH KpUTEpHsi MaHHA YUTHU BbIJIeNICH )KUPHBIM MpUQTOM NpHu 3Ha4eHusx p<0,05.
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Kak ciaengyer u3 tabmun 82 u 83, cpenu aereit muaxdmie 12 jget ¢ AOMyCTUMBIM U
MOBBIIICHHBIM YPOBHEM (PEHWITAIaHWHA HE OBUIO BBISBICHO 3HAYMMBIX Pa3IAYUi
aktuBHoctd (epmentoB CHAI' 1 HAJIH Hu mo omHomy wu3 mopdoMeTpudecKux
IIOKa3aTeseu.

VY marueHToB crapiie 12 et ObuTH BBISIBICHBI CIASAYIOMNUE PA3INUUs: Y OOJbHBIX
C MOBBIIIEHHBIM ypoBHEM DA B CHIBOPOTKE KPOBU 3HAYMMO BBIIIE ObLJIa aKTUBHOCTh
CATI' (ans  momanu rpanyn p=0,000, ayisi MHTErpaibHOM ONTHUYECKON IJIOIIAIU
p=0,000) B cpaBHEHUHU C TIOKa3aTEISIMU MALIMEHTOB C AOMYCTUMBIMU 3HaueHUsIMU DA.
VY nanueHToB ¢ MOBBIMIEHHBIM YpOBHEM (DA KpOBH BBIABICHO 3HAUMMOE IMOBBIIICHHUE

mommaan HAJIH-JI (H miomans) (p=0,004) (puc. 57-59).

18

25%-75% _1_ MwuH-Makc

17

p=0,000

16
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AxtusHOCcTh C/AI" ( TUIOIIAAB TpaHyl), yCi.el.

12 +

11

Pucynok 57. AKTUBHOCTB CyKIIMHATAEIMApOreHas3bl (IUI0Ia s rpaHyll) y NalueHToB crapiie 12 et ¢
nonycTUMbIM (1) ¥ MOBBIIIEHHBIM (2) ypOBHEM (peHMIIaJaHUHA KPOBH.
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Pucynok 58. AktuBHocts C/I" (MHTErpanbHas onTudeckas IIOTHOCTh) y MallMEHTOB cTapiue 12 jiet ¢
nonycTUMbIM (1) 1 moBbILIEHHBIM (2) ypOBHEM (peHMIIaTaHUHA B KPOBH..
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Pucynok 59. AxkruBHocte HAJIH-/I (miowmaap rpanyn) y MaMeHTOB crapiie 12 JeT ¢ JOMyCTUMBIM
(1) u moBwIIeHHBIM (2) ypoBHEM (peHMITaTaHWHA B KPOBH.
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YcTaHOBIEHO, YTO TMOBBIINIEHUE YPOBHS (heHUJIaTaHMHA B CHIBOPOTKE KpPOBU
BBIIIIC JIOMMYCTUMBIX 3HAYEHWW OKa3bIBAET BIMSHWEC HA aKTHBHOCTh (DEPMEHTOB
IBIXATEJIbHOW 1€MW y MAlMEHTOB CTapIIEro BO3PACTA, YTO BBIPAXKAETCS B MOBBIIICHUN
AKTUBHOCTU CYKIIMHATIAETUAPOreHa3bl U OTIEIbHBIX MoKa3aTened aktuBHoctn HAJIH-
JEruIporeHaspl. Y mMalueHToB Miaame 12 jeT He ObUIO BBISIBIEHO 3HAYMMBIX
U3MEHEHUI akTUBHOCTH MHUXOHApuanbHbix (pepmentoB CHAI' u HAJIH-/I, uro moxer
OBITH CBSI3aHO C KPATKOBPEMEHHBIMH SMHU30AWMYECKUMH ToabeMamMu DA B KpOBH B
omimune OT OosbHbIXx DKV crapiiero Bo3pacta, y KOTOPBIX OTMeYaeTcsi Ooliee
JUTUTENIbHAS SKCIO3UIUS TMOBBIIIEHHOTO YypoBHS DA Ha (QoHe pacHIMpeHHON AUETH U
HEOOOCHOBAHHOIO OTKa3a OT I[pUEMa CHEUUATU3UPOBAHHBIX MPOIYKTOB. DaKThbl
HapylieHuss aueTsl nauueHtamu ¢ PKVY, HaumHas co IIKOJBHOrO BO3pacCTa,
MPUBOJISIINE K HEXKENATeIbHBIM SBJICHUM, onucanbl MacDonald A. ¢ coaBt. (1996),
Bik-Multanowski M. ¢ coast. (2008) [78, 190].

Takum o0OpazoM, B pe3yJbTaTe BIEPBBIE MPOBEJACHHOIO HAMU HCCIECIOBAHUS
COCTOSIHUSI HMMMYHHOTO CTaTyca M AaKTHMBHOCTH BHYTPHUKIIETOUHBIX (PEPMEHTOB
muMpouuToB nepudepudecko kpoBu y OosibHbIX DKV ycTaHOBIEHO 3HAYMMOE
CHUKEHUE  aOCOJIOTHOTO  KOJNWYecTBa  T-3peibix  JUMGOIMTOB  3a  CYeT
IIUTOTOKCUYECKUX T—KIJIETOK, HanboJiee BhIpaXKeHHOE y MalueHToB ctapie 12 ner. Jns
oonpimmHCcTBa manueHToB ¢ DKV Obl1o XapakTepHO CHUXKEHUE KoJmyecTBa B-
JTUMQOIIMTOB, IPU ITOM Y MAIIMEHTOB C TTOBBIIIICHHBIM YPOBHEM (DeHUTAIAaHNHA B KPOBU
ATO CHHKEHHE ObLIO 00JIE€ BBIPAXKEHO MO CPABHEHHUIO C OOJIBHBIMHU, Y KOTOPHIX DA ObLIT
B IpeJieNiax JAOMYCTUMbBIX BEJIMYUH.

Y CTaHOBIEHO, YTO AKTMBHOCTh BHYTPHUKJIETOUYHBIX (DEPMEHTOB Yy MAIUEHTOB C
OKY mensieTcst ¢ Bo3pactoM. Y OOJNBHBIX PaHHETO (C 6 MecsAIeB A0 2 JIET) U MJIAJIIETO
(2-6 1netr) BO3pacTa OTMEUEHO CHUMXKEHHE AKTUBHOCTH CYKIIMHATIACTHUAPOreHa3bl U
JAKTaTAErUAPOTeHAa3bl, KOTOPAsi BOCCTAHABIMBAETCS K MOAPOCTKOBOMY Bo3pacTty (12-18
net). AxtuBHOocTh HAJIH-geruaporeHasbl, CHUXKEHHas y MAalMEHTOB MJIAJIIIETO
BO3pacTa, nosbimaercss y 0onbHbIX PKY K MOApPOCTKOBOMY BO3pPACTy U Yy B3POCHBIX
BO3pACTE€ MPEBBIINIAET TaKOBYHD B 1,4 pa3a OTHOCUTENBHO MOKAa3aTENEH YCIOBHO

3nopoBbIx Jull (p=0,000).



202

VYuureiBasg, uto ¢ Bo3pacToM Yy OonbHbIXx DKV oTmeuaeTcs cHuXKEHHE
aOCONIOTHOTO ~ KOJMYECTBAa TMOMYyJSIUU 3penbix T-numdounutoB 3a  cuer T-
IIUTOTOKCUYECKUX KJIETOK, TO MOBBIILIEHUE AKTUBHOCTH (DEPMEHTOB JIbIXaTEIbHON LIETIH
MOXKHO paccMaTpuBaTh KakK KOMIICHCATOPHBIA MEXaHWU3M Ul  IOJIEPKAHMS

(GYHKIIMOHUPOBAHUSI UMMYHHOU CUCTEMBI.
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I'nmaBa 7. AHAMHECTUYECKUE, KIMHUKO-BUOXUMHNYECKHUE N
AHTPOIIOMETPUYECKHUE IMTOKA3ATEJIA TAIIMUEHTOB C
T'AJAKTO3EMMEMN 1 THITA

B uccnenoBaHuM MpHSAIW y4acTHE JIETU C rajakTO3eMHEH, KOTOpbIe COCTaBHIIU
rpynny II. Iloxg nabmonennem Haxomwics 101 peOeHOK C MOBBIIIEHHBIM YpPOBHEM
rajiakTo3bl, BBIABICHHBIM B pPE3yJbTaT€ HEOHATAJIBHOTO CKPUHHMHIA, W CHUXEHUEM
aktuBHocTu (epmenta ['-1-OVYT (ranakrozemus [ Ttuma). Cpenu neredt Obuio 54
(53,5%) manbuuka u 47 (46,5%) neBodek (COOTHOILICHHWE YUCIA MAJbYUKOB K YHCIY
neBouek cocraBuio 1,15:1).

Ha ocHoBanuu kiIMHHYECKOW (pOpMBbI 3a00JI€BaHUS U TSHKECTH COCTOSIHUS TPU
MIEPBUYHOM OOpAIlIEHUU 32 MEIUIIMHCKON MOMOIIbI0 OOJIbHBIE OB pacipeesieHbl Ha
3 moarpynnsl. B nmoarpynmy 1A Bonuiu 39 nanueHTOB C TSHKENBIM KU3HEYTPOKAIOITIM
TeueHreM 3a0o0jeBaHMs (Kiaccuueckas TrajakTo3eMus), BO3pacT JeTed Ha MOMEHT
HaOmonenus ot 5 nueit 1o 16 ner. [loarpynmy IIB coctraBunm 28 nereii B Bo3pacte OT 7
JTHENH 10 6 MecsleB CO CpeAHETsDKENbIM TedueHueM Oosie3nu, noarpynmy IIC- 34
pebenka ot 1,5 mo 11 wMecsiueB ¢ JETKUMH MPOSIBICHUSMU TaJaKTO3EMUHU.

Cpennetsikenoe u jierkoe Teuenue rajgakrozemun (nmoarpynmsl [IB u IIC) otHecens! k

KJIMHUYECKUM BapuaHTaM rajkro3eMuu | tuma (tadmu. 84).

Tabnuna 84
XapakrepucTika 00J1bHBIX ¢ rajakrodemueii tum I (rpynmna II).
[Toarpymnmsr
1A | 11B | 11C Beero
Ioxasarenx Tedenwne 3a00eBaHMs
Tspxenoe CpenHe-TsKenoe Jlerkoe
n % n % n % n %
Yucio 39 39 28 28 34 34 101 100
MNaIeHTOB
g M 21 54 15 54 18 53 54 54
1 X 18 46 13 46 16 47 47 475
Bo3spact 3 mus — 16 et 7 nuen — 6 Mec 1,5 mec — 11 mec 3 gust — 16 ner

CocTosiHME pACIEHUBAIOCHh KaK TSKEIOE MPU HAIMWYUUA MPOrPECCUPYIONICH

IMOTEPHU MACCHI TCJIda, reMOopparndcCKoro CMHApomMa, CHUMIITOMOB YIHCTCHUSA HHC )41

MOJIMOPTAaHHOM ~ HEJOCTATOYHOCTH,  TPEOYIOIIUMX  MPUMEHEHHUS  KOMIUIEKCHOM



204

MHTEHCUBHOM Tepanuu U MPOBEIACHUS TeMOoTpaHChy3uu. YPOBEHb TallakKTO3bl KPOBU
IIPH TSDKEJIOM TedeHHH ObLI Bbilie 20Mr%.

VY nanueHToB, HAaXOJUBIIUXCS B COCTOSIHUM CPEAHEN TSHKECTH, OTMEUaJoch
NOBBIIIEHUE TrajnakTo3bl KpoBu OT 10 go 20 mMr%, ymepeHHbIE TenaToOMErainus u
CHUHIPOM LIMTONHN3a, KeNTyxa 1-2 cTemeHu, MHQPEKIUS MOUYEBBIX IyTEH, CHHAPOM
CPBITUBAHUSI.

[Ipu nerkoMm TedeHUHU 3a00JIeBaHUSI TAIAKTO3a KPOBU KoJiebanach B UHTEpBae 7-
10 mMr%, KIWHWYECKHE CUMNOTOMBI ObUTM Ci1a00 BBIPAXKEHBI, XapaKTEPU30BAIUCH
(GYHKIMOHATBHBIMU  HapYHICHUSIMU CO  CTOPOHBI  KEITYJOYHO-KHUIIIEYHOTO TpPaKTa
(cpbIrMBaHusi, HEYCTOWMYMBBIM CTYJ), MOTPAaHUYHBIMU TIOKa3aTeIsIMU TpaHCAMHHA3
MI€YEHHU, YBEJIINUYCHUEM TICYECHHU.

B Xxone HeoHaTanbHOrO0 CKPUHUHIA, TPOBOJAMMOTO Ha TeppuTopuu Poccuiickoit
®enepaunu ¢ okTA0ps 2006 r, TMAarHo3 KJIACCUYECKOW rajakTO3eMHH ObLI MOCTABJIECH
93 (92%) nabmrogaeMbIM MAIMEHTaM Ha OCHOBAHWU TMOBBIIICHHOTO YPOBHS TajJaKTO3bl
B CBIBOPOTKE KpoBH («cut offy 7Mr%). ¥ 8 (8% ) 0oibpHbIX 3a00sieBaHKE ObLIO BBISIBICHO
B pe3ysbrare auddepeHmaibHo JUarHoCTHYECKOro o0ciieoBaHus Ha (POHE TsKEIOM
KIIMHUYECKOW CUMITOMATUKH.

7.1 AHaMHecTHYeCKHe JaHHbIE MAIMEHTOB C rajakrodemuei I tuna

VY Bcex ManmeHToB ObLT MPOBEJEH aHAIU3 POJIOCIOBHON TIIyOMHON HE MEHee 3-X
nokojieHut. Bces uHbopmanus Obula TOJTydyeHA MPU HEMOCPEACTBEHHOM OIPOCE
pOAUTENCH MAIMEHTOB U TAHHBIX MEUIIMHCKON JJOKYMEHTAIIUH.

AHaM3 ceMeHOro aHaMHe3a Iokasai, 4Tto 3 (2,9%) pebeHnka u3 o0Iero yucia
OOJIbHBIX HMEJIM CHOCOB C TaJaKTO3eMHUEH, paHHsIS MIIaJICHYeCKas CMEpPTHOCTh
oTMeuanach B ceMbsix 9 (8,9%) O0nbHBIX, HEMEPEHOCUMOCTh MOJIOYHBIX MPOIYKTOB y
ponuteneit 3 (2,9%) mnamueHToB, 3a00JIEBaHUS CEPACYHO-COCYIUCTON CHCTEMBI
(runepToHnueckas 00Jie3Hb, UIIEeMUUYEcKasi 00JIe3Hb cepjia, UHPAPKT) OTMEHAIHUCH Y
poncTBeHHUKOB 47 (46,5%) nereit, caxapupiii quadet Il tuna — B 15 (14,9%) ciy4qasx,
OHKOJIOTMYECKHEe 3a0osieBaHus, OosesHb JKunpbepa U KOHCTUTYI[MOHAJIbHAS

HU3KOpOocaocTh - o 1 (1%) ciayyaro (Ta6:.85).
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TaOmuma 85
Pe3yabTaThl aHAJIN32 POAOCIOBHOM ceMel MalMEeHTOB ¢ rajakrosemuen tum I
[Toarpynmsl
1A 1IB 1IC BCETO
ITokazaTenn n=39 n=28 n=34 n=101
n % n % n % n %
CuOchl ¢ rajakro3zeMuei 2 5 1 4 - - 3 2.9
Pannsas mnajgeH4yeckas 6 15 2 7 1 1 9 8.9
CMEPTHOCTH
Henepenocumocts 2 5 1 4 - - 3 2,9
MOJIOYHBIX ITPOJIYKTOB
Bonesnu cepaeuno- 17 44 14 50 16 16 47 46,5
COCY/IUCTOM CHCTEMBI
Caxapubriii tuadet Il Tumna 10 26 3 11 2 2 15 14,9
bone3nu nmeyenwu, B T.4. 1 3 - - - - 1 1
6one3nb JKunpbepa
KoncturynmnonansHas 1 3 - - - - 1 1
HU3KOPOCTIOCTh
OHKOJIOTUYECKHE 1 3 - - - - 1 1
3a00/1eBaHUs

W3 tabnuupl 85 cnenyer, 4To OTArOIIEHHAs! HACIEICTBEHHOCTD 10 TaJJakKTO3EMUH,
paHHe  MJAJICHYeCKOM  CMEepTHOCTH, a  TaKXkKe  caxapHoMy  Juabery,
CEPIEYHOCOCYAUCTBIM U APYTHUM OoJiee peAKUM 3a0oJieBaHMsIM nMena Mecto B 79,1%
ciIyJasix.

AHanu3 Te4eHus epuHATAIbHOTO MEPUO/Ia OCHOBBIBAJICS HA IAHHBIX aKYIIEPCKO-
TMHEKOJIOTMYECKOTO aHAMHE3a, MOKA3aTEeNSIX COCTOSIHUS peOeHKa MPU POKIECHUH, TAKKE
OLICHUBAJICS XapaKTep BCKapMJIMBAHWS HOBOPOXKIECHHBIX JI€TE€l B IEPBYIO HEIEIIO
KU3HU (Tab1. 86).

Tabmuma 86

JlaHHbIe aKYIIEPCKO-THHEKOJOTHYeCKOr0 AaHAMHE3a, COCTOSIHUA JIeTeil ¢
rajlakro3eMueil Npu Po:KIeHNH U XapaKTep UX BCKAPDMJIUBAHHUS B
NMOCTHATAJILHOM NepHo/Ie

IToka3arenb [Toarpymnmel
ITA 1IB I1C BCETO
n=39 n=28 n=34 n=101
n % n % n % n %

nepBast 13 33 19 68 18 53 50 49,5
OepeMeHHOCTh
MOBTOpHAs 26 67 9 32 16 47 51 50,5
OepeMeHHOCTh
Oecrutonne 6 15 1 4 - - 7 6,9
HEBBLIHAIIIMBA- 2 5 2 7 1 3 5 4,9
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HUE, 3amepIas
OEpEeMEHHOCTD
MHOT'OIIJIOTHAS - - 2 7,1 - - 2 1,9
OEpeMEHHOCTD
(1BOVIHM)
aTOJIOT Ul 17 44 10 | 36 11 32 38 37,6
OEpEeMEHHOCTH
Axymiep | BT.u.
CKMH -TECTO3bI 5 13 4 14 6 18 15 14,9
aHaMHE3 | JIeTKOH CTEIeHU
u -I'€CTO35bI
TCYCHUC | cpenHei 8 21 5 18 3 8 16 15,8
OepeMeH | TaxecTH
HOCTH yrposa 4 11 1 4 2 6 7 6,9
MIPEPHIBAHUS
OCpPEeMEHHOCTb, - - 2 7 - - 2 1,9
HACTyNUBIIAs B
pe3ynbTaTe
OKO
Teuenue | camonpou3BOJIb 36 36 27 27 34 34 97 96,0
po/oB HBIC
OIEPATUBHBIE 3 8 1 4 - - 4 4,0
Oruenka | 8-9 0amnos 34 87 24 86 33 97 91 90,1
10 7-8 GamnoB 2 5 2 7 1 3 5 49
IKae
Armrap 5-6 0aoB 3 3 2 2 - - 5 4,95
Ha 1-5
MHH.
Yucno neteit ¢ achukcuen 5 13 4 14 1 3 10 9.9
IPU POKIACHUT
Bun TPYJIHOE 29 74 19 68 21 62 69 68,3
BCKapM- | CMEIIaHHOE 3 8 2 7 5 15 10 9,9
JIMBaHUA | UCKYCCTBEHHOE, 7 18 7 25 8 24 22 21,8
B T.4. CMECH Ha
OCHOBE H30JIATa
coeBoro Oenka 2 5 - - - - 2 2,0

Kak cnenyer u3 tabmuipl 86, oT mepBoi 6epemeHHOCTH poauiock 50 (49,5%)
neTei, oT moBTOpHBIX OepeMenHocter — 51 (50,5%) pebenok. 7 ceMmeiHbIX map (6,9 %)
cTpananu OecriogueM (MpHU KEeTaHUU UMETh PeOCHKa OepeMEHHOCTh HE HACTyIaja B
TeueHue 2 u 0oJiee JIeT), BIOCICACTBUN Y 6 W3 ATUX IMap POAWIMCH JACTH C TSHKEIION
dbopmoii ramakTozemMuu. B ogHOM ciydae OEpEeMEHHOCTh HACTyNMWJa B pe3yJbTaTe
OKCTPAKOPIOPATBLHOTO  OIJIOJIOTBOPCHUS, POJIWINCH JU3UTOTHBIC OJHM3HEIBI  CO
CPEIHETSIKEN0oN PopMOi TaTakTO3eMUH.

OcnoxxHeHHOEe TeueHue OEPEeMEHHOCTH B BHJIE YIPO3bl MPEPHIBAHUS, T€CTO30B

JIETKOM U cpeiHel cTeneHu TshkecTr Habmoaanoch y 38 (37,6%) sxkeHIuuH, u3 HUxX y 17
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(43,5%) wmarepeit namenToB noarpynmnsl A, y 10 (35,7%) - noarpynmns! 1IB, y 11
(32,4%) - moarpynms! [IC. TspkenbIX recTo30B OTMEUEHO HE OBLIO.

Bce netu poawnuch oHOIIEHHBIMU Ha 38 - 41 Henesne recraiuu, B pe3yJibTare
CaMOIPOU3BOJIBHBIX POJIOB HA CBET MOSIBUIOCH OOJBIIMHCTBO - 97 (96%) nerei, B
pe3ynbTaTe onepaTUBHBIX posioB — 4 (4%) peOeHka.

Onenka mo mkaie Anrap Ha 1-5 MHHYyTax >KM3HHM cocTaBisuia 8-9 GamioB y
oomprmmHCTBA AeTer - 91 (90,1%), npusHaku acukcuun jerkoi crernenu (7-8 GamioB)
oT™Mevauch y 5 (4,95%) HOBOPOKICHHBIX eTeH, acUKCUS CPEAHEN CTENIEHU TSKECTU
(5-6 6amnoB) -y 5 (4,95%) mnazneHiies.

Xapaxmep eckapmauganusi HOBOPOIHCOEHHbIX Oemell B TMOCTHATAIBHOM IEPUOJIE
ObLT paznuyHbIM: 69 (68,3%) MitasieHIIeB HAXOIUJINCh HAa TPYIHOM BCKapMJiuBaHuu, 10
(9,9%) nosydanu JOKOPM aJalTHPOBAHHBIMH CMECSMU (CMEIIAaHHOE BCKapMIIMBAHUE),
22 (21,8%) pebeHka HaxXOAWINCh Ha UICKYCCTBEHHOM BCKapMJIUBaHUU, U3 HUX 20 nereit
MOJIy4JaJld aJanTUPOBAHHBIE MOJIOYHBIE CMECH C JIAKTO30U , a 2 peOeHKa U3 CeMbU C
OTSTOICHHBIM ~aHAMHE30M MO TaJaKTO3eMUU C POXICHHUS BCKapMIIMBAIUCH
0€3J71aKTO3HON CMECHI0 Ha OCHOBE M30JISITa COEBOI0 OEJKa.

7.2. AHTponIOMeTpHYECKHE NMOKA3ATeJU 00JbHBIX ¢ rajakrodemuei I Tuna

JlaHHBIE aHTPONIOMETPUU HpU  POoJHCOeHUU, TIOTYyUYCHHBbIE U3 OOMEHHBIX,
aMOyNaTOPHBIX  KapT W/WIW  CTAllMOHAPHBIX HMCTOpPUM  OOJE3HW  MAalUEHTOB,
Mpe/ICTaBIICHbI B TabnuLe §8.

Tabmuua 88

Ioka3zarean ¢pusnueckoro pa3BuTus 00JbHbIX ¢ rajakrodemuei I Tuna
NPH POKIACHUH

[Toarpymmel
IIA 1B IIC
IToka3arenu n=139 n=28 n=34
M X Bcero M XK Bcero M XK Bcero
Pocr, M 51,7 51,4 51,4 52,4 51,3 51,5 50,9 51,1 52,1
cM G 1,96 1,07 1,7 1,72 1,94 1,76 1,89 1,67 1,36

Min 49 49 49 50 48 48 48 48 48
Max 54 53 54 54 53 54 54 54 54

Macca M 3520 | 3358 | 3397 | 3547 | 3393 | 3410 | 3207 | 3307 | 3450
Tena, T o 247 258 448 207 530 295 396 383 287
Min | 3000 | 2500 | 2500 | 3340 | 2580 | 2580 | 2800 | 2730 | 2730
Max | 3850 | 3730 | 3850 | 3850 | 4470 | 4470 | 4220 | 4100 | 4220
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yCTaHOBHCHO, qTo Yy JIETEN C raJlakTO3eMHUEN BCEX noarpymmn CpeaAHruC 3HAUYCHUA

aHTPOTNIOMETPUUECKUX  TOKa3aTenell  mpu  poXKACHHMH  ObUIM B Mpenesax
CPEIHEBO3PACTHBIX CTaHAAPTOB. AOCOJIIOTHBIE BEJIMYMHBI MACChl Tejla COCTaBIISLIU
34194422 r (konebanust 2520-4470 r), pocta - 51,5£2,0 cm (48-55 cm). Ilpu 3TOM B
noarpynme ITA mokasaTenu maccel Tejla U pocta uMmenu 3HadeHus 3397+448 r (2500-
3850 r) m 51,4%1,7 cM (49-54 cm); B moarpynme IIB - 34104+295 r (3000-3730 1) u
51,1£1,76 cm (48-54 cm), B moarpynme [IC - 34504287 r (2730-4220 r), 52,1+1,36 cm
(48-54 cM) COOTBETCTBEHHO. 3HAYMMBIX pa3JIMYUN MEXKAY [IaHHBIMU IOKA3aTEISIMU
BBISIBIIEHO He Obuto (KpuTepuit Kpackena Yomnuca, p=0,065).

Pacnpenenenne mnokasarened Z- scores maccel Tena, pocta u UMT mo
OTHOILIEHHIO K BO3pACTy Yy JETeil C rajgakTo3eMHeH NMpu POXKIECHUU IPEACTABIICHBI B
tabnuue 89.

Tabmuua 89

CpaBHuTeJIbHAS OLICHKA MOKa3aTeJeil Z-scores pu3nueckoro pa3surusi 00J1bHbBIX

¢ rajgakro3emmueii I Tuna npu poxkaeHun*

Z-scores HIDKE-2 ot -2 5o -1 ot -1 mo or+ 1m0 +2 | Bbme +2
SD SD +1 SD SD SD
O6mee uncio aeret rpynnsl [ (n=101)

Macca n 1 17 79 3 1

Tena/Bo3pacT % 1 16,8 78,2 3 1

Poct/Bo3pact n - - 94 4 3
% - - 93,1 3,9 3,0

NMT/Bo3pact n 2 20 78 1 -
% 2 19,8 77,2 1 -

O6mee yncio gerei noarpynnsl II A (n=39)

Macca n - - 38 1 -

Tena/Bo3pacT % - - 97 3 -
p' 0,000** - 0,002** 1,000 0,122

Poct/BO3pacr n - - 37 1 1
% - - 95 3 3
p' - g 0,205 0,335 1,000

NUMT/Bo3pact n - 2 37 - -
% - 5 94,8 - -
p' 0,122 0,001%* 0,001 % 0,122 -

Ob61ee uncno nereit noarpynmsl 11 B (n=28)

Macca n - 6 20 1 1

Temna/Bo3pacT % - 21 71 4 4
p° 0,247 0,425 0,764 1,000 0,122

Poct/Bo3pact n - - 25 2 1
% - - 89 7 4
p° - - 0,322 0,335 1,000

NMT/Bo3pact n 1 9 17 1 -
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% 4 32 61 4 -
p° 1,000 0,759 0,655 0,122
O6miee uncino nereit noarpynmsl 11 C (n=34)
Macca n 1 11 21 1 -
TeJa/BO3pacT % 3 32 62 3 -
p’ 0,247 0,000%* 0,002%* 1,000
Poct/BO3pacr n - - 32 1 1
% - - 94 3 3
p’ - - 1,000 1,000 1,000
NMT/Bo3pact n 1 9 24 - -
% 3 27 71 - -
p’ 0,247 0,003** 0,002** - -

*_ BBIJENICHHbIC KOJOHKM O0O3HAYAIOT CPEIHEBO3PACTHBIC MOKA3aTENH Z-SCOre, YPOBEHb 3HAUMMOCTH PaslIHuMii p'-
nokasareneii moarpymn IIA u IIB, p’- mokasateneii moxrpynn IIB u IIC, p’- mokasareneii moxrpymm IIA u IIC, **
3HAYEHUS CTATUCTUIECKH 3HAaUMMBI Ipu p<0,05.

Ilpu poowcoenuu, cormacHo ouenke Z - score UMT k Bo3pacTy, mokasarenu
(97%)

cpenHeBo3pacTHbIM, Y 1 (1%) pebenka oTmevanach n30bITOUHAs Macca Tena, y 2 (2%)

¢u3ndecKkoro  pasBuUTHS Yy  OOJBIIMHCTBA JeTeld  COOTBETCTBOBAJIU
MJIQJICHIIEB — MPU3HAKU HEJOCTATOYHOCTU MUTAHUSA, 00YCIOBOCHHON BHYTPUYTPOOHOU
runorpodueit. B uccrnenyempix nmoarpymnmax aerei ¢ ranakrozemuend Z - score UMT k
BO3pAcTy COOTBETCTBOBAJ CPEIHUM BEIMYMHAM Yy BCEX HOBOPOXKJIEHHBIX NoArpymisl 11
A,y 93% - noarpynnsl II B u 97% - noarpynnel IIC. NMenu mecto pa3nuuus B
pacnpeesieHnH ToKa3aTeled BHYTPU CPEIHEBO3pPACTHBIX: Tak B moarpynne IIA Bce
neTd ObulM ¢ Maccod Tena B mpegenax -1+2SD, uro Obulo 3HaYUMO OOJIBLIE IO
cpaBHenuto ¢ noarpymnmnamu [IB (p=0,002) u IIC (p=0,000) (xputepuit duimiepa
JIBYCTOPOHHHUI TOYHBIN).

Takum o00pa3oM, TMOTy4YEHHBIE JAHHBIE CBHJICTEILCTBYIOT O TOM, YTO B
HCCIEAYEMBIX TMOArpynnax JeTed C TajJaKTO3€MUEW BBIPAKEHHBIX PA3IUYNAN
nokasatesen (pU3nYecKoro pa3BUTHsI MPU POKIECHUU BBISIBIIEHO HE OBLIO.

Ilokazamenu @usuueckoeo pazeumusi neped HA3HAYEHUEM Ouemomepanuu
OLICHUBAJIM B CTallMOHAPE WK Ha aMOyJIaTOPHOM TMpUEME.

AHTPOTIOMETPUYECKHE MOKA3aTEIN OOJBHBIX C TaJaKTO3eMUEH B 3aBUCUMOCTH OT
TSOKECTH TE€UEHHUs 3a00JIeBaHUs TIEpe] Ha3HAYCHUEM JTUETOTEpaIluyd TPE/ICTABIICHBI B
tabnuie 90, craTucTUYecKas 3HAYMMOCTh DPa3jU4Mil IMoKazaTenel Z scores mnepen
Ha3HAYECHUEM JUETOTEepallid B NOATPYIIAX JAETed C TrajakTO3eMHEl OLEHUBAIU C

OMOIIIBIO KpuTepus Durepa (IByCTOPOHHUN TOYHBIM ).
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Taomuma 90

IToxa3aTenn (l)I/I3I/l‘IeCKOFO Pa3sBUTHUA Y 00JILHBIX ¢ rajakTo3emuei I Tuma nepea

Ha3HAYCHHEM ,HI/ICTOTepaHI/II/I*

Z-scores HIDKe-2 or -2 o -1 ot -1 mo or+1 pgo +2 BEIIIE +2
SD SD +1 SD SD SD
O6mmee uucio gereit rpynnsl II ( n=101)
Macca n 31 27 35 8 -
TeJa/Bo3pacT % 30,7 26,7 347 7.9 -
Poct/BO3pact n 3 58 36 4 -
% 3 57,4 35,6 4 -
HNMT/Bo3pact n 31 27 40 3 -
% 30,7 26,7 39,6 3 -
O6mee uncio gereii noarpynnsl II A (n=39)
Macca n 30 9 - - -
Tena/Bo3pact % 77 23 - - -
p' | 0,003%* 0,003
Poct/Bo3pact n 2 32 5 - -
% 5 82 13 - -
p' 0,378 0,378
HNMT/Bo3pact n 31 8 0 - -
% 80 21 0 - -
p | 0,000%* 0,008 0,122 -
Ob6mee uncno ngeteit noarpynmsl 11 B (n=28)
Macca n 1 8 13 6 -
Tena/Bo3pacT % 4 29 46 21 -
P 0,122 0,122 -
Poct/BO3pact n 1 12 13 2 -
% 4 43 46 7 -
P 0,122 0,122 -
NMT/Bo3pact n - 9 18 1 -
% - 32 64 4 -
p° - 0,748 0,748 -
O6uee yncino aereit noarpynmnsl 11 C (n=34)
Macca n - 10 22 2 -
Tena/Bo3pacT % - 30 65 6 -
p° | 0,000%* 0,000** -
Poct/Bo3pact n - 14 18 2 -
% - 41 53 6 -
p’ 0,061 0,061
NMT/Bo3pact n - 10 22 2 -
% - 29 65 6 -
p’ 0,000%* 0,023%* 0,031**

*_ BhIIENIEHHbIE KOJOHKH O0O03HAYAIOT CPEJHEBO3PACTHBIC MOKA3aTENH Z-SCOre, YPOBEHb 3HAUMMOCTH PAslIHuMii p'-
nokasareneii noarpymn IIA u IIB, p’- nokasateneii moxrpynn IIB u IIC, p’- mokasareneii moarpymm IIA u IIC, **
3HAa4YeHUs CTATUCTUYECKU 3Ha4uMBI ipu p<0,05.
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OneHka aHTPONOMETPUUECKUX AAHHBIX 00 Hauala ouemomepanuu TOKa3ana,

qTO:

6 nooepynne IIA cpeaHeBO3pacTHbIE MapaMeTpbl Z-SCore Macchl Tejla K BO3pPACTy
UMeH ToIabKO 9 (23%) GoJIbHBIX (3HAYMMO MEHBIIE MO CPABHEHHUIO C MOATPYMNION
IIB (p=0,003) u moarpymmoii IIC (p=0,000), y 6ombmmmacTBa 601BHBIX - 30 (77%)
neteil oH Obul Hike -2SD (3Haunmo Oosiblie MO cpaBHEHUIO ¢ nmoarpynnoit 1B
(p=0,003) u noarpynmo# 1IC (p=0,000)). Z-score pocta K BO3pacTy HaXOJuJCs B
npeaenax CpeHEBO3PACTHRIX BEIWYMH y MojaBiistonero oonbmuHcTBa 37 (95%)
MAIMEHTOB, Pa3JIMyusl HE 3HAYMMBI B cpaBHeHUU ¢ noarpynmnamu I[IB(p=0,378) u
IIC (p=0,061); nannsiii nokazarens ObuT HUXKE -2SD y 2 (8%) marueHToB (3HAYUMO
6oubiiie o cpaBHeHuto ¢ noarpynmnoit IIC, p=0,008); Z-score UMT k Bo3pacTy ObLI
B CPEAHEBO3PACTHBIX Mpenesiax TodbKo y 8 (21%) G0MbHBIX (3HAYMMO MEHBIIE IO
cpaBHenuto ¢ noarpymnmnoi IIB (p=0,008) u noarpynmnoit 11C (p=0,023), y 31 (80%)
OOJLHOTO ATOT MMOKa3aTesb ObUT HIKE -2SD (3HauMMO OOJBIIE IO CPABHEHMIO C
noarpynnamu [1B (p=0,000) u IIC (p=0,000);

6 nooepynne IIB cpelHEBO3pacTHbIE MapaMeTpbl Z-score Macchl Tejla K BO3PacCTy
uMeso OonbmUHCTBO - 27 (96%) nereit (3HAUMMO OOJIbIIIE IO CPaBHEHHUIO C
noarpynmoi ITA (p=0,003) u He 3HaunMO oTHOcUTensHO noAarpynmsl [IC (p=0,122);
JTaHHBIA TIOKa3aTenb OblT HUXke -2SD y 1 (4%) pebGeHka (3HaYMMO MEHBIIIE IO
cpaBHenuto ¢ noarpynmnoi IIA (p=0,003) u He 3HAYMMO OTHOCHUTENIBHO MOATPYIIIIBI
IIC (p=0,122); Z-score UMT x Bo3pacty ObUI B IIpejesiax HOpMbI Takxe y 27 (96%)
neteil (3Haummo Oousbliie 1Mo cpaBHeHuto ¢ noarpynmnoi A, (p=0,008) u He
3HaUUMO oTHocutensHo moarpymmbl [IC(p=0,748); sToT moka3arenb OBLT HUXKE -
2SD -y 1 (4%) nanueHnTa (pa3nuuusi He 3HAYMMbI B CpaBHEHUH ¢ noarpymnmnamu 1A
(p=0,378) u IIC (p=0,122); uzbbiTounas macca tena (Boimie +1SD) ormeuanacs y 1
(4%) pebenka, 4TO HE 3HAUUMO 10 cpaBHeHUIO ¢ nmoarpynnamu 1A (p=0,122) u [IC
(p=0,748);

6 nooepynne IIC Z-score wacchl Tela K Bo3pacTy ObUI B TIpenenax
CPEIHEBO3PACTHBIX BEJIMYMH y BCEX JeTed (3HauuMoO OOJblle MO CPaBHEHUIO C

noarpynmnoit ITA (p=0,003) u He 3HaUMMO OoTHOCcUTENbHO noAarpytisl [IB (p=0,122),
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Z-score pocta B npenenax +2SD umenu Bce ety (HEe 3HAYMMO IO CPaBHEHUIO C
noarpynnamu IIA (p=0,061) u IIB (p=0,122)), Z-score UMT x Bo3pacTy ObLT B
HopMe ¥ 32 (94%) (3HaunMo Godblie 1o cpaBHeHuto ¢ noarpymmnoit IIA (p=0,023) u
HE 3HauyMMO OTHocutenbHOo noarpynmnsl [IB (p=0,258), Beime +1SD y 2 (6%)
0OOJBHBIX, YTO CBUJIETEIBCTBOBAJIO 00 M30BLITOYHOM Macce M OBUIO 3HAYMMO OOJIbIIIE
no cpaBHeHuto ¢ mnoxarpymnmoit IIA (p=0,031) m He 3HAYUMO OTHOCHUTEIHHO
noarpynisl [IB (p=0,748).

Takum o00pa3om, OpU pOXKIACHUU Yy OOJIBHBIX ranakrozemueid [ Tuma He
OTMEYAJIOCh 3HAYMMBIX pa3IMUMi B TOKazarensx Quindeckoro paszputus. llepen
Ha3HayeHueM jAueTorepanuu y OonbiMHCTBA (80%) OOMBHBIX Ha (POHE TKEIBIX
KJIIMHAYECKUX CUMIITOMOB 3a0oJjieBaHMs ObUIM BBIABICHBI HU3KHM Z-score UMT k
BO3pACTY, YTO CBUIETEIBCTBOBAJIO O HEJOCTATOYHOCTH MUTaHUsA. COMaTOMETPUYECKUE
MOKa3aTeNd JIETe CO CPETHETSHKENIBIM UM JIETKUM TeYeHUEM 3a00JIeBaHUsI 3HAYUMO HE
OTJIMYAIIUCh OT CPEAHEBO3PACTHBIX CTAHIAPTOB.

dusnueckoe paszBuTue (MOKazaTenu Z-scores) OIEHHMBAIM Yy TMAIlUEHTOB C

¢Gone

ucnonv3zosasuielics He menee 12 MmecAyes. CraTtucTuueckass 3HAYMMOCTh pa3n1/1q1/n71

rajakTo3eMuenl  Ha 0e31aKmo3HoU/0e32a1aKmO3HOU  Ouemomepanuu,

nokasatesen Z scores y JeTel C rajlakTo3eMueld B UCCIEyEeMbIX MOArpynnax Ha (oHe

[OJy4aeMOW  JIMETOTEpPAlMM  OLIEHHMBAJach C NOMOLIBKD KpuTepusa Duiuepa

(AByCTOpOHHUI TOYHBIN) (Tab. 91).

Ta0muma 91

IMoxka3zaresn pu3nueckoro pasBuTHA y 00JBHBIX ¢ KJIACCHYECKOM rajakTo3eMueu
Ha GoHe 0e371aKTO3HO0I/0e3raJIaKTO3HOM INeTOTePANINU

Z-scores Hwxe -2 or-210-1 |or-1g0 +1 | or+1 10 +2 | BbIIIE +2
SD SD SD SD SD
O6mee uncio gerei rpynmnsl I (n=101)
Macca n 4 43 46 8 -
Tena/Bo3pacT % 3,96 43,6 45,5 7,9 -
Poct/Bo3pact n 4 50 43 4 -
% 3,96 49,5 42,6 3,96 -
NMT/Bo3pact n 4 48 45 4 -
% 3,96 47,5 44,6 3,96 -
O6miee uncio gereit moarpymnmsl II A (n=39)
Macca n 3 21 13 2 -
Tea/Bo3pacT % 7,7 53,8 33,3 5,1 -
P' 0,378 0,378
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Poct/BOo3pact n 4 25 9 1
% 10,3 64,1 23,1 2,6
P' 0,002 0,002

HNMT/Bo3pact n 3 25 9 2
% 7,7 64,1 23,1 5,1
p' 0,378 0,075 0,061

O6mee yncno aereit noarpynmsl 11 B (n=28)

Macca n 1 11 13 9

TeJa/BO3pacT % 3,6 39,3 46,4 10,7
P’ 0,122 1,000

Poct/Bo3pact n - 13 14 1 -
% - 46,4 50 3,6 -
P’ 1,000

HNMT/Bo3pact n 1 12 15 - -
% 3,6 42,8 53,6 - -
p’ 0,122 0,748 0,031*

O61uee uncno nereit noarpynmsl 11 C (n=34)

Macca n - 11 20 3 -

Tena/Bo3pact % - 32,4 58,8 8,8 -
P’ | 0,008* 0,008*

Poct/BO3pacr n - 12 20 2 -
% - 35,3 58,8 5,9 -
P’ | 0,002* 0,002*

HNMT/Bo3pact n - 11 21 2 -
% - 32,3 61,8 5,9 -
p’ 0,008* 0,228 1,000

*- BbIJICJICHHBIE KOJIOHKH 0003HAYalOT CPEeJHEBO3PACTHBIE MMOKA3aTeNld Z-SCOore, )KUPHBIM IIPUPTOM OTMEUEHBI 3HAYCHUSI
p<0,05.'- pazmuums mexay mogrpymmamu ITA u [IB - pasmimuns mexay noarpymmamu 1B u IIC - pasmuums mexmy
noxarpynmnamu [IA u I1IC

AHanu3 napaMeTpoB (PU3UYECKOTO pa3BUTUS HA @QOHE UCNOIb30BAHUS]
beznakmo3sHoti/bezeanaxkmosnou ouemst B noarpynnax IIA u 1B, u nponomkenus
BCKapMJIUBaHUSI TPYIHBIM MOJIOKOM W/WIU  QJalNTHPOBAHHBIMU CMECSMU B
noarpynne [IC noka3zai, 4ro:

— 6 nooepynne IIA yucno neTell co CPeOHEBO3PACTHBIM 3HAUYEHUEM Z-SCOTe MaCChl
TeJa K Bo3pacTy 3HauuMo yBennumioch (p=0,049) u coctaBuio 36 (92,3%) nerei,
YTO HE HMMEJIO pa3nuuil mo cpaBHeHuto ¢ noarpynmnoiut IIB (p=0,378), Ho ObuIO
3HauuMoO MeHblne npotuB noarpymnmel [IC (p=0,008). Jlanuslii noka3arenb
octaBaisica Huxe -2SD y 3 (7,7%) nauueHToB, 4TO TakKe HE MMEJIO Pa3iMuuil 1o
cpaBHeHuto ¢ noarpynmnoit IIB (p=0,378), HO ObLI0 3HAYUMO OOJBIIE TPOTHUB
noarpynmbel  [IC  (p=0,008). Z-score pocrta Kk Bo3pacTy ObUT B Tpeaenax

cpenHeBo3pacTHbIX 3HaueHuin y 35 (89,7%) mereil, 4yTo OBLIO 3HAYUMO MEHbIIIE

npotuB noarpyti 1B (p=0,002) u IIC (p=0,002); Z-score poct/Bo3pact Hixe -2SD
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umen mecto y 4 (10,3%) GonbHBIX, YTO 3HAYMMO OoJibilie mpotuB noarpynn I1B
(p=0,002) u IIC(p=0,002). Z-score UMT/Bo3pacT ObIT B mpenenax HOPMAaIbHBIX
BenuurH y 34 (87,2%) neteil, 3HAUUMBIX pa3IUYHil HE BBISIBJICHO [0 CPABHEHHMIO C
noarpynmnamu 1B (p=0,075) u 1IC (p=0,228); uuxe -2SD -y 3 (7,7%) OonbHBIX,
YTO HE MMEJNO0 pa3inuuuii mo cpaBHeHuto ¢ noarpynmnoit IIB, (p=0,378), Ho ObLIO
3HauuMo Oodpiie npotuB noarpynnsl [IC (p=0,008), mpeBbiman AOMyCTUMYIO
rpanuny +1SD y 2 (5,1%) nanueHToB, 3HAYMMBIX DPa3jiM4dil HE BBISBICHO C
noarpynmamu I1B (p=0,061) u IIC (p=1,000);

— 6 nooepynne IIB Z-score wMacchl Teida K Bo3pacty ObUl B Ipenenax
CPEIHEBO3PACTHBIX BEJMYMH y OosbmMHCTBA - 27 (96,4%) nereil, 3HaYUMBIX
pazimuuuii ¢ noarpynmamu IIA (p=0,378) u IIC (p=1,000) He ObLIO; MOKa3aTEb
Huxe -2SD umen mecto y 1 (3,6%) pebeHka, 3HAUUMBIX Pa3IUYUil HE BBISBICHO C
noarpynnamu  ITA (p=0,378) u 1IC (p=0,122). Cpenanue 3HaueHUs Z-score
pOCT/BO3pacT MMEJIM BCE NAIMEHTHI, YTO 3HAYMMO OOJbIIE IO CPABHEHUIO C
noarpynmoi ITA (p=0,002) u e 3HaunMo otHOocutenbHO noarpynisl [IC (p=1,000).
CpenneBo3pactHblie 3HaueHus1 Z-score UMT/Bo3pact Oblu otMeueHsl y 27 (96,4%)
MAIMEeHTOB, 3HAYMMBIX pa3Inyuil He BbIsiBIIeHO ¢ oarpymnmnamu 1A (p=0,378) u 11C
(p=0,122), nannsiii nokazatenb ObUT HIKE -2SD - y 1 (3,6%) pebeHka, 3HaUNMbIX
paznuuuii He BeisiBiIeHO ¢ noarpynmnamu [IA (p=0,075) u I1IC (p=0,748);

— 6 nooepynne IIC Bce neTH UMENHM CPEIHEBO3PACTHBIE IOKa3aTelau Z-SCOre MacChl
TeJa K BO3pacTy, 3HAYMMO OoJibiie 1o cpaBHeHuto ¢ noarpymnmnoit IIA (p=0,008), ¢
noarpynmnoi [1B paznuumii He BeisiBieHo (p=0,122), takxke 100% nairieHTOB UMenu
Z-score pocT/Bo3pact B npenenax £2SD, 9To OblI0 3HAYMMO OO0JIBIIE IO CPAaBHEHUIO
¢ mnoarpymmoit IIA (p=0,002). Z-score HNMT/Bozpact ObLT B mpenenax
CpenHeBO3pacTHhIX 3HaueHudt y 32 (94,1%) nmereir, yTo HE OBUIO 3HAYMMO C
noarpymnmamu 1A (p=0,228) u IIB (p=0,748), nannsrit nokazarens ObUT BhImIe +1SD
y 2 (5,9%) O0onpHBIX, IpH OTCYTCTBMM 3HAUMMBIX pasznuuuil ¢ noarpynmoit I1A
(p=1,000) u 3Ha9MMO OoJIBIIIE TTO cpaBHEHMIO ¢ Toarpymnmoi [IB (p=0,031).

BblisiBIeHO, 4TO TMOcie Ha3HaueHues JueroTapnuu B noarpymme [IA dwucno

OOJIBHBIX CO CpPEAHEBO3PACTHBIMU MOKazaTensiMu Z-score MMT/Bo3pact 3HauMMo
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yBenuuuiaochk (p=0,000) ¥ COOTBETCTBEHHO 3HAYMMJ IIMEHBIIWJIOCH SUCIO JeTed ¢
HU3KUM TToKazatenem Z-score UMT/Bospact (p=0,000).

HenocraroyHocTh nuTanus JIeTKOM cTeneHu coxpansiack y 3 (7,7%) 601abHBIX U3
noarpynmsl I[TA u Obuta ormeuena y 1 (3,6%) pebenka noarpynnsl [IB BcneacTBue
CHIDKEHHOTO ammeTtuTa. Ha done quetorepanuu HM3KUN MOKas3aTenb Z-SCOre pocra K
Bo3pacty otmeueH y 4 (10,3%) 6onbHbIx oarpynms 11A.

Taxkum oOpazom, cieactBueM auddepeHIUPOBAHHOTO MOAXOAA K Ha3HAYCHUIO
0€3J1aKTO3HOI/0e3ralakTO3HOM AUETHI CTana MOJOKUTEIbHAs JUHAMHKA (PU3UIECKOTO
Pa3BUTHS IETEH C raJlaKTO3EeMUEH.

7.3. KIMHUKO - IMAarHOCTHYECKHUE MOKAa3aTeJH M CONMYTCTBYIOIIAS COMATHYECKAasi
NaToJI0rudA y 00JbHBIX € rajakrosemueii I Tuma

Y o6onpmuHcTBa (72,2%) TaNMEHTOB ¢ TallakTO3eMHUEeH OBLINM  BBISBIICHBI

XapaKTepHbIE KIMHUYECKUE MPOSBICHUS 3a00JIeBaHUsA, OOYCIOBICHHBIC MOPAKECHUEM

IICYCHU U APYIUX OPraHOB, d TAKIKC COIIYTCTBYIOIIAsA COMATHYCCKaAs IIaTOJIOIM:A (Ta6J'I.

87).

Tabmmma 87

CoMaTnueckas aToJorus y 00JILHBIX IraJIaKTO3eMHUeH A0 HAYaAJIAa JTUHETOTEPaAIIuHA

MIOATPYTIIBI Bcero n=101
ITokazarenu ITIA n=39 IIB n=28 IIC n=34

n | % n | % n | % n | %
Knunnueckue nposiBiieHns rajlakrozemuu [ tumna
I'ematomeranus 39 100 19 68 15 44 73 72,2
CpriruBanusi, ppoTa 39 100 3 11 3 9 45 44,6
AHOpekcus 37 95 1 4 - - 38 37,6
CrureHoMeraus 34 87 3 11 - - 37 36,6
Kenrtyxa 28 72 6 21 - - 34 33,7
HenocraTounocts 31 80 1 4 - - 32 31,6
MMATAHUS
AHeMHuecKHi 10 26 - - - - 10 9.9
CHUHJIPOM
I'emopparnueckuit 9 23 - - - - 9 8,9
CUHJIPOM,
Acrut 8 21 - - - - 8 7,9
Karapaxra 6 15 - - - - 6 5,9
Anrnonarus 1 3 1 4 - - 2 2,0
CETYATKH
ComnyTcTBYyonme 3a00JIeBaHUs

Mamsieamomamun | 27 | 69 | 5 | 18 | 2 | 8 | 34 | 337
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pa3BUTHSA cepJia

Juckunesus 4 11 3 11 5 15 12 11,9
YKEITYHBIX MyTeH

WNudexnus MoueBbIX 3 8 4 14 - - 7 6,9
nmyTen

Hedpomeranus 3 8 3 11 1 3 7 6,9
Kuieunsie 6 15 - - - - 6 5,9
nHpeKun

I1y3b1pHO- - - 2 7 - - 2 2,0
MOYETOYHUKOBBIH

peduokc (ITMP)

I'emanTHOMBI 1 3 1 4 - - 2,0
JunarauroHHas - - 1 4 - - 1 1,0
KapAHMOMHUONATUS

Kucra cenme3zenku - - 1 4 - - 1 1,0
ITunopocrenos 1 3 - - - - 1 1,0
bonesnp XKunbbepa 1 3 - - - - 1 1,0

Kak cnenyer u3 tabnuibl 87 xapaKTepHBIMU JJisi OOJIBIIMHCTBA OOJIBHBIX OBLIN
renatomeranus (72,2%), cpeiruBaHusl U yrnopHbie pBOTHI (44,6%), a TakxKe aHOPEKCHS
(37,6%), cnnenomeranus (36,6%), sxenryxa (33,7%), HEIOCTATOYHOCTh MHUTAHUS
(31,6%), anemus (25,6%), remopparudeckuii cuaapom (8,9%), katapakra (5,9%).

BaxxHO OTMETHTBH, YTO yKa3aHHBIE CHMMTOMBI OBUIM C€JA00 BBIPAXKEHBI HIIU
OTCYTCTBOBAJIM TpPH JIETKOM (PopMe rajakTo3eMUU, HO BBISBISUIUCH Y OOJIBIIMHCTBA
MAlMEHTOB C TSDKEIbIM TeueHueM 3abosieBaHus. [Ipu3Haku BpOXKICHHOW KaTapaKThbl
OblTM OOHapyKeHbl ToJbko y 6 nereit moarpymmbl IIA (5,9% ot obmero uwucna
OOJIbHBIX ), HE MOMABIIUX B TPOTPaMMy HEOHATAJIbHOTO CKPUHUHTA.

Knunuueckuti npumep Ne2. Tlanment 3.K. MOCTYNMJI B TSKEJIOM COCTOSIHUU B
Bo3pacte 1 Mec 20 pgHel, HEOHATaJIbHBIM CKPUHHUHI He mpoBoawicd. Jluarnos
«TaJlaKTO3eMHUs» OBLI 3aMoJI03pEH B CBSI3M C BPOXKIACHHOW KAaTapakTONW W TSKEJIBIM
COCTOSIHUEM peOeHKa. YUUThIBash MPOBEACHHE WHTCHCHUBHOW Teparuu, OMNpenecHue
COJICp)KaHMSl TaJaKTO3bl B KPOBM U AaKTUBHOCTH (¢depMeHTa rajakto3o 1
dbocharypununtpancdepassl (I'-1-OVT) nve mpoBommnock. J[naruHo3 moaATBEp>KIEH B
BO3pacTe 3-X MECAIEB MOJICKYJISIPHO TeHeTHdeckuM wmeroioMm (myrtauus K285N B
TOMO3UTOTHOM  COCTOSIHMM). BHemHud Bua OOJBHOTO € TsOKENOW  (opMoit
rajnakrosemuu | Tuna M JBYCTOPOHHEW BPOKJIECHHOW KaTapakKTOW IPEIACTABIICHBI Ha

pucynkax 60-61.
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Pucynox 60 O6muii Bua OOJBHOTO ¢ KJIACCMYECKON TaJlaKTO3eMHUEH 0 Ha3HAYCHUS AUCTOTCPAIUU:
renaToCIUICHOMETalIusl, MOPTAJIbHAS TUIIEPTEH3HS, ACHUT (CKPUHUHT HE MPOBOIUIICS).

Pucynox 61 JIByCTOpOHHSS KaTapakTa y peOeHKa C KJIACCHYECKOW TrajaKkTO3eMHEH, BBISIBJICHHAS B
Bo3pacte 1 mec 20 qHEH 10 Ha3HAUEHUS AUETOTEpaNuu (CKPUHUHT HE TPOBOIMIICS).

N3 comyTCcTBYyIOIIEH MaTOIOTHN HAUOOJIEe YacTO BCTPEUAIUCH Majlble aHOMAJIHH
pasButus cepana (33,7%), auckunesus xemuHbix myten (11,9%), napexnnn Mo4eBbIX

nyreid u Heppomeranus (mo 6,9%), xumeuynsie uHbekuuu (5,9%), mny3bIpHO-
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MOYETOYHUKOBBIN peduroke (2%), AunaTaliMoHHAs KapIUOMUONATHs, KUCTA CEJIE3CHKH,
MAJIOPOCTEHO3, O0Je3Hb XKunbbepa - o 1% ciyyaes.

llosvluenue yposns canakmossl B KpoBU y 93 (92%) neteil ObLIO BBISIBICHO IO
JAHHBIM HEOHATAJLHOTO CKPUHUHTA.

VY CTaHOBIIEHO, YTO 10 MOJY4YEHUS PE3YyIbTATOB HEOHATAIIBHOTO CKPUHHUHTa 33
(32,7%) pebeHka B CBA3M C PE3KUM YXYJIIEHUEM COCTOSHUSI 3J0POBbSI ObLIM
FOCHUTAJIM3UPOBAHBl B  OTHAEJIICHUS HMHTCHCUBHOW TEpanmud WM peaHuMaluu
HOBOpOXAEHHBIX. [Ipn 3TOM BO3pacT neredl BapbUpoBal OT 5 10 14 CyTOK XU3HH,
coctaBuB B cpeaHeM 6,7+1,7 cytok. Cpoku OINOBEMICHUS MEAUIMHCKOrO IepcoHasa
JETCKUX MOJUKIMHUK MO0 MECTY >KUTEIhCTBA OOJIbHBIX JETEH, a TAK)KEe UX POJUTENCH O
MOJIOKUTENIBHBIX ~ PE3yJIbTaTaX HEOHATAIBHOTO CKPUHHUHIA Ha TaJaKTO3EMHIO
COCTaBJIsUIM B cpeaHeM 1242.5 cytok (oT 5 1o 21 nHeit).

VYV 8 (8%) manueHTOB, HE MPOLIEAIINX MAaCCOBOE€ TECTUPOBAHME, TUArHO3 ObLI
3al0/IO3pEH HA OCHOBAaHWHM KIMHUYECKUX CHUMIITOMOB, Pa3BUBIIUXCA MOCIE
BCKapMJIMBaHUSI TPYAHBIM MOJIOKOM WM aJalTUPOBAHHBIMU cMmeciaMu. Cpoku
YCTAHOBJICHHS JUAarHO3a B 3TOM cllydae KoJjie0amuch oT 23 qHel 10 2 MeCsIEeB )XU3HU U
B cpeaHeM cocTtaBisuid 36,4+4.2 nHsa. BrociaenacTBuu y BceX OOIBHBIX TajlaKTO3EMUS
Oblj1a MOATBEPK/ACHA MYyTEM BBISBICHUS CHU)KEHHOW akTUBHOCTH (pepmenta GALT u
METOJ0OM MOJIEKYJISIPHON ITHArHOCTUKHU.

Bo Bcex cityyasix B3ATHE KPOBH JJIsl TOATBEPKAAIOIIEH TUarHOCTUKHU MTPOBOAMIICS
ciycTs 3-4 Henenu nociae nHPY3nOHHBIX MPOLETYD.

Onenky 3HA4eHW TOTAIBHOW TajakToO3bl B 00Opasliax KpOBH, MOJYYEHHBIX B
pe3yJbTaTe HEOHATAJbHOTO CKPUHUHTA, MPOBOJUIM B 3aBUCUMOCTH OT CTEICHH
BBIPOKEHHOCTH KIIMHUYECKUX TIPOSBICHUN U TSHKECTH TEUCHHS 3a00JIeBaHUSI.

VYV 29 (74%) nerteit monrpynmnsl [IA cpenHuil ypoBeHb TOTAJIBbHOW TajlakKTO3bl B
KpoBH cocTaBiisin 68,7+14,5 mr%. JIa cubca U3 OAHOM CEMBH C OTSTOIICHHBIM
aHAMHE30M C POXKICHHS BCKaPMIIMBAIMCH CMEChIO HA OCHOBE M30JI5ITa COEBOTO OeKa U
uMeNu 0oJiee HU3KHUM ypoBeHb ranakTossl (8,0 u 7,3 Mr% coOTBETCTBEHHO), OJIHAKO, U
STU YPOBHM TaJaKTO3bl OBbLUIM BBINIE JOMYCTHUMBIX 3HAYEHUN OTpEe3HOM JMHUU («cut

off»), ycTaHOBIIEHHOM [/ IEPBOTO 3Tana CKPUHUHTA.
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C noMoupr0 1ucepcuoHHOTo aHanu3a Kpackena Yosnmuca u MEQUaHHOTO TeCTa
YCTAHOBJICHbl 3HAUYUMbBIC PA3JIMUUMN HUCXOJHBIX 3HAYCHHM TOTAJIbHOM TrallaKTO3bl B
uccaenyemeix noxarpymnmnax (p=0,000). VY mamuentoB mnoarpymnmbsl IIA  ypoBeHb
TOTaJbLHOM TajaKTO3bl B KPOBU cocTaBsil 68,7+14,5 Mr%, 4ro ObUI0 3HAYUMO BHIIIE 110
cpaBHeHMIO ¢ nanueHtamu noarpynmn IIB - 15,0+£2,54 mr% (p=0,000) u 1IC - 10,3+1,21
Mr% (p=0,000). ¥V mnamuentoB noarpynmsl [IC comepikaHue TOTaTbHON TalaKTO3bI
kpoBH Obuto 3HauuMmo Hmke (p=0,000) mo cpaBHeHuto ¢ OonbHbIMH TmoArpymnmsl 1B
(Tabm. 92).

Tabnuna 92

Couepmaﬂue TOTAJILHOM rajlakTo3bl B KpOoBH 00JILHBIX JIeTell M0 JaHHbIM
HECOHATAJbHOI'0 CKPUHHHI'A

YpoBeHb TOTANBHOM ralakTo3bI (Mr%)
B IOJIrpyNnax Bcero p*
1A 1B IIC n=93
n=29 n=27 n=34
M 68,7 15,0 10,3 31,5 0,000'
c 14,5 2,54 1,21 27,3 0,000
Min 35 9,9 8,9 7.3 0,000’
Max 90 23,1 13,5 90

*_ 3gauenus p ( kpuTepuii ManHa Yurtan) Mexay noarpymmamu - IIA 1IB, *- 1IB IIC, *-IIA IIC, xupHbIM
mpudToM BeIeneHb! p< 0,05.

C uenpl0 MOATBEPXKICHMSI JIMAarHO3a «KJIACCHUYECKas TalaKTO3EMUS»UITU
«KJIMHUYECKUE BapUaHThl TaJlaKTO3€MHHW» B CBIBOPOTKE KpPOBH BCEX IALUEHTOB
ONMpENeNsUIM aKTUBHOCTh (epMeHTa ranakto3o-1-hochaypununrpancdepassr (I'-1-
DOVT), uTo ABIAETCSA «30JI0THIM CTAHJAAPTOMY» JUATHOCTHUKM Tajakto3demuu | tuna [18,
218] a taxxe nmpoBoawm JJHK nuarHoctuky. AxktuBHOCTh ['-1-OVYT paccunteiBaiv B
MPOLIEHTAX OT CPEAHEro apupMeTUYecKoro pe)epeHCHOro 3HaYeHus1, TAKOBBIM CUUTAIIN
8,8 En/r Hb (pedepencunie 3nauenus 4,40-15,00 E/r Hb).

Kak cnenyer u3 tabnuipl 93, cHukeHne akTUBHOCTH pepmenta ['-1-OYT menee
10% oT HOpMaNbHBIX BEIMYMH ObLIO BBISBICHO Yy 92% nereit moarpymnmsl I1A, Bbime
10%, HO MeHee 25% cpemHelt HOPMAbHOW AKTUBHOCTU - Y 8% OOJBHBIX JaHHOMN
noarpynmnsl. Y 36% 6onbubix noarpymisl [IB aktusHocts [-1-OVYT cocrasmnsiia ot 10
10 25% ot HopMBI, Y 64% OonbHbIX Oblia BbiIe 25%, B moarpynne IIC Bce manueHThI

umenu akTUBHOCTD [-1-OVT Boite 25% oT cpennux pedepeHCHbIX 3HAaUSHH.
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Taomuma 93

IToka3aTesim aKTUBHOCTH (pepMeHTA ranakrTo3o-1-pochaypuaniarpancdepasnol u pedyiabtarbl JHK 1HArHOCTHKH Yy AeTel

¢ raadakrozemuei I Tuna

IToarpymnmsl Bcero
[TokazaTenu ITA (n=39) IIB (n=28) IIC (n=34) n= 101
n % n % n % n %
AKTHBHOCTE <10% 36 92 - - - - 36 35,
r-1dYT 6
(% ot cpenmx 10-25% 3 8 10 36 ; . 13 12,9
pedepeHCHBIX
3HAYCHHM )
>25% - - 18 64 34 100,0 52 51,5
I'enorumn (vacteie | QI88R/QI8SR 24 62 - - - - 24 23,8
MyTaluu K285N/K285N 4 10 - - - - 4 4
Q188R,K285, Q188R/N314D 8 19 68 - - 22 21,8
IOIUMOP(hHU3M K285N/N314D _ _ 7 25 - R 7 6.9
N314D, pekue [ "M/ N314D - - 2 7 14 41 14 13,9
MyTaruu —M, QI88R/M 6 15 - - - - 6 5,9
OTCYTCTBHE MM 5 3 ) : : > >
MyTtanuu - N). QISSR/ N B} B} : ; 4 12 6 5.9
N314D/N314D _ _ _ 16 47 16 15.8
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B noarpynne IIA maxopusie Mytanuu QI88R u K285N B roMo3urotHom
coctostHUM ObutH 0OHapyskeHbl Y 62% u 10% OO0NBbHBIX COOTBETCTBEHHO, Y 5% neteil
BBISIBJICHBI OOJiee peIKUe MyTalldd B TOMO3UTOTHOM COCTOSHMM, 15% manueHToB
SBJISUIUCH KOMITAYHJ] T€T€PO3UTOTaAMHU 10 OJIHOM M3 Ma)KOPHBIX W OJHOM OoJiee peaKon
mytaiuu, y 8% gereil ganHoi mnoarpynnel Mmytamus QI88R - coueranmace ¢
nosmmmopduzmom Jlyapre (N314D).

B noarpymme IIB y 6onbmmncTBa (92%) GOMBHBIX BBISBICHO COYETAHUE OJTHOM
3 MaxxopHbiX myTtarui Q188R mmu K285N ¢ momumopduzmom N314D (68% u 25%
COOTBETCTBEHHO), Y 7 % Jneredl oTMeuaroch codeTaHwe Oojee peIKUX MyTaluid ¢
nonumopguzmom [yapre.

Y  41% namuentoB mnoarpynnsl  [IC  ObuIO  yCTaHOBIEHO — KOMMAyH]T
reTepO3UrOTHOE COCTOSIHME peaKkodl Myrtauuu U nonumopdusma [yapre, y 47% -
TOMO3UTOTHOE cocTosiHMe mnonumopdusma [yapre, y 11% - rerepo3urotoe
HOCUTENBCTBO MaxopHOU MyTanuu Q188R.

Takum o00Opa3oM, yCTaHOBJIIEHO, YTO Yy BCEX JETed C TSKENbIM TEUYEHUEM
3a0oneBaHusi (KJIaccuuecKas TalaKTO3€MHUs) AaKTUBHOCTh (pepMeHTa Trajiakro3o-I-
dbochaypununtpanchepaspl Oblla pe3KO CHIKEHa W cocraBisuia meHee 10% ot
HOpPMAaTUBHBIX TOoKa3zaTesned, mo nganHbiM JIHK nuarnHoctuku y OonbIIMHCTBA JeTei
OblTu  BbIsIBIIEHB MaxxopHble MyTaruu QI188R um K285N B romo3urorHom umam
KOMITAYHAT€TEPO3UTOTHOM COCTOSIHUM JPYT C APYTrOM WM O0jiee peIKUMU MyTalUsiMH,
8% nereit wmmenu reHotun QI88R/ N314D. Ilpu KIMHUYECKHX BapuaHTax
rajakrozeMun | Tuma, TakMx Kak cpeaHeTsbKenble (Gopmbl 3a00JI€BaHUSA, aKTUBHOCTh
¢depmenta GALT 6bina B ipenenax 10-25% mo cpaBHEHHIO cO cpeHUM pedepeHCHbIM
3HAYEHHEM, MaXOPHBIE MYTALMM BCTPEYAINCHh TOJIBKO B KOMIAYH]I I'€T€PO3UTOTHOM
COCTOSIHUM ¢ mnonuMopdusMoMm Jlyapre, NOpu JIETKOM TEYEHUU TaJaKTO3EeMHUH
aktuBHOCTh (epmenta GALT cocraBnsana Oonee 25% oOT cpeaHEHOPMaIbHBIX
3HaueHuii, B reHe GALT oOnapyxuBamuch wMaxopHas wytamus QI188R B
reTepO3UrOTHOM COCTOSIHUU, MoJuMopdu3M JlyapTe B rOMO3UTOTHOM COCTOSIHUM WJIM B

KOMIIaAYHATCTCPO3UTOTHOM COCTOAHUHU C PCAKHMMH MYTAallUsIMMU.
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Ha MomeHT mnepBuYHOro oOpalleHus 3a MEIUIMHCKOW MOMOIIbIO YpPOBEHb
depmentoB ACT, AJIT u comepxanue OmiMpyOuMHA B CHIBOPOTKE KPOBH y OOJIBHBIX
noarpynisl [IA ObuIM 3HaUMMO BhINIE IO cpaBHEeHUIO ¢ AeThMu noiarpynm [IB u IIC
(p=0,000), npu 3Tom ypoBeHb ACT u AJIT Obu1 Bhille pedepeHCHBIX 3HAUCHUN Y AeTel
obeux moarpymi, y 45% nereit noarpynnsl 1IC nmokazaTenu UUTONN3a HAXOAUIUCH Ha
BEpPXHEU rpaHuIle HOPMbI HJIM HE3HAYUTENBLHO €€ MpeBblanu (Tadi. 94).

Habmronenue 3a 1eThbMH U KOHTPOJIb COEpX)aHus (PepMEHTOB NMEYEHH MOKa3aH,
4TO Ha (oHE 0E3IaKTO3HOI/0e3ranakTO3HOM AUETHI y BCeX JAeTel 3HAUCHHUs YKa3aHHBIX

OMOXUMUYECKUX [MapaMCTpOB HAXOJHUIIUCH B IIPCACIaxX pe(bepeHCHBIX 3HAUCHUM.
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TaOnuma 94

YpoBeHb TPaHCAMUHA3 NEYEHH U 0011ero OMJanpyOorHa y NauMeHTOoB ¢ rajakro3emueii I Tuna 1o HazHayeHnusi M yepes 6
MecsinieB HAa (oHe TUeTOTEepaANNu

[Tokazarenu [Toarpyniibl
(M=o ITA n=39 IIB n=28 IIC n=34 Pedepencurie
Min-max) JI0 JTUETHI Ha JUCTC JI0 JTUCTHI Ha JINCTE JIO JTNCTHI Ha JHETE 3HAYCHUS
YpoBeHb 00111eT0
OmnMpyOrHa 163+126 12,1+3,1 25,8+2.5 9,743,2 16,7+2,1 8,3+1,7 3-20
(MMOJTB/IT) 38-600 7,4-20,3 22-30 4-15 8-22 7-9
p* 0,000 0,000 0,000
Yposenb AJIT 182,5+£35,5 16,3+3,17 40,1+£19,2 174£5,9 24,8+7.8 13,8+4.4 <40
(E/m) 140-270 10-20 38-68 12-25 18-48 11-24
p* 0,000 0,000 0,000
Yposenp ACT 191,3+35,9 15,1+£3,5 105+14 14,1+2,1 28,9+14,6 9,3+1,7 <42
(E/m) 160-200 8-20 78-130 11-15 17-53 6,7-13
p* 0,000 0,000 0,000

*- ypOBEHb 3HAYMMOCTH PA3NMUMi 0 U Ha (poHe OE€3/1aKTO3HOI/Oe3rajlaKTO3HOM JAMETHl, KUPHBIM MIPU(TOM BbIIECICHBI
3HaueHus p<0,05 (kputepuil YUIKOKCOHA).
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I'naa 8. HEPBHO-IICUXNYECKOE PA3SBUTHUE BOJIBHBIX
TAJAKTO3EMMEMN 1 THITA
8.1. IlepunarajgbHasi MATOJIOTHST UEHTPAJbHON HEPBHOW CHCTEMbI Y 0O0JBHBIX
rajakrosemuei I runa

Ananu3 nepuanatanbHoi natosorud [THC y OosbHBIX ranakTto3eMuen Mnokasal,
gyto 10 (9,9%) nereitl poauiuch ¢ npu3HaKaMu 1iepedpanbHol uiemun, u3 HuX 5(50%)
MianeHueB u3 noarpynmsl ITA (Tsokenmoe Teuenuwe 3aboneBanusi), 4 (40%) — wus
noarpynnsl [IB (cpennetsikenoe teuenue 3abonesanus), 1 (10%) — u3 moarpymmsr [IC
(MamocUMNTOMHOE ~ TeueHue  3abozneBaHus).  KiouHMueckas  CHMITOMATHKA
nepuHatanbHoro  nopaxenuss  [[HC  xapakrepu3oBanach y  OOJBLIIMHCTBA
HOBOpOXAeHHBIX aeTeil (8 - 80%) cunapomom yrHeteHus, y 2 (20%) muaaeHIeB
oTMmeuancsi cuaapoM Bo30yxaenus [THC.

VY CTaHOBJIEHO, YTO B MCCIENYEMBIX MOATPYyNNax OOJBbHBIX JAETEH OTCYTCTBOBAIH
3HAYMMBIE Pa3JIM4YMs B YKCIIEC MALMEHTOB ¢ NepuHaTtaibHoi natosoruei LIIHC, ypoBeHb
3HAYUMOCTU pa3nuuuili (p) 4YacTOThl YyKa3aHHOW MATOJOTMM B TOJArpyINIax B
cootBercTBUM ¢ MKDB-10 onpenensinu ¢ mnomombto kputepus Puimepa (TOUHBIN

JBYCTOPOHHMI )(Tab1. 95).

Ta6auma 95
Yucsio aerei ¢ rajjakro3eMue U NaToJI0rue nNepuHaTAJIbLHOIO epuoaa
Koxg mo | XVI OrtnensHble MIOATPYIIIBI Bcero
MKB-10 | cocrosHus, TIA n=39 IB n=28 IC n=34 n=101
BO3HHUKAIOIIUE B n % n % n % n % P
MEPUHATATIBHOM
nepuojie
P91.0 Himemmus mo3ra 5 13 4 14 1 3 10 9.9 0,662
1,000°
0,524’
P91.3 LepeOpanbHas - - 1 4 1 3 2 2 0,498'
BO30YyTUMOCTH 0,122°
HOBOPOKIECHHOTO 0,683
P91.4 LepebpanbHas 5 13 3 11 - - 8 7,9 0,489'
Jlenpeccust y 0,829°
HOBOPOKICHHOTO 0,634°

'_ pazmmuns Mexy noarpynmnamu IA u 1B
*- pasmuuns Mexay noarpynmnamu IB u IC
’- pasmuuns Mexy moarpymmamu IA u IC


http://mkb-10.com/index.php?pid=15001
http://mkb-10.com/index.php?pid=15001
http://mkb-10.com/index.php?pid=15001
http://mkb-10.com/index.php?pid=15001
http://mkb-10.com/index.php?pid=15001
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8.2. IlcuxomoTOpHOE pa3BuUTHEe OOJBHBIX TaJaKTO3eMHell mepe] Ha3HAYEHUEM

AUETOTEPAIINH TUETOTEPAIIUN

KonndecTBeHnHas OOCHKAa IICMXOMOTOPHOI'O pPa3BUTHA IIPOBCACHA Y BCCX

MAlMEHTOR C TaJIaKTO3eMHEH 10 Ha3HauYeHUsI UM O€3JIaKTO3HOM AueThI (Tabi. 96).

Taonuna 96

OueHka NCUXOMOTOPHOI0 Pa3BUTHS 00JLHBIX raJaKTO3eMuel IepBOro rojaa
’KM3HU HA MOMEHT YCTAHOBJICHUS] TUATHO32a (10 HA3HAYEHUS TUEeTOTEPAINUN)

IToarpymnmnsl
IToka3arenn bamer ITA (n=39) IIB (n=28) IIC (n=34)

n % n % n %

0 7 18 - - -

KoMMmyHHKabensHOCTD 1 24 62 3 1 - -
2 8 20 2 7 3 9

3 - - 23 82 31 91

0 7 18 - - -

I"0510COBBIE pEaKIuH 1 24 62 3 1 - )
2 8 21 2 7 2 6
3 - 23 82 32 94

besycnoBHbie 1 14 36 3 1 - -
pedieKch 2 17 44 20 71 5 15
3 8 21 5 18 29 85

0 4 10 - - - -

MpbIeYHbIN TOHYC 1 27 69 7 25 ~ -
2 8 21 19 68 5 15

3 - - 2 7 29 85

AccumeTpudHbIN 1 4 10 - - - -
ICHHBIN TOHUYSCKUM 2 35 90 3 11 3 9
peduekc (ALLITP) 3 - - 25 90 31 91

Llemnrlie 1 8 21 3 11 - -
CUMMETPUYHBIE 2 31 80 6 21 5 15
pedekcol 3 - - 19 68 29 85

0 4 10 - - -

CeHCcOpHO-MOTOpPHOE 1 28 72 3 11 - -
MOBEJICHNE 2 7 18 23 82 5 15
3 - - 2 7 29 85
CTUrMBl 2 8 21 4 14 4 12
I33MOpHOreHes3a 3 31 80 24 86 30 88

H3meneHus co 1 7 18 - - - -
CTOPOHBI YEPEMHBIX 2 25 64 6 21 4 12
HEPBOB 3 7 18 22 79 30 88
ITaTtomormueckne 2 27 69 7 25 6 18
TIIBIKEHUSA 3 12 31 21 75 28 82
27-30 - - 19 68 24 71
CymMapHbIii Gamn 23-26 8 20 4 14 10 29

13-22 24 62 5 18 - -

<13 7 18 - - - -
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CpaBHHTCHBHBIﬁ aHaJIM3 MOKa3aTeleu MMCUXOMOTOPHOI'O PA3BUTHA OOJIBLHBIX C

rajakTo3eMuell J0 Ha3HauyeHus Oe3/1aKTO3HOW/0e3rajJKTO3HOM IMeThl YCTaHOBWI B

NOJATPYIIax HaJu4he 3HAYMMBIX pasznuuuil mo uucny nererd (%) ¢ pa3HOW CTEMHbIO

BBIPQKEHHOCTH MPU3HAKOB (KpuTepuit durepa AByCTOPOHHUM TOUHBIN) (Tabi1. 97).

Tao0muna 97

YpoBeHb 3HAYMMOCTH PA3JIMUYNi IOKAa3aTe el ICHXOMOTOPHOI0 PAa3BUTHUS B

MOArpynmax 10 Ha3Ha4YCHUA JTUCTOTCpAIIMn

YpoBeHb 3HAYUMOCTH PA3NIMYUN B MOATpyIIax p*
Ilokazarens bamsl
IIA- 1IB IIA -IIC IIB-IIC
0 0,000* 0,000* -
KommyHHKa0ETHHOCTD 1 0,016* 0,000* 0,001*
2 0,041* 0,112 0,796
3 0,014* 0,004* 0,719
0 0,000* 0,000* -
I'onocoBeie peakun 1 0,026 0,000 0,001*
2 0,041* 0,023* 1,000
3 0,000* 0,031* 0,051
BesycroBHBIe 1 0,025* 0,000* 0,001*
pedeKch 2 0,557 0,074 0,228
3 0,859 0,581 0,849
0 0,002* 0,002* -
MBIIIeYHBIH TOHYC 1 0,753 0,000 0,000*
2 0,425 0,581 0,175
3 0,016% 0,000* 0,008*
AccumeTpudHbIi 1 0,002* 0,002* -
IIEHHBIA TOHUYECKUM 2 1,000 0,442 0,322
peduexc (ALLTP) 3 0,001* 0,004* 0,815
[emHble 1 0,245 0,000* 0,001*
CUMMETPUYHBIE 2 1,000 0,581 0,581
pednekco 3 0,000* 0,000* 0,175
0 0,002* 0,002* -
CeHCcopHO-MOTOpHOE 1 0,071 0,000* 0,001*
MOBEICHHUE 2 1,000 0,849 0,849
3 0,016* 0,000* 0,180
CTurMel 2 0,572 0,337 0,8345
IN39MOpUOTeHe3a 3 0,572 0,337 0,835
W3meneHus co 1 0,000* 0,000* -
CTOpPOHBI YEPETTHBIX 2 0,072 0,004* 0,339
HEPBOB 3 0,859 0,434 0,339
ITatonornueckue 2 0,753 0,321 0,605
JBHKCHUS 3 0,753 0,321 0,605
27-30 0,000* 0,000* 1,000
CymmapHbiii Gan 23-26 0,458 0,623 0,165
13-22 0,196 0,000* 0,000*
<13 0,000* 0,000* -

*- 3HAUMMOCTb Pa3JIM4Mi 110 YacToTe npu3Haka B noArpymnmnax (p<0,05).
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YcraHoBiI€HO, 4TO A0 Ha3zHaueHus auerorepanuu y 18% pgerel ¢ TsKeIbiM
TeueHHeM ranakrozemuu (noarpymnma IIA) oTrcyTcTBoBana peakiusi HA OCMOTP, B TO
BpeMsa kak y nered B moarpynmnax IIB u IIC ona coxpansuace (p=0,000). Cnabo
BbIpakeHHas peakius (1 6amn) ormeuanacs y 62% 6osbHbIX Toarpytisl [IA, yTo 66110
3HauyuMo Ooisbiie TpoTuB 11% nereit moarpynmsl 1IB (p=0,016), B moarpymme IIC
takux getel He Obu0 (p=0,000). YMepenHas peakuus (2 6aia) xapakTepu3oBajiach
riaueM, rpuMacoil Ha yuie u otMeuanach y 20% OonbHbIX noarpymmsl 1A, yto 6bu10
3HayuMo Oosbiie mpotuB 7% OonbHbix moarpymmel 1B (p=0,014) u 9% nereit
noarpymnmnsl [1C(p=0,004). AnekBaTHOW peakiM¥ HAa OCMOTP HE OBLJIO HU Y OJIHOTO
pedenka nmoarpymnmsl [IA, B To BpeMsi Kak TakoBas oTMevanach y 00apnHCTBa (82%)
nereit moarpynmsl [IB (p=0,014) u 91% mnamuentoB noarpynnsl I[IC (p=0,004).

Paznuuus npeacTaBieHbl HA PUCYHKE 62.
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PI/ICYHOK 62. Iloka3arenn ((KOMMYHI/IK3.6GJ'ILHOCTB» Y mnOanmueHToB € T aJlakTO3eMHEH 110
Ha3HA4YCHUA JUCTOTCpAlINU: YUCIIO JeTen (%) C pa3J'IH‘-IHOﬁ CTCIICHBIO BBIPAXKCHHOCTU IIPpU3HAKA.

VY 18% OGonbHbix moarpynmsl [IA Takke MOJHOCTBIO OTCYTCTBOBAJIU TOJIOCOBBIE
peakiuu (0 6aJUTOB) Ha BHEIIHUE Pa3IPa)KUTEIU MPOTUB OTCYTCTBUS JCTEH C TaKOM
ornenkoir B moarpymmnax [IB (p=0,000) u 1IC (p=0,000), monoToHHBIH KpuK (1 OGamr)
otMmeuancs y 62% nereit, Oonee JUTENbHAS M MOAYJIMPOBAHHAS TOJIOCOBAs peakius (2

6aina) — y 20% OGonbHbIX oarpynmnsl [[A, geTeil ¢ TpOMKUM BBIPA3UTEIbHBIM KPUKOM
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(3 6anna) B gaHHOM moarpyiie He OblI0, B TO BpeMs Kak B noArpynne 1B 82% nereit

(p=0,000) nmemoHCcTpUpOBald aJCKBATHYIO TOJOCOBYIO peakuuto, B mnoarpymnme IIC

Takux jaeteit 6110 94% (p=0,031) (puc.63).
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Pucynok 63. IlokazaTenb «roJI0COBBIE PEaKIU» Y MAIIMEHTOB C TaTaKTO3eMHUEH 10 Ha3HAUEHHS
TUEeTOTepanuu: 9Yucio aeteit (%) ¢ pa3TuyHON CTENEHbIO BHIPAXKEHHOCTH MTPU3HAKA.

[TouckoBbIii, XOOOTKOBBIN U cocaTeNbHBIN pedeKchl (MoKa3aTelb «0e3yCIOBHBIC
pedaekce») ObLTM OYeHBb CJ1a00 BBIpaKEHBI W/mim ObicTpo yracanu (1 6amr) y 36 %
6onpHbIX oarpynnsl [TA npotus 11% nereit noarpymnmst [IB (p=0,0254), B moarpymmne
IIC Takux pmeredi HEe OBUIO. YOBJIETBOPUTEIBHAS M COOTBETCTBYIONIAsl BO3PACTY
CTETEeHb BBIPAXKEHHOCTU O€3yCIOBHBIX pediiekcoB (2 m 3 Oamwia) Oblla OTMEYEHA Y

OOJIBHBIX TaTAKTO3EMEN BCEeX MOATPYIIN U HE UMeJa 3HAUMMBbIX paznuuuii (puc.64).
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Pucynok 64. Ilokazarenp «0Oe3ycioBHbIE peQeKChl» Yy MalMEeHTOB C TrajakTo3eMuedl 1o
Ha3HAYEHUs AueToTepanuu: yucio aerei (%) ¢ pa3InyHON CTENEHbIO BBIPAXKEHHOCTH IPU3HAKA.

[TokazaTenb «MbIIIEUHBI TOHYC» Ha ypoBHe «0 OammoB» umenu 10% nerei
noarpynmnsl [TA, B nmoarpynnax IIB u IIC Ttakux nereit He 6pu10 (p=0,002), nuddy3nas
MBIIICYHAs TUTIOTOHUS W/WUIU MbledHas nuctonus (1 6amn) Obina BeisiBiaeHa Yy 69% u
25% O6ombabIX moarpynn [IA u [IB coOTBETCTBEHHO (3HAYMMBIX Pa3IHYUid HE OBLIO,
p=0,753) u orcyrcTBOBajia y OonbHBIX mnoarpynmnbel IIC, yto ObUIO 3HAYUMO TIO
cpasHenuto ¢ noarpynmnamu 1A u I1IB (p=0,000). YMepennas mbiiieqHasi TMIOTOHUS (2
Oayna) BeisiBieHa y 20%, 68 u 15% Oonbabix noarpyni IIA, IIB u IIC cooTBeTcTBEHHO,
YTO HE UMEJO 3HAYMMBIX paznuuuil (Tabn. 97). ®u3nonornueckuii MpIIICUHbINA TOHYC
umenu 7% 6oapHbIX oarpymmsl 1I1B u 85% neteit moarpynmet 1IC (pa3nuyus 3Ha4nMsl,
p=0,008), B moarpymnre I[A takux 6onpHBIX He ObUTO (p=0,016 1 p=0,000 B cpaBHEeHUM

c noarpynnamu [IB u IIC coorBeTcTBeHHO). [laHHbBIE MTPECTaBICHBI HA PUCYHKE 65.
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Pucynok 65. Iloka3aTenb «MBIIIEYHBIA TOHYC)» Yy MAallMEHTOB C TaJlaKTO3eMHUEH 10 Ha3HaueHUs
TUETOTEpanuu: Yucio neteit (%) ¢ pa3muYHON CTETeHbIO BBIPAKEHHOCTH MTPU3HAKA.

AcuMMeTpuyHbIN 1IeHbIA ToHuYeckuit pedaexc (AILITP), koTopeliit sBisercs
0€3yCJI0BHON MMO30TOHUYECKON peaklneil JOHOIIEHHOTO HOBOPOXKIECHHOIO peOCHKa
SIBJISIETCS OCHOBOM 11 (DOPMUPOBAHMS YCTAHOBOUHBIX Pe(IIEKCOB U MPU HOPMATBLHOM
pPa3BUTHM MIIQJICHIIa yracaeT K 2 MecsiaMm >KH3HU ObUI OIleHeH y Bcex nerei. Jlo
Ha3HA4YeHUsA O€371aKTO3HOWM/0e3rajakTo3Ho AUEThl JAaHHBIM MOKa3aTreslb ObLI ciabo
BhIpakeH (1 6amn) y 10% GonpHBIX ranakrtozeMuent moarpynmsl [IA mpoTus oTcyTCTBUS
nerer ¢ takod onenkoil B moarpynmax IIB u IIC (p=0,002), ObicTpo uctomaics (2
6amna) y 90%, 11%, 9% nanueHToB UccieayeMbIX MOATPYII, YTO HE UMEJIO 3HAUUMBIX
paznuunii. Guznonorunueckuit AILITP (3 6amna) ormeuancs y 90% u 91% mnaneHiies
noarpyni 1IB u IIC cooTBETCTBEHHO, YTO UMEIO 3HAYMMBIE PA3IUYUs [0 CPABHEHHUIO C
o6onpubiMu  moarpynmel  [IA  (p=0,001u p=0,004 cootBeTcTBEeHHO). Pe3ynbrarh

MIPEJCTaBIICHBI HA PUCYHKE 60.
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Pucynok 66. Iloka3zarenb «acMMMETPUYHBIM IIEHHBI TOHHYECKUN pediekcy» y MalueHTOB ¢
rajakTo3eMueil 10 Ha3HaueHus JaueroTepanuu: 4ducio jered (%) ¢ pa3auyHONW CTeNeHbIo
BBIPAKEHHOCTHU IIPU3HAKA.

VY Bcex OOJBHBIX ObUIM OLIEHEHBI IenHble cummeTpuuHbie peduekcel (LICP) -
Me3eHle(danbHble  YCTAaHOBOYHBIE pEQIEKCh, MPEACTABIECHHBIE Yy JIeTel MepBBIX
MECSLIEB KU3HU LIEMHOM, TYJIOBUIIHOM BBIIPAMIISIONIEH W 3alIATHOW pPEaKUUsIMHU, a
takke pedaekcom Jlanmay. Ha ¢one obmero yraerenus [IHC y 20% u 11% nereid
noarpynn ITA u [IB umenu cna6o Beipaxkenusie LICP (1 6amt), uro ObLIO 3HAUMMO
6onpiie mo cpaBHenuto ¢ noarpynmnoi IIC (p=0,000 u p=0,001 coOTBETCTBEHHO).
®uznonorunveckue LICP (3 6anna) umenu mecto y 68% u 85% nereit noarpynn 1B u
IIC (paznuuust He 3HaunMsbl). [1o cpaBHeHHIO ¢ O0sbHBIME NOArpynbl [[A manueHToB ¢
HOPMAJIbHO BBIPAXXEHHBIMHU LIETTHBIMU CHUMMETPUYHBIMU pEAKIUSAMU ObIJIO 3HAYUMO
oosbiie B oarpynmnax 1B (p=0,000) u IIC (p=0,000). Pe3ynapTaThl npeacraBieHbl HA
pucyHke 67.
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Pucynok 67. Iloka3zarenp «ienmHble CAMMETPHYHBIE PE(ICKCHD» Y MAIIHEHTOB C IaJaKTO3eMHUeH
710 Ha3HAYEHUS IueToTepanuu: yncio aerer (%) ¢ pa3nuyuHOi CTENEHbI0 BEIPaXKEHHOCTH
MpU3HAKA.

OneHKa CEHCOPHO-MOTOPHOTO TIOBEJCHHUSI BBISIBHWJIA OTCYTCTBHE peaKIui
3pUTETBHOTO U ciyXxoBoro cocpenorouenus (0 6amoB) y 11% nereit moarpynmsr 1A,
YTO MMEJIO0 3HauYMMble pa3iauuus B cpaBHeHuu c¢ noarpynnamu IIB (p=0,0023) u IIC
(p=0,0023), roe He OBLIO JeTel ¢ TaKoW OAJNTLHOW OLICHKOHM INpH3HaKa. BeIpakeHHBIC
HapyIIEHUs CEHCOMOTOPHBIX PEaKlUuid B BHJIE HX 3aMEUICHHS W/UIU OBICTPOTO
ucromenus (1 6amn) ormeuanuch y 72% u 11% nereit moarpynn ITA u IIB, uto He
MMEJIO0 3HAYMMBIX Pa3IMuUid, HO ObUIO 3HAYKMMO OOJIBINIE IO CPABHEHUIO C TIOATPYIIION
IIC (p=0,000 1 p=0,001 cOOTBETCTBEHHO).

DU3HOIOTUYECKUE JIJIsI TIEPBBIX MECSIIEB )KU3HU 3pUTEIIbHAS U CIIyXOBasl peakiius
XapaKkTepru30Bajlach OTKPBIBAHUEM TJia3, MOBOPOTOM TOJIOBBI B CTOPOHY HMCTOYHHKA
3Byka (3 Oamia) ormeuanuch y 7% mamuentoB mnoarpynmel [IB u 85% nereit
noarpynmbl [IC, ¥To ObUIO 3HAUMMO OOJBIIE TO CpaBHEHWIO ¢ moArpymmon [1A
(p=0,016 u p=0,000 coorBercTBeHHO). BaxkHo oTmeTuth, uro y 6 gereir (16%)
noarpynisl I[TA pu opTaTbMOCKOMMYECKOM HUCCISIOBAHUM JI0 Havaja JCYeHUsT UMENH
MECTO NPHU3HAKKA BPOXICHHOM KaTapakTbl, KOTOpas BbIpa)kaJachb MOMYTHEHHUEM B

KOPTUKaJIbHOM CJIo€ XpycTanuka (cioucrtas mnepudepuyeckas WIM KOPTUKaIbHas
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KaTapakta). Pe3ynpTaTbhl OIIGHKM CEHCOMOTOPHOTO TIOBEACHUS IPEICTaBIE€Hbl Ha
pucyHke 68.
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PI/ICYHOK 68. Iloka3arenn «CCHCOPHO-MOTOPHOC IMOBCACHUC) Y IMALIUCHTOB C rajJJakTo3eMHueH a0

Ha3HAYEHUs AueToTepanuu: yncio aerer (%) ¢ pa3iuuHOM CTENEHbIO BBIPAXKEHHOCTH MPU3HAKA.

Paznuunbie cTurmel auzsMOpuoreHe3a (au3mMopduu JHIa, CTOM, MYMOYHBIE
IpbDKM M JAp.) onucaHbl Bbiie B rnaBe XX. [lpu ocmorpe uM Obuia JaHa
KOJINYeCTBEHHAs olleHKa. B kommuecTBe Goiiee 6 (2 6amta) cturmbl otMedanuch y 20%,
14% u 12% OGonbHBIX fneTelt uccieayemMbix noarpymni. Menee 6 cturm (3 6amia) ObuIo
BbISIBIICHO Y 80%, 86%, 88% Mnanennes noarpynm IIA, IIB u I[IC coorBeTcTBEHHO, UTO
HE UMeJIO 3HAYMMBIX pazmuunid (p=0,572, p=0,337, p=0,835 COOTBETCTBEHHO).

N3menennss co crTopoHbl depenHbix HepBoB (UH), xapakrepusyromniuecs
HAJIMYUEM CXOJSIIET0oCs] KOCOTrJa3usl, MEJIKOpPa3MalluCTOro HHUCTarMa, YacTUYHOU
atpodueil 3pUTETHHOTO HEpBa BCJCACTBHE KPOBOMIMSHHUS B CETYATKY IJIa3a,
CHIDKEHHMEM Topora 0osieBoil 4yBcTBUTENBHOCTH (1 Oan) ObliM BhISIBICHBI Yy 18%
OonpHBIX moarpynnbel  I[IA  TOpPOTUB OTCYTCTBHS TAIMEHTOB C AHAJOTMYHBIMU
cumnromamu B noarpynnax IIB  (p=0,000) u IIC (p=0,000). HenocrosinHOE
albTEepHUpYIOIee Kocoriaszue, cumntoM ['pede (2 6anna) ormedeHsl y 64% mitaieHIeB
noarpynnsl [TA, yto 6b110 3HauUMO Oombine npotus 12% mnamuentoB noarpynmsl [1C

(p=0,004); B noarpynne 1B ananornynbie npu3Haky ObUIN BbIABIECHBI Y 21% OONbHBIX,
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YTO HE MMEJO 3HAaYMMbIX paznuuuid ¢ nmoarpynmnamu 1A (p=0,072) u IIC (p=0,339).
OTCcyTCTBHE MATOJIOTHYECKUX CUMIITOMOB co cTopoHbl YH Obut0 ycTanoBneno y 17,9%
oonpubix moarpynmsl 1A, 79% - moarpynner I1IB u 88% gereit moarpymnmsr IIC
(p=0,859, p=0,434 u p=0,339 cooTBeTCTBEHHO). Pe3ynbTaThl MpeACTaBICHBI Ha

pucyHke 69.
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Pucynok 69. Tloka3aTenb «4epemHble HEPBBD) y IMAlMEHTOB C TaJlaKTO3EMHUEH JI0 Ha3HAYCHUS
nueToTepanuu: ynucio aerei (%) ¢ pa3InyHON CTENEHBI0 BRIPAKEHHOCTH MPU3HAKA.

[TaTonoruueckue ABMKEHUS B BUEC TpeMopa pyK U noaoopoaka (2 6aia) umenu
Mecto y 69% OGonbubix noarpynmsl 1A, 25% - noarpynmel 1IB u 18% - nmoarpynmsl
IIC, uro He umeno 3HaunMbIx pazmuuuid (p=0,753, p=0,321, p=0,605 cOOTBETCTBEHHO).
Y 31%, 75% u 82% Oonpubix moarpynn IIA, IIB u IIC coorBeTcTBEHHO HE OBLIO
OTMEUYEHO MaTOJOTUYECKHUX JBUKEHUH, UTO OLICHUBAJIOCH B 3 Oasia.

Cymmaphas orenka ncuxomotopHoro passutus (IIMP) nereit ¢ ramakrozemeit
MoKaszaja, 4YTo JI0 Ha3Ha4YeHUsl 0e3JIaKTO3HOM/0e3ralakTO3HON ueThl B noarpytme ITA
7 (18%) nereit umenu TpyOyrO0 3aJE€pXKKYy ICHUXOMOTOpPHOTO pas3Butusa. Cremyer
OTMETHTh, YTO y 6 W3 OTUX JeTel HEOHATAIbHBIM CKPUHUHT HE TPOBOIWICS, a
rajlakTo3eMus Obljla 3a1oJ03peHa U B alibHEHIIIEM TOATBEPKIAEHA B CBA3U C TSHKEIIBIMU
KIIMHAYECKUMH TIPOSBICHUSIMH, TOPIUAHBIM TeueHUEeM 3abojeBaHus Ha (QoHE Maoi

3¢ PeKTUBHOCTH MHTEHCUBHOM Teparnuu (puc. 70).
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Pucynox 70. CymmapHasi oOIleHKa IIOKa3aTele MCUXOMOTOPHOTO pAa3BUTHS OOJBHBIX C
KJIACCHYECKOM TaJIAKTO3EMHUEH 10 Hadaja JUEeTOTEpaluu.

Y 24 (62%) OonbHbIx noxarpymmbl I[[A BbisIBI€HA YMEpPEHHO BBIPAKEHHAS
3anepxka [IMP, 8 (20%) neteit oTHECEHBI K TpyMIe pUCKa, B JAHHOW MOATPYIINE HE
ObUIO MIIaZeHIEB ¢ HOpMalibHbIM [IMP.

B mnonrpynme IIB 19 (68%) nereit umenu onenky 27-30 OamioB, 4TO
cOOTBETCTBOBaJIO HOpMe, B moarpymmne IIC Takux gereit 610 24 (71%). K rpynmne
pucka 0b110 oTHeceHo 4 (14%) u 10 (29%) nereit noarpynm [1B u IIC cooTBeTCTBEHHO.

YwMmepennsie Hapymenus [IMP ormeuanuce y 5 (18%) GonpHbIX moarpynmsl 11B.
Minanenues c rpy6oii 3aaepxxkoit [IMP B moarpynmnax IIB u IIC He ObL10.

Taxum oOpa3zom, B moarpynnax [IB u IIC no cpaBaenuto ¢ noarpynnoi [IA Obuio
3HAYUMO OOJIBINIE MAIMEHTOB C HOPMAJIbHBIM MCUXOMOTOPHBIM pazButueM (p=0,000) u

OTCYTCTBOBAJIM OOJIbHBIC ¢ TPYyOOi 3amepxkoit pazButus (p=0,000).
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8.3. HepBHo-ncuxmuyeckoe pa3BuTHE OO0JBHBIX Trajiakrodemuei 4epes 1 roxa

NMpoOBEACHUA TUECTOTEPAIINH

[lokazarenn

IPOBECHUS TUETUUECKON Tepanuu He MeHee 1 roaa (Tabim.98 - 99).

IICUXOHCBPOJIIOTHYCCKOT'O

cTarycCa

OLICHUBAJIMCH Ha

dbone

TaOmuma 98

Ouenka mokasartejeld ICHXOHEBPOJOTHYECKOI0 CTATyca y 00JbHBIX C
KJIACCHYECKOIi rajiakro3emMueii yepe3 1 roj mpoBeaeHus 1MeTOTepanuu

[Toarpynnel
[ToxazaTenb bannbl IIA (n=39) [IB (n=28) IIC (n=34)
n % n % n %
OMOIMOHATBHBIN 1 > 13 . - - —
cratyc 2 17 44 4 14 2 6
3 17 44 24 86 32 94
IIcuxopeueBoe 1 > 13 - - . .
pasBuTIE 2 25 64 5 18 3 9
3 9 23 23 82 31 92
CyX0XXUIIbHBIE, 2 28 72 12 43 12 35
OpIOIIHBIC U
MaTOJIOTUYECKUE 3 11 28 16 57 22 65
pedexcsl
Mpl11e4HbIN TOHYC U 2 28 72 23 82 5 15
CuJia MBILIIT 3 11 28 5 18 29 85
1 1 3 - - -
MortopHoe pa3BUTHE 2 15 1 4 1 3
3 32 82 27 96 33 97
Hedanrnyeckuit 2 1 3 - - - -
CHUHJIPOM 3 38 97 28 100 34 100
Cumnromaruka 1 8 20 3 11
ayTHUCTUYECKOTO 2 19 49 12 43 5 15
CHeKTpa 3 12 31 13 46 29 85
BereraTtuBnas 2 23 60 18 64 9 27
TuChHYHKITHS 3 16 40 10 36 25 73
N3menenus co 1 1 3 - - - -
CTOpPOHBI YEPETHBIX 2 6 15 1 4 1 3
HEPBOB 3 32 82 27 96 33 97
1 3 8 - - - -
N3smenenus va 39T 2 12 30 3 11 1 3
3 29 62 25 90 33 97
27-30 12 31 13 46 28 82
CymmapHbiit Gan 23-26 19 49 12 43 6 18
13-22 8 20 3 11 - -
<13 - - - - - -
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Taomuna 99

YpoBeHb 3HAYUMOCTH Pa3JIN4YNil OKa3aTeJaed NICUMXOMOTOPHOIO Pa3BUTHA B
NOArpynmnax 00JbHBIX ¢ KJIACCHYECKOI rajakrodeMuei yepe3 1 roa npoBeaeHus

AUETOTECPAIINH
YpoBeHb 3HAUUMOCTH PA3IMYHKA B OATPYyIIIaX
[Tokazarenn Bbamnsr (p)*
ITA- 1IB IIA -1IC IIB-IIC
DMOIMOHATLHBIH 1 0,000+ 0,000* -
craryc 2 0,230 0,001* 0,159
3 0,074 0,001* 0,111
[Tcuxo-peueBoe 1 0,001* 0,001* -
pasBuTHE 2 0,198 0,009* 0,214
3 0,726 0,078 0,214
CYXO)KI/IHBHLIC, 2 0,244 0,761 0,884
OpIOIIHBIC U
IMaTOJOTHYCCKHUE 3 0,244 0,761 0,884
pediekce
MBpI111€UHBII TOHYC U 2 0,401 0,227 0,849
CHJIA MBIIIII] 3 0,401 0,227 0,849
1 0,247 0,247 -
MoropHoe pa3BuTtue 2 0,049* 0,227 1,000
3 0,013% 0,005* 1,000
Ledanrnueckuii 2 0,247 - -
CUHIPOM 3 0,247 1,000 1,000
CuMmnroMaTuka 1 0,245 0,000* 0,054
ayTHUCTUYECKOTO 2 0,490 0,054 0,074
CHeKTpa 3 0,661 0,174 0,054
BereratuBnas 2 1,000 0,544 0,645
TUCHYHKITUS 3 1,000 0,544 -
U3menenusd co 1 0,247 0,247 -
CTOPOHBI YEPETHbIX 2 0,050 0,227 1,000
HEPBOB 3 0,013* 0,005* 1,000
1 0,008* 0,008* -
N3menenus Ha D9 2 0,051* 0,000* 0,092
3 0,026* 0,000* 0,094
27-30 0,661 0,321 0,118
CymmapHbiit Gan 23-26 1,000 0,054 0,074
13-22 0,245 0,000* 0,001*
<13 - - -

*- pa3nuYms CTAaTUCTHYECKH 3HAYUMBI Ipu p<0,050

Y CTaHOBIIEHO, YTO IOJABJICHHOE HACTPOCHHWE W CHHKCHHBIM 3MOLMOHAIbHBIN

0 12% i ITA

TOHYC, COOTBETCTBYIOIME 1 Oajuty, COXpaHsuMch TOJIbKO y 12% nereit noarpymnms! 1A,
3HAYMMBbIE Pa3IM4Msl BBIABICHBI MEXKIYy MokazareasiMu noAarpynmnsl [[A ¢ moarpynmnoi

IIB (p=0,000) u IIC (p=0,000). BripaxxeHHast sMoImoHaIbHAas JTAOUIHLHOCTH (2 Oasia)



238

HaOmonanack y 44%, 14% u 6% nereit noarpynn IIA, 1IB u 1IC cooTBercTBeHHO,
HAaCTPOCHHE U TTOBEJCHUE, aJICKBATHOE OKpYXaroiei 06cTaHoBKe (3 Oayia) OTMEUYEHO Y
44% o6onpubix noarpynnsl 1A, 86% u 94% nereit noarpynn IIB u IIC, B nannom
cliyyae 3HaucuMbl ObuiM paznuuuss Mexnay noarpynnamu I[A u IIC. [lanHbie

MpEJICTaBIICHBI HAa pUCYHKE 71.
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Pucynok 71. Iloka3zarensb «3MOLMOHATIBHBIN TOHYC» y MALIMEHTOB € rajakrozemMuen yepes 1 rof
Ha (OoHE MPOBENCHUS IUeToTepanuu: yucio nereit (%) ¢ pa3aIu4yHON CTENEHBbIO BBIPaXXEHHOCTH
MIpU3HAKA.

[Icuxo-pedyeBoe pa3BUTHE OLIEHUBAJIM COTJIACHO BBILICONMCAHHON MeTo/uKe [15].
Ha BTOpOM romy >KM3HU SKCIIpecCHUBHAas pedb orcyTcTBoBaia (1 6amn) y 13% nereit
noarpynmsl 1A, 4uto ObUIO 3HAYMMO OOJIBIE IO CpaBHeHUIO ¢ moarpynmnamu [IB
(0,001) u IIC (p=0,001). ¥ 64%, 18% u 9% noarpynn I1A, 1IB u IIC cooTBeTcTBEHHO
OTMeYanuch 00€THEHHBIN CIIOBApHBIN 3amac, Aucianus (2 6amia), pa3iudus 1Mo dTOMY
npu3Haky 3HauuMbl Mexay noarpynnamu 1A u IIC (p=0,009). Ocransubie aetu (23%,
82% u 92% noarpynn 1A, IIB u IIC) BbipakeHHBIX OTKJIOHEHUN PEUEBOTO Pa3BUTH HE

uMenu. Paznuuus Mex iy moArpynnaMu ObUTH HE 3HaUYUMBI (pucC. 72).
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Pucynok 72. Ilokazarenp «1CuXopeyeBO€ pa3BUTHE) y MAIUEHTOB C TaJlakTo3eMuen uepes3 1 rox
Ha (oHE mpoBeAeHUs TUETOTepanuu: Yucio aereit (%) ¢ pa3IMyHON CTENEHBIO BBIPAYKEHHOCTH
MpU3HAKA.

YMepeHHOEe CHIKCHHE CYXOXKWIBHBIX M OpIOMHBIX PepIEKCOB M YMEPEHHO
BBIp@KEHHAs] MbIlIeYHasi TUMOTOHUs (2 Oamma) ormedanuch y 72%, 43% u 35%
oonbHbix nereit moarpynm IIA, IIB u IIC coorBercTBeHHO. JKMBBIE CHMMETPUYHbBIC
CYXOXWJIbHBIE pedrekchl u  (U3HONOTMUECKUN MBIIIEYHbI ToHyc (3 ©Oamma)
HaOmogamch y octanbHbiXx 28%, 57% u 65% mnaiueHToB yKa3aHHBIX MOJATPYIIIL.
[Tatonornueckux pediekcoB HE OBUIO OTMEYEHO HU Yy OJHOTO OOJIbHOTO. 3HAYMMBIX
pa3IUYMil MO TOKa3aTesIM «CYXOXWIbHBIE PEQIIEKCh» M «MBIIICYHBIM TOHYC)» HE
BBISIBJICHO.

Bripaxxennas 3anepxka mMoTopHoro pasButus (1 Oamin) B Bo3pacte 1 roma 4
MecseB orMmevanach Toibko y 1 (3%) pebenka moarpymnmsl IIA. YV 15% nereit
YKa3aHHOW MOATpYMIbl ObUIM BBISBICHBI YMEPEHHBIE HAPYLIEHUSI MOTOPHOTO Pa3BUTHS
B BHUJIE OTCYTCTBHS CaMOCTOSITEJIbBHOW XOJbhOBI, HaBHIKOB CaMOOOCTY>KHMBaHHS, Cl1ab0
pa3BUTONM MeNKONW MoTopuku (2 Oaimna), 9yTo ObUIO 3HAYUMO Oouibiie TPOTUB 4%
6onpHbIX noarpynmsl [IB (p=0,049) u 3% nereit noarpynnst [IC (p=0,023). V 82%,
96% u 97% nanuentoB noarpynn IIA, IIB u IIC MmoTopHOE pa3BUTHE COOTBETCTBOBAJIO

BO3pacty (puc.73).
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Pucynox 73. Ilokazarenb «MOTOpPHOE pa3BUTHE)» Y MAIMEHTOB C TajJlakTo3eMuel yepe3 1 roa Ha
¢doHe mpoBeAeHUsT aUeTOoTepanuu: 4ucio netei (%) ¢ pasIu4HOi CTENEeHBbIO BBIPAXKEHHOCTH
IIpU3HaKa.

Hanuumne nedanruyeckoro cuHApoMa ONpeAessuid M0 CYObEKTUBHBIM jKajlobam
OOJIBHBIX B BO3pacTe crapuie 3 JeT WM MO TaKUM KOCBEHHBIM IMpPH3HAKaM TOJIOBHOMN
00N KaKk W3MEHEHUE TMOBEJCHUS, BSUIOCTh, TUIAKCUBOCTh, YACThIC «IPUKIIAIBIBAHUS
rOJIOBBI, OTKAa3 OT UTP U T.J.

2Kano6wl Ha rosioBHbIe 007U (2 O6amia) umenu Mecto Toiabko y 1 (3%) pebenka
noarpymsl [IA, KOCBeHHBIE TPU3HAKY TOJIOBHOW 00JIM HE OBLIIN 3apEeTUCTPUPOBAHBI HU
y oHOTrO peOeHkKa. ¥ ocTaibHbIX 97% MalyeHToB JaHHOW MOJATPYIIIIbI, a TAKXKE y BCEX
neteit (100%) nonrpynm IIB u IIC nedanrudeckuit cuHapoM OTCyTCTBOBaL. Paznuuuit
10 YaCTOTE JIAHHOTO MPU3HAKa HE ObLIIO.

CuMnToMaTrKa ayTUCTUYECKOTO CIEKTpa B BUJIE HEXKeIaHUsl peOeHKa BCTyNaTh B
3pUTETBHBIN W/WIN TaKTUIBHBIM KOHTAKT, HATMYHUS CTEPEOTUITHBIX JABMKEeHUH (1 Oamr)
ObL BbIsBIEHBI Y 20% nereit moarpynmsl [TA u 11% 6onbubix noarpynmnst [IB npotus
OTCYTCTBUS JETei ¢ momoOHbIMU cumnToMamu B noarpymme [IC, paznuuust 3HAYUMBI
tosbko Mexay noarpymnmnamu [IA u IIC(p=0,000). TpynHOoCTH npUBICYCHUST BHUMAHUS
K WUIPYLUIKE WM SIPKOMY IpPEeAMETY, OTCYTCTBHME pEaKlMU Ha OOpalleHHYyI0 peub (2
O0amra) ormeuanmuch 'y 49%, 43% wu 15% nmereét momrpymm IIA, IIB u IIC

COOTBETCTBEHHO, YTO HE UMEJIO 3HAUMMBbIX Pa3IMUnuid MeXIAy noArpynmnamu (puc.74) .
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Pucynoxk 74. Ilokazarenb «CHUMITOMAaTHMKa ayTUCTUYECKOIO CIEKTpa» Yy MalUEHTOB C
rajakTosemueil uepes 1 rox Ha poHe NpoBeeHHs JUeTOTepanuu: yucio aereit (%) ¢ pazauyHon
CTENEHbIO BBIPA)KEHHOCTH IPU3HAKA.

CUMIITOMBI BETETATUBHON TUCHYHKIIMHU B BUJIE YMEPEHHO BBIPAKEHHOTO OOIIETO
U JIOKaJbHOI'O THIEPIHIpo3a, CTOMKOro KpacHoro aepmorpadpusma (2 6amia) ObuiH
BbIsIBIIEHBI Y 60% nanuentoB noarpynmsl [IA u 64% nonrpynmner 11B, a Takxe 26%
noarpynisl [IC, 4To He UMENO 3HAYMMBIX PA3IHYUA.

Hccnenosanue yepensubix HepBoB (UH) BhIsIBMIIM MaToNOrMuecKue U3MEHEHUS CO
croponbl Il maper UH - dactuunas arpodusi 3pUTEIHHOTO HEpBa Kak CIEACTBHE
KPOBOM3JIUAHUSA K CETUaTKy, OCTATOUHBIE SIBICHHUS METa0OJUYECKOW KaTapakTbl W
rnazoasurarensHoro Hepa (III mapa YH), uyto BbIpakanoch aJbTEPHUPYIOIIUM
CTpaOM3MOM, TOPU3OHTAIBHBIM MEJIKOpPAa3MalIUCThIM HUcTarMoM y 18% mnamueHToB
noarpynmnsl [IA, yto ObuT0 3HAUMMO OOJbIIE NMPOTUB 4% mManueHToB noArpymmsl 1B
(p=0,013) u 3% gereit noarpymnmnsl 1IC (p=0,005). OTcyTcTBUE U3MEHEHUN CO CTOPOHBI
YH 6110 ot™Meueno y 82%, 96% u 97% uccnegyeMbix noArpyii, B noarpynnax 1B u
IIC takux gereit ObUIO 3HAUMMO OOJBIIE MO cpaBHeHUIO ¢ noarymmnout ITA (p=0,013 u

p=0,005 cooTBeTcTBEHHO) (pUC.75).
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Pucynok 75. Iloka3aTenb «4epernHble HEPBBI» y MALUEHTOB C rajakTo3emuei yepe3 1 roj Ha
¢doHe mpoBeAeHUsT TUEeTOTEepanuu: 4ucio nerei (%) ¢ pa3Iu4HOil CTENeHBbIO BHIPAXKEHHOCTH
IIpU3HaKa.

Onunentudopmubie n3menenus Ha D21 (1 6amr) ObuH 3apeructTpupoBanbl y 8%
neteit noarpynmnsl 1A, 4TO KIMHUYECKH MPOSIBISUIMCH MUOKIIOHUSIMUA B KOHEUHOCTSIX U
OTBEJICHUEM TJia3 BIPABO C aJBEPCUECH TOJIOBBI, TAKUX JeTel He ObuIo B nmoarpymnmax 1B
(p=0,008) u IIC (p=0,008). ¥ 30% OonpHbIx moarpynmbl I[[A OBITM OTMEYCHBI
MIPU3HAKU HE3PEJIOCTH U TUCHYHKIIMU MOJKOPKOBBIX U JAMAHIIEPATbHBIX CTPYKTYp (2
Oamia), 4yTo OBUIO 3HAYMMO OOJIbIIIE OTHOCUTEIBHO YHUCIA JeTeld C aHaJOTUYHBIMU
npuszHakamu B noarpymme I[IC (p=0,000) u He gocTUrajso 3HAYUMBIX Ppa3IAYUN
otHocuTenbHO noarpymisl [IB (p=0,051). V 62%, 89% u 97% G0nbHBIX UCCIETyEMBbIX
MOATPYII HE OBUIO BBISIBJICHO MAaTOJOrM4eckux uaMenenuit D00 (3 Oamna), yucio
Takux Jered ObuTo 3HauuMo Oombine B moarpymmax [IB (p=0,026) u 1IC (p=0,000).
Paznunuuii mo yacrore ykasaHHbIX npusHakoB B noarpynnax I[IB um IIC BeiABIEHO HE
o110 (p=0,094) (puc. 76).

CymMapHasi olleHKa IICUXOMOTOPHOIO pa3BUTHS JETEHl C rajakrozemei Ha (one
HCIIOJIb30BAHUS 0€3JIaKTO3HOM/0e3rajlakTO3HOM JUETHI B TeUeHUEe 1 roja mokasania, 4YTo
BO BCEX MOJTrPYIINAx HET JaeTel ¢ rpyooit 3anepxkoit [IMP. Ymepennsie HapymieHus
orMmeudanuck y 8 (20%) 6onbHbix noarpynmnsl [IA (Tspkenoe Teuenue 3abo1eBanHus) Uy 3
(11%) Oonpubix moarpynmbl [IB. Puck pa3BuTusS NCHUXOMOTOPHBIX HapyILICHUN

coxpansicsa y 19 (49%) 6onbnbix noarpynmst 1A, 12 (4%) - moarpymmst 1IB u 6 (16%)
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- mnoarpymnbl IIC. CoOTBETCTBYIOIIME HOPMAJIbHOMY DAa3BUTHIO Oaibl  ObUIH
ycranoBieHsl y 12 (31%), 13 (46%) u 28 (82%) nereit moarpynn IIA, 1IB u IIC

COOTBETCTBEHHO (puc. 77).
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Pucynok 76. llokazaTenb «M3MEHEHHUs Ha DJJICKTOpOdHIE(daIorpaMMe» Yy TMAIlHeHTOB C
rajakTosemueii uepes 1 rox Ha GpoHe nMpoBeneHHS qUeTOTepanuu: Ynucio aereit (%) ¢ pasnuaHoi
CTETIEHBIO BBIPAKEHHOCTH MTPH3HAKA.
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Pucynox 77. CymmapHas OI€HKa IIOKa3aTele ICHXOMOTOPHOTO pa3BUTHS OOJBHBIX C
KJIACCMYECKOH TrajakTo3eMueit Ha poHe UCTIONb30BaHUsl 0€371aKTO3HOI/0e3raaakToO3HOM TUETHI B
TeueHue | roxa.
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CpaBHEHHE CyMMapHOW OIEHKH IOKa3aTelell MCUXOMOTOPHOTO pa3BUTHUS /IO
HA3HAYCHHS TMAaTOT€HETUYECKOW Oe371aKTO3HOW/0e3ralakTo3Hoi nueTl W Ha (QoHe
KOMIUIEKCHOW Tepanuy, BKJIIOYAIOIIeW AMeTy, MOKa3ajlo 3HAuUuTEIbHOE YBEIMUYEHUE
yycia 60apHbIX ¢ HOpManbHbIM [IMP B moarpynnax ITA u IIC (p=0,000 u p=0,026
COOTBETCTBEHHO).

B noarpynmnax IIA u I[IB cymecTBeHHO CHU3UIOCH YUCIO OOJIBHBIX C YMEPEHHO
BBIPQXKEHHBIMA TICUXOMOTOpHbIMU HapymeHusiMa (p=0,000 m p=0,001) 3a cuer
YBEJIMYEHUS JIOJIM MAIIMEHTOB C OTCYTCTBHUEM SIBHBIX NpU3HAKOB 3aaepxku [IMP, Ho
IPOAO/DKAIOIIMX ~ HAXOAUTCS B TPYINE pHUCKAa IO PA3BUTUIO  OTAAJEHHBIX

MICUXOHEBPOJIOTMYECKUX U PEYEBBIX paccTporcTB (puc.78, tada 100).
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Hopmamo Hopmama I'pymma I'pymma  VYuepenHsle YMepeHHEIe [pydad I'pyGaz

TIEeTHI TIeTe PHCKa [0  pHCKAaHAa HapyIIeHId HAPVINeHId 3aJepkKa 3alepiKa
TIIeTHI ImieTe IIMP mo IIMP Ha IIMP mo  IIMPHa
TIEeTHI TIeTe TIEeTHI TIeTe

B llogrpyrma IIA  EIloarpymmall B IMoarpymma IIC

Pucynok 78. V3MeHeHHe cyMMapHBIX OasioB MOKazaTelel MCUXOMOTOPHOTO Pa3BUTHUS JIETEH ¢
TaJIKTO3EMHEN THUIIA.
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Taomura 100

N3meHeHue CYMMApHOTO OaJja rmokasarenei IICUXOMOTOPHOI'O PAa3BUTHUA Y OOJILHBIX C TaJlaKTO3eMHCH Ha (1)OH€

0€e31aKTO3HO01/0e3rajTakTo3HON TUETHI

UYucno nereii (abc.) B moArpymnmnax

Y/ POBCHE TIA (n=39) 1IB (n=28) 1IC (n=34)
TICUXO-
bamnbr Ha (oHe * Ha (oHe * Ha ¢oHE | P*
MOTOPHOTO JI0 TUCTHI p 710 JTUCTHI p 710 JTUCTHI
3BT JTUCTHI JTICTHI JTNCTHI
P n % n % n % | n | % n | % | n| %
Hopma 0,026
27-30 - 12 31 {0,000 19 | 68 | 13 | 46 | 0,080 | 24 | 71 | 28 | 82
I'pymima 0,000 0,026
pHuCKa 23-26 8 20 19 49 4 14 | 12 | 43 {0,000 | 10 |29 | 6 | I8
YMEPCHHBIC | 4350 | 24 |62 | 8 | 20 |%022) 5 |18 |3 |11 o001 | - | - | - | - |00
HaPYIICHHSI
I'pyb6as
3a7iepKKa <13 7 18 - - 0,000 | - - - - - - - - - -
I[TMP

*. ypOBEHb 3HAYNMOCTH KpHTEpHs MakHeMapa X, )UPHBIM MPH(TOM BIIENCHHI 3HaueHus p<0,05.
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8.4. Ilarosiormsi HepBHOW CHCTeMbI M IICHXO-peuyeBOoe pa3BUTHE Yy JeTell ¢
rajaKkrozemMuen Ha pone querorepanuu 6oJiee 1 roga
Ha ¢done nmpumeHeHus: KOMIUIEKCHOTO JICYEHUSI B COUYETAHUM C JUETOTeparuen
Bce OOJIbHBIE C TallaKTO3eMHEH B JIOUIKOJIBHOM BO3pacTe ObUIM 00CIIEIOBaHBI
JIOTOTIEIOM — JAE(PEKTOJIOTOM C LEIBbI0 ONpeAeNeHUs] YPOBHS OOIIEro pa3BUTUS Peud U
IJIAHUPOBAHUS WHIAWMBHUIYAJbHON IMPOrPAaMMbl KOPPEKLUHMH BBISIBIICHHBIX HApYIICHUU.
Ob6cnenoBanue nmpoBoauiIock nmo meroauke OunnyeBoit T.b. u coaBt. 1989 r., KoTOpas
MpelyCMaTpUBAET OIEHKY HAaBBIKOB MPOU3HOIICHUSA, (OHEMAaTUYECKOTo Cciayxa H
BOCHPUATHUS, CTENEHU CPOPMUPOBAHHOCTH TPAMMaTHUYECKOTO CTpPOS PEUYd, HABBIKOB
CBA3HOM peur, 00beMa MAaCCUBHOTO W AKTUBHOIO CIIOBApHOro 3amaca. Pe3ynbrarbl
oOcnenoBaHus Jereil mpexacraBieHbl B Tabmuue 101, cpaBHeHHME NPOBOAMIU C
nomotnbio Kputepust duiepa (TOYHBINA JBYCTOPOHHHUIN).
Tabmuua 101

PGBYJII)TEITI)I JJOTOIICIUYCCKOI'O O6CH€IIOBaHI/IH IIanMcHTOB C I’ aJIaKTO3eMUEH

YpoBeHb [Toarpynnsl
pa3BUTHS ITA n=39 IIB n=28 ITA n=34 p
peun n % n % n %

0,001*!
I 7 18 - - - - 0,001**
0,219"
1l 21 54 6 21 5 15 0,054%
0,521°
0,553'
11 11 28 12 42 11 32 0,878
0,769
0,000%"
Hopma - - 10 36 18 53 0,000%>
0,885°

L pasnuuus Mexy noarpynnamu ITA u 11B
°. pasmmums Mexay noarpymmamu IIA u IIC
’- pasmmums Mexay noarpynmamu [IB u 1IC
*- >KUpHBIM mpHUQTOM oTMedeHb! 3HaueHust p<0,05.

OO6cnenoBanue nereil nokaszano, uro 18% manuenToB nmoarpynns! [TA umenu |
(caMbIii HU3KHIT) YPOBEHBb OOIIETO HEAOPA3BUTHUS PEUM, YTO OBLJIO 3HAYUMO OOJIBIIE B
cpaBuenuu ¢ noarpynmamu IIB (p=0,001) u HC (p=0,001). Yka3zaHHblil ypOBEHb

XapaKTCPU3O0BAJICA IMPOU3HOIICHUCM  OTACIIbBHBIX  CJIOB OBITOBOTO COJCPIKaHM,
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HEYETKUM HX 3BYKOBBIM OGOpPMIIEHHEM, 3BYKOMOJPAKAHUSIMH, MPU HTOM pa3HHIIA
MaCCUBHOIO U aKTUBHOT'O CJIOBAPHOTO 3araca Obljla HE3HAYUTEIbHOM.

bonapmmmacTBO meredt (54 %, 21% u 15% mnoarpynn IIA, 1IB u IIC
cooTBeTcTBeHHO) uMmenH Il ypoBeHb 00111eT0 HEOPa3BUTHUS PEUH, 3HAUMMBIX pa3Inuui
B MOATPYIIAaX BBISABICHO HE ObUIO. J[eTHM OrpaHMYMBAIUCH OJHOCJIOKHBIMU OTBETAMHU
Ha  BOINPOCHI, TNIEPEUHUCICHUEM NPEAMETOB M  JICUCTBUN, HEMOCPEACTBEHHO
BOCIIPUHUMAEMBIX B JIaHHBIH MOMEHT, UX CJIOBapHbIN 3amac ObLI OOEJHEH BCIEACTBUE
HE3HaHUS MHOTHMX CJIOB, O0O3HAYarOUIMX JAETAM MPEIMETOB, OAHAKO, MaCCHUBHBIN
CJIOBApHBIN 3amac ObLT B ATUX CIydasx OOJIbIIE aKTUBHOTO.

VY 28% O6onpHBIX ¢ ragakrozemuent noarpymnmsl 1A, 42% nereit nmoarpymnmsl 1B
u 32% nereit noarpynsl [IC 6su1 onpenenen 11 ypoBens 0611ero HeA0pa3BUTHS PeUH,
YTO HE UMEJIO 3HAYUMBIX Pa3ITUUHil.

[TaniieHTHI C yKa3aHHBIM YPOBHEM HEAOPA3BUTHS PEUYM BCTYIMAld B KOHTAKT C
JOTONEIOM TOJBKO B TMPUCYTCTBUU POAUTENEH, MPOUHOIICHHE 3BYKOB OBLIO
HeauppepeHInpoBaHO, HECMOTPSI Ha JTIOCTATOYHBIM aKTUBHBIN 3amac CJoOB, IPU 3TOM
JE€TU TOJIb30BAJIMCh BCEMH YAaCTSAMH PEYH JJISI TOCTPOCHUS NMPEIIIOKEHUM, MPABUIBHO
CTPOWJIM TIPOCTBIE TPEAJIOKEHHS, TBITAIUCH YINOTPEOIATh CIIOXKHBIC MPEIOKEHUS U
CJIOBOCOYETAHMUS,.

B noarpynmax I[IB u IIC Obutn BBISBICHBI J€TU C HOPMAJbHBIM YpPOBHEM
peueBoro pazutus 36% u 54% coorBercTtBeHHO (p=0,885), B TO BpemMs Kak B
noarpynne IIA Takux gerel He ObUIO, YTO OBLIO 3HAYMMO [0 CPABHEHUIO C
noarpynmnamu I[IB (p=0,000) u I1C (p=0,000).

[ToMuMO peyeBbIX HapyLUIeHHH Yy OOJBHBIX KJIACCUYECKOW TajlaKTO3eMUEH,
JUIMTEIbHO ~ TIONyYaloIMX  MAaTOTEHETUYECKOe  JIeYeHHWEe, ObUIM  BBISIBICHBI
MICUXOHEBPOJIOTUYECKUE PACCTPOMCTBA, AHAJIOTHMYHBIE TaKOBHIM y OonbHBIX DKV un

kinaccuduimpyemoie no MKb-10 (tabsn. 102).
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Taomuma 102

YucJ10 00JbHBIX KJIACCHYECKON TAJIAKTO3eMHEHd ¢ BLISABJICHHBIMU
NCXUHEBPOJOTNYeCKUMH HAPYIIEHUSAMHU HA (poHE JIUTETHLHO NPOBOAUMOI

AUETOTECPAIINH
MOATPYIIIBI
Kox mo MKB-10 An=39 | [Bn=28 | IAn=34 o
n | % n | % n | %
V Ilcuxuyeckue pacCTpoiCTBa U pacCTPOMCTBA MOBEACHUS
F48.0 | HeBpoTuueckue 14 36 9 32 1 3 0,882'
paccTpoiicTBa 0,001
0,002’
F70.0 YMcTBEHHAsA OTCTAIOCTD 1 2 - - - - 0,061 !
JIETKOM CTEIICHU 0,0612
F71.0 YMcTBEHHAsA OTCTAIOCTD 3 8 - - - - 0,0591
yMepeHHast 0,059
Cnenuduyeckue 39 100 18 64 16 41 0,0001
F80.0 | paccTpoiicTBa pa3BuTHS 0,000°
peuH U A3bIKa 0,885°
Crenuduueckue 4 10 - - - - 0,061
F80.1 paccTpoiicTBa yueOHBIX 0,061°
HAaBBIKOB -
Cnenuduyeckue 5 13 - - - - 0,0011
F82.0 | paccrpoiicTBa pa3BuTHS 0,001
MOTOPHOW (PyHKIIMU -
'unepakTuBHOE 4 10 - - - - 0,002
paccTporcCTBO, 0,002
Fg4.4 | COUCTAIOMIEECH C -
YMCTBEHHON OTCTaJIOCTBIO U
CTCPEOTHITHBIMHU
JIBUKCHUSIMH
F90-98 | DmornmoHaTbHbIE 7 |18 4 | 14] 2 5 0,700
paccTpoiicTBa U 0,027
paccTpoiicTBa oBeAeHMs, 0,093°
HaYMHAIOIKEecs 00bIYHO B
JIETCKOM U TIOJIPOCTKOBOM
BO3pacTe

L pasnuuus Mexy noarpynnamu [A u IB

2
3

- pasnuuus Mexay noarpynnamu IB u IC
- pasnuuus Mexy noarpynnamu A u IC

*- )HUPHBIM IWPUPTOM OTMeueHbI 3HaueHus: p<0,05.

VYcraHoBiIeHO, YTO HEBpPOTHYECKHE paccTporictBa B mnoarpynmax IIA (36%

6onbpHbIX) U [IB (32% narueHToB) BCTpeyanuch yaiie npotuB 3% aeTeil B noarpymnmne

IIC (p=0,001 u p=0,002 coorBeTcTBeHHO). CriennpuyecKkue paccTpomcTBa y4eOHbBIX

HABBIKOB ObLIM OTMe4eHbl ToJbKO y 4 (10%) GonpHbix moarpynmbl IIA, HauaBmux

IMocemaTrb MaCCOBYIO HIKOJY W BIOCICACTBHM IICPCBCACHHLIX Ha HWHAWBHUAYAJIIBHOC


http://mkb-10.com/index.php?pid=4001
http://mkb-10.com/index.php?pid=4441
http://mkb-10.com/index.php?pid=4441
http://mkb-10.com/index.php?pid=4441
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nomaiHee oOydenue. Creuuduueckue paccTpOWCTBA PA3BUTHUSL  JBUTATEIbHOU
GbyHKIIUM B BHUJIE MOTOPHOM HEJIOBKOCTH, JIETKOM HEMOCTOSIHHOW aTaKCHU MPH XOAb0e
umenn 12% O6onpHBIX noArpynnsl 1A, runepakTUBHOE PaccTpOMCTBO OTMEYAIOCh Y
10% narueHToB TaHHOW MOATPYMIBI. DMOIMOHAIBHBIE PACCTPOMCTBA U PacCTPOMCTBA
noBeZieHUs1 ObuT BBIABICHBI y 18%, 14% u 5% nereir moarpynm IIA, 1IB u IIC
COOTBETCTBEHHO. JleTeld C HapylIeHUSMH SMOIMOHAIILHON cdepbl ObUIO 3HAYMMO
6oxbie B moarpynne 1A mo cpasaenuto ¢ noarpynmnoi IIC (p=0,027).

YMmcTBeHHass otcranocth BbisiBIeHAa y 4 (10%) OonbHbIXx noxarpymmsl IIA,
JOCTUTIINX 7-JIeTHEro Bo3pacta: y 1 peOeHka Jierkoil, y 3 nmered - cpeiaHeil crerneHu
TSDKECTH, Y BCEX JIeTeH AuarHo3 ObLT YCTAHOBIEH MO KIMHUYECKHM CUMTOMaM, a HE 10
CKpPUHHUTY.

dnexmposnyegpanocpagus cHa ¢ BUOCOMOHUMOPUHEOM npogedena 14 neram
noarpymsl [IA, smunentrudgopMHast akTHBHOCTD MMPEUMYIIIECTBEHHO B JJOOHBIX OTIEIAaX
U TMaTOJOTUYECKUE JBM)KCHHUS B BHJIE KPaTKOBPEMEHHBIX abCAHCOB, OTBEACHHS TIJa3
BBISIBIICHBI y 3 TAIMEHTOB, MOCTPAJABIINX a WHTPEHATAIBOHM TEPHOJE W C TO3IHO
YCTaHOBJICHHBIM  JHMAarHO30M, YTO SIBUWJIOCH OCHOBaHHMEM JUIS  Ha3HAYCHUS
MIPOTUBOCYAOPOKHON Tepanuu. BbIIM MCMOIb30BaHbl AHTHUKOHBYJBCAHTHI Ha OCHOBE
BaJILIPOCBOM KHCIIOTHI. [Ipy OTCYTCTBHM KIIMHMYECKHX CYIOPOT W CHUXCHHH IOpOTa
CYJIOPOYKHOM TOTOBHOCTH /103y aHTHUKOHBYJIbCAHTOB IMOCTENIEHHO CHUAIW BIUIOTH JI0
MOJJHOM HMX OTMEHBL. Y OCTaJbHBIX MNAUUCHTOB THUIHWYHOW HJNUICITUYECKON WU
MapOKCU3MAIbHON aKTUBHOCTH M OYaroBBIX M3MEHEHHH 3aperucTpupoBaHO He ObLI0. Y
7 mnamuentoB Ha O3l  (QuxcupoBanuch ymepeHable auddy3Hbie U3MEHEHUS
OMODJICKTPUYICCKON AaKTUBHOCTH MO3ra, NpPH3HAKH JIUC(PYHKIIMH TIOJKOPKOBBIX M
nudHIEehaTbHBIX CTPYKTYp, y | peOeHka BBISBICHBI KOCBEHHBIC MPU3HAKU
BHYTPHUYEPEITHOMN TUTIEPTEH3UHU.

Ha pucynkax 79-80 mpeacTaBieHbl deKTpodHIIeatorpaMMbl peOeHKa 2-X JIeT C

AUArHOo30M KJIaCCUYCCKaAs TaJIaKTO3EMUA, YCTAHOBJIICHHBIM B BO3pPacTeC 3 MCCALICB.
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Pucynok 79. D3I mepBoil craguu MenjeHHO- BOJHOBOro cHa (non-REM sleep) ma 1o nHauama
MPOTUBOCYIOPOXKHON Teparmuu: Audy3HBIA pa3psia SMWIENTAGOPMHBIX KOMIUIEKCOB MUK-BOJHA,
JUIUTEIBHOCTBIO OKOJIO 2 CEKYH/I C IPe00IafaHeM aMILTUTY/bl B JOOHO-LIEHTPAJIbHBIX OTJIENaX KOPBI,
MaKCHMyM aMIUIMTY/bl TUKOBOTO KoMnoHeHTa 150 MkB, menneHHO-BOIHOBOro KoMioHeHTa 10 500
MKB.

Pucynok 80. 33T Bropoii ctanuu MeaieHHO-BojiHOBoro cHa (non-REM sleep) Ha ¢oHe koMIIeKkcHOM
Tepanuu (Oe3ramakTo3Has nuerat nenakuH-xpoHochepa B 1o3e 30 MI/Kr/CyTKu): GU3HOIOTHYECKHE
MaTTepHbI CHA TpeacTaBieHbl K-kommnekcamu ammutygoit 7o 200 mxB 1 BepeTeHamu cHa 4acTOTOM
no 8 I'n, ammuryznoi 20-30 mxB. BapuaHT Bo3pacTHOM HOpMBI
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Maenummno-pezonancuas momoepagus conoernoz2o mozea (MPT) Obina npoBeneHa
14 nersim ¢ kiaccuveckoil ramakrozeMued noarpynmsl IIA, uMeronmM KIMHUYECKYIO
HEBPOJIOTUUECKYIO CUMITOMATUKY. Y 8 OOJIbHBIX OBUIM BBISBICHBI Pa3IUYHbIC
MU3MEHEHHS OEJIOro U CEpOro BEIIECTBA TOJOBHOTO MO3ra, KOTOPhIE XapaKTepU30BAIHCH
cybaTpodueit KOpbl, 3aMECTUTEIBHON BEHTPUKYJIOMETaluel, MEepUBEHTPUKYISPHOM
JerikonaTueH, runoriazuei depps Mozxedka (puc. 81-82). V 1 pebenka, y KOToporo B
TEUYEHUE TIEPBOU HENIETHU KU3HU ObLTM OTMEYCHBI BHICOKHE IMOKa3aTenu OumupyouHa (10
600 MMOJTB/JT), OTMEYAIOCH CHMMETPUYHOE TTOBBIIICHHE NHTEHCUBHOCTH MP-curnana B
00JIaCTH TMOJKOPKOBBIX CTPYKTYp (OJieIHBIE IIAphI) MO TUIY «SIAEPHOM KEATYXU» Ha
(hoHe 3a7epKKM MUEIIMHU3ALMK BEIIECTBA MO3ra OOJbIIUX noymapuit (puc. 83).

Y ocranbHpix 7 mauueHToB MPT-kapThHa HE uMena O4aroBbIX W3MEHEHUM.
Baxxno ormeTtuth, uTo u3MeHenus Ha MPT Owbutn oOHapyKeHbl y JIeTed, Y KOTOPBIX
JedyeHre ObUIO HadaTto mocie 1 MecsAla *U3HH B CBSI3M C MO3JHO YCTaHOBJIEHHBIM

JTUarHO30M.

Pucynok 81. Kapruna MPT romoBHoro wmosra mnamuentkn b.JO. 2,5 ner ¢ kmaccudeckoi
rajakToseMueil (mpu3Haku cyOaTpopuu KOpbl-1, TEPUBEHTPUKYISAPHON JEHKOMAISLUU — HIU
neiikonaTuu-2, BEHTpUKyJIoMeranu -3). Pexum AX T2
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Pucynok 82. Kapruna MPT romoBHoro wmosra mnaumentkun b.}O. 2,5 ner c¢ kiaccuueckoi
rajaktosemMueil (mpu3Haku cybarpodum KOphI-1, TEPUBEHTPUKYISPHON JICHKOMATSAINH WA
neiikonatuu-2, BeHTpuKyaomeranuu -3). Pexxum FLAIR.

Pucynok 83. MP kaptuHa rosoBHOro Moszra CHUMMETPUYHOE IMOBBIINIEHHE HHTEHCUBHOCTH MP-
CUTHaja OT MOJKOPKOBBIX CTPYKTYp (OenHble mapbl) Ha QoHE 3aep KK MUEIMHU3AINH BEIIeCTBa
Mo3ra OONBIIKMX Moymapuii. MP-kapTHHA CHMMETPUYHBIX U3MEHEHHUH MOJKOPKOBBIX sifep (OJeaHbIX
1apoB),
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TakuMm o0pa3zoM, y AeTel C TSDKEIbIM TEUEHUEM KIACCUYECKOM TralaKTO3eMHU
OTJaJICeHHbIE NOCIECTBHS 3a00I€BaHNs OTMEUYAINCh Yallle, YeM NPH CPEAHETSKEIOM U
JErKOM TeyeHuM 3a0oseBaHus. HecMoTps Ha MPOBOAMMYIO JHUETOTEPANUI U
CUMIITOMATUYECKOE  JIEUYCHHE, BBIPaKCHHBIE HapyILIECHUs IICUXOPEYEBOTIO,
MHTEJJIEKTYJIbHOTO 151 JBUTaTEIILHOTO pa3BuTH, ITOATBEPKIACHHBIE
MHCTPYMETAJIBHBIMA ~ METOJaMHM HCCIIEOBaHUs, OTMedaiuch y 18% OoabHBIX
noarpynmnsl IIA, y koTopsix 3aboseBaHue ObLJIO BBISIBICHO HE MO CKPUHHUHTY, a B XOJ€

audepeHnrnaIbHON AMArHOCTUKH Ha (DOHE TXKEIBIX KIMHUYECKUX MPOSBICHUH.
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I'iaBa 9. OGOCHOBAHMUE, PABPABOTKA, 1 OHEHKA KJIMHUYECKOHN
SOOEKTUBHOCTHU JUETOTEPAIINM Y BOJIBHBIX C
T'AJIAKTO3EMUEN

9.1. OcHOBHbIE NPUHIMIBI OPTraHU3ANUU 0€3JIAKTO3HOI/0e3raJJaKTO3HOH JTHEThI
JJISl MANMEHTOB ¢ TAJIaKTO3eMuUell pa3jIMuyHoOr BO3pacTa

OCHOBHOM METOJl JICUCHUSI TMALMEHTOB C KJIACCUYECKOM TrajakTo3eMue —
IUETOTEpanus, MpelyCMaTpUBAIONIasl TOJIHOE HCKIIOUEHUE WM PE3KOE OTPAaHMYCHHE
MPOIYKTOB, COMIEPIKAINX TaIaKTO3y/JIaKkTo3y. Takol Mmoaxoa 10 HACTOSIIETO BPEMEHU
ABJISIETCSI €IMHCTBEHHBIM CIIOCOOOM CHIDKEHUSHAKOTUICHUSI TOKCUYHOTO KOMITOHEHTA
— ranakto3o-1-docdara B TkaHsx O0IBHBIX C YKa3aHHBIM 3a0o0sieBaHueM [23, 37].

Opranuzanuio je4eOHOro MUTAHUS MPU TATAKTO3EMHUHU OCYIIECTBISIM IyTEM
THIATEIBHOTO MO00pa MPOIYKTOB U OJIF0]I, TPU 3TOM MOJHOCTHIO UCKITFOYAIH BCE BUIBI
MOJIOKa, B TOM YHCJIE XKEHCKOE, a TAK)KE MOJOYHBIE M KUCIOMOJOYHBIE MPOAYKTHI C
3aMEHOM MX Ha CHEIUaIU3UpOBaHHBIE CMeCHU 0€3 JIaKTO3bl, IPOU3BEJACHHBIC Ha
Pa3IMYHOM OCHOBE.

N3 panuoHa SIMMHUHUPOBAIM  MPOAYKTBI, KOTOPbIE€ MOTJU  SIBISITHCS
MOTEHITUATBHBIMA UCTOYHUKAMU CBOOOHOM rajakTO3bl: MOJIOYHAs CBIBOPOTKA, IPYTUE
MPOU3BOJIHBIC MOJIOKA, KOTOPbIE€ BXOJSAT B COCTaB xJjeba, BBINEYKU, Kapameld,
ClajoCTe,  KOJOACHBIX  M3JEAMH  WJIM  COAEPXKAT  CKPBITYIO  TajakTo3y,
MPUCYTCTBYIOIIYIO B COCTaBE TAKMX CJIOXKHBIX COCTUHEHUH, Kak paddhrHO3a, CTaXno03a,
TJIMKOMTPOTEUHBI, FaJaKTOOIUTOCaXapHU/IbI.

[Ipn HapymieHHsIX KUIIEYHOTO MHUKPOOHMOIIEHO3a OCBOOOKICHHE TallaKTO3bl U3
rajakTO3uJ0B U €€ CJOXKHBIX COCIUHEHHI, MOXET MPOUCXOAUThH TMOJ JIEUCTBUEM
(epMEeHTOB MaTOr€HHOW WM YCJIOBHO TMAaTOI€HHOW KHIIEYHOM MHUKPOOHOTHI,
oOpasyromascss Tpu 3TOM CBOOOJHAs TajaKkTo3a CIOCOOHA OKa3bIBaTh 3HAUYMTEIILHOE
TOKCHUYECKOE BO3JCUCTBUE HA OPTaHU3M.

K mpoaykram, coaepKaiiuM «CKpbITYI0» TaJlaKTO3y, OTHOCATCSI 0000BBIE: TOPOX,

(bacob, eIpHas Cosl M COeBasi MyKa, a TAKXKE MO3TH, CyOnmpoayKTsl u Ap. (Tadn.103).
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Taomuma 103

IIpoaykrsl, cogep:kamme «CKPbITYIO» rajJaKkro3y

06000BBIC: TOPOX, 0005I, hacob, YeUEBHUIIA, MAIII,
["amakTo3uabI HYT, COA™*U JIp.

KaKao, MOKOJIa]

MO3TH U IPyTHUE CYONPOAYKTHI (II€YEHB, TOUKH,
JHMBED U T.I1.), SHIIA, a TAKKE U3JIETHSI U3 HUX.

[ TMKOTIPOTEHHBI
(ramakTorepeOpo3uIb)

*COBpPEMEHHBIE JIETCKUE COEBBIE CMECH, TPUTOTOBIICHHBIE HA OCHOBE M30JIsITa COEBOT0O OeNKa, He collepKaT
onrocaxapusl (padduHo3y u ctaxuosy), B TO BpeMs Kak MPOAYKTHI, CO31aHHbIE Ha OCHOBE He0OpaboTaHHO! COEBOI
MYKH, YaCTHUHO COJIEpAKAT rajJakTo3y. Eciiu 3T0 KOJIM4eCTBO rajlakTO3bl BHICBOOOAUTCS U3 CBSI3aHHOT'O COCTOSIHUSA, TO OHO
MOXET OKa3aTh CYIIECTBEHHBIH TOKCHYECKUI 3P (EKT.

[Ipy Ha3HaYeHWHW JIEYeOHOTO AIMMHUHAIIMOHHOTO palMOHAa TMPUHUMAIH BO
BHHUMaHHE
— TSDKECTh TCUCHUS 3a00JICBaHUS;
— TMEPEHOCUMOCTh MIPOJIYKTA;
— (U3HOJIOTHYECKUE MMOTPEOHOCTH JACTEH B OCHOBHBIX MaKpO- 1 MUKPOHYTPHEHTAX;

— COCTaB HaA3HAYaCMOI'O CIICOUAJIU3UPOBAHHOTO IIPOAYKTA.

Hemsam  nepgoco  2o00a  ocusHu € KJIACCHMYECKOM  TrajakTo3eMHei
0€371aKTO3HYI0/0€3rallakTO3HYI0 JUETy Ha3Hadyajld B COOTBETCTBHHH C TSHKECTHIO
KIIMHUYECKUX MPOSBICHUN (MEUCHOUHAs] HEIOCTaTOYHOCTh, IMPU3HAKOB MOPaKEHUs
MOYEK, CTETICHU HEJO0CTATOYHOCTU MUTAHUS, PUCK PA3BUTHS MUILEBON aJUIEPTUH U JIP),
a TaKk € C YYEeTOM BO3PACTHBIX (PU3MOJOTHYECKUX TMOTPEOHOCTEH B OCHOBHBIX
MUIIEBBIX BEIIECTBAX U DHEPTUH.

Bce wucnomp3dyempie B HCCIEIOBAaHUU  OE€3JIAaKTO3HBIC TPOIYKTHI  TEpen
Ha3HAYEHUEM MAIlMeHTaM C rajakTO3eMHUEeH MPOILIN SKCIEPTHYIO OIEHKY Ha Halluuue

CJICIOB JIAKTO3BI ¥ TAIaKTO3bI (Tadi. 104).
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Taomuma 104

Conepikanue JIaKTO3bI /TAJAKTO3bI B CHIEIUAJTUZUPOBAHHBIX CMECAX, BXOJAUBIINX B
COCTAB PAIMOHOB JIeTEH € rajlaKkTo3eMuen

Ipenen obuapyxenus (%)
[ponyxkr Ocnosa Jlakto3a lanakTo3a

0,02 0,025
Hytpunak HatuBHBIN MOTOYHBIN O€0K <0,02 <0,025
0€3J1aKTO3HBIN + (50% xa3enHa)
DOudamun nakrodpu HaTtuBHBIN MONTOYHBIN Oe0K <0,02 <0,025
OHpamun 0 max (80% ka3zenHa)
Hytpunak nentuau | ['uaposn3ar CbIBOPOTOUYHOTO <0,004 HEe 00HaApYKEHO
CUT MOJIOYHOTO OeJika
Hytpuiion nentu racrpo | ['maponusat ceIBOpOTOUHOTO <0,024 <0,025

MOJIOYHOI'0O OeJIKa

OHpamun Hytpamuren
Hytpamuren LIPIL 1 u2

['maponn3at MOJIOYHOTO Oelka
(80% ka3zenHa)

HEe 00HapyKEHO

<0,05 (cnenpr)

OHbamun ['unponuzat MojoyHoro Oenka | He oOHapyxeHo | <0,05 (ciemsr)
[Ipeructumun LIPIL (80% xa3enHa)

Hytpunak cos W3omsat coeBoro 6enka HE 0OHAPY)KEHO | HEe 0OHAPYKEHO
Xymana CJI W3onst coeBoro Genka HE 00HAPYKECHO | HE OOHAPYKEHO
Hytpuiion cost W3omsat coeBoro 6enka HE 0OHAPY)KEHO | HEe 0OHAPYKEHO
dpucocos W3ousT coeBoro Oenka HE 0OHAPYKECHO | HE OOHAPYKEHO

Baxxno OTMCTUTBb, YTO IIPOBCIACHHOC HCCIICAOBAHUC ITOATBEPAMUIIO AAaHHBIC O

COIEPKAHUM JIAKTO3bl W TAJAKTO3bl, 3asBJICHHBIC NPOU3BOAUTEISIMUA YKA3aHHBIX
MPOAYKTOB MUTAHUS

[Tocnie ycTaHOBIIEHUSI TUArHO3a «KJIACCHUYECKAs TajJaKTO3EMUs» JIETH B TOT XKE
JI€Hb TEPEBOJMIIMCH Ha OE3JTaKTO3HYIO JIMETy, €Clii PEOEHKY e€llle HE MPOBOIMIIN
MH(Y3UOHHYIO Tepallnio, A0 MEepPeBoJia Ha JUeTy Opalid MOBTOPHBIN aHAIU3 KPOBH s
OTIpEJIeTICHUST YPOBHSI TallaKTO3bl (PETEeCT) M AaKTUBHOCTH (EepMEHTa, MPOBEIACHUS
noaTeepxaaromein JIHK guarnoctuku. B ciyuae mpoBeneHust uHdy3um, yKazaHHYIO
MpOIIEIypy OCYIISCTBISUIM To374Hee. B KadecTBe JIeUeOHBIX MPOIYKTOB OBLIH
HAa3HAYCHBl CMECH Ha OCHOBE H30J5Ta COEBOro Oelika, B KOTOPHIX JIAKTO3a U
PaCTUTENBHBIE TATAKTO3UABI MOJHOCTHIO OTCYTCTBYIOT, & TAKXKE CHEHUAIM3UPOBAHHbBIC
CMECH Ha OCHOBE THUIPOJU3aTOB Oellka Ka3ewuHa, CHIBOPOTOUYHBIX OEIKOB W/WUIU
Ka3eMHIIPEIOMUHAHTHBIE O€3J71aKTO3HbIE MOJIOUHbIE CMECH, cosiepxkaliue He oonee 50%

CBIBOPOTOYHBIX MOJOYHBIX OCJIKOB. BBI60p CMCECHU OCYHICCTBIIAJICA Ha OCHOBaHUH
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TSOKECTH TI€YEHOYHOM HEIOCTaTOYHOCTH, IPU3HAKOB IOPAXKEHUS TMOYEK, CTEIECHU
HEJIOCTATOYHOCTH MUTAHUS.

Takass Takthka Obuta mpumeHeHa ko BceM 39 (100%) nmersm moarpymmsl [1A
(«xnmaccuueckas ramakrtozemusi») uy 21 (75%) pebGenka mnoarpymnmsl IIB  co
CPEIHETSDKENBIM ~ KIMHUYCCKUM BApHAHTOM TEUYEHHUs 3a00J€BaHUA H HAIAYHUEM
COMYTCTBYIOIIEH comarnueckoil mnartosoruu. 7 (25%) mnamuentoB mnoarpynmnsl 1B
HaXOJWINCh HA CMENIAHHOM BCKapMJIMBAHUM, MPU STOM JOKOPM OCYIIECTBISICA
0€3J1aKTO3HBIMU CMECSIMH.

Hetu mnoarpynnel [IC B TedyeHue mnepBOro Mecsla KU3HA MNPOAOIIKAIU
BCKapMJIMBATBCSA TPYAHBIM MOJIOKOM WM JETCKOM JIAKTO30COACPIKAIEU MOJIOYHOU
CMECBIO C €KEHEIETIbHBIM MOHUTOPUPOBAHUEM YPOBHSI TalaKTO3bl B CBIBOPOTKE KPOBH.
IIpy OTCYTCTBMM TEHACHIMM K CHWXXEHUIO JAHHOTO TIOKA3aTelisi W HaJIU4YUH
MUHUMAJbHBIX KJIMHUYECKUX CUMIITOMOB (CPBITMBaHUE, METEOPHU3M, PACCTPOUCTBO
CTyJa), A€Teil MepeBOANIA Ha HU3KOJIAKTO3HYIO UK 0€3JIaKTO3HYIO TUETY C MOJ00pOM
BHJIa BCKapMJIMBaHUS (MICKYCCTBEHHOE WJIM CMEIIAHHOE) U WHMBUAYaAJIbHBIM BHIOOPOM
JNeTCKOM cMmecu, HazHauamu Y3W opraHoB OpIOIIHON TOJIOCTH W JOMOJHUTEIBHOE
OnoxuMuyeckoe oO0cienoBaHue JUisi ompenesieHus (YHKIUOHATBHOTO COCTOSIHUS
neueHu. B pesynprare HabmoAeHUs K Bo3pacTy 1,5 mecsma 'y 9 (26%) HOBOPOKACHHBIX
noarpymnmnsl [IC coxpansmock rpyaHoe BckapmimBanue, 10 (29%) nereit Haxoaumuch
Ha CMENIaHHOM BCKapmyiuBaHuu, 15 (44%) malMeHToB MOJy4aid JACTCKUE
aJanTUPOBAHHBIC CMECH, B TOM YHCJIEC 8 JeTel — O€37IaKTO3HbIE CMECH.

B Tabmune 105 mpexacraiBeHbl NaHHHBIE O BHUAAX MPOJYKTOB, HA3HAYCHHBIX
JICTSM C TaJlaKTO3eMHEH.

Tabmuma 105

OcHoBHBIE INPOAYKTDLI IMTAHUSA, HAZHAYCHHbIC A€TAM C rajakro3eMmuen

OCHOBHBIE TPOTYKTHI IToarpynmel (uucio nerei) Beero
MUTAHUS ITA (n=39) | IIB (n=28) | 1IC (n=34)
n | % n | % n | % n | %
[Turanue 6e3 orpanndeHus JakTo3el n=16 (15,8%)
['pynHOE MOJIOKO - - - - 9 26 9 8,9
AnanTupoBaHHbIE - - - - 7 21 7 6.9
MOJIOYHBIE CMECH
[Tutanue ¢ oprannvenrem Jakto3sl n=17 (16,8%)
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(I'B+ OesnmaTko3Has | - - 7 25 10 29 17 16,8
MOJIOYHAsI CMECh)

Crporas 6e3nakro3Has auera n= 68 ( 67,4%)
AJlanTHPOBAHHBIC 5 13 10 36 8 24 23 22,8
0€3/1aKTO3HBIC MOJIOYHBIC
CMeECH
CMecH Ha OCHOBE M30JISITa 14 36 3 10 - - 17 16,8
CcOeBOro Oeka
CmMmecu Ha ocHoBe | 20 51 8 29 - - 28 27,8
BBICOKOTHIPOJIN30BAHHOTO
Ka3eHuHa WJTH
CBIBOPOTOYHBIX OEIKOB

BaxxHO OTMETUTBH, YTO MEPEHOCUMOCTH CIEHHUATU3UPOBAHHBIX O€3TaKTO3HBIX
MPOAYKTOB ObLIIa YJOBICTBOPUTEILHOMN Y OOJIBIIMHCTBA JIETEH HE 3aBUCKMO OT OCHOBBI,
Ha KOTOPOM OHU ObUIM MPOM3BEACHBI (HATUBHBIM WM THAPOIU30BAHHBIN MOJIOYHBIN
6enok). [Ipy MCHOTB30BaHUM COEBBIX CMECEW y 6 JeTeil Ha MEepBOM MeECSIE KU3HU
OTMEUECHO MOSBJICHUE AJUIEPTUUECKUX PEAKIUN CPEAHEN TSKECTU U MUILEBAPUTEIHLHON
TUChYHKIIMA B BHUJE 3aMOPOB, y 2 HOBOPOXKICHHBIX C MEPUHATAIHLHBIM MOPAKECHUEM
HHC wu npusnakamu MOpGOPYHKIIMOHATBHOW HE3PENOCTH, ObUIa  BBISBICHA
KPUCTAJUTYpHsl 32 CYET YpaToB, YTO MOCIY>KUJIO OCHOBaHUEM JUIsl TIEpeBoAa BCeX &
JeTed Ha  BCKApPMJIMBAHUE CMECAMM HAa OCHOBE  BBICOKOTHIPOJM30BAHHBIX
CBIBOPOTOYHBIX OEJIKOB WJIM Ka3euHa.

Takum oOpazom 15,8% nereit ¢ JerkUM KIMHUYECKUM BapuUaHTOM 3a00JIeBaHUs
MPOJIOJDKATIM TIOJIy4aTh MUTaHUE O€3 OrpaHUYEHUs JAKTO3bl (TPYyJAHOE MOJOKO WITU
JETCKYIO JIJAKTO30COICPIKAIyI0 MOJIOYHYIO CMECH) 0]l KOHTpoJieM Bpaya, 16,8% nereit
MOJIyJaJId THUTAHWE C YaCTUYHBIM OTpaHWYEHUEM JaKTO3bl (72 CYTOYHOrOo oOBeMa
MATAHUS 3aMellaiach 0€3J1aKTO3HOM cMmechlo), 67,4% nerell HaXOIWIMCh Ha CTPOTOM
0€e3J1aKTO3HOM Oe3rajlakTO3HOU JHETE.

B  nuranum  27,8%  OOJNBHBIX  WCHOJIB30BAIKMCH  CHEIUATH3UPOBAHHBIC
0e3NlakTo3HbIe/0e3rajlakTO3HbIe CMECH Ha OCHOBE BBICOKOTHUJIPOJIM30BAHHOTO U
IEJTPHOTO MOJIOWHOTO Oenka, 22,8% TalueHTOB TOJydald aJanTHPOBAaHHbBIE
Ka3eMHIIPEIOMUHAHTHBIE Oe371aKkTO3Hble cMecu. CMecH Ha OCHOBE H30JIATa COEBOTO

OeJIKa B CBSI3M C MX IOBBIIICHHBIM AJVICPIrUu3npymumM MMOTCHOHUAIOM U PUCKOM pPa3BUTHUSA
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KPUCTAJLTYPUH NPUMEHSJIUCh B JUETOTEPANIUU AETENH OTPAaHUYEHHO, 4 UMEHHO Y 16,8%
MAIMEHTOB 0€3 MPU3HAKOB TSHKEJION MOTUOPTaHHON HEIOCTATOYHOCTH.

KonnuecTBO OCHOBHBIX TMHILEBBIX HMHIPEIUEHTOB M HHEPIMM B PpalMOHAX
OOJIBHBIX TEPBOTO TroAa JKU3HU C TalaKTO3eMUEW OIICHMBAJIM B COOTBETCTBUU C
BO3pPAaCTHBIMU HOpMaTHBaMu [32], eXeMeCSYHO MPOBOAMIN KOHTPOJb (PU3UUECKOTO
Pa3BUTHS U OLIEHKY (DAKTUYECKOTO MUTAHUS.

Kak Bumno u3 tabmuipl 107, mo cCpaBHEHHIO C TPYIHBIM BCKapMJIMBaHHEM B
palfioHax C HCIOJb30BaHHEM O€3JIaKTO3HOM CMECH Ha OCHOBE U30JTa COU
CpelHecyTouHas KBOTa Oejka u yrieBAoB Obuta 3HaunMo Oobine (p=0,000 u p=0,002
COOTBETCTBEHHO), TAaK)K€ 3HAYMMO Oouiblue Oenka, xupa u yrieBonoB (p=0,000 s
BCEX IOKa3aTesiei) ObIIO BBISIBIICHO B pallMOHaX C MCIOJIb30BAHHEM CMECH Ha OCHOBE
BBICOKOTH/IPOJIN30BAHHOTO Ka3eHHa; IPUMEHEHUE cMeCcHu Ha OCHOBE
BBICOKOTHJIPOJIN30BAHHOTO CBOPOTOYHOTO O€JIKa 3HAaYUMO TIOBBIIIAET COJAEpPHKAHUE
oenka B pammone ( p=0,000) BckapmiMBaHWEM TpPU OTCYTCTBUUU PpaA3NIUUUNA B
COJZIep KaHUM KUpa U YIIIEBOJIOB; aJalTHPOBAHHbIE 0€3JIaKTO3HBIE CMECH, TAK K€ KaK U
OOBIYHBIE J€TCKHE MOJIOYHBIE CMECH, 3HAUMMO YBEIMYMBAIOT B PAI[MOHE KBOTY
yraeBosoB (p=0,001) mpu OTCYTCTBMM 3HAYUMBIX PA3IMYUN B COJEpKAHUM Oelika U
xupa. B 1enom morpeOieHrHe OCHOBHBIX MUIIEBBIX BEIIECTB W AHEPTHH OOJIbHBIMU
IEeTbMM €  Trajakro3emMued B Bo3pacte  4-6  MecsleB,  IOJy4YaBIINX
0e3J1aKTO3HbIe/0e3ranakTo3HbIe paLMOHBI, COOTBETCTBOBAJIO BO3PACTHBIM

(hu3noornyeckuM noTpedHoctsIM [32].
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Ta0Omuma

XMMHYECKHUH COCTAB U IHEPTreTHIECCKAA HEHHOCTH 0€e3J1aKTO3HBIX panuoHoB ;[eTei/i ¢ rajlaKkroseMuen

B Bo3pacre 4-6 mecsinieB 0e3 mpuKopMa

OCHOBHBIE TIPOTYKTHI XHUMHUYECKUH COCTAB pallMOHA T/CYyTKH* DHepreTuvecKas
UTAHMS Oenkn p** KUPBI p** YTJICBOABI p** IIEHHOCTh KKaJI/KT p**

I'pyanoe Mosoko 14,241,471 - 37,244,52 - 107,443,703 - 891,44+ 45,3 -
12,6-16,6 32,4-45,1 102,4-114.,4 829-971

AlanTupoBaHHBIC 14,240,490 0,557 33,9+1,23 0,121 119,743,51 0,001 897,5+ 27,4 0,560

MOJIOYHBIC CMECH 13,6-14,8 32,4-35,3 115,4-124 864-931

Cwmecu Ha OCHOBE M30JIATa 17,02+0,718 0,000 36,03£1,61 0,842 113,7+4,05 0,002 897,5+ 28,03 0,485

CO€EBOro OenKa 16,1-17,8 33,9-39 106,4-119,2 864-931

Cwmecu Ha OCHOBE 17,8+0,77 0,000 34,4+4.81 0,000 117,6+5,19 0,000 896,5+£27.9 0,389

BBICOKOTHJIPOJIM30BAaHHOT O 17-18,9 28-40,2 118,4-110.4 864-937

KazenHa

Cwmecu Ha OCHOBE 17,740,859 0,000 36,6+1,49 0,243 109,3+2.87 0,243 892+26.9 0,706

BBICOKOTHIPOJIM30BAHHBIX 16,6-19 34,9-38.4 105,9-113,2 859-925

CBIBOPOTOYHBIX OEJIKOB

be3nakTosnple MOIOYHBIE | |5,3440,582 0,079 37,6+1,54 0,079 111,7£2,99 0,018 899,9+28.26 0,277

Ka3eMHINPEAOMUHAHTHBIE 14,7-16,1 35,9-39,6 108,4-115,6 869-937

CMECHU

* - cpeZiHeCYTOYHOE 3HAYCHHE, CTAaH/IAPTHOE OTKJIIOHEHUE, MUHUMYM, MaKCUMYM.

107

**_ ypoBeHb 3HAUMMOCTH KpuTepusi MaHHa-Y UTHH NIPY CPAaBHEHUH O€3J1aKTO3HBIX PAIMOHOB OTHOCUTEIBHO IPYIHOTO BCKAPMIIMBAHUS, )KUPHBIM MPU(POTOB BIJICICHBI

3Hauenus p<0,05
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JluHaMuyKa coJiep KaHus TOTAJIbHOMN TalaKTO3bl B KPOBH Y JICTCH C TajlaKTO3EMHCH

Ha (OHE HA3HAUYCHHOTO JICUEOHOTO TMUTAaHUS ObLIa MPOAHAIM3UPOBAHA B CPaBHECHUHU

MEXAy MOATPyNIamMd A0 M Ha (OHE IMPOBOAMMON JUETOTCPAIMH, a TaKXe CO

3JI0POBBIMH JICTBMH IIEPBOTO TOja KH3HH, MOJY4YaBIIMMH CTaHIAAPTHBIA BO3PAaCTHOMN
pauuoH (1aba.108).

Taomuna 108

JAuHaMuKa ypoBHsI 001eH rajakTo3bl y IeTel ¢ KJIACCHYEeCKOH rajlakro3emMueil Ha
(¢one nuerorepanum 4yepes 1 Mecsin MCMOIbL30BAHUSA
0€3JIAKTO3HOI/0e3raJIakTo3HO| JHEThI

YpOBEHb TOTATBHOM TraJlakTO3bl B CyXOM IIATHE KPOBU (MT/ 1)
ITokazarenu [Toarpymrst rpymnma
IIA (n=39) IIB (n=28) IIC (n=34) CpaBHCHUA
(n=20)*
1o Ha 10 Ha 1o Ha JueTe
CKPUHHUHTY | JUE€TEe | CKPUHUHTY | JAMETE | CKPUHHUHIY

M 63,1 2,39 15,6 2,3 10,3 1,79 1,35
o 16,2 0,45 2,29 0,37 1,51 0,49 0,34

Min 35 1,4 12,8 1,3 7,9 0,8 0,7
Max 90 4 21 3 13 2,5 2,4
Menunana 68 2,2 15,3 2,45 10 2 1,3
25 KBapTWIb 56 2 14 2,1 9,7 1,3 1,1
75 KBapTHUJIb 70 2,7 16,8 2,6 11,1 2,2 1,6

* - Ipynmna cpaBHEHHS — YCIIOBHO 3JJ0POBBIE JIETH

CpaBHUTENbHBIN aHau3 (KpuTepuii MaHHa YUTHM) MOKa3ai, YTO COJAEpKaHWE
TOTAJIbHOW TallaKTO3bl B KPOBH 1O Hayajia AUETOTEpanuu ObUIO CamMbiM BBICOKUM B
noarpymnmne I[A otHocutensHo TakoBoro B moarpynmax IIB u IIC (p=0,000), B
noarpyne [IC on 6611 HUKE 110 cpaBHeHUIO ¢ oarpymnmnoi [IB (p=0,000).

CHxeHue ypoBHA OOIEl TajlakTo3bl HAa (JOHE MPOBOJMMOW AUETOTEpPANUU IO
CPaBHEHHUIO C IaHHBIMHM, MTOJIyY€HHBIMH B Pe3yJbTaTe HEOHATAIBHOTO CKPUHUHTA, OBLIO
3HauuMO BO Bcex mnoarpynmnax (p=0,000), HO mpu STOM COJEpP)KAHUE TaTaKTO3bI
OCTABAJIMCh 3HAYMMO BBIIIE IO CPABHEHUIO C TaKOBBIMH IIOKA3aTENIMH YCIOBHO
3nopoBbix Aeted (s noarpymnm IIA p=0,000, IIB - p=0,000, IIC - p=0,007). Paznuuus
MEK]ly TTOKa3aTeIsIMA YPOBHS TajlaKTO3bl KPOBU Ha JiedyeHUH y Aeted noarpyn A u
[IB 6bumn He 3Haunmbl (p=0,767), B moarpynne IIC 3Ty mokazatenu ObLIM 3HAYMMO

HWKE 10 CpaBHEHMIO ¢ TakoBeIMU B noarpynmax [IA u IIB (p=0,000).
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Takum o00Opa3oM, yCTaHOBJIEHO, YTO Y MAalMEHTOB C OY€Hb HU3KUM YpPOBHEM
akTuBHOCTH (pepmeHTa ['-1-OVYT comepkaHue raaakro3bl B KPOBU IO pe3yibTaTam
HEOHATAJIbHOTO CKPUHUHTA OBLIO BBINIE, YeM Yy JE€TeH C aKTUBHOCTHIO dH3MMa Oosee
25% OT CpeIHETO 3HAYEHUSI HOPMBI.

BrisiBneHo, 4yTo Ha (OHE STUMUHAIMOHHOW JMETOTEpANUH C HCIMOJIb30BaHHUEM
CHEIUAIN3UPOBAHHBIX OE€3JIaKTO3HBIX MPOJYKTOB YPOBEHb TOTAJIBHOM TalaKTO3bI
CHWXXAJICSI U COXPAHSUICS B paMKax JIONYCTHMBIX 3HAYEHHWI, HO OCTaBAJICA 3HAYMMO
BBIIIE [0 CPAaBHEHHUIO C YPOBHEM TrajakTO3bl B KPOBHU YCIOBHO 3/I0pPOBBIX JeTel. Y
MallMeHTOB C TOBBIIIEHHBIM YPOBHEM TOTAJIbHOM TalakTO3bl MO pPE3yibTaTaM
HEOHATAJIbHOTO CKPUHMHTA M OCTATOYHOW aKTUBHOCTHIO hepmenta GALT Gonee 25%
CHW)KEHUE YPOBHS TaJaKTO3bl J0 AOIYCTUMBIX IPEAEIOB IMPOUCXOJINUIIO CIIOHTAHHO B
TEUEHHE MeECSIa, YTO IMO3BOJIMJIO COXPAHUTh B WX MHUTAHUU TPYIHOE MOJIOKO WIH
aJanTUPOBAHHBIE MOJIOYHBIE CMECH IO KOHTPOJIEM YPOBHS TallaKTO3bl U
Ha0JII0JIEHUEM Bpaya.

Ha ocHoBe HaOmrofeHusl 3a JAETbMHU C TaJaKTO3€MHUEH C PA3IMYHON TSKECTHIO
TeyeHusi 3a00JeBaHHA, C Y4YE€TOM JUHAMUKH KIMHUYECKUX CHUMIITOMOB U
OMOXUMHUYECKUX MapKepOB (TajlakTo3a KPOBHU, TPAaHCAMUHA3HI TIEYeHH) ObLT pa3paboTaH
QIrOpUTM BHIOOPAa OCHOBHOTO NPOJAYKTAa MUTAaHUS JI1 MAIlMEHTOB C YKa3aHHOU

MaTOJIOTHEH, KOTOPBIN MCITOIB30BAJICS B HAIllEeM HCCIIeIOBaHUH (puc. 84).
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T"amaxkTo3zemus tui I

Y

Tsaxenoe
TEUCHHUE

X

A

(MKB 10 E74.2)

A 4

Hpyrue xInHIYEeCKUe
BapHaHTHI FaTaKTO3EMUH,
B T.4. BapuaHrt [lyapte

A\ 4

Cpennerspkenoe

CHUHIIpOM LIUTONH3A
(moeeimenne ACT u AJIT
B 2 u Oosee pa3)
obmas ramakrosa 10 mr%

A

TCUCHUC

v

Jlerkoe

CHUHIIpOM LIMTONHN3A
(moeermenne ACT u AJIT
He OoJiee ueM B 2 paza)
o0Omas ramakrosa 10 mr%

A

u Oonee u Oonee
Crporas HuskomnakTo3nas

Oe3I1aKTo3Has JAHUECTAa

v

WU Oe3I1aKTO3HAS JUETA I10oa
KOHTPOJIEM YPOBHS I'aJIAKTO3bI

TCUCHUC

l

CUHIPOM IUTOIN3A
OTCYTCTBYET
00111as rajjakrosa
menee 10 mr%

y

I'pynnoe
BCKapMJIMBaHUE 1O/ KOHTPOJIEM
YPOBHSI FalakTO3bl KPOBU

y

I
v

besnakTo3nas cmech
Ha OCHOBE TUJiposin3ara
CBIBOPOTOYHOTO
MOJIOYHOTO OeJika
WJIM Ka3euHa

Ha OCHOBE M30JI5ITa COEBOI0 OeIKa

MUIIEBON aJuIepruu, GYHKIMOHATBHBIX
3aI10pOB, MATOJIOIUU TIOYEK

besnakTo3nas cmech

IIpU OTCYTCTBUU

besnakTo3Has cMech Ha
OCHOBE IIEJILHOTO
MOJIOYHOT'O OeJIKa

Pucynox 84. AnropuT™M Ha3HAYCHUSI TUETOTEPANMH U BEIOOpa 0€3JI1aKTO3HOM CMECH PH rajakTo3eMud | Tuma




264

Ilpuxopm BceM JIeTSAM C rajJlakTO3eMHEN BBOAWIIN B Bo3pacTe oT 4 10 6 Mecsues
KU3HH, YTO COOTBETCTBYET CpPOKAM HA3HAYEHHs MPUKOpPMa 3I0pPOBBIM JeTsM. Bce
MOJIOUHBIE TPOJYKThI, BKJIOYas HEAJANTHPOBAHHBIE KUCIOMOJIOUYHBIE IPOIYKTHI,
[IEJIbHOE KOPOBBE MOJIOKO, TBOPOT, ObLIN 3amlpeleHbl K UCIoJib30BaHuIo y 85 (84,2%)
O0JBHBIX TalakTo3eMueil. B mutanum neteil Ha MEPBOM Oy KU3HH HCHOJB30BaJH
TOJIbKO 0€3MOJIOUHBbIE TPOAYKTHI U Ontofa: O€3MOJIOUHBIE Kallld, KOTOPbIE Pa3BOAMIIN
0€3J1aKTO3HBIMU/0€3ralakTO3HBIMH CMECSMHU, a TAaKXKE OBOIIHOE, MSICHOE M (PPYKTOBOE
IIOpe.

be3MoIouHbIE KalllM MPOMBIIIJIEHHOTO MPOM3BOJICTBA HA OCHOBE KYKYpPY3HOW,
PUCOBOM WM TPEYHEBOM MYKH Pa3BOAWIM CIEHUATU3HUPOBAHHOW CMECBHIO, KOTOPYIO
noJty4as peOeHoK.

MsicHOW mpUKOPM BBOAWJIM B MHUTAHHWE OOJBHBIX TajlakTO3eMHEW ¢ 6 MeCsIeB,
MPEUMYILECTBO OTAABAIM  CIECHHAIU3UPOBAHHBIM JE€TCKUM MSCHBIM KOHCEpBam
IIPOMBIIIJIEHHOTO BBIIIYCKA, HE COJAEpPKAIlllMM MOJIOKa M €ro NPOU3BOJIHBIX (KPOJIHK,
LBITUICHOK, TOBAJIMHA, UHJEWKa W 1p.). 1 KoMmmeHcanuu KBOTHI KHUBOTHOTO Oelika
KOJINYECTBO MSICHOTO MIOPE K oAy >KU3HM yBenuuuBaiy Ha 15-20% mo cpaBHEHMIO C
pekoMeHIyemMoit HopMoit. OCOOEHHOCTH aCCOPTUMEHTA MPOAYKTOB M OJII0] IPUKOPMA U
CPOKH MX BBEJICHHMSI PU FAIAKTO3EMUU OTpakeHbI B Tabiuue 109.

Taomuma 109

HpI/IMepHHC CPOKH BBCACHUA IIPUKOPMA ACTAM IIEPBOTO rroaa KU3HHU C rajJakTo3eMuen

Cpok BBeZieHMsI PUKOpMa (MeEC)
[TponyxTsl 1 G012 »
BbonbHble ranakTo3zemMueit 3/10pOBbIE 1€TH
OBougHoe mope 4-6 4-6
Kamm monounbie - 4-6
Kamm 6e3mosounbie 4-6 4-6
DpyKTOBOE MIOpE 5-6 4-6
Coxk (ppyKTOBBIN 5-6 4-6
TBopor - 6
MsicHoe mope 5,5-6 6
Ao (kenTok)* nocse 12 mecsnes 7
Pri6a 8 8
Kedup u xucinomosnounbie NpoyKThl - 8
Cyxapu, neyeHbe (0ObIYHBIC) - 7
Cyxapwu, riedenbe (6e3 MoJIoKa) 7 7
PacturensHoe Macio 4-6 4-6
CimBo4HOE Macio - 4-6

* - JKeNTOK BBOAUTCS mociie | rona, He yamie 2-3 pa3 B HEJEIIO
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XUMUYECKHI CcOCTaB 0€3JIaKTO3HOr0/0e3rajJakTo3HOTO  paldoHa 0O0JIBLHOTO
raJlakTO3eMUEl TIEPBOTO ToAa JKW3HHW TOCTE BBEIACHUS MPUKOPMA YCTAaHOBWI WX
COOTBETCTBHC BO3PACTHBIM IMOTPEOHOCTSAM JIeTeld B OCHOBHBIX IHIIEBBIX BEIISCCTBAX U
sHepruu (tabdu. 110).

Tabmuma 110
IIpumepHbIi 0€3J1aKTO3HbIN PAllMOH 00JBLHOI0 raJIAKTO3eMUEl B BO3pacTe

7 mecsieB (Macca Tesa 8000 r)

XUMUYECKUH COCTaB, T DHepreTu
IMponyKkThi, Gmoza Kon-Bo Oenku YKUPBI YIJIEBOBI yeckas
ML, T LICHHOCTb,
(kkaur)
CMech Ha OCHOBE 450 8,0 15,8 31,1 302
BBICOKOTHJIPOJIN30BaH
HBIX CBIBOPOTOYHOBIX
OCJIKOB
Kamra 6e3monounas 180 3,06 6,5 30,4 207
KyKypy3Has
OBo1HOE Mope 200 2,6 7,8 31,4 193.,6
PacTurensHOE Maciio 8 — 8 — 108,0
MsicHoe mrope 30 6,0 2,1 — 432
(uHeliKa)
SAbnounoe mope 70 0,42 — 10,1 43,0
DpyKTOBBINA OTBap 50 0,2 — 5,1 21,0
Htoro 986 20,9 40,2 108 9173
Ha kr maccel Tena 2,6 5,0 13,5 115
Hopwmebl motpebnenus 2,2-2.9 5-6,5 12-14 110-115

Takum o6pazom, tudpepeHIMPOBaHHBIN MOAXO0/] K AUETOTEPANH AETEH MEPBOro
roja JKHW3HM C Trajlakro3emueinl mo3Boima 15,8% gmeredl ¢ JIETKMM KIMHHUYECKUM
BapUaHTOM 3a00JeBaHUSA TPOJOJDKUTH BCKapMJIMBaHWE 0€3 OTpaHWYEHUS JIAKTO3bI
(TpyTHOE MOJIOKO WJIM JCTCKYI0 MOJIOYHYIO CMECh); YaCTHUYHO COXPAHHUTh JIAKTO3y B
nutanun 16,8% nerelt co CpemHETSHKENbIM TEUYeHHEeM 3a0oJieBaHHs (CMEIIaHHOE
BCKapMJIUBaHUE C JIOKOPMOM O€3JaKTO3HOM CMEChIO), MpU OoJiee TSIHKEIOM TEUEHUU
3aboseBanust y 67,4% mMaireHToB MOJydalid CTPOTyH 0€3J1aKTO3HYI/0e3rajlakTO3HYI0
TTUETY.

B TUETE 27,8% neTen HUCIOJIL30BAINCH CIICIIMATIM3UPOBAHHbBIC
0e371aKTO3HbIe/0e3raakTO3HbIE CMECH Ha OCHOBE BBICOKOTHIIPOJIM30BAHHOTO Ka3eWHA
WJIM CHIBOPOTOYHBIX MOJIOYHBIX O€JTKOB, 22,8% MaIlMeHTOB MOTyYain aJanTHPOBAHHBIE

Ka3CHMHIIPECAOMHWHAHTHBIC Oe3nakTo3Hele cMecd. CMecH Ha OCHOBE M30JISITA COSBOTO
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OeJika B CBSI3M C UX MOBBIIIEHHBIM aJUIEPTU3UPYILIMM MOTEHIIMAIOM U PUCKOM Pa3BUTHS
KpUCTaJUTypUH NPUMEHSIINCH B IUETOTEPANH J€TEd OrpaHUYEHHO, 2 UMEHHO ¥y 16,8%
NalMEeHTOB 0€3 MPU3HAKOB TKEOM MOJIMOPraHHOM HEIOCTATOYHOCTH.

[IpukopMm OOJIBHBIM C TajakTO3eMHUEW Ha3HAuyajCcsi B T€ K€ CPOKU, UYTO U
310poBbIM AeTsM (0T 4 10 6 MecsleB), B COCTaBe paluyoHa MNPUCYTCTBOBAJIU TOJIBKO
0e3akTo3Hble/0e3ranakTo3Hpie  Omoga. KBoTy Oenka MCKIIOYEHHBIX W3 MUTaHUS
MOJIOYHBIX MPOJYKTOB KOMIICHCUPOBAJIM HATYPAIbHBIMU O€37IaKTO3HBIMH MPOAYKTaAMHU
(MsicHOe TIOpE W3 KpOJHMKA, WHACHKH, UBIUICHKA), IS MPOGUIAKTUKH JAePUIMTa
KaJIbIIMSI MCTIOJIb30BaJId 0€3JIaKTO3HBIE MpernapaThl Kalablus KapOoHaTa U BUTaMuHa D B
PO IITAKTHIECKUX BO3PACTHBIX JTO3HPOBKAX.

[locne opHOro rojma >KU3HM TAlMEHTaM C KIMHUYECKUMHU BapUaHTaMU
raJlakTO3€MUHU, pPAaHEE HE TMOJYYaBIIMM JIAKTO3y, HAYWHAJIM BBOAUTH MOJIOUHBIE
MPOYKTH BBOJWJIM TBOPOT B KoymdecTBe He Oonee 50 T B CyTKH, HU3KOJAKTO3HBIN
TBEpbIii chIp He Oosiee 10 T B CyTKH, )KUAKHE KUCIOMOJIOYHBIE TTPOYKTHI B KOJIMUECTBE
He Oonee 150-200 M. BBegeHue B palMiOH MPOAYKTOB, COAEPXKAIIMX JIAKTO3Y,
MPOBOAMIIM TOJT KOHTPOJIEM YPOBHS TaJIAKTO3bl B CHIBOPOTKE KPOBH.

B payuonax 6onvuvix cmapwe 1 2o00a ¢ Kuaccuyeckou eanakmoszemuetl
MPOJYKTHI, COAEpPKALIUE JAKTO3Y/TalaKTO3y OBUIM MOJHOCTBIO HCKIIIOYEHBI, TaKkKe
3ampenanoch HUCHOJIb30BaTh OE€3JIaKTO3HOE MOJIOKO, TEXHOJIOTHUSI TPUTOTOBJICHUS
KOTOPOTO HE MpeaycMaTpUBAaEeT MOJHOTO YAAJEHUs TalakTo3bl W3 mpoaykra. Jlo
MOJTyTOpa JIET JUTsl IPUTOTOBJICHUSI Kalll ¥ B KAYECTBE HAIUTKA TIPO0JDKAIN IPUMEHSTh
CMECH Ha OCHOBE M30JITa COCBOTO Oelika WM Ka3eMHIPEIOMUHAHTHBIE O€3TaKTO3HBIC
cMecH B kosmmuecTtBe He Oosee S00Ma u cyTku. KBoTy Genka KOMIIEHCUPOBAJIM 3a CUET
YBEJIMYCHHS KOIM4YecTBa Msica U pbiobl Ha 15-20%. Paryon manueHToB pacimpsiig 3a
CYET BBEJICHUS KEJITKa KYPUHOTO WJIU MEePEneTnHoro sima (He 6osee 2 pa3 B HEJENI0),
BBCJICHHS HOBBIX BHUIOB (PPYKTOB, OBOIICH, Msca, pa3HOOOPA3HBIX PACTUTEIBLHBIX
Mmacen. Jlo 3-x meT coxpansics 3ampeT Ha 0000BbIE, OpexH, MIOKOIA, COACpIKAIINe
raJlakTo3upl. Bce meTw mosydanu mpemnaparbl Kajdbllds W BUTAaMHUHA B BO3PAaCTHOMN

AO3UPOBKC YKPKAYIOMIUMHUCA KypCaMU JINTCIbHOCTBIO 1 MECAL C IICPCPBIBOM 1 MCECAILI.
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XUMHUYECKUI COCTaB MPUMEPHOI0 CYTOYHOTO paiuoHa Jjisi OOJIbHBIX crapiie 1
rojia npejcrasieH B Tabmune 111.
Tadomuma 111

IIpumepHBINA paunoH JeTei, 00JbHBIX KJIACCHYECKON rajJlakTo3eMuei crapie

O/IHOI'0 I'0/1a M €ro XUMHYEeCKHIi cocTaB

HaumenoBanue 61107 Bospact
1-3roma | 3-7mer | 7-10mer | 10-17 mer
3aBTpak
Kamra rpeuneBas 6e3mosiouHas 150 180 200 220
KHJIKasI
MopkoBb, TEpTasi C caxapom 20 30 30 50
Owmzer 6e3 MOJIOKa 50 60 70 80
Yaii 150 200 200 200
2-ii 3aBTpaK
DPYKTHI CBEIKHE | 150 | 200 | 200 200
Ooen
Canar 13 CBEKJIbI C paCTUTEIbHBIM 30 60 70 80
MacjioM
Cyn kapTodelbHbIid BereTapuancKuit 150 200 250 350
['ynsimn 3 oTBapHOro Msica — 90 100 110
@DpuKaienbKu MSICHBIE 70 — — —
MaxkapoHbI OTBapHBbIE C 100 150 200 250
pacTUTENILHBIM MacjioM
Komnot u3 cyxoppykroB 100 150 200 200
IMoaagnuk
OTBap NIMIOBHUKA 150 200 200 200
X7neb1bl JOKTOPCKHE 10 150 20 25
Y:KuH
Wkpa xabaukoBas 30 60 70 80
Kotnera msicHas napoBast 70 90 100 110
OTtBapHoO# KapTodennb 100 150 200 250
Yaii ¢ caxapoM 150 200 200 200
Ha Houb
OTBap IIMIOBHUKA ‘ 150 ‘ 200 ‘ 200 200
Ha Bech 1eHb
X7neb MIeHnYHbIN 50 85 140 180
X7e0 pxaHoi 40 50 100 150
XHMMHYECKHI COCTAB IPHMEPHOI0 CYTOYHOI'0 PALIMOHA
benku r/cytku 47,2 62,5 80,1 95,7
Kupsl r/cyTkn 46,1 62 73,4 79,2
VYTraeBoJbl I/CyTKH 189 281 361 345
DHEProIeHHOCTh KKaJl/CYTKH 1360 1963,4 2520 3191

Takum o0Opa3oM, B Bospacte crapmie 1 roma 45,5% wnabmogaemMbIx [eTeit

I[moJay4dajim C6aHaHCI/IpOBaHHBIﬁ paoroOH, BKIOYasA  OIpaHUYCHHOC  KOJIHMYCCTBO

MOJIOUHBIX MPOIYKTOB (0€3/1aKTO3HBII TBOPOT WJIM CHIP, KUCIOMOJIOUYHbIE HAMUTKH HE
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6onee 250mn B cytku). D10 ObM Bce aetu noarpymmbsl [IC u 42,9% nanueHToB
noarpynmnsl [IB. 3anper Ha ucHojb30BaHME MOJOYHBIX MPOAYKTOB M JAPYTHMX BHUIOB
NUTAHUS, COJIEPXKAIUX JIAKTO3Yy/TallaKTO3y WM TajakTo3ubl coxpansuics st 54,5%
nereir (Bce OoJIbHBIE € KJIacCHYeCKOWM Tamaktozemued u 57,1% mamueHToB CO
CPEIHETSHKENBIM TEUCHUEM TajakTo3eMuu - noarpymnmna I[IB), B atux cnyuasx nedunut
MUIIEBBIX BEIIECTB KOMIIEHCUPOBAIIM O€3J1aKTO3HON CMEChIO, YBETUUCHUEM KOBTHI Msica
WIM pbIObI, a TaKXke MPHUEMOM [PENaparoB KalbLHs U ButamuHa D B
npO(QUIAKTUIECKON JO3UPOBKE.
9.2 OOocHOoBaHmWe, pa3padoTKa COCTaBa M pelenTypa HOBOr0 OTE4YeCTBEHHOIO
0€3JIaKTO3HOI0 POAYKTA

Jlist OONBHBIX TEPBOTO TOJA KU3HU, CTPAJAIONIMX TalaKkTO3eMUEH, B paMKax
OepnepanbHOil 1eneBoid mporpammbl «/letn Poccum» na 2007 — 2010 rr mo Teme
«Pa3paboTka OTEYECTBEHHBIX CHEIHMAIbHBIX POAYKTOB MUTAHUS MTPU O0JIE3HIAX 0OMEHA
BelIeCTB» coTpyaHukamu oTaeneHus nutanus ®I'BY HII3J/I MunzapaBa Poccuu u
3A0 «Komnanuss «Hytputexk» (B HacTosuuié MOMEHT mnepenMmeHoBaHa B 3AO0
«Mudpapum») ObulM pa3pabOTaHbl COCTaB W pELENTypa CyXOM MOJIOYHOM CMecu
«Hytpunak besmakTo3usiii +», momydeH nateHT «CocTaB O€3JIaKTO3HOM CMECH st
JUETUYECKOro NMuTaHus Jered ¢ raigakrozemuein» (Ne240292 ot 10 nostOps 2010 1),
HaJIa)KE€H MPOMBIIUICHHBIN BBIMYCK MPOAYKTA.

benkoBbli  KOMIIOHEHT TMPOAYKTa MPEACTaBICH MOJIOYHBIM  MPOTEHHOM.

CooTHoLIIEHNE CBHIBOPOTOYHBIX O€NKOB K Ka3zenHy coctaBisieT 50:50, yTo mo3BOsET
npuOIM3UTh AMHHOKHUCIOTHBIM CIIEKTp CMECH K TaKOBOMY TIpPYAHOro Mojoka. B
NPOJIYKT Jo0aBieHa cBOOOAHAS cepocoJepiKalllas aMHHOKHCIOTa — TaypHH,
HeoOxoaumast 17151 GOpMUPOBAHUS 3pUTEIILHOTO aHATM3aTopa U MO3ra.

KupoBoil KOMITIOHEHT TpEACTaBICH KOMOWHAIMEH pacTUTEIBHBIX Macel
(KyKypy3HO€, TalbMOBOE, COEBOE, KOKOCOBOE), UYTO OOECHeYMBAET ONTUMAJIBLHOE
COOTHOILICHHE JIMHOJIEBON U O.-JIMHOJICHOBOW XKUPHBIX KUCHOT — 9.4:1. B cocraB cmecu
BBeleH L- KapHUTHUH, KOTOPBIM HEOOXOAMM JUIsl TPAHCHOPTA >KUPHBIX KHUCIOT M
DHEPreTUYECKOTO oOMeHa. [Tponykr oOorarieH JUIMHHOLIETIOYEYHBIMU

IMMOJIMHCHACBIIICHHBIMA  )KUPHBIMH  KHUCJIOTaMH 3a CUCT I[OKOS&FGKC&GHOBOIZ 141
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apaxuaonoBoi JIITHXK (o 7,7mr/100 Ma BocCTaHOBJIEHHON CMECH, B COOTHOIIEHUU
1:1), xoTOopble SBISIETCS OJTHUM W3 KJIIOYEBBIX CTPOUTEIBHBIX AJIEMEHTOB KIJIETOYHBIX
CTPYKTYp MO3Ta U CETYaTKU IJ1a3a, OKa3bIBAET IMOJIOKUTEIHHOE BIIUSHHE HA OCTPOTY
3pEHHUs, HEPBHO-IICUXMYECKOE pa3BUTHE, CTAHOBJIEHHE MMMYHHOIO CcTaryca U
PETyJIALNI0 OOMEHHBIX MPOIIECCOB Y ACTEH MEPBOTO roj1a KU3HH.

YIeBOMHBIN ~ KOMIIOHEHT  MPEACTABJICH  JCKCTPUHMAIbTO30M,  KOTOpas
CIIOCOOCTBYET POCTY HOPMAJIbHON MHUKPO(MIOPH KHUIIIEUYHUKA, HE BBI3bIBAS MPH ITOM
JIOTIOJIHUTEIIbHOM OCMOTHYECKON HArpy3KH Ha MOYKHU U KUIIEYHUK. CMeCh HE COICPIKUT
JAKTO3y, «CJIEIOBBIE» KOJHWYECTBA HE OMNPEHCISAIOTCS BbICOKOUYBCTBUTEIBHBIM
MetogoM BOXKX (<0,025 /100 M BocCTaHOBIEHHOM CMECH ).

MuHepanbHbIi COCTaB HOBOTO TMPOAYKTa COOTBETCTBYET (DHU3HOJOTUYECKUM
HOpMaM NOTpeOHOCTEN ieTell mepBoro roaa ku3Hu. COOTHOIIEHKE Kanblus U Gocdopa
cooTBeTcTBYeT 2:1, uro obOecmneunBaeTr 3PQPeKkTuBHOE yCBOeHHE Kanblus. C Ielbio
NpoQMIAKTUKA aHEMHH B COCTaB Mpoaykra BBeneHo xene3o (0,8 mr/100 mm) B
JerkoycBosiemoit popme (cypdar xenesa).

BuTtaMuHHBINA COCTaB CMECH COOTBETCTBYET PEKOMEHYEMbIM OTE€YECTBEHHBIM U
MEXIYyHAPOJHBIM CTaHJapTaM M oOecreuynBaeT TMOTPEOHOCTH JeTeld B  ITUX
He3aMEeHHUMBIX (hakTopax nmuTaHus. B cocTtaB mpoaykTa BBeAeH BUTaMHH D; ¢ 1€JbIO
NpoQWIAKTUKA  paxWTa, BHUTaMHHBI Tpynmel B, ackopOuWHOBasg  KHCIOTa,
KUPOPACTBOPUMBbIC BUTaMUHBI A U E 1 OMOJIOTMYECKH aKTUBHBIE BUTAMHHOIIOI0OHBIC
BEILIECTBA - XOJIUH, OMOTUH, HHO3UTOJ

[To comep>kaHHIO OCHOBHBIX MHIIEBBIX BEIIECTB U BUTAMHUHHO-MHUHEPAIBLHOMY
COCTaBy MPOAYKT COOTBETCTBYET TpeOOBaHMSAM JoKyMeHTa «EnquHble caHUTapHO-
AMUJAECMHUOJIOTHUECKIE W TUTHCHUYECKHE TpeOOBaHUS K TOBapaMm, MOJICKAITIM
CaHUTAPHO-AMUJIEMHUOJIOTHYECKOMY HAA30py (KOHTpOIIO)». YTB. pemenueM Komuccuun
TaMOE€HHOro coro3a ot 28 mas 2010 r. N 299. [43]. Xumuueckuil cOCTaB MPOAYKTa

npeacTaBiieH B Tabmuie 112.
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Tadomuma 112

XMMHYECKHUH COCTAB M JHEepPreTuyecKas HeHHOCTh cMecu « Hyrpuiak
Bbe3snakrosusblii +» (TY 9229-009-37552800-2012)

Cocras npoaykra

B 100 r cyxoro noporika

B 100 M1 BOCCTaHOBJIEHHOM

cMecH
DHepreTuveckas IeHHOCTD, 508 /2128 66/277
KK/ kJx
benkn, T 10,8 1,4
CBIBOPOTOYHBIC OCJIKH, T 5,4 0,7
Ka3euH, I 5,4 0,7
Kupsl, r 26,5 3,45
JIMHOJIEBAsl KUCJIOTA, T 5,1 0,66
O-JIMHOJICHOBAST KUCJIOTA, T 0,51 0,07
apaxuIOHOBAsi KUCJI0Ta, MT 54 7
JIOKO3areKcacHoBas KUCI0Ta, MI' 54 7
AMKO3alleHTaCHOBas KMCI0Ta, MT 12 1,5
YrieBoapl, T 56,7 7,4
MaJIbTOJCKCTPHH, T 56,7 7.4
MuHepaibHbIC BEIIIECTBA:
KaJbIUH, MT 500 65
dbocdop, Mr 254 33
Kammii, mr 462 60
HaTpUH, MT 185 24
MarHui, Mr 42.3 5,5
Meb, MKT 390 51
Maprasell, MKl 65 8,5
JKEJIe30, MI 5,8 0,8
[IMHK, MT 3,9 0,5
XJIOPUJIBI, MT' 500 65
HOJI, MKT 77 10
CeneH, MKT 10,8 1,4
BuramuHbI:
petuHOoN (A), MKT-9KB 470 61
tokodepoin (E), mr 9,2 1,2
kanpiudepon (D), Mxr 9,2 1,2
BuTamuH K, Mkr 35 4,5
tramuH (B)), Mkr 385 50
puboduaBun (B;), MKr 847 110
IMAHTOTEHOBAS KHCJIOTa, MT 3,1 0,4
nupunokcut (Bg), Mkr 460 60
Huarui (PP), mr 4,0 0,52
(dhonmeBast KHCJIOTa, MKT 65 8,5
nmanokobanamuH (By,), MKT 1,7 0,22
ackopbuHoBast kucnota (C), Mmr 69 9
OMOTHH, MKT 15 2
Wno3ut, mr 27 3,5
XonuH, MT 77 10
L-xapHuTHH, MT 11 1,4
Taypun, mr 35 4,5

OcMOIAIbHOCTh, MOCM/KT

180




271

9.3. Onenka KJINHHYECKOH JIPPEKTUBHOCTH HOBOI0  OTEYECTBEHHOIO
0€3JIaKTO3HOI'0 NPOAYKTA 1A 00JbHBIX rajakro3emuei I tuna

Jlis oneHku O€30MacHOCTH U KIMHUYECKOM A(PQPEKTUBHOCTH INPUMEHEHUS
OTEUECTBEHHOI'O  0€3J1aKTO3HOIO0 MPOAYKTa B COOTBETCTBHUM C  IPUHIMIIAMU
HaJUIe)Kalled KIMHUYECKOW MpaKTHKH, AeicTByrommmu B crpaHax EC c¢ 1991 r.
(European Good Clinical Practice Guidelines, 1991), nupeKTUBHBIMH YKa3aHHUSIMU
MunsnpaBa P® u npaktukoil nposenenus anpobanuii B ®I'BHY «Hayunbiii neHTp
3IOpPOBBSL  JIETei» OBUIM pa3paboOTaHbl TMPOTOKOJBI  HCCIEAOBAHUSA, KPUTEPUU
BKJIFOUEHUS/UCKITIOUEHUS OOJIbHBIX.

[lepen HauamoMm WHCCIIEIOBaHUS MPOBOJAMJIACHE Oeceaa C POAUTENSIMA €
noJpoOHBIM HMH(GOPMUPOBAHMEM O LEISAX W 3a7adax paboThl C MOCIEIYIOIIUM
MOJIyYUeHUEM HUX MHCbMEHHOTO HWH(GOPMUPOBAHHOIO COIJIACHS HAa Yy4acTHe B
HCCIIETOBAHNH.

B wuccimenoBaHMM  OpUHMMANM  y4acTHE  NAUUEHTBl € KJIIACCHYECKOU
rajakTO3eMHUEN, COOTBETCTBYIOIIME KPUTEPHUSM BKIIOUCHMS, HE UMEIOIINE KPUTEPUEB

HCKJIIIOUYCHUA U HpOTI/IBOHOKaSaHI/Iﬁ K HABHAYCHUIO UCCIICAYCMBIX ITIPOAYKTOB.

Kpumepuu exnouenus
- TOHOLIEHHBIE 1T 000ETO I0JIa B BO3pacTe ¢ pOXKACHUS 10 12 mecsues;
- BCE€ JE€TU JOJDKHBI OBITh C TOATBEPKICHHBIM JTUArHO30M «KJIaccHuecKas
rajJlakTo3eMusi» (YpOBEHb TalaKTO3bl [0 HEOHATaJIbHOMY CKpMHHMHIY oT 10 mr/mn u
BBIIIIE, CHIDKCHUE aKTUBHOCTH pepmenTta ['-1DVYT);
- YAOBJIETBOPUTEIbHBIN KOMIUIAWHC CEMbU U PEOCHKA.

Kpumepuu ucknrouenus
- OoCTpble HMH(EKIUMOHHbIE M CcOMaTHUecKue 3a00JIeBaHHS BO BpEMsl IMPOBEACHUS
KIIMHUYECKHUX HUCTIBITAHUM;
- TSDKEJIO€ COCTOSIHHE MallMeHTa U COMYTCTBYIOIINE XPOHUUECKHE 3a00JIeBaHNUS;
-0TKa3 poAUuTeNed OT MPOJOJKEHUS YHaCTHsl B UCCIIEI0BAHUN W/WIIM CaMOCTOSTEIbHBIN
nepexo] Ha JIpyrue 0e31aKkTo3Hble MPOAYKTHI 0€3 (peHUIaTaHuHa;

- OTKa3 peOeHKa OT MpHeMa MCCIIeTyeMOro MPOTyKTa.
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Kpumepuu oyenxu s¢pgpexmusrnocmu ucciedyemvix npooyKmos
1. Tlokazarenu Qu3nueckoro pa3BuTUs JeTed (AaHTPOMOMETpHUs), CpeIHEMecsUHas
nprbaBKa Macchl Tela.
2. CyObeKTUBHbBIE IPU3HAKU NEPEHOCUMOCTH: aKTUBHOCTb cocaHusl,
HAJIMYUE/OTCYTCTBHE OTKA30B OT €Ibl.
3. KnuHuueckas olleHKa COCTOSIHUS 3[I0POBBS IETEH:
- COCTOSIHME KOXHBIX TIOKPOBOB U CIIU3UCTHIX;
- HATMYUE/OTCYTCTBUE CPHITUBAHHM, PBOTHI;
- W3MEHEHHUs XapakTepa CcTyJa (KpaTHOCTb, KOHCHUCTEHIIUS, IIE€PEBaApPUBAEMOCTbD,
MaTOJOTUYECKUE BKIIFOYEHUS, LIBET)
4. IlcuxoMOTOpHOE pa3BUUE
5. Kimunuko-nabopaTopHble MoKa3aTesu:
- YPOBEHb TAJIAKTO3bI B CHIBOPOTKE KPOBU (0 HA3HAUECHMS UCCIETYEeMOTO MPOAYKTa U
yepe3 1 Mecsil Ha poHe ero MpuMeHeH s )
-ypoBenb Tpancamunas (AJIT, ACT) B cbIBOpOTKE KPOBHU
6. O1ieHKa NUIIEBOM IEHHOCTH CPEIHECYTOYHOT'O PAIIMOHA.

Onenka kuHUYECKON 3¢ dekTuBHOCTH TpoaykTa «HyTpunak be3nakTo3Hbiid +»
npoBoJMiack y 15 OOJBHBIX MEpBOro rojaa ku3HU: 5 aereid moarpynnsl A (Tskenoe
TEUEeHHE 3a00JIeBaHUA), 5 co cpemHeTsvkenon dopmont (moarpymma 11B), 5 mereit c
nerkuM TedeHueMm 3abosieBanus (moarpynmna IIC). IlepeBon Ha cmech «Hytpunak
be3nakTo3HbIil +» NpOBOAMIM MO CTAaHAAPTHOM CXE€ME MpH 00s13aTE€IbHOM COTJIACUU
poauTeNiel, UINTENBHOCTh IIEPEBOJAa HA HOBYIO CMECh COCTaBisuia S-7 JIHEW,
KOJINUeCTBO cMecH Kojiebanochk oT 500 m1o 850 M1 B CyTKM B 3aBUCMMOCTH OT BO3pacTa
peOeHka.

o Hasnauenuss cmecu «Hyrtpunak besnakro3neiii +» 10 gereil momywanu
0€3J71aKTO3HbIE CMECH, B TOM YHCJIE Ha OCHOBE H30JIsiTa COeBOro Oenka, Ha (hoHe
KOTOPBIX YPOBEHB rajakTO3bl KoJjebasics B mpeaeiax JoMyCTUMbIX 3HadeHui (ot 1,8 10
4 mr%), mokaszaTeld TpaHCaMUHA3X ATHX JeTell ObulM B mpenenax pedepeHCHBIX
3HAYEHUM, cpeIHEMECYHAs MPUOaBKa MacChl Tejla COOTBETCTBOBaA (PHU3HOIOTUYECKON

U1 uX Bo3pacta. Y 5 pereit moarpynmnsl [IC, momydaBuimx rrpyAHOE MOJIOKO, YPOBEHb
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raJlakTo3bl UMeJ norpaHnuunbie 3Hayenus (9,7-11,2; 10,4+0,51), ypoBeHb TpaHcaMHHA3
neuenu (ACT, AJIT) ObuT Ha BepxHEH TpaHUIIE HOPMBI WJIM CJETKa TPEBBIIIAN €€,
TaKkxke y 3 Jiered KIMHUYECKH OTMEUasicsi HEYCTOMYMBBIA XapakTep CTyJa (CKJIOHHOCTb
K Juapee), cpeaHeMecsyHas MpuOaBKa Macchl Teja HMMeNla TeHACHIMIO K HIDKHEH
TPAaHMIIE HOPMBI, TO3TOMY POAMTEIISIM OSTUX JETel OBbUIO MEIJI0KEHO NEperTH Ha
BCKapMJIMBaHHE HOBBIM OTEUYECTBEHHBIM O€3JaKTO3HBIM MPOAYKTOM. JlHuHammuka
OCHOBHBIX KJIMHUYECKUX W J1a0OpaTOpPHBIX TOKaszarened (CpeaHue 3HAaYeHUS,
CTaHJAPTHOE OTKJIOHEHHWE, MUHUMAJIbHbIE M MAaKCHUMAJIbHbIE 3HAYCHMS), a TaKXKe
3HAYUMOCTh WX Pa3IMuui 0O Ha3HA4YeHHUsS W Ha (oHe mpuema HoBoil cMmecu «Hrtpumak

0€371aKTO3HBIN TUTIOCY TIpeACcTaBiieHa B Tabnuie 113.
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Tabmura 113

CpenHeMecsmHaﬂ le/lﬁaBKa MacCChI T€J/i1a, YPOBECHDb I'aJIAKTO3bl 1 TPAHCAMHUHA3 IICYCHN Y MAIUECHTOB C rajakro3emMueit a0

HA3HAYeHNsI HOBOT0 0e3/1aKTO3HOr0 NPOAYKTA U HA (oHe ero NpuMeHeHus!

[Tokazarenu [Toarpymmbl
(M+o ITA n=5 IIB n=5 IIC n=5 Bcero
Min-max) Ji(o) ocJe o IocCJIe o IocJie o IocJIe
Cpennemecsunast 401£39,2 398+42.6 370+£53,1 366+32 4844472 580+51,4 418+67,8 447,6£112,4
nprubaBKa Macchl 345-470 350-460 325-410 320-400 400-560 520- 650 325-560 320-650
tena ()
p* 0,686 0,500 0,043 0,507
YpoBenb 001l 2,78+ 0,33 2,63%+0,15 2,08+0,40 1,84+0,46 10,3+0,61 2,13%+0,33 5,07£3.,9 2,37+0,57
rajlaKTO3bI 2,3-3,2 2,5-2,65 1,4-2,4 1,2-2,3 9,7-11,2 1,56-2,8 1,4-11,2 1,2-3,7
KpoBH (Mr%)
p* 0,500 0,345 0,043 0,012
Yposenb AJIT 21+7,89 174+4,18 21,2+8,28 22+7,14 47£3,2 26+4,0 29,9+14,1 21,71+6,45
(E[V/m) 16-36 13-24 14-34 13-34 41-52 19-32 14-552 13-32
p* 0,345 0,893 0,043 0,043
Yposens ACT 25,4+8,02 22,8+ 8.9 254+6,89 20,8+2,58 50,6+7,7 30,444,7 33,6+14,2 24,747,02
(El/n) 17-34 13-33 19-33 18-24 44-62 27-36 17-62 13-36
p* 0,628 0,067 0,043 0,012

*- )KupHbIM MIpUGTOM BbIAENeHbI 3HaueHus p<0,05 (kpurepuil Y UIKOKCOHA).
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Ha ¢one nmpoBogumol QueTOTEpanuu y BCEX MALMEHTOB OTMEYAJICS XOPOLIM
amnmneTUT, COXPaHsJICS CTaOMIbHBIN ypOBEHb OOIIEH TaJakTo3bl B CHIBOPOTKE KPOBH, HE
IOPKBbIIAOIUN 3 MIr'%, OTpULIATENIBHON JUHAMUKH CO CTOPOHBI BHYTPEHHUX OPraHOB U
OMOXMMMUYECKUX IOKa3zaTejel KpoBM (TpaHcaMHHa3bl) He HaOmoganock. Hamportus, y
nereir moarpynnsl [IC ormeuanacy Hopmanuzanus nokazareneit ACT u AJIT na done
nepexo/a Ha 0€3J1aKTO3HYIO JTUETY.

Bce nmetm coxpansim (U3HYECKYIO AaKTUBHOCTb, B TOM YHCIIE BO BpEMs
kopmieHuss. Ha npoTsbkeHnn Bcero mepuoja  HaOMIONEHHS  NEPEHOCUMOCTh
0€3J1aKTO3HOM cMecH Oblia YJOBJIETBOPUTEIBHOM.

Ha ¢one npuema cmecu y 3 nereid, paHee NoJIy4aBIIMX CMECh HA OCHOBE M30JIATa
COEBOro OeKa, IPEeKPaTUINCh 3alopbl U CPBITMBaHMS, ylIydmuics anneTut. KoxxHeie
ITIOKPOBBI OCTABAJIOCh YUCTHIMH, AJIEPTUYECKUX PEAKLIUNA HE OTMEUYECHO.

®duznyeckoe pa3BUTHE J€TEH OLICHWBAIU MO 3HAYECHHUSIM Z SCOres Macchl Tena,
pocra, MMMT oOTHOCUTENBHO BO3pacTa. YKa3aHHBIE IIOKa3aTeId COOTBETCTBOBAJIN
CpeAHEBO3PACTHBIM Y 13 O0JIbHBIX, ObUTM HUKE -2SD y 2 manueHToB, KOTOPBIE II0XO
MEPEHOCHJIM CMECHM Ha OCHOBE H30JIATa COEBOro OeiKka, CTpajald CHUKEHHBIM
anmeTuTOM, 3allopaMM, Macca Tejaa UMesa TEHIACHIUIO K CHIKEHUIO Y 2 MAlMEHTOB C
HEYCTOWYMBBIM CTYJIOM U MaJOi CPeIHEMECSIYHON MPUOABKON MaccChl TeMa.

Onenka (QU3MYECKOrO0 pPa3BUTHS 4Yepe3 Mecsll BCKapMJIMBaHUS HOBOM
OH37aKTO3HOM CMECHIO MOKa3alia, 4To Z Score pocT/BO3pacT OCTaBajCs CTAOUIIbHBIM, Z
scores Maccel Tena 1 UMT oTHOCMTENBPHO BO3pacTa y 2 MALMEHTOB YBEIUYWIHNCH J10
cpenneBo3pacTtHhIX 3HaYeHU (p=0,000), (Tabm.114).

Taomuma 114

CpaBHuTeIbHAs OIIGHKA ITOKa3areneld Z-scores (PU3HMYECKOro pa3BUTHS OOIbHBIX
rajjakTo3eMueil 10 ¥ Ha (OHE HCIIONB30BAaHWU Oe3JIaKTO3HOro Tpoaykra «Hyrpumak
0O€3JIaKTO3HBIN .

Z-scores HIDKE-2 oT -2 1o -1 ot -1 mo or+1 pmgo +2 BEIIIE +2
SD SD +1 SD SD SD
Jlo Ha3HaueHus HoBOro Npoaykra (n=15)
Macca n 2 1 11 1
Tena/BO3pacT % 13,3 6,7 73,3 6,7
Poct/Bo3pact n - 3 11 1
% - 20 73,3 6,7
NMT/Bo3pact n 2 1 12
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| % | 133 | 6,7 \ 80 \ \
Ha ¢one ncnons3oBanus «Hyrpunak 6e31aKkTo3HBINA +» (n=15)
Macca n - 2 12 1
TeJa/BO3pacT % - 13,3 80 6,7
p* 0,000 0,000
Poct/Bo3pact n - 3 11 1
% - 20 73,3 6,7
HNMT/Bo3pact n 1 2 12
% 6,7 13,3 80
p* 0,000 0,000

*_ KUpHBIM MPUBTOM BhIIEICHBI 3HaueHns p<0,05 (kputepuiit MaxHemapa x”)

['maBupiM KpuTepueMm sddexktuBHOocTH cMecu «Hyrpunak besnmakTosHbii +»
SBJISIIIOCH COJIEpKaHKe OOIIEeH TajlakTo3bl B CHIBOPOTKE KPOBU OOJIBHBIX JETEH, KOTOPOE
OIICHUBAJIM B CPAaBHEHUM C TAKOBBIM Y 3J0POBBIX JETEH HA IPyJHOM BCKapMIIMBAaHUU
(I'B), a Takke OTHOCUTEJBHO MAIIMEHTOB TaJlaKTO3EMHUEH, IMOJIy4YaBIIMX CMECH Ha
OCHOBE H30JIITa COEBOro Oelika, KOTOPBhIE TPATUIMOHHO CUUTAIOT MPOAYKTaAMU
nepBooUYepeTHOro BriOOpa (Tabdu. 115).

Tabmuua 115
CpaBHuTe/IbHAs OLICHKA YPOBHS 001Iel raJIaKTO3bl Y 00JbHBIX rAJIAKTO3eMHEH HA

(pone nuerorepanuu

YpoBeHb TOTATBHOM TalaKTO3bI (MI//111)
ITokaszaTenu «Hyrpunax CMmech Ha OCHOBE VYcnoBHO p*
0€3J1aKTO3HBIN +» M30JI5ITa COEBOTO 3JI0pOBBIE JETH
n=15 6enka n=17 n=20

M 2,37 2,47 1,35 0,000

G 0,57 0,74 0,34 0,000

Min 1,2 1,4 0,7 1,000’
Max 3,7 4,5 2,4
Menauana 2,4 2,2 1,3
25 KBapTUJIb 1,9 2 1,1
75 KBapTUJIb 2,7 2,9 1,6

T = " "
-CpaHEHHUE MoKa3aTelel MaueHToB Ha cMecu «HyTpriak 6e31aKTO3HBIA+» U YCIOBEHO 310POBBIX NeTei Ha ['B
2 . . .
- CpaHEHHe IoKa3aTeJel MareHTOB Ha COEBOIM CMECH M yCIOBEHO 37I0POBBIX JeTel Ha ['B
3. cpaHeHHe mokasarelieil mauenToB Ha cMecn «HyTpriak 6e3nakTo3Hbli+H» i Ha COCBON CMECH

CpaBHUTENbHAS OIICHKA TMOKAa3alia, YTO Pa3IMuvs YPOBHEW TalakTo3bl Ha (hOHE
ucrnonib30BaHusl cmecu «HyTprnak Oe3naTKo3HBINT» COEBOM cMecH ObUTM HE 3HAYHMMBI
(p=1,000), omHaKo, OTHOCHTEIBHO TPYMIbl CPaBHEHHUS IOKA3aTeNM OBbUIA 3HAYUMO

BBIIIE MPU BCKapMiIMBaHUU Oe3nakTo3HbIMU cMecsmu (p=0,000), He3aBUCUMO OT €€

OCHOBBI (MOJIOYHASI UJTU COEBast).



277

Taomumna 116

OuneHka NCUXOMOTOPHOI0 PAa3BUTHA Y AeTel ¢ rajJlakro3eMueil nepsoro rojaa
sKu3HU HA oHe npoaykTa « Hyrpuiak 0e3/1aKTO3HBbIN +)»

Yucno gereu
1o Ha3HaueHus Ha one
HCITOJIb30BaHUS
IToka3arenn bajbr* «HyTpHHaF «Hytpunak p**
0€371aKTO3HBIN ) .
0C371aKTO3HBIN
(n=15) (n=15)
n % n %
KommyHUKa0eIbHOCTh 2 6 40 > 33,3 0,057
3 9 60 10 66,7 0,057
['onmocoBsie peakuuu 2 6 40 > 33,3 0,057
3 9 60 10 66,7 0,057
besycnoBuble 2 3 20 3 20 -
pednexco 3 12 80 12 80 -
MpiieYHbIN TOHYC 2 3 20 3 20 -
3 12 80 12 80 -
[ennpie 2 4 26,7 3 20 0,000*
CHMMETPHHHPIC 3 11 73,3 12 80 0,000%
pednexco
CeHCOpHO-MOTOPHOE 2 4 26,7 3 26,7 0,000*
IIOBEJICHUE 3 11 73,3 12 80 0,000*
2 1 6,7 1 6,7 -
AIITP 3 14 93,3 14 93,3 -
CTUrMBI 2 4 26,7 4 26,7 -
IU33MOpHOTeHEe3a 3 11 73,3 11 73,3 -
WN3menenus co 2 2 13,3 2 13,3 -
CTOPOHBI YEPETHbIX 3 13 $6.7 13 86.7 i
HEPBOB
ITaTomornyeckne 2 1 6,7 1 6,7 -
IIBYOKEHUSI 3 14 933 14 93,3 -
27-30 11 73,3 12 80 0,000
CymmapHsiii 6ann 23-26 2 13,3 1 6,7 0,000
13-22 2 13,3 2 13,3 -
<13 - - - - -

*_ KUpHBIM PUGTOM BbIENeHbI 3Hauerns p<0,05 (kputepuit MakHemapa x°)

Kak crnenyer u3 tabnuupl 116 10 Ha3HauY€HUST HOBOTO OE3JIAKTO3HOTO MPOJYKTA
BO3pacTHas HOpMa cyMmMmapHoro Oamwia mo mkame JKypOer - MactiokoBoi (27-30
6amioB) otmevanack y 11(73,3%) nereit, 2 (13,3%) pebenka ObUIM B TPYIINE pyUcKa 1O
Pa3BUTHIO HEBPOJOTHYECKOW cumnToMatuku (23-26 Oamios), 2 (13,3%) pebenka
MMEJIM YMEPEHHBIC HAPYIICHUs 32 CUET OCJIa0JEHHOIO MBIIIEYHOIO TOHYyca, depe3 |
mecsl, Ha (oHe npumeHeHus «HyTpunak Oe371aKTO3HBIN+T» OTMEUEHO YBEITUYEHUE
gucia JEeTel C BbICIIEH OalabHOM OIEHKOW TOKa3aTeliel «CEHCOPHO-MOTOPHOE

noBeneHue» (p=0,000) u «uenHele cumMmerpuuHbie pediekce» (p=0,000), urto



278

CBUJICTEJILCTBYET O (PU3HOJOTHUYECKOM TEUCHHH TICUXOMOTOPHOTO pa3Butus aerei. [lo
MOKa3aTeNIIM «KOMMYHHKAOCIBbHOCTE» U «TOJOCOBBIE PEaKIUW» HaMETUIach He
3HaYMMas TCHJICHIIUS K YBEJIIMUCHHIO Yucia AeTelt ¢ BeiciuMu 6amutamu ( p=0.057).
OneHKka XUMHYECKOTO COCTaBa pallMOHOB OOJBHBIX TaJaKTO3eMHUEH ¢
WCIIOJB30BaHUEM HOBOTO 0Oe3nakTo3Horo mnpoaykra «Hyrpunak Oe31akTo3HBIA +»
npejacTaBiieHa B Tabnuie 117.
Tabmuma 117

XuMHYeCKHUil cocTaB 0e3/1aKTO3HOI0,0e3raIaKTO3HOI0 PALMOHA
C HCI0JIb30BaHUEM HOBOIo npoaykra « Hyrpmiak 0e31aKTO3HbIH +»

XUMHUYECKUH COCTaB pallMOHA I/CyTKH™ DHepreTuyeckast
OCHOBHBIE NPOJYKTHI
Oenku KHUPBI YTJIEBO/IBI LIEHHOCTb
MUTaHUA + IPUKOPM CKAL/KL
besnakrosHas 15,3+0,588 36,1+1,04 113,3£2,82 892+27.7
MOJIOTHAsA CMCCh 14,6-16 34,7-37,1 110,1-116,8 859-925
«HyTtpunak
0€3/1aKTO3HBIH 1,
oOoraiieHHast
JLITHXK
I'pynsoe momoko 14,2+1,471 37,2+4,52 107,4+3,703 891,4+45,3
12,6-16,6 32,4-45,1 102,4-114,4 829-971
p** 0,051 0,051 0,002 0,732

Takum o00pa3oM, HCHOJIB30BAHME HOBOIO OTEYECTBEHHOIO OE€3J1aKTO3HOIO
npoaykra «HyTtpunak 6e3makto3nslii +», oboramennoro AIITHXK, B nuranuu nerei
MEPBOTO TOJa JKU3HU C KIACCUYCCKON TajJaKTO3eMHEH M KIMHHMYCCKUMHU BapHaHTaMU
TaJIaKTO3E€MUU TI0KA3aJ0 €ro KIMHUYECKYI0 3(PGEKTHBHOCTh. 3a BpeMsl HAOIIOICHUS
coJiepkaHue 00IIel rajJakTo3bl KpPOBU OCTaBajoOCh B mpefenax pedepeHCHbIX 3HaYCHUI
¥ HE OTJIMYAJIUCh OT TAKOBBIX MTPH BCKAPMIITMBAHHH CMECHIO Ha OCHOBE H30JI5Ta COCBOTO
Oenka, XMMUYECKHUU COCTAaB palioHa COOTBETCTBOBAJ BO3PACTHBIM MOTPEOHOCTIM
OONMBHBIX  JETE B OCHOBHBIX  HyTpUeHTax. IlomokuTenHas  JUHAMHKa
MICUXOHEBPOJOTHYECKOTO CTaTyca MalieHTOB CBHUJIETEIBCTBOBANA O (PU3UOIOTUYECKOM
CTAaHOBJICHMM OCHOBHBIX TICHXOMOTOPHBIX (PYHKIMH y OOJIBHBIX TaJTaKTO3eMHEH Ha

(I)OHC IMPUMCHCHUS HOBOI'O OTCYCCTBECHHOI'O 0e3/1aKTO3HOTO IMpOAYKTa.
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I'maga 10. OCOBEHHOCTH KIIETOYHOI'O UMMYHUTETA U
AKTUBHOCTDB BHYTPUKJIETOYHbIX ®EPMEHTOB JIMM®OLUTOB
NEPUGEPUYECKOM KPOBHU Y BOJBHBIX TATAKTO3EMUEN

AKTyaJnbHBIM aCIEKTOM palOThl SIBISUIOCH HCCIEJOBAaHUE OCOOEHHOCTEH
UMMYHO(EHOTHIA TIepruPeprudecKux TUMGPOIUTOB U aKTUBHOCTH BHYTPHUKIETOUYHBIX
(epMEHTOB y MAllUEHTOB C TAJIAKTO3EMUEN PAHHETO U JIOIIKOJIBHOTO BO3pAaCTa.

boeio o0cnenoBano 44 nanueHTa ¢ KIaCCUMYECKOW rajJakTo3eMuen (moarpymma
ITA n=25 pebGeHka), W JAPYrUMU KIUHUYECKMMH BapUaHTAMH  TaJIKTO3EMHH
(moarpynma IIB n=19 nereii) B Bo3pacte ot 6 MecaueB a0 6 yier, u3z Hux 20 (46%)
ot Miafe 2 net, 24 (54%) — crapiie 2 ner.

Bcee TETH Ha MOMEHT o0cieoBaHUs NOJIy4aJIN
0€3/1aKTO3HYI0/0€3ralakTO3HYI0  JTMeTy, HUX KIMHUYECKOE COCTOSHHUE ObLIO
CTaOWJIbHBIM, YPOBEHb TaJlaKTO3bl, KaK OBUIO H3JI0KEHO B rjaBe 9. He wumen
3HaYUMBIX OTJIMYMH B MOATPyINIax, HO ObLJI JOCTOBEPHO BBIIIE, YEM y JE€TEU IPYIIIbI
CpaBHEHUSI.

10. 1. UmmyHHOpeHOTHIT TUMGPOUUTOB NepudepuuecKoil KPOBU Y 00JIbHBIX
rajaKkTo3emMmen

NMmyHOpeHOTUITMpOBaHHE  JAUMGPOIUTOB  MepU(EepUvIecKoil  KpoBH U
aKTUBHOCTh BHYTPHUKJIETOYHBIX (EPMEHTOB — CyKiuHataeruaporenassl, HAJIH-
JIErHIpOreHas3bl U JIAKTaTaleTUAPOreHa3bl OCYIIECTBISUIA COTJJACHO OMUCAHHBIM B
rnaBe Il crangaptHeiM mnporokosnam [48]. [dns cpaBHEHUST HMMMYHOJIOTHYECKHX
nokasareiel y MAalMeHTOB pa3HOro BO3pacTa  MOJyuYEHHBbIE JaHHbIE  ObUIH
MEPECUUTaHbl B TMPOIEHTAX OTKJIOHEHHUS OT COOTBETCTBYIOIIETO BO3PACTHOIO
pedepeHCHOro HHTepBala, HIKHISI TpaHulla cooTBeTcTBOoBasa 0%, BepXHssa rpaHHIa
100% [20].

JlaHHbIe CcpeqHUX 3HAYEHUH M CTaHAAPTHBIX OTKJIOHEHHH OT pedepeHCHBIX
nokazaresied uMMyHoQeHoTHUrna JIUMQPOIUTOB MepudepruIecKodl KpPOBH OOJIBHBIX

OKYVY npencrasiensl B Tabnuie 118 u Ha pucynke 85.
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Taomuna 118

IIpoueHTHI OTKJIOHEHUI OT pe(pepeHCHOr0 HHTEePBaJIa OKa3aTeJaeil HMMYHHOIO
craryca JuM@ouuToB nepudepuyecKoi KPOBH y NALUEHTOB
¢ rajJIaKTo3eMHeH

[oka3zaTtenu Yucno 60nbHBIX (%) ¢ HOpMATLHBIMU
UMMYHO(GEHOTHUIIA JTUMGPOITUTOB MOKA3aTeIISIMUA U OTKIIOHCHHSIMH OT
nepudepuIecKoii KpoBu pedepencroro unrepsana, (M+o) (n=44)
<0 0-100 >0
(HMKE HOPMBI) (HOpMa) (BBIIIIE HOPMBI
CD3+ (spensie T-ng) % 9,09+0,64 86,36x1,96 4,55+0,48
CD3+ (3pensie T-nd) abs 9,09+0,64 81,82+1,9 9,09+0,64
CD3+CD4+ (T-xenmepsi)% 9,09+0,64 77,27£1,86 13,64+0,8
CD3+CD4+ (T-xenmepsi)abs 9,09+0,64 81,82+1,9 9,0940,64
CD3+CD8+
(T-mmroTrokcuueckue)%o 40,91+1,35 59,09+£1,63 0,00
CD3+CD8+
(T-umroTokcuueckue) abs 27,27%1,11 72,73%1,81 0,00
CD4+/CD8+ (cooTHoIIEHUE
T xenneps! /T nuToTOKCHYECKHE) 0,00 72,73+1,81 27,27+1,11
CDI19+ (B-mum¢pomuutsr) % 59,09+1,63 31,82+1,18 9,09+0,64
CD19+ (B-mumbonuTsr) abs 45,45+1,42 31,82+1,18 22,73+1,02
CD16+56+ (NK) % 27,27+1,11 63,64+1,7 9,0940,64
CD16+56+ (NK) abs 31,82+1,18 63,64+1,7 4,5540,48
T-numbouutsl abc. 9
T- xennepsol abc. g
T-uMTOTOKCKMYecKKne abc.
B-numdoumntsl 23
NK-Knetumn 4
cooTHoLleHWe T-xennepsl/ T- 27

UMTOTOKCHYECKKE

B HUHe Hopmbl B HOpMa Bbllle HOPpMBI

Pucynok 85. Yuncino 60apHBIX TanakTo3emueit (%) ¢ HOpMaabHBIMU [TOKa3aTEISIMU U OTKJIOHEHUSMU OT
BO3PACTHBIX peEePEHCHBIX 3HAYCHHUI KOJTUYECTBA OCHOBHBIX MOIMYJISIHNA TUMGPOIHUTOB (a0C. YUCIIO).
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VYcraHoBneHo, 4To Yy OoibmmHCTBA (86%) NAalMEHTOB C KJIACCHUYECKOU
rajakrozeMueil abcomoTHoe nciao T-muM@oruToB ObUTO B Mpeaenax BO3PACTHBIX
pedepeHCHbIX 3HaueHul, y 9% OOJIbHBIX JaHHBIN MMOKAa3aTeab ObUT HUKE HOPMBI, Y
4% - Bbillie HOPMBL. Y 82 % OOJIBHBIX OTMEUYEHO COOTBETCTBYIOIIEE pedhepeHCHBIM
3HAYEHHUAM aOCOJIOTHOE YHUCIO T-XENmepoB, YWCIO JETed C IOBBILIEHHBIM H
HNOHWKEHHBIM YKa3aHHOTO IoKa3areis OblIo oauHakoBO — no 9%. KomnuectBo T-
IUTOTOKCUYECKUX KJIETOK y 73% malMeHTOB C TajlakTo3eMHeil ObUIo B Mpejaesiax
HOpMBI, ¥ 27% OBUIO CHIDKEHO, JIETeH C TOBBIMICHHBIM a0CONIOTHBIM YHCIOM T-
LUTOTOKCUYECKUX KJIETOK He Obl10. CooTHOomeHue T-xennepsl/T-HUTOTOKCHYECKHE
muMpouuTel 'y 73% OO0NBbHBIX HAXOAWJIOCH B Ipenenax pedepeHCHbIX 3HAYCHHUH, y
27% neteit ObLIO MOBBILIEHO, CHUKEHHSI HE OTMEYAJIOCh HU Y OJJHOTO peOeHKa.

VY 32% mnauMeHToB ¢ TrajakTo3eMHuen alcoiitoTHOe uuciao B-nmumdouuTtos
HaxoAWIOCh B pedepeHcHOM nuamna3oHne, y 45% nereit 0bu1o Huke, y 23% - Bblilie
YCTAaHOBJICHHBIX 3HAYECHUM.

AbcomoTHOe yncino NK-KieTok, COOTBETCTBYIOIIEE pe(PepEeHCHBIM 3HAYEHUSIM,
ObU10 OTMEueHO y OosblMHCTBA (64%) OONBHBIX, Y 32% NanMEHTOB yKa3aHHbBIN
MoKazaTelsb OblT HUXKE, Y 4% - BBIIIE HOPMBI.

AHanmu3 COCTOSIHUS HMMMYHHOIO cTaryca nepupepudecKux JUMQOLHUTOB Yy
MALMEHTOB C KJIACCUYECKOM rajakTO3eMHUEN MIIAJIIIE U CTaplle 2-X JIET MPEACTaBICH
B Tabmuue 119. [lanHbie uMMyHOdeHOTHNA JUMQOIMTOB MPEICTABICHbI B BHUJC

Menuanbl (Me) 1 nporieHTa OTKJIOHEHUM OT pedepeHCHOr0 HHTEpBaa).
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Tabmura 119

CpaBHeHHe noka3aresieii HMMYHHOI'O CTATYCa OCHOBHBIX NOMYJISIUNA JUM(OUUTOB nepudepudecKoil KpoBH y 00J1bHBIX
rajaKkTo3eMueil pa3Jiu4HoOro Bo3pacra

[TokazaTenu Yucno 60npHBIX TajmakTo3emuei, (abce., % )
UMMYHHOT'O CTaTyca JUM(OLUTOB p*
nepudepuIecKoil KpoBU B Bo3pacte 0-2 roma (n=20) B Bo3pacTte 2-6 ner (n=24)
MeauaHa | 25 KBapTuwib | 75 KBapTWib | MeauaHa | 25 KBapTwib | 75 KBapTUIIb
otk CD3+ (3penwie T-1d), % 74,5 35,0 93,2 60,2 27,8 72,1 0,314
otk CD3+ (3pensie T-n), abe 37,3 7,68 61,1 38,2 19,7 64,2 0,771
otk CD3+CD4+ (T-xennepsl), % 59,9 12,0 81,3 37,2 21,4 74,7 0,872
otk CD3+CD4+ (T-xenmnepsl), abc 29,5 7,82 60,9 31,8 13,6 55,2 0,821
ore CD3+CD8* 2,78 4,44 19,1 13,1 2,19 31,6 0,228
(T-urorokcuyeckue), %
otk CD3+CD8+ (T-umtorokcuueckue), abc 15,9 -5,16 26,6 19,1 12,3 53,2 0,314
otk CD4+/CD8+ (cooTHoIeHne Xenmepsl / 82.29 60.9 95.7 63.9 36.4 104,5 0314
IIUTOTOKCUYECKUE)
otk CD19+ (B-numdornutsr), % 20,49 -6,30 45,0 -32,1 -89,5 8,55 0,059
otk CD19+ (B-nmumdornutser), abc 72,4 -22.8 110,7 -5,48 -43.0 459 0,036*
otk CD16+56+ (NK), % 30,1 0,83 76,0 29,7 -1,34 58,8 0,539
otk CD16+56+ (NK), abc 31,4 -14,4 64,1 23,9 -2,24 38,2 0,771

*- ypOoBEeHb 3HAYMMOCTH KpUTepHst MaHHa YUTHU BbIAEJIEH KUPHBIM IpUdTOM npu 3HaueHusx p<0,05.
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119 cnemgyer, 4TO CHWIXKEHHE aOCOJIOTHOrO KojudecTBa B-

N3 Tabaumsl
TUM(OITMTOB dYalle OTMEYAIOCh Yy OONBHBIX TaJaKTO3eMHEHW cTapiie 2-X JIeT TO

86. I1o ocTabHBIM MOKA3aTENIsIM pas3ianduAa OBLIM HE 3HAYHMBI.

CPaBHEHHUIO C MAIMEHTAMH paHHETO Bo3pacTa (p
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19NdOH LO BHHIHOIMLO ¢/,
‘40 LUNOPNHI-g 09.LIIRUILOM JOHLOIII0IQY

VYcTaHOBIEHO, YTO CHM)KEHHE OOIIEro KoiaudecTBa B-muMQOIUTOB y IeTei ¢
KonuvecTBeHHBIM aHAINW3 MaiblX TOMYJISIUNA JTUMGOIUTOB y MAIMUEHTOB C

rajakTO3eMHUEH MTPOUCXOAUIIO 3a CUET MPONOPIUOHAIIBHOTO CHUYKEHUS YHUCIIa KIETOK
Bo3pactHass nuHamuka kosmdectBa Bi-

raJlakTo3eMHUel COOTBETCTBOBAJIA TAKOBOM Y YCIOBHO 3[IOPOBBIX JIMII, AEMOHCTPUPYS
raJIaKTO3EMUEN PA3IMYHOIO BO3pacTa IMOKa3ajdl OTCYTCTBHUE 3HAYMMBIX W3MEHEHHI

Pucynok 86. AbcontoTHoe Koan4ecTBO B-muM(poruToB (IpOIEHT OTKIIOHEHHSI OT HOPMBI) y AeTel
MOCTETICHHOE YBEIIMYEHUE JIOJIM CYyOnonysinuu B, -muMQpOonUTOB 1 CHUKEHUS YuCIa

YUCJIICHHOCTHU PETYJISTOPHBIX U aKTUBUPOBAHHBIX T-mumdonuToB (puc. 87)

B -nmumdormToB o mepe pocra nereit (puc.87).

B nonyJisinusix B- u B,- numdonuros.

C TaJIAKTO3CMUECH MJIAJIIC
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Pucynox 87. BospactHas muHammka cyonomymsinuii B-mumdonuntoB (B1 m B2 mmumdonmroB) y
OOJIBHBIX C rajmakTo3emueii muaame 2-x net (1) u crapmre 2-x net (2).

14

121 Treg

4 act Th 1

10

% ot T-xenmepoB

Pucynok 88. BospactHas auHaMuka abCONIOTHOTO KOMUYECTBA PEryISTOPHBIX T-TUM(OIMTOB
(Treg) u akTuBupoBanHbIX T-xenmepoB (actTh) y manuenToB ¢ ramakTozemueit muamimie 2-x jet (1)
u ctapiie 2-x jer (2).
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TakuMm 00pazoM, YCTaHOBIIEHO, UTO y OOJIBLIMHCTBA NAIIUEHTOB C raJIaKTO3eMHUEN
cTapuie 2 JeT HMEEeT MECTO CHIDKEHHE KojudecTBa B-mumdonurtoB, mpu 3ToM
COOTHOLIeHHE cyOnonysuuil Bj;- u B,- nuM@ouuTOB COOTBETCTBYET TaKOBOMY Y
YCIOBHO 370poBbIX Jull. OcTajlbHble MNOKa3aTel HMMYHOQEHOTUIIA JUM(OIUTOB
nepudeprudeckoil KpoBU y OOJIBHBIX C TralakTO3eMHEW He 3aBHUCEIN OT BO3pacTa U He
MMEJH 3HaYUMBIX OTJIMYUI B CPABHEHUU C YCIOBHO 370POBBIMU JIETBMH.

10.2. AKTHBHOCTH BHYTPHKJIETOYHBIX (pepMEeHTOB nepudepudyecknx JuM@pouuTon
y 00JIbHBIX y 00JIbHBIX FAJaKTO3eMHUEH

B  kadectBe = MapkepoB  3HEPIeTHYECKOr0  OOMEHa  MCIOJIb30BAIU
MHUTOXOHAPHUAIIbHBIE (bepMeHTHI CYKUIHHATAECTUIPOT€HA3Y (can),
HUKOTHHaMHIaAeHUHIuHykieroua aeruaporenasy (HAIH-J1) u BHyTpUKIETOUHYIO
nakrataeruaporenasy (JIAT). IlomydyeHHble naHHbIE CPAaBHUBAIM C aHAJIOTMYHBIMU
MOKa3aTeNIIMU TPYIIbl YCIOBHO 370pOBbIX Jull (n=34). 3HaUYMMOCTh pa3Iu4uil

OTIPEIEISUTH C TTOMOIIbI0 KpuTepust ManHa-Yutau (tabn. 120).
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Tabmura 120

MopdomeTpudeckue napaMeTpbl AKTUBHOCTH BHYTPUKJIETOYHBIX (pepMeHTOB JUMGPOIUTOB neprudepruuecKo KPpOBH

y 00JIbHBIX rajIaKkTo3eMHuell pa3iM4YHOro BO3pacra

BO3PACT, TOIBI [MarmenTs! ¢ ramakro3emueii (Me; 25kB.-75KB.) p
Mopdometpus 0-2 roma (n=20)** 2-6 net (n=24)** 0-6 ntet (n=44)** I'pynna cpaBuenus (n=34)
S OIT obas 0,566 (0,561-0,570) 0,562 (0,557-0,566) 0,563 (0,560-0,568) 0,566 (0,559-0,571) 0,019*
p=0,907" p=0,025" p=0,190°
S OII rpamyn 0,519 (0,516-0,519) 0,515 (0,512-0,517) 0,516 (0,513-0,519) 0,519 (0,515-0,522) 0,003*
p=0,883' p=0,000* p=0,026"
S OII KiacTepoB 0,583 (0,515-0,521) 0,581 (0,576-0,586) 0,582 (0,579-0,588) 0,589 (0,580-0,593) 0,069"
p=0,338' p=0,002> p=0,013°
S mnomans 13,8 (12,6-14,0) 14,0 (13,1-14,9) 13,859 (13,0-14,228) 13,4 (12,8-14,2) 0,101"
p=0,883' p=0,103* p=0,355"
SHUOIT | 932,0 (879,2-1012,8) 952.8 (832,2-1022,2) 933,9 (841,9-1012,8) 989.4 (937,1-1068,7) 0,715
p=0,009" p=0,022* p=0,003°
H OI1 o6mas 0,555 (0,551-0,557) 0,558 (0,553-0,567) 0,556 (0,552-0,566) 0,554 (0,550-0,563) 0,090"
p=0,967" p=0,125" p=0,331°
H OII rpanyn 0,509 (0,507-0,512) 0,511 (0,509-0,519) 0,511 (0,508- 0,518) 0,509 (0,506-0,516) 0,054"
p=0,948' p=0,115" p=0,324°
H OII knactepoB 0,572 (0,569-0,579) 0,581 (0,572-0,589) 0,577 (0,569-0,585) 0,573 (0,564-0,581) 0,124"
p=0,967" p=0,101° p=0,299°
H momans 12,9 (11, 5-14,3) 11,5 (11,6-13,6) 12,522 (11,5-13,9) 13,7 (13,2-14,6) 0,948"
p=0,055' p= 0,017 p=0,008>
H HOII 830,4 (713,1-947,6) 871,2 (716,4-1055,3) 850,8 (713,1-1016,7) 793,2 (693,6-890,9) 0,177*
p=0,301" p=0,089’ p=0,088°
L OII o6mas 0,543 (0,540-0,550) 0,544 (0,542-0,549) 0,544 (0,541 - 0,550) 0,547 (0,545-0,550) 0,547"
p=0,231" p=0,188° p=0,123°
L OII rpanyx 0,502 (0,499-0,506) 0,502 (0,4999-0,506) 0,502 (0,499 - 0,506) 0,504 (0,502-0,507) 0,474
p=0,120" p=0,209" p=0,095"
L OII kiactepos 0,554 (0,550-0,567) 0,552 (0,551-0,562) 0,553 (0,550 - 0,564) 0,563 (0,558-0,567) 0,705"
p=0,101" p=0,003* p=0,003’
L miomams 10,2 (8,56-11,3) 9,77 (8,21-11,2) 9,822 (8,39 -11,2) 8,648 (7,876-10,0) 0,705"
p=0,035" p= 0,065 p=0,018°
L MOII 561,9 (423,0-704,7) 4813 (402,9-628,3) 510,6 (412,9 - 666,5) 4972 (379,9-543,8) 0,624"
p=0,054' p=0,583" p=0,189°

*- OTIIMYMS NIOKa3aTeleld B CPaBHEHHH C YCIOBHO 3JI0POBBIMH JIMIIAMH, 3HAUNMble Ha ypoBHe p< 0,05, BbleneHb! )XUPHBIM pupToM ( KpuTepnit Mana YutHn); **n —aucimo
o 1 o o 2- o o
UCCIIEJOBAaHHUH ~-pa3iinuusl MEXIy OOJIBHBIMH C TANAKTO3EMHEH Mitajue 2 JJeT TPYHIOW CpaBHEHUS; ~ Pa3iIMUMs MEXKAy OONBHBIMU C rajlakTo3eMHueil cTapiie 2 J1eT TpyIoi

CpaBHCHUA U JIMLTAMHU,

- pa3nu4Hs MEXKIy BCEMHU OOJBHBIMU M TPYIIIION CPaBHEHUS;  pa3IHUUHs MEXTy BO3PACTHBIMH KOTOpPTaMH OOJIbHBIX C TajakTo3emueit 0-2 roga u 2-6 jer.



VY GONBHBIX € raJlaKTO3eMHUEH 10 CPABHEHUIO C TPYMIIONH CPaBHEHUS yCTaHOBJICHO
cHmkeHnue obmeit aktuBHocTH (pepmenta CJIT (MOIT) (p=0,003), xoTopoe
00yCIIOBJICHO CHIDKEHHWEM OINTHYCCKOW IJIOTHOCTH OTACTBHBIX TpPaHyld M KJIacTEepPOB

(puc. 89).
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Pucynok 89. Obmas aktuBHOCTH cykimHaTaeruaporeHassl (MOIT) y manueHToB ¢ ranakro3emueii (1)
u B rpymnmne cpaBHeHus (2) (p=0,003).

BbIsiBIIeHO 3HauMMOE€ YBEJIMYEHUE IUIOMIAJAd O4YaroB (EpMEHTHON peakuuu
HAJH-ZI - H —mnomane (p=0,007) y GosbHBIX rajpakrozeMmuen (oOias rpymnmna) 1o
CPaBHEHHUIO C YCJOBHO 310poBbIMH JuilamMu (puc. 90), omHako, yBenuueHue oOIei
uHTerpanbHoit otHocTH Gpepmenta (MOII H) ne 6bu10 3Haunmbim (p=0,088).

Anamm3  cootHomenus CJIAI/HAJIH-/I mnoxaszan 3akOHOMEpHOE CHIIKCHHE
JAHHOIO II0Ka3aTeNsl y MAalWEeHTOB C TaJlAKTO3€MUEN MNPOTUB TIPYyNIbl CPaBHEHUS

(p=0,000) (puc. 91).
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Pucynok 92. Coornomenune CAI'/HAJIH-/] y nanuenToB ¢ ranakro3emueil (1) u B rpymnmne cpaBHEHUs

).
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YcTaHoBIIEHO, 9TO aKTUBHOCTH BHYTPUKIIETOYHOTO depmenTa
JAKTATACTUAPOTCHA3bl (MHTETpaIbHAs ONTHYECKAs IUIOTHOCTh) Y TAIMEHTOB C
rajlakTo3eMuell 3Ha4MMO HE OTJMYajach OT TAaKOBOTO IIOKAa3aTels Yy YCIOBHO
3mopoBeIx neteit (p=0,189), ogHako, TuIoManb o4aroB )epMEHTHOW peakiuu Oblia
3HAYMMO BBIIIE COOTBETCTBYIOIIETO MOKA3aTelsd Y YCIOBHO 3/10poBhIX Jull (p=0,018),
a ONTHYECKas TUIOTHOCTh KJIACTEpPOB, HAMpOTHUB, 3Ha4nMMoO cHikeHa (p=0,003) (puc

92-93).

14

13 1
p=0,018

12 ¢

11

10 ¢

AktuBHocTb JIAI ( nnowaab rpanyn), ycn.en.

O Megunana
25%-75%
1 9) T~ Mun-Makc

6

Pucynok 92. Axruaocts JI/II' (L- rutomiane) y nanueHToB ¢ ranakto3emueii (1) u B rpymme
cpaBHeHus (2).
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0,61

0,60
p=0,003
0,59 1

0,58

0,57

0,56 1

0,55

AktuBHocTb JIAI ( Ol knacTtepoB), ycn.en.

0,54 1 o Megunana
1 ) | 25%-75%
T Mun-Makc

0,53

Pucynoxk 93. AktuBHOCTh naktataeruaporenassl JIJAI ( L OIl — obmias momaas rpanyi y
MalUeHTOB ¢ TaiakTo3emueit (1) u B rpynmne cpaBHeHUs.(2).

AHanu3 aKTUBHOCTH ()EPMEHTOB B Ipynmax JeTed pa3IM4HOro BO3pacTa Mmokas3anl
3HaYMMoOe CHkeHue aktmBHOCTH CJIIT 3a cuer cHwkeHHs OOIIeH ONTHYECKOM
mwomaau (S OIl obmas) (p=0,019), u ontuyeckoii mwiotHoctu rpanyi (S OII rpanyn)
(p=0,003) y nereit panHero Bo3pacta ( 0-2 roga) v IOMIKOIBHOTO (2-6 J€T) BO3pacTOB

(puc. 94, Tabin. 120).
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Pucynok 94. AKTUBHOCTP MMTOXOHIpPUAIbHBIX (pepMEHTOB cyKuuHaTaeruaporesassl, HAJI H
JeTUIPOTeHa3bl, BHYTPUKIETOUHOM JaKTaTAECTHUIPOreHasbl y OOJIbHBIX TAJIAKTO3EMHUEN OT POXKICHHS
no2 net (1), ot 2 10 6 net (2) u B rpymnme cpaBHeHus (3).

Takum oOpa3oM, aHamuM3 AaKTUBHOCTH MHUTOXOHJPHUAIBHBIX  (EepMEHTOB
cykiunataeruaporenassl (CAIN), HAAH-nerunporenassl (HAJIH), BHyTpUKIETOUHOTO
(dhepMeHTa JIaKTaTACTUAPOreHa3bl OTHOCUTEIBHO TPYMNIbI CPAaBHEHHUS IOKa3all, 4TO Yy
OOJIbHBIX C TaJlaKTO3eMHEH OBUIM CHIDKEHBI Bce ToKazarenud aktuBHocth CJIT
(p=0,003), mpu >TOM aKTUBHOCTH (pepMeHTa OblIa CHUXKEHA B OOEUX BO3PACTHBIX
KOTOpTaX, YTO CBHJETEIILCTBYET 00 YCHJICHHM aHa’dpoOHOro okxucieHus. OCHOBHOM
MoKa3aTellb aKTUBHOCTH — HWHTerpaibHas TtwioTHOCTh HAJIH He oriauuamuck ot
Mokazarejied B TpyNme CpaBHEHMs, OJHAKO, IUIONIaJb OYaroB (pepMeHTaTHBHOM
peakimu (H mnmomans) Opima 3Hauumo Hke (p=0,008). OOmmit moxasareinb
aktuBHoctu JIII' (L MOII) He nmen 3HaYMMBIX OTJIMYMNA OT TPYIIIBI CPaBHEHHS, HO
OT/ICJIbHBIC TTOKA3aTeIu MMEIN Pa3inuusl Kak B CTOPOHY CHIDKEHHUs (0Omias Iioiaab
kiactepoB — L OIl kiactepoB), Tak ¥ MOBBINIEHUS (IJIOIIA b OYAaroB peakuuu — L

IUIOLIA/b), YTO B pe3yjbTaTe YpaBHOBEIIUBAJIO OOIIYI0 aKTUBHOCThH (hepMEHTA.
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3AKJIIOYEHUE

Heonaranbusiii ckpunuHr B Poccuiickoit ®enepannu pacumpuics ¢ 2006 r go
ISATA HO30JIOTWM, B YHCIO KOTOPBIX BXOMST TaKHe HACIEACTBEHHBIC HAPYIICHUS
MeTabonu3Ma, Kak (QEHWIKETOHypuss M Trayiakto3emusi. (OCHOBOIONAraluM |
MaTOTCHETUYECKH OOOCHOBAaHHBIM METOJIOM JICUCHHS JaHHBIX 3a00JE€BAaHUN SIBISICTCS
JTUETOTEpanusl.

B cnydae otcyrcTtBusi cBoeBpemeHHOro sedeHuss npu DKV  passuBarorcs
HapyIIEeHUs JBUTATEIbHOW cQepbl W yMCTBEHHAs OTCTAJIOCTh, MPHUBOIAIINE K
WHBAJIMU3AIMKA OOJBHOTO, MPU TaJaKTO3eMUU OBICTPO BO3HHKAIOIIAS MOJUOpraHHAas
HEJIOCTATOYHOCTh W TMOPAXEHUE IIEHTPAJIbHON HEPBHOM CHUCTEMBI MOTYT SIBJISITHCS
MIPUYUHON JeTanbHOrO ucxoaa. OTAANICHHbIE ICUXOHEBPOJIOTHUYECKUE MOCIEACTBHS Y
MAalMEHTOB C HACJIEJICTBEHHON MaToJIoTuel 0OMEHa BEIeCTB, CBOEBPEMEHHO Ha4aBIIIMX
JIeYEHUE, HE COIMOCTABUMBI MO CBOEU TSKECTHU C HAPYIICHUSMH, Pa3BUBAIOIUMHUCS Yy
OOJIBHBIX MIPU €r0 OTCYTCTBUHU.

CocraB  crnenManu3vpOBAaHHBIX  CMECEH, KOTOpBIE  SABJISIOTCS  OCHOBOM
MaTOr€HETUYECKOro JIe4eOHOr0 MUTaHUsI, OKa3bIBAET OMOCPEIOBAHHOE BIUSHUE HA POCT
U pa3BuUTHE OOJIBHBIX JETEH U TMOITOMY JOJIKEH MaKCUMaJbHO COOTBETCTBOBATH UX
MOTPEOHOCTSIM ~ JUIsl  TOro, 4YToObl ~ OOecneyuTh  aJeKBaTHOE  (PU3UYECKOE,
MHTEJUICKTYallbHOE M TICUXOcCOoIManbHOe pa3BuTHe. OCOOBI HHTEpEC BBI3BIBAIOT
MalMeHThl CTapIIero BO3pacTa, HE CTPOro coOJIIOAaBIIME AUETY U TMPEKPaTUBIINE
Mojy4yaTh  CHEHUAJIU3UPOBAHHBICE TMPOAYKTHI Ha OCHOBE AaMHUHOKHCIOT  0e€3
(dheHunananuHa (MOJPOCTKH U B3POCIIBIC).

J1o HacTOAIIETO BPEMEHU OCTAOTCA JUCKYCCUOHHBIMH BOIIPOCKHI O TTIOTPEOHOCTSIX
B OCHOBHBIX MUIIEBBIX BemiecTBax 00apHbIX DKV, 1muTensHOCTH cOXpaHeHUs CTPOTHUX
TUETUYECKUX orpaHuyeHuid. OTCYTCTBYET €AMHOE MHEHHE MO BOMPOCY Ha3HAYCHUS
TUETOTEepanuyd TMpU Pa3IUYHBIX BapHaHTaX TEYCHHUs TajJakTO3eMHUM, a TaKkKe
HEJI0OCTaTOYHA JIOKa3aTelbHas 0a3a, ykasbiBawomas Ha 3()PEKTUBHOCTh TUETUYECKOTO
JIeYeHUs TIPU HaACIEICTBEHHBIX Ooje3Heilt oomeHa BemiecTB [152,288]. Kpome Toro mo

cux nop B Poccuiickoit denepanuu coxpaHseTcss npoodiema obecredeHusi OOJIbHbBIX
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JIeTel crenraaIu3upOBaHHBIMU MIPOJYKTAMHU JIEYEOHOTO MUTAHUSI, COOTBETCTBYIOIIUMU
MX BO3PACTHBIM MOTPEOHOCTSIM [9].

B cBsi3u ¢ 4em, 11e71bI0 HACTOSIIEr0 MCCIEOBAaHUS SBUJIACH pa3pabOTKa HAYyYHO
00OCHOBaHHBIX TMOJXOJOB K OpraHU3allMd MaTOTEHETUYECKON JTueToTepanuu ¢
WCITOJIh30BAaHWEM HOBBIX OTEUECTBEHHBIX MPOAYKTOB M OINECHKA e¢ d(PPeKkTuBHOCTH Y
JIeTeil ¢ HACJIeACTBEHHbIMM HAPYIICHUSIMA aMUHOKHCIIOTHOTO U YTJIEBOJHOTO OOMEHa,
BBISBJISIEMBIX 110 HEOHATAIIBHOMY CKPUHUHTY.

B uccienoBanue 0b10 BKIIFOUEHO 370 MAaMEHTOB, NPOXKUBABIIUX B Pa3IMYHBIX
ropoaax u peruonax Poccuiickoit denepannn, HaOmogaBmuxcss B otaeneHusx HUU
NeIUaTpyuu: TUTaHUsI 3J0POBOTO U OOJBHOTO pPEeOCHKA, IICUXOHEBPOJIOTUU U
[ICUXOCOMATUYECKOM IIaTOJIOTUH, MATOJOTUM JETEeW paHHEro AETCKOro Bo3pacra, a
takke B KoHcynpratuBHO-anarsoctnueckoM 1eHTpe PI'BY «Hayunblii 1meHTp
310pOBBA neTei» Munsapasa Poccun.

B 3aBucumMocTM OT BHJa META0OJWYECKUX HApyIICHU OOJIbHbIE ObUIH
pacnpenenensl Ha 1ABe rpynnbl. B I rpynny Bomwm 269 (73%) nauumeHToB C
kiaccuueckoit ®KY B Bozpacte ot 10 aueit no 36 ner, Il rpynny cocrasun 101 (27%)
pebeHoK ¢ ramakrozeMueit | Tuma B Bo3pacte ot 5 aHei o 15 ner.

[Manuentsr 1 rpynnsl ¢ OKY Obuin pacnpeneneHsl Ha TpU MHOATPYIIBI B
3aBUCHUMOCTH OT BO3pacTa Hauaja JieueHus: noAarpymnmna [A - panHee Hadallo JIeUEHUS
(mo 3-x Mecs1eB ku3HM), noArpymma IB - mo3aHee Hayano geueHus (mociue 3-X MecsIeB
®u3HU), noarpyimna IC — B3pocibie MalMEHThI ¢ TO3THUM HadajioM JieueHus. boybHbIe
II rpynmel ¢ ranakTo3eMuei ObLTN pacpeIeieHbl Ha TPY MOATPYIIIHI B COOTBETCTBHH C
TsDKeCTho TeueHud: noarpynna IIA- tsbkenoe, moarpynmna IIB — cpemgnersikenoe,
noarpynna [IC — nerkoe.

['pyniy cpaBHEHHUsI MO COJEPAKAHUIO TajakTo3bl KpoBH cocTaBwin 20 nerei
MEPBOTO TOJA >KU3HU, HAXOJUBIIMXCA HA TPYJIHOM BCKapMJIMBAHUM, ISl OIIEHKHU
KadecTBa KU3HU - 64 310pOBBIX peOCHKA B BO3pacTe OT 5 10 18 neTu ux poauTenH, s
aHajM3a U3MEHEHUN UMMYHO(GEHOTHUIIA U aKTUBHOCTH MUTOXOHJIPHUATIbHBIX (PEPMEHTOB
— 34 pebGenka ¢ poxjaeHuss 10 18 jeT, HEe MMEBIIMX HACJIEJACTBEHHBIX HapYyIICHUN

oOMeHa BEIIECTB, APYTUX OCTPHIX WM XPOHUUYECKUX 3a00JIeBaHUM.
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OrneHKa CeMEWHOro aHaMHe3a TpeX IMOKOJEHUM POJICTBEHHUKOB 00bHBIX DKY
IOKa3ajaa, 9YTo B CeMbsIX 6,7% OO0IbHBIX ObUIM CHOCHI C aHAJIOTHYHBIM 3a00JICBAHUEM,
1o 2,6% mainueHToB UMEIH POJCTBEHHUKOB C Helu(pepeHIIMpOoBaHHON ourodpeHuei
U XPOHUYECKUM AJIKOTOJIU3MOM.

Ilamonoeus nepunamanvHoco nepuooa oTMeuanach B aHamuese y 118 (43,8%)
NAIMEHTOB, B TOM YHMCJIE MPEIIeCTBOBABIIEE OEpEMEHHOCTH Oecrioque Habt01aI0Ch
y 8 (3%) cympyxeckux map, 6 (2,2%) OepeMeHHOCTEW HACTYyHWJIO B pe3yJibTaTe
AKCTPAKOPIOPATHLHOTO OIUIOJOTBOPEHHUS, U3 HUX 3 peOCHKa M3 TU3WTOTHBIX JBOCH (B
ToM uncie 2 cudca). OCIOKHEHHOE TeUCHHE OepeMEHHOCTH Ha0I01a710Ch B 96 (35,7%)
ciaydasx. Bce nmetu poaunuch B pe3ysbTaTe CBOCBPEMEHHBIX POJOB, B 86,6% cimydasx
POJIbI OBLTM CaMOIIPOU3BOJIBHBIMHU, B 13,4% - onepaTUBHBIMH.

B cocrositnum achukcun poausocs 42 pedbenka, u3 Hux 29 (69%) nereii - B Jerkoit
acukcun, 13 (31%) - B acukcuu cCpeiHEeH TKECTH, YTO B JaJIbHEUIIIEM MOBIHUSIO Ha
HX TICUXOMOTOPHOE Pa3BUTHE.

YV  mammentoB ¢ DKV g0 Havaima JOMETHYECKOro JICUEHHS  OBLIM
nuarHoctupoBanbl: paxut [-11I ctenenu - y 35,3% nereil, xxene3onaedunurHas aHeMus —
y 23%, aronuyeckui aepmatut - y 22,3%, BpOKJIEHHbIE aHOMAJIMU Pa3BUTHS (TPHDKU
nepeaHel OpIOIIHOM CTEHKH, MaxOBble, aHOMAJIUU PA3BUTHUS CEpJilla U CKejleTa) — y
9,3%.

Cpennee conepxaHue (peHUNaJaHWHA KPOBU JI0 Hayaja JEYEHUs 3HAYUTEIHLHO
NpeBbIAo JMHUIO «cut off»y, pasznuumii naHHOTrO ToOKa3zarens B mnoiarpynmax [A
(28+£7,2 mr%) u IB (28,1£8,2) we Owuio BeIABIACHO (p=0,789), B moarpymme IC
MepBUYHAS TMATHOCTHUKA MPOBOJMUIIACH C TTOMOIILI0O KaYECTBEHHOW MpoObhl DEmMHTa,
KOTOpasi OblJIa PE3KO TOJIOKHUTENbHAs y BCEX OOJBHBIX. PeTpocneKTHBHBIN aHaINU3
nutaaus OonpHBIX DKY 1m0 Hayama aueToTepanmuu IIOKas3aj, 4YTO CPEId JICTEH,
poxxaeHHBIX B 1983-1993 rr, n0J1s1 TpyIHOTO BCKapMIIMBAHUSI ObLJIa 3HAUUTEIIBHO BBIIIIE
(p=0,002) mo cpaBHEHHIO C JIE€TbMH, POXJICHHBIMU mocie 1995 r. Dto, BUAMMO,
O0OyCJIOBJIEHO  TIOBBIIIIEHWEM  JOCTYITHOCTH  JETCKUX  MOJIOYHBIX CMeced U

npodeccroHanbHOM 3aHATOCTHIO MaTepeH.
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YcranoBieHo, yTo B panHeM Bo3pacte 113 (42%) 6onbubix ¢ ®KY 1983-1993 rr.
POKIIEHUS HAYaJM MOJy4YaTh MCTOJB30BABIINECS B TOT MEPHO] HecOaTaHCUPOBAHHBIC
0 COCTaBy CMECH, CO3JaHHBbIE HAa OCHOBE THJIPOJIM3ATOB O€jKa C OTrpaHUYCHHBIM
coliepkaHueM (peHuIIaJaHuHA U BBICOKOW Jloyiei OenkoBoro skBuBasieHTa (Oosee 40 T
Ha 100 r cyxoro mnpoaykra), He OOOralieHHbIE AHTUOKCHAAHTAMU W JAPYTUMH
scceHIUaIbHbIMU (hakTopamu nuTaHus. B guere 156 (58%) nereit 1995-2012 rr.
POXKJICHUSI TPUMEHSUINCh COBPEMEHHBIC CHEIUATU3UPOBAHHBIE CMECH Ha OCHOBE
aMUHOKHCIIOT 0e3 (eHmnananuHa, AUQQEepeHIMpPOBaHHbIE B BO3PACTHOM aCIHEKTe IO
COJIEpKaHUI0 MAKpO — U MUKPOHYTPUEHTOB. PaimoHsl fneredt o6enx rpymnmn He UMeENH
3HAYMMBIX Pa3JIMuUi MO COACpPKAHUIO HarypaibHOro Oenka (p=0,630) u mUIIEBOTO
dbenmnanannHa (p=0,768), HO MO KoNMMYECTBY oOIIero OeiKka, Haz3HayaeMoro Ha Kr
MaccChl T€Ja, OTJINYAJIUCh: MAUEHTHI, poxAeHHbIE B 1983-1993 rr nonyyanu ero B 1,4
paza OoJblIe.

[Ipu poxnaenun OonbmMHCTBO (95%) manuentoB ¢ ®KY umenu ¢usznueckoe
pa3BUTHE, COOTBETCTBOBABIIEE CPEIHEBO3PACTHHIM BEIMYMHAM, 3HAUYMMBbIX Pa3IMUUM
Mexny noarpynnamu [A, IB u IC BbIsIBI€EHO HE OBLIO, UYTO CBHUACTEIHCTBOBAJIO O
PaBHBIX CTAPTOBBIX YCIOBUSIX Pa3BUTUS MAIMEHTOB. AHAJIOTUYHBIE JAHHBIE MOJYYEHBI
Huemer M (2007).

[lepen HazHaueHHEM AUETUYECKOTO JedueHus: B noAarpynmnax IB u IC (mauueHTsi ¢
MO3/IHO YCTAHOBJICHHBIM JAWarHo3om) Owwio B 1,4 pasa Oomnbiie gererr (p=0,028) ¢
HU3KUM 3HadeHueM Z-score miuHa/Bo3pact (uHTepBaid -2SD -1SD) B pamkax
CPEIHEBO3PACTHBIX MOKa3aTeseH, UTO CBUACTEIBCTBYET O (POPMHUPOBAHUN XPOHUUIECKON
HEJIOCTATOYHOCTH MUTAHUS Ha (pOHE METa0OIMYECKUX HAPYIICHUH.

Hapsiny ¢ 5TuM Hamu ObUIO YCTAHOBJIEHO, YTO CPEIU MAIMEHTOB, MOJyYaBIINX
rUNO(QEHIIAIAHMHOBYIO JIMETY C BKJIIOYECHUEM TMPOAYKTOB JIEYEOHOTO TUTaHUS,
HecOaJlaHCUPOBAHHBIX MO0 MaKpO- U MHUKPOHYTPUEHTHOMY COCTaBy, ObLIO B 4 pasa
OompInie meTel ¢ n30bITOUHON Maccoil Tena u oxupenuem (p=0,031), a Takxke B 12 pa3
Oonpiie ¢ HegoctaroyHocThio nuTaHus (p=0,007) mo cpaBHEHUIO C OOJBHBIMH,

HaxXOWBIIUMHCS HaA JICUCHHUHN COBPCMCHHLIMHN CIICHUATIN3UPOBAHHBIMU IIPOJYKTAMHU HaA
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OCHOBE aMHUHOKHCIIOT 0e3 (peHunanmanuHa, 4yto coryacyercs ¢ gaHHeiMu Couce ML
(2015).

[Ipy HECBOEBPEMEHHO YCTAHOBICHHOM JMAarHo3e W IIO3[HEM Hayale
JIUETOTepanuu Ha (OHE COXPAHSIOIIMXCS HEBPOJIOTHYECKUX CHUMIITOMOB OTMEYAIOCh
CHIDKCHHE YHCIIa TAIMEHTOB CO CPEIHEBO3PACTHBIMH TOKa3aTelAMHU (PU3UIECKOTO
pazButus B 1,3 paza (p=0,014), a Takke yBeIUUYECHHE YHMCIIA HU3KOPOCIBIX JieTei B 10
pa3 (p=0,011), ¢ HenocTtaroyHOCTHIO TIUTaHus B 6,5 pa3 (p=0,009), ¢ oxupenuem B 7
pa3 (p=0,047) mo cpaBHEHUWIO C TPYMIOW MAIUEHTOB, KOTOPHIM CBOEBPEMEHHO OBLI
MOCTaBJICH JUAarHo3 M Hadaro JiedeHuwe. JlaHHbIE corjacyrloTcs € pe3yiabTaTaMH
uccinenoBanuii  ¢usumdyeckoro pazutus OondbHbBIX DPKY McBurine M.A. (1994),
MOKa3aBIIMM, 4YTO (oHE HecOATaHCUPOBAHHBIX MPOJAYKTOB MHUTAHUS Y OOJIBHBIX
oTMeuaeTcs Oosee HU3KUU pocT B mepBbie 2-3 roxa xu3Hu. Arnold G.L. (2002) wu.
Rocha JC (2013) yka3piBalOT Ha BaXXHYI0 pOJb COCTaBa CHEIUAIU3UPOBAHHBIX
MPOJYKTOB B (hOPMUPOBAHUM HYTPUTUBHOTO cTaTyca 60sbHbIX DKV nereit.

Takum 00pa3oM, TNOJydYEHHbIE HaMHM JIaHHBIE CBUJETEJIbCTBYIOT, 4YTO MpHU
CBOCBPEMEHHOM HauaJjie JICUCHUS U TPUMEHEHHH COaJaHCUPOBAHHBIX MPOIYKTOB
MOHO 00€ecTeunTh HopMalibHOE (hu3ndeckoe pa3Butue narueHTos ¢ GKVY.

Oyenxa Hesponocuieckoeo cmamyca Obina npoBenaeHa y 193 (72%) nanueHToB ¢
(deHuIKeTOHypuel mepes HayajioM TrUnodeHWIaJaHUHOBOM JHEThl W Ha (POHE ee
IIpOBEJEHUs He MeHee | ropa.

['unokcuyecku-uieMuueckue nepuHatanbHble noBpexaeHus HHC Obumn
BbIsIBIICHHI Y 42 neteri ¢ @KV, u3 Hux cunapom nepedpaibHoi Bo30yauMocT - y 21
(50%) u cungpom uepedpanbHOM nenpeccun — y 21 (50%) GosbHOrO, TIPU 3TOM B
noarpymnmax [A, IB u IC yucno 6onpabix @KV, nMeBmInX nepuHaTaNbHYIO TATOJIOTHIO
MHC, cymiecTBEeHHO HE pa3inyaioch.

Jo Havama jgueTtoTepanuv OBUIM  YCTAHOBJIEHBI  3HAYMMBbIC  Pa3IUUuUA
MICUXOMOTOPHOTO pa3Butusi y O00iapHBIX @DPKY CcO CBOEBPEMEHHO YCTaHOBJIEHHBIM
JIMarHo30M M HadajoM JiedeHus (moarpynmna [A) um y manueHTOB ¢ MO3AHO HavYaToOM

tepanuedt (nmoarpynna IB) mo OOJMBIIMHCTBY MapaMeTpoB, XapaKTEpU3YIOIIHUX
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AMOLMOHAJIBHYI0, CEHCOMOTOPHYHK), KOTHUTHMBHYIO JESTEIBHOCTh U IPEAPEUEBOE
pa3BUTHE.

Cpenn gereit ¢ @KV, nuarao3 KoTopbsIM ObUT MIOCTABJIECH J0 3 MECSIIEB KU3HH,
OBLJIO BBISBIICHO CYHIECTBEHHO OOJbIIEe YHUCIO TMAlMEHTOB C HOPMaJjbHBIM
ncuxoMoTOpHBIM pazButueM (p=0,000) mpoTHB OOJBHBIX C TO3AHO YCTAHOBJICHHBIM
JIMArHO30M, CPEd KOTOPBIX OTMEUYEHO OOJIblIe JIeTed C HAPYUICHUSMH MBIIIEYHOTO
toHyca (p=0,000), nenupix cuMmeTpuuHbIX pediekcoB (p=0,020), cEeHCOMOTOPHOTO
noBenenus (p=0,038), a Takke NAPOKCHU3MAIBHBIX HAPYIICHUWA, B TOM YHCIIE
MH(paHTWIBHBIX CIa3MOB, a0CAaHCOB ¢ MHUOKJIOHMYECKUM U (POKAJIbHBIM KOMIIOHEHTaMHU
(p=0,009).

BbIsIBIIEHHBIE pa3auuMsl CBHUJETEIBCTBYIOT O 3aJEpPKKE ICUXOMOTOPHOIO H
npenpeueBoro pa3sutusi 0oibHbIX PKYVY, a Takke 0 BHICOKOM pUCKE paHHEro Je0roTa
METa0O0JIMYECKUX CYJOPOKHBIX MPUCTYNOB MPU MO3JHO YCTAHOBJIEHHOM JIMAarHO3€.
VYuurteiBas, YTO MOKa3aTelnd (EeHWIaJaHMHA B CHIBOPOTKE KpPOBH, IIOJIyYE€HHBIE B
pe3ynbTaTe HEOHATAJILHOTO CKPUHHMHIA, HE UMEJM 3HAYUMbIX PA3IM4YUi, BbIPAXKCHHbIC
M3MEHEHUS! TICUXOHEBPOJOTMYECKOTO CTaTyca Yy OOJIbHBIX, HE MOJy4YaBIIUX
JUETUYECKOTO JICUEHUS, MOYKHO OOBSICHUTD JUIUTEIbHBIM BO3/IEHCTBUEM (DeHUTaIaHuHA
1 ero MeTaboJINTOB Ha OPraHu3M, B IiepBYyI0 ouepeanr Ha cocTosiHue [{THC.

CpaBHEeHME CyMMapHbIX OaJjulOB, XapaKTEpU3YIOUIMX ICUXOHEBPOJIOIMUECKUN
craryc gereit ¢ ®KY no Havama puerorepanuu U depe3 12 mecdieB ee npoBEACHUS
nokasasno, 4yro B mnoxarpymnmne [A (OonbHBIE, CBOEBPEMEHHO HAuyaBIIKWE MOJIY4YaTh
JUETUYECKOE JIEYEHUE) 3HAYMMO YBEJIIMYWIIOCH YHUCIO [JETed € HOPMaJbHBIM
ncuxoMoTopHbIM pazsutreM (p=0,000), CHU3UIOCH YUCIIO MALKUEHTOB B IPYIIE pUCKa
0 pa3BUTHIO HeBpoJiormueckux Hapymenuit (p=0,000) u ¢ yMepeHHbIMU
Hapymenusmu (p=0,000). [onoxurensuyto aquHamuky [IMP y GonbHBIX moarpymnmbi
[A MOXHO OOBACHUTH CHUXEHHUEM BJIUSHUSA TEPUHATAIBHBIX THIOKCUYECKHU-
UIIEMUYECKHUX HAPYLIEHUI BO BTOPOM MOJYTOANH KU3HU.

B noarpynne IB (metu ¢ mo3gHO HAvaThIM JIEYEHHEM) TaKXke Oblla OTMEuYeHa
3HAYMMas MOJIOKUTEIbHAA JUHAMUKA: MOSIBUIIUCH IETH C HOPMAJIbHBIMU MOKAa3aTENsIMU

I[IMP (p=0,000), ymenbmmioch uucio jaereid w3 rpymnmbl pucka (p=0,001) u ¢
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ymepeHHbIMU HapymieHusaMu (p=0,004), HO He WM3MEHWUJIOCh YHUCJIO JIeTe ¢ rpyOoi
3agepxkont [IMP.

OneHka OTAAJIEHHBIX pe3ysbTaToB JjedeHust (6onee 1 roma) GonbHbiXx ¢ OKY
BBISIBUJIA  OTKJIOHEHUST B  TICHXOpPEYEeBOM M  MOTOpHOM  cdepax, KOTOphIe
XapaKTEPHU30BAINCh SMOLIMOHAIBHBIMU M TIOBEJACHUYECKUMU HapywmeHusMHu y 75 (28%)
OOJIBHBIX, PacCTPOMCTBAMHU YUEOHBIX HABBIKOB (ITO3HABATENILHBIX U PEUEBBIX (DYHKIIHM,
o0paboTku nHpopManmn) y 62 (23%) marueHToB, YMCTBEHHOW OTCTAIOCTBIO JIETKOH - Y
44 (16%), ymepennoit - y 38 (14%) u tsoxenoi crenenu - y 10 (3,8%) nanueHTos,
HEBpOTHYECKUMHU paccTtpoiictBamu - y 27 (10%) OonpHbeix. Cneuuduueckue
paccTporcTBa pa3BUTHS pEYM, TMIIEPAKTUBHBIE paccTpoiicTBa Habmoganmuch y 11 (4%)
00NBHBIX, crienuduueckre paccTporicTBa MoTopHoi dhyHkuuu-y 10 (3,8%).

VY CTaHOBJIEHO CYIIECTBEHHOE YBEJIMYEHHE JOJIM KaKJIOTO M3 YKa3aHHBIX BBIIIE
pacctpoiictB y 60onbHbIX OKY ¢ mo3nuum HavanoMm jedeHus (nmoarpynmsl IB u IC) no
CpPaBHEHUIO C JI€TbMH, KOTOpbIE HAuyajdu IMOJy4aTh JAMETOTEPAHUI0 CBOEBPEMEHHO
(moarpynma IA), p<0,05. Hanuune B moarpymnme [A mnarmueHToB ¢ (GoOHUeCKUMU
TPEBOXKHBIMU ~ paccTpoiicTBamu (5%) u HeBpoTHueckumu peakiusimu  (5%) wu
HapyuieHussMu noBeieHus (7%) oOyCJIOBJIEHO KaK HU3KOW KOMIUIAGHTHOCTBIO, TaK U
COIMAIbHBIMU (hakTOpaMu (HOPMUPOBAHUS IMYHOCTH MMAIIMCHTA.

Takum oOpa3oM, aHamIM3 W3MEHEHHWH TICHXOHEBPOJIOTHUECKOTO CcTaryca
namuentoB ¢ OKY nokaszan, 4yTo OO0 Hayalna OMETOTEpAIlluM JETH, BBISBICHHBIE 10
HEOHATAJILHOMY CKPUHUHTY, HE UMEJIHN CYIIECTBEHHBIX HEBPOJIOTUYECKUX HAPYIICHHH,
32 HCKJIIOYCHHEM HEOOIBIIOro dYuciaa OONBHBIX, Y KOTOPBIX TMaTOJIOTHYECKHE
HEBPOJIOTMYECKUE CHUMIITOMBI OBITM CBSI3aHBI MPEUMYIIECTBEHHO C TMEPUHATAILHBIMU
TUMOKCHYECKU-UIleMruueckuMu  nopaxkeHusmu  [[HC. VY  mamueHToB € MO3AHO
nuarsoctupoBanHoi @KV ormevanuce BbIpaKEHHbBIE HAPYIIEHUS! CO CTOPOHBI HEPBHOU
CUCTEMBI M PETpecc paHee MPUOOPETCHHBIX HABBIKOB, KOTOPHIH B OTACIBHBIX CITydasx
yCyTyOouIsiics mepruHaTaibHbIM nopaxenuem [[HC.

Ha ¢one matorenetmyeckoil runodeHUIATAaHUHOBOM TUETHI ObLIa BBISBIICHA
MOJIOKUTENbHAS KIMHUYECKAss NUHAMHKA y OonpmuHCTBa manueHtoB ¢ OKVY Bume

IMOBBIIICHUA CYMMAPHBIX 0aJIJI0B MoKa3aTee nx IMICUXOMOTOPHOT'O pa3BUTHA, OJHAKO,
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y OOJIbHBIX C TMO3JHO YCTAHOBJIEHHBIM JIMarHO30M 4Yallle OTMEYalIUCh YMCTBEHHas
OTCTAJIOCTh, SMOLIMOHAIbHBIE, MOTOPHBIE, PACCTPOMCTBA ayTUCTUYECKOTO CIEKTPA.

OnextposHiedanorpaguueckoe oOcienoBanue, npoBeraeHHoe 80 OOJBHBIM Ha
(dboHe nueToTepanuy yCTaHOBWIJIO, YTO U3 42 0OCJIEeIOBAHHBIX MAIMEHTOB MOATPYIIIHI
IA co cBOEBpeMEHHO MOCTaBJICHHBIM AuarHo3oM y 19 (45%) na D3I umenu mMecto
NPU3HAKK HE3PENIOCTH CPEAMHHBIX CTPYKTYp MO3ra, aKTHBAIUs JAUIHIEPATbHBIX
cTpyktyp u auddy3Has me3opranuzanus anbpa-puT™Ma, 4TO PaCcCMATPUBAIOCHh Kak
BapHaHT HOPMBI MPH OTCYTCTBUHU KAI00 M KIMHHUYECKUX CUMIOTOMOB; W3 38 OOIBHBIX
noarpynn IB u IIC (mo3gHo ycrtaHnoBineHHbld muarHo3) y 31 (82%) mnamuenta
(uKcUpoBaIMCh  JAe30praHu3anus  aidb(pa-puT™Ma,  MOBBIIICHHBIA  OTBET  Ha
TUTNIEPBEHTWISIIINIO, TTOJIMCIIAlK-Pa3psi/ibl, BRICOKOAMILIUTYAHBIE OeTa-BosHbl, y 7 (18%)
MaleHTOB  BBIABJSUIACH TUIICAPUTMHS B COUYETAHUM CO  CHAWK-pa3psaamu,
COMPOBOXK/IABIIASICS SMU30IAMH CYAOPOKHBIX MPUCTYIOB Y 2 B3pOCHbIX OOJbHBIX.

O6cnenoBanne ¢ mnomombio MPT Owsuto mpoBeaeHo y 17 mamueHtoB (5
MOAPOCTKOB M3 moarpynmnsl [A, 4 — u3 nmoarpynnsl IB u 8 B3pocnbIX ManueHTOB U3
noarpynnsl  IC) ¢ TO3AHO AMArHOCTUPOBAHHBIM 3a00JIEBAHUEM U JUIMTEIIBHO
HaXOJIMBIIMXCSl HA PACUTUPEHHON JUETE C YBEJIMUYEHHON KBOTOW HATYpaJbHOTO OeliKa U
nuueBoro (enwiananuHa. [Ipy 3ToM npHU3HAKK NEPUBEHTPUKYJSAPHOM JeKonaTHu
ObLTH BhISIBICHBL Y 7 (41%) OonbHBIX: | mamueHT nmoarpynmsl 1A, poautenn KOTOPOTO
He oOecrneunBaiIu CTPOroe COOJIIOJCHUE AMEThl CO 2 Troja W3HU, 2 TMOJPOCTKa
noarpynmsl [IB u 4 B3pocnsix manuenta noarpynmns! [IC, HauaBmux nedyeHue Ha 3-M
ro/ly *HW3HU C MEPUOANYECKUMH HAPYIICHUSIMU, O YEM CBUETEIHCTBOBAJIO MMOBBIILICHHUE
(deHunananuHa B KpoBu. OUYEBUIHO, YTO JJIUTENbHAS SKCIO3UIUS AHOMAIILHO BBICOKUX
KOHIICHTpaIuii (eHwIaJlaHnHa B KPOBH OOJIBHBIX B Bo3pacte 10 10 JeT oka3biBaeT
MTOBPEXKIA0IIEe JEHCTBUE HAa CTPYKTYPBI TOJIOBHOT'O MO3ra.

Takum 00pa3oM, HapylIeHUSI HEPBHO-NICUXUYECKOTO pa3Butusi npu OKY
bopMHUPYIOTCS TIPEUMYIIECTBEHHO MPU  TMO3AHO HAYaTON TUETOTEpAliid M HU3ZKOU
KOMILJITAEHTHOCTH OOJIBHOTO U YIEHOB €0 CEMbH.

AHaJIM3 KadecTBa XKU3HU JAeTed W moApocTkoB w3 moarpynn 1A u IB (pa3Hbie

CPOKM Hauajla JICYEHHs) BBIABWJ BbICOKME ypoBHHM mokazateneil KK y OonbHBIX,
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KOTOPBIM JiIeYe€HUE ObLJIO HA4aTo J0 3-X MECSIEB >KU3HU, MPU ATOM ObLIA OTMEUEHBI
CYILIECTBEHHBIC Pa3INuus 10 MMapamMeTpam «coluanbHoe pyHkunonupoBanue» (p<0,01)
U «(yHKIHOHUpOBaHUE B mIKoje/aeTckoM caay» (p<0,05). Ognako y 6onbHbIXx OKY
COXPaHSUIMCh 3HAYUMBbIE Pa3JInyusl IO CPABHEHUIO C TPYNIIONA KOHTPOJIs (n=64).

Koppensiuonnslii aHamu3 BBISIBII 00paTHYIO 3aBUCHMOCTh MEXKIY MapaMeTpaMu
COLIMAIIBHOTO M poJieBOr0 (YHKIMOHUPOBAHUS W CPOKAMU Hayaia JAUETOTEparuH.
YcTaHOBNIEHO, YTO YeM TMO3Ke HayaTo JiedeHHe y OonbHbIXx DKV, TeM Hmke Obutn
nokazarenu couuanbHoro (rs=-0,336, p<0,001) u poneBoro (r~=-0,251, p<0,05)
(YyHKIMOHUPOBAHMS, YeM cTapuie OOJbHOM, TeM HIKE OBUIM IOKa3aTelu €ro
afganTauuu B kKosuiektuse (r; =-0,205, p<0,05), uTo cornacyercs ¢ JaHHbIMH Simon E.
(2008).

O1eHka OTBETOB poOAMUTENEH MO KadecTBY ku3HU OonbHBIX DKV He BhIABHIIA
3HAUYMMBIX PA3IMYMi C OTBETAMU UX AETEH, YTO CBUAETEIHCTBOBAIO 00 aJIe€KBAaTHOM
OLIEHKE POJUTEISIMU (PU3NYECKOT0 U IMCUXO3MOIMOHATIBHOIO COCTOSIHUS COOCTBEHHBIX
neteil. AHanu3 peruoHajgbHbIX ocoOeHHocTed mnokazareneil KK mokazan 3Haummoe
cHmkenue couuaibHoro (p<0,05) um ponesoro (p<0,05) QyHKUMOHMpPOBAHUS Yy
ManyeHToB Y paibckoro ¢eaepansHoro okpyra (Y®O) PO no cpaBHeHUI0 ¢ OOJIbHBIMU
Hentpanbuoro ¢enepanbHoro okpyra (IIPO) P®. Beuio BbIsBICHO 00Jie€ HU3KOE
comranibHoe (yHknuonupoBanue (p<0,05) nereit ¢ ®KVY, npoxuBaBmux B YOO 1o
cpaBHeHUt0 ¢ mnanueHtamu IOxHOro denepasbHOrO0 OKpyra. Y MalUMeHTOB U3
[IpuBomkckoro ¢penepanbHoro okpyra (IIOO) ormeueno 3naunmoe (p<0,05) cHuxeHue
¢uznueckoro GyHKIMOHUPOBaHUS B cpaBHeHUHU ¢ mamueHTamu L{DO. D10, BeposaTHO,
CBSI3aHO C TeM, uTO 00JbIUHCTBY 00bHBIX DKV u3 YOO u [IOO PO neuenue Obuio
HAYaTo Mocyie 3-X MECSUEB JKU3HU B CBSI3U C YJAJICHHOCTBHIO OOJIBHBIX OT MEIUKO-
TeHETUYECKUX LIEHTPOB MECTa JKUTEJIbCTBA, KPOME TOIO B YKa3aHHBIX PETHOHAX ObUIH
nepepbiBbl B jedeHnn DKV u3-3a BpeMEHHOro OTCYTCTBHS CHELUATU3UPOBAHHBIX
IIPOJYKTOB.

VYcTaHOBNEHHBIE pa3IMuMsl IOKa3aTelie KadecTBa Xu3HU y aered ¢ DOKY
MO3BOJIJIA  ONPEAECIUTh CaMblil YS3BUMBIM BO3pAaCTHOM IMEpUOA - TMEpexo] OT

AOIIKOJBHOTI'O K MKOJBbHOMY BO3pPAaCTy, KOrJla B CBA3W C YBCIIMUYCHUCM YMCTBCHHOﬁ n
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(bu3nyecKo Harpy3KH HapacTaeT HAIPSKEHHOCTh TICUX03MOIIMOHAIBHBIX MPOLIECCOB U
MIPOUCXOUT CHUKEHHUE COIMATBHON afanTallii U KauyecTBa KU3HU OOJBHOTO peOCHKa.
NmMeHHO B O3TOT BO3pacTHOM mepuoj] TpeOyercss OoJiee TIIATEIbHBIM BpadeOHBIN
KOHTPOJIb 3a CcOoOmioJieHneM OoibHBIMH  runodeHunanaHuHoBord aueThl. fK
aHaJIOTUYHBIM BbIBoAaM npumnin Bik-Multanowski M. (2008) u MacDonald (2010).

Pacmmpenne aueThl y MIKOJBHUKOB 3a CUET YBEIMYCHHUS HATypajbHOIro Oelika B
parmoHe MPUBOANT K CHUKEHHUIO TIOKA3aTeIeH COIMAIbHOTO MOBEICHUS U HEKOTOPOMY
MTOBBIIICHUIO AMOITMOHAILHOTO TOHyca. MOXHO Tojararh, 4T0 y JAETeH JONIKOJIHLHOTO
BO3pacTa >KECTKHE JUCTHUYCCKHE OTpaHUYEHUs SBIIAIOTCA MPUUYMHOW Oo0Jiee HHU3KOTO
HYMOITMOHAIEHOTO TOHYCA C OJHOW CTOPOHBI, C IPYTOM - CTUMYJIUPYIOT COIMATLHYIO U
POJIEBYIO aKTUBHOCTb.

Takum oOpa3oMm, CHIKEHHE KauyecTBa >KU3HH OonbHBIX DOKY BeIABISCTCS
MPEUMYIIECTBEHHO B TIOJPOCTKOBOM BO3pacTe, Koraa ocinabeBaeT Ham3op 3a
COOJIFOICHUEM JUETHI CO CTOPOHBI POJAUTENCH M Bpaya, a caM MaIlMeHT ellie He TOTOB K
CaMOKOHTpOJt0. IIpm 3TOM TEPBOCTENICHHOE 3HAYCHHWE B  IPEAOTBpAICHUU
MICUXOCOIMATBHBIX W  KOTHUTHUBHBIX  pPAacCTPOMCTB  WMEET  CBOCBPEMCHHAs
(moknMHWYECKas) JMAarHOCTHKAa W HA3HAYCHHWE JHETOTEpalMM  cpa3y  IOCye
YCTAaHOBJICHHMSI JMArHO3a, a TaKXe TIIATelbHAsS TPUBEPKEHHOCTh HA3HAYCHHOMY
JICYCHUIO B TCUCHHE JJTUTEILHOTO BPEMECHH, B TOM YHCJIE U B TIOJIPOCTKOBOM BO3pacTe.
[Tomy4yeHHble JaHHbIE cornacyroTces ¢ HabmoaenusmMu MacDonald (2012).

YcTaHOBICHHBIE HAaMH 3aKOHOMEPHOCTH YKa3bIBAIOT Ha IIEJIECO00pPa3HOCTH
MIPOBEJICHUS JUSTOTEPAINHU B TeUCHUE BCel u3HU 00abHBIX ¢ DKY m1s mognepkanus
ypOBHs (eHUJATAaHWHA B TEPANCBTUUYCCKHUX IUANA30HAX, JOMYCTHMBIX IS Ka) oW
BO3PACTHON KaTErOpuH, 4YTO O0OECIeurMBaeT aJCKBATHBIM YpPOBEHb COIHAIBHOTO U
POJIeBOTO (PYHKITMOHHPOBAHUS.

BaxxHbIMH acriekTamMu  paOOThl  SIBUJIUCH OIICHKA IMOTPEOJICHUS IHIIEBOTO
HATypaJbHOTO O€NKa M ero BIUSHUS Ha aMHUHOKHCJIOTHBIM CHEKTP KPOBU OOJBHBIX, a
TaKkkKe aHajau3 OMOJOTHYCCKOM IIEHHOCTH  CICHHAIM3UPOBAHHBIX  IMPOJIYKTOB,

MCIIOJIb3YIOMIMNXCS B AueToTepanuu nauueHToB ¢ ®KVY B nocnennue ronsl B PO.
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Jns ucciienoBaHUsT aMUHOKHUCIOTHOTO CIIEKTpa KpoBH Obuid OTOOpaHbl 24
nmanveHTa u3 noarpynnel IA ¢ yZOBIETBOPUTEIBHOM KOMIUIAEHTHOCTBIO, CTPOTO
BBITIOJIHABIINE AUETHUECKUN PEXUM, & UMEHHO - MOTpeOJieHne Ha3HAYEHHBIX BPAuOM
KOJIMYECTB HATypaabHOro Oejika 1 aMUHOKHUCIOTHOM CMECH, COOJTIOICHUE KPATHOCTH €€
npuema. W3 moarpynnel IB Obuto obcnenoBano 22 pebGeHKa, CaMOCTOSITENBHO
pacCHIMpPUBIINE TUETY 3@ CUET HATypaJIbHBIX MPOAYKTOB. B3pocnbie manueHTs! (n=12) u3
noarpynnsl [C (Mo3qHO HayaBIMe MOTy4yaTh AMETUYECKOE JICUCHHE), OBLIM 3apaHee
NPEAYNPEXACHBl 00 MCCIEIOBAaHUM M TMO3TOMY CTapajucCh MPUAEPKUBATHCS
MPEANMCAaHHOW BPAUYOM JUETHI.

Hamu ycTaHOBIIEHO 3HAUYMMO OoJiblliee MOTpPeOJICHUE HATypallbHOro Oenka u
(dbeHunanaHuHa manueHTamMu noArpynmsl IB mo cpaBHenuto ¢ 6ompHbIMEU noArpynn [A
(p=0,000) u IC (p=0,000), a Ttaxxe HatypanbHoro Oenka (p=0,014) u dbeHunananuHa
(p=0,003) mnanuentamu noarpynmnel IC oTtHocuTenbHO moarpynmbel  [A, dTO
CBUJETEIBCTBYET O HEOOXOAMMOCTH CTPOTOro COOJIOJEHUS THMNO(eHUIalIaHuHOBON
JIMETHI ¥ TIOJJIEPKAHUSI KOHTAKTa MEXIY BPauoOM U MaIMEHTOM.

bolna BbIsIBJIEHA TECHasl MOJIOKHUTENbHAS KOPPENSIIUSA MEXAY KOHLUEHTpaIlusIMu
numieBoro (enmnananuna (r= 0,688, p<0,010) m wmatypampHoro Oenka (r= 0,642,
p<0,010) ¢ ypoBHeM (eHunasaHuHa B IJIa3Me KpoBU. B Toxe BpeMsi ycTaHOBJICHA
OTpULIATEIbHAS KOPPENAIHS MEXAY YPOBHSIMHU THPO3WHA B IUIa3Me KPOBU OOJIbHBIX,
cojJiep>kaHreM HaTypaibHoro oenka (rs= -0,280, p<0,050) u penunananuna (rs= -0,289,
p<0,050) B nuIieBOM painydoHe. OTH JaHHBIE CBUJICTEIbCTBYIOT O TOM, YTO MAIIUEHTHI,
paciupsIonife AUeTy, HEOCO3HAHHO OIrpaHMYMBAIOT ceOsi B HATypaJlbHOM Oelike,
MEPECTAIOT UCIOJIH30BATh B MUTAHUHM HEOOXOUMOE KOJIMUYECTBO CIIEHUATU3UPOBAHHOTO
MPOJyKTa, YTO MTPHUBOAUT K JAUCOATAaHCY aMUHOKHCIOT B OHMOJOTHYECKUX Cpemax
OpraHusMa.

[IpoBenena oreHKa OWOJOTMYECKON LIEHHOCTH OEJIKOBOTO JSKBUBAJIEHTa 7
CHEIUAIN3UPOBAHHBIX MPOIYKTOB PAa3IMYHBIX MpousBoguteneit: Adenunak, [1AM 1,
ITAM 3, ITAM ynusepcanbsubiii, MD mun @KV 0, MD mun ®KVY 1, MD mun ©KVY 3

10 CKOpYy (COI[Cp}KaHI/IIO) HC3aMCHHUMBIX aMHHOKHCJIIOT OTHOCUTCIIbHO UX KOJIMYCCTBA B
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«uaeanbHoOM Oerkey» - Oenke rpyaHoro moisioka. CornacHo pekoMenaamusm FAO WHO
2007, ckop KaXKAoW HE3aMEHUMOM aMUHOKHUCIIOTHI JOJKEH ObITh HE MeHee 95%.
BriepBble HaMU YCTaHOBJIEHO, YTO B OOJIBIIMHCTBE IMIUPOKO HCIOJIb3YEMBIX B
nutanuu OonbHBIX OKVY crnernumanu3upoBaHHBIX CMEceil Ha OCHOBE aMHHOKHCIIOT Oe3
(beHmnanaHnHa CKOp 3CCEHIIMANBHBIX AMUHOKUCIIOT JIeUYUHA, MUpo3uHad, mpunmogaua
u memuonuna coctaisieT 90% - 80% ot pexomennyeMbix FAO WHO 3nauenuit, 4to
CHIDKAeT OMOJIOTHUYECKYIO IIEHHOCTh OEIKOBOTO IKBUBAJICHTA MPOTYyKTOB.
Konnentpanuu aMuHOKUCIIOT B Mj1a3Me kpoBu OonbHbIX KV ObuTu B mpenenax
pedepeHCHBIX 3HAaYeHH, OJTHAKO, Y MAIMEHTOB, MOJIYYaBIINX HUCCIETyeMbI€ TPOIYKTHI,
OBLIO OTMEUEHO 3HAYMMOE CHUXKEHHE coiepkaHusi uzoneiiimua (p=0,004), neitiuuna
(p=0,021), Tpeonuna (p=0,001), a Taxxe Tupo3una (p=0,003) oTHOCUTENHHO OOJIbHBIX,
MOJIYYaBIINX MPOJYKTHI, B KOTOPHIX CKOP YKa3aHHBIX aMHUHOKHUCIOT ObLT BbIlie 95%.
[Ipu >TOM BBIsIBIIEHA OTpUIATEIbHAS KOPPEJSIU MEXAy YPOBHSIMU (eHUSIalaHWHA B
J1a3Me KPOBH OOJBHBIX U CKOPOM OT/IEIBHBIX aMUHOKHCIIOT UCCIEAYEMBIX POIYKTOB:
MetnonnHa (rs=-0,388, p<0,010), uzoneitnuua (r;=-0,577, p<0,010), Tuposuna (rs=-
0,578, p<0,010) u nu3una (rs= -0,521, p<0,010). YkazaHHble aMUHOKHUCIIOTHI SIBJISIFOTCS
ACCEHIMATILHBIMU U OTHOCSATCS K KJaccy OOJBIIMX HEUTPaTIbHBIX aMUHOKHUCIIOT,
KOTOpbIE UMEIOT 001IMe ¢ (heHWIaJaHUHOM TPAHCIIOPTHBIE CUCTEMBI JUIsl TIEPEHOCca U3
XKKT B KpoBEHOCHYIO CUCTEMY U Yepe3 reMatodHIehaTndeckuii bapbep
[TonyueHHbIC JaHHBIE YKA3bIBAIOT HA KOHKYPEHTHBIE OTHOIIEHUS (peHuIaIaHnHa
Y YKa3aHHBIX aMUHOKHUCJIIOT MPU UX BCAaChIBaHUU 4epe3 cu3ucTyro 00osouky JKKT, uro
cornacyercs ¢ nanabiMu Matalon R (2007), Broer S. (2008), Acosta P.B. (2010).
YcraHoOBIEHHBIE HAMH 3aKOHOMEPHOCTU TMO3BOJUIN CHOPMYIUPOBATH MEIUKO-
OMOJIOTUYECKYI0  KOHIEMIIMIO  CO3JaHUSl  OTEYECTBEHHBIX  CHCIUATM3UPOBAHHBIX
MIPOJTYKTOB TMOBBITIICHHONW OMOJOTHYECKON IIEHHOCTH, MPETHA3SHAUYCHHBIX /I OOJBHBIX
OKYVY paznuunoro Bo3pacta. B pamkax ®DexnepanbHOW 1€1€BOM Tporpammsl «Jletn
Poccum» mwa 2007-2010 rr. pazgena «Pa3paboTka OTEUECTBEHHBIX CHEIUATBHBIX
MPOJIYKTOB MUTAaHUS MpU OoJie3HsIX oOMeHa BemecTB» coBMecTHO ¢ 3A0 «Uudanpum»
u I'HY BHUUN xkpaxmanonpoaykroB PACXH B mnepuox 2007-2012 rr Obumm

pa3paboTaHbl COCTaBbl M pEUENTYpbl OTEUECTBEHHBIX TMPOJYKTOB Ha OCHOBE



304

aMUHOKHUCJIOT 0e3 ¢eHunananuna cepun «Hytpuren -phe», nudbdepeHimpoBaHHbIX MO
BO3pacTy, HHM3KOOENKOBbIC MOIy(paOpuKaThl IS BBINEYKH XJeOa M KOHAUTEPCKUX
U3JIeJIN Ha OCHOBE KpaxmaiioB cepui «HyTtpuren» u «/letka» u cyxoro 0e30e1K0BOIro
HAIUTKA C MOJIOYHBIM BKYCOM Ha OCHOBE YIJIEBOJIHO-KHUPOBOT'O KOHIIEHTpaTa (MaTeHT
Ne 2361409 ot 20.07.2009 r).

B HacTosmiee BpeMsi OT€4ECTBEHHBIE TEXHOJIOTHYECKUE BOZMOKHOCTHU MO3BOJISIIOT
MOJICTUPOBATh KOJIMYECTBEHHBI W KaYECTBEHHBIM COCTAB CHEIUATU3UPOBAHHBIX
IPOAYKTOB, B TOM YHCJIE U HA OCHOBE CMECH aMHUHOKHCIIOT 6e3 (peHunananmHa 3a cyer
ONTUMU3ALUU 170:¢ AMHUHOKHUCJIOTHOTO npodus, BBEJCHUSA KOMILIEKCa
MUKPOHYTPHUEHTOB, BKJIIOYAs BUTAMUHBI, MaKpo- u MUKPOIJIEMEHTHI,
JUTMHHOLICTIOYEYHbIE TOJUHEHACHIIIICHHbBIE JKUPHBIE KUCIOTHI, MPEOMOTUKH U JPYTrHe
ACCEHILIMANbHBIE KOMIIOHEHTHI MUIIM. BriepBble B OTEYECTBEHHOW MPAKTUKE B COCTaB
MPOAYKTOB, MpeAHa3HauYeHHBIX i1 OosibHBIX DKV mepBoro roga >XU3HH, BBEIICHBI
MpeOMOTKH, KOMIUIEKC JOKO30T€KCACHOBOM M apaxuI0HOBOM KUCIOT. B IPOIyKTHI 115t
J€Tel paHHEro W JOLIKOJBHOTO BO3pacTa ObUIO BBEIEHO aJIeKBATHOE KOJIMYECTBO
’KUPOB M YIJIEBOJOB, YTO 3HAYMTEIBHO ONTUMHU3MPOBAJO IOCTPOCHUE PALMOHOB
HEOOXOAMMONM DHEPreTUYECKON IIEHHOCTH, NPOJYKTHI IS MAIMEHTOB CTapIIETro
Bo3pacTa ObulM oOOOTamieHbl KOMIUIEKCOM OHOJOTMYECKHM AaKTHUBHBIX BEIIECTB.
Knuanueckass 3((PEeKTUBHOCTh HOBBIX OTEUECTBEHHBIX MPOJYKTOB Ha OCHOBE
aMUHOKUCIOT 0e3 (eHmnananuHa Ajig 00abHbIX @KV pa3nuuHbIX BO3PACTHBIX TPYIII
onpenensiach MyTeM OLEHKH NEPEHOCUMOCTH, JMHAMUKUA AHTPONOMETPUYECKUX U
TICUXOHEBPOJIOTHYECKUX TIOKa3areliel, ypoBHs (heHmamanuHa KpoBu. [Ipu sTtom Obin
YCTaHOBJICHBI yJIOBJIETBOPUTEIbHBIE OPraHOJENTUYECKHUE CBOMCTBA BCEX MCCIEYEMBIX
MPOAYKTOB, UX XOpolIas NepeHOCUuMoCTh nanuenramu ¢ OKY.

YpoBeHs (eHMaTaHWHA B KPOBH, KaK 3HAYMMBIA TMOKa3aTelb 3(PGEKTHBHOCTH
nedenus OKY, Ha ¢oHE HCMOIB30BaHUS HOBBIX OTEUECTBEHHBIX MPOJIYKTOB CEPUU
«HyTtpuren» Haxomwicss B mOpeAenax JONYCTUMBIX TEPANEeBTUYECKUX 3HAYCHHU. Y
BHOBB BBISIBIICHHBIX OOJIBHBIX TMEPBBIX MECAIIEB JKU3HU cojiepkaHue (eHWIalaHuHA B
KpPOBU IpU HazHaueHUM mnpoaykra «Hyrtpuren 14 —phe» cymiecTBEHHO CHUXAIOCh /10

pekomenayemoro ypoBHs (p=0,001).
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AHTpONIOMETPUYECKHE MTOKa3aTeNn OOJIbHBIX JI€TeH ¢ OTKJIOHEHUSIMHU (U3HUECKOTO
pa3BUTHS Ha (POHE MOCIENOBATENIBHOTO MPUMEHEHNSI HOBBIX MPoayKToB «HyTpuren 20
-phe» u «Hytpuren 40 -phe» y OosbIIMHCTBA MAIIMEHTOB HMMENU MOJIOKUTEIBHYIO
OUHAMHKY, YBEIUYWIOCH YHCIO JETEd CO CPEOHEBO3PACTHBIMU BEIMYMHAMHU Z SCOTE
NMT/Bo3pact (p=0,001).

BaxxHo OTMETUTH MOJIOKUTEIIbHBIE U3MEHEHUS noKa3aresnen
MICUXOHEBPOJIOTHYECKOTO cTaryca 0oibHBIX ¢ DKY Ha (GoHE HCMONB30BaHUS HOBBIX
OTEUECTBEHHBIX NPOAYKTOB NHUTaHUSA. Y JETed MEepBOro TIoja MU3HU 3TO ObUIM
[IOKa3aTelId, XapaKTEePU3YIOIIUE IPOLECCHl MOTOPHOTO U INCUXO3MOLMOHAIBHOTO
pa3BUTHS: «UENHbIE CcUMMeTpuuyHble peduekcb» (p=0,002), «CeHCOpPHO-MOTOPHOE
noBegeHue» (p=0,000), «martonormyeckue aBuwxkeHus» (p=0,012), «romocoBbie
peakuun» (p=0,045). V mnanmeHtoB crapmie 1 roja CyIIECTBEHHO VYIIYYIIHIUCH
MOoKa3aTeln «3MOUMOHAIBHBIA TOHYC» (p=0,000), «MBIIIEUHBI TOHYC M CUJa MBIIIILD)
(p=0,000), uyto yka3piBaeT Ha 3PGEKTUBHOCTH MPOBOJAUMON JHUETOTEpANHUH U
aJIeKBaTHOCTb Pa3BUTHUSI JIETEH.

Takum 00pa3oM, MOJOXKUTENbHBIM 3PQGEKT MNpU HKCHONb30BAHUU  HOBBIX
OTEYECTBEHHBIX IPOJYKTOB HAa OCHOBE AaMHUHOKUCIOT ©0e3 (¢eHunasaHuHa,
npeaHazHadeHHbIX a1 O0onbHbIX DPKY paszHoro Bospacra, omnpeaensercss BbICOKOU
OMOJIOrMYECKOM IIEHHOCTBIO JTHUX TMPOAYKTOB U OPUTHMHAJIBHBIM KaueCTBEHHBIM
COCTaBOM, COOTBETCTBYIOIIUM BO3pPAaCTHBIM MOTPEeOHOCTSM OosbHBIX. B mepuop
MPOBEICHUS UCCIAEAOBAaHUI ObUIM OTMEUYEHBI: TMOBBIIIEHHUE KOMIUIAEHTHOCTH, OoJiee
CTPOTUH KOHTPOJIb 3a COOJIOZACHHEM THUNO()EHUIATaHUHOBOM JUEThl U pexuMa
MUTaHUsA, YBEJIMYEHUE KPATHOCTU MpHUEeMa CHEUUATU3UPOBAHHOTO TMPOAYKTA, YTO
CHOCOOCTBYET COXpPaHEHUIO CTAOUIILHOTO YpOBHA (DeHWJIalaHWHA B KPOBH B TEUCHHE
CYTOK U OOeCcreunBajo yIydllleHue COCTOSHUS O0JbHBIX. CTaOUIBHOCTU COAEpIKAHUS
(deHunanana B KpOBHM MpuJaeTcs OOJbIIOE 3HAUYEHHE, TaK KaK MOJJIEpKaHUE €ro B
JOIYCTUMBIX MpEJeNnax CHUKAET PHUCK Pa3BUTHS OKCHUAATHBHOIO CTpEcca, CYTAIOT
Anastasoaie V ©2008) u Cleary M (2013].

Hcnonb3oBaHue B cOCTaBe TUMOGEHUTIATAHUHOBOM JAUEThl HOBBIX OTEYECTBEHHBIX

HU3KOOENKOBBIX MOTy(haOdpUKaToB Ui BBINIEUYKH XJe0a M KOHAUTEPCKUX W3JAEIHM Ha


http://www.ncbi.nlm.nih.gov/pubmed/?term=Anastasoaie%20V%5BAuthor%5D&cauthor=true&cauthor_uid=18703366
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OCHOBE KpaxMmajoB, a TaKKe CyXOoro 0e30eJKOBOro HamuTKa ¢ MOJIOYHBIM BKYCOM Ha
OCHOBE YIJIEBOJHO-)XUPOBOIO KOHIIEHTPATa MO3BOJMJIO 3HAYUTEIBHO PACIIUPUTH
COCTaB JIEYEOHOTO palliOHa, MOBBICUTh €r0 SHEPTETUYECKYIO U MUILEBYIO LIEHHOCTb.

HccnenoBanrie uMMyHopeHOTHNA JUMGOIUTOB Mepudpepudeckoil  KpoBU
6oxpHBIX PKVY mokazano, 4yTo MpU MOBBILIEHHOM YPOBHE (eHHIIaJaHMHA KOJIMYECTBO
B-nmumdoruro (p=0,000) cHmKEHO, a KOJWYECTBO aKTUBUPOBAHHBIX T-Xenmepon
yBeanueHo (p=0,033). V mnaunmeHToB crapimie 12 €T ¢ NOBBIIIEHHBIM YPOBHEM
denmnanaHuHa OTMEUYajoCh CHIDKEHHME aOCONMOTHOrO uuciaa  T-1uM@onuToB
IPEUMYIIECTBEHHO 3a cueT LUTOTOKcuyeckux T-kietok (p=0,002) u cHuxeHue
konmuectBa NK-kierok (p=0,006)

YcTaHOBIEHO, YTO aKTUBHOCTHh BHYTpHKJIeTOUHBbIX (epmentoB CAI, JIIAI' u
HAJIH-nerunporenassl cHmkeHa y 0osnbHBIX PKY Miammero Bo3pacta M JOCTHraeT
pedepeHCHBIX 3HaYEHUHN TOJBKO y MoApocTKOB. AkTHBHOCTE HAJIH-neruaporenassr y
B3pocibix 60apHBIX DKV 1,4 paza Beiie TakoBoil B rpymnme cpaBuerus (p=0,000).

[Tonmy4yeHHble pe3ynbTaThl CBHUIETEIBCTBYIOT 00 M3MEHEHMH HUMMYHO(EHOTHIIa
TuMdoUUTOB nepupepruiuecKoil KpOBU U aKTUBHOCTH BHYTPHUKJIETOUYHBIX (DEPMEHTOB y
o6onpubix DKV mon geiicTBHEM TMOBBINICHHOW KOHIIGHTpalMu (peHuaJaHuHA, 4YTO
yKa3blBa€T Ha (HOPMUPOBAHHE XPOHUYECKOTO OKCHUIATUBHOTIO CTpECCa U MOXKET
SABJISITHCSL OJTHAM U3 pakTopoB panHero craperus [He Y (2013

KoMriekcHble MCCleoBaHus, MPOBENACHHbBIE HAMU Yy JETEH C rajlakTO3eMHUEH,
MOKa3aJIi, YTO TMOBBIIICHHBIA YpPOBEHb TaJIaKTO3bl B KPOBH ObUI BBISIBIEH y 92%
HOBOPOXJICHHBIX NMPU HEOHATAJTHLHOM CKPUHMHTE, WML Y 8% OOJBHBIX MUArHO3 ObLI
MOCTaBJICH B pe3yJbTaTe OOCJIEAOBaHUS B CBS3M C TSDKEJIONW KIMHUYECKOU
CUMIITOMAaTUKOW, HE MOJAIOLIECUCS NHTEHCUBHOW TEPAITUHU.

B cooTBeTcTBMM C TSDKECTBIO COCTOSIHMSI TpPU TEPBUYHOM OOpallleHHuu 3a
MEJIUIIMHCKOW TOMOUIBI0 3TH OOJIbHBIE OBUIM pacrlpeiesieHbl Ha 3 MOJArPYIIIb:
noarpymnma 1A - 39 (38,6%) manueHToB ¢ TsSxKeIbIM Je0F0TOM 3a00J1eBanusl (BO3pacT Ha
MOMEHT HaOmoaeHust ot 5 nHeit 1o 16 ner), noarpynma IIB — 28 (27,7%) nereit co

CPEHETSKENBIM TeueHueM OoJie3Hu (Bo3pacT OT 7 JnHeW no 6 MecdleB), MOATpymmna
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IIC- 34 (33,7%) pebenka ¢ JerkuMu MposiBIEHUSIMU TanakTozemuu (ot 1,5 mo 11
MECSIIEB).

CocTosiHME TAIMEHTOB C TaJaKTO3eMHUEH OMpeAessijioch KaK TSAXKeNIoe Ipu
HAJIMYUMA TMPOTPECCUPYIONIEH TOTepU MacChl Tela, TeMOpPParuyeckoro CHHApPOMA,
cumntomoB yrHereHus [IHC wu mnommopraHHOM HEZOCTaTOYHOCTH, TPEOYIOIIUX
NPUMEHEHUS! KOMIUJIEKCHOM MHTEHCUBHOM Tepanuu W MPOBEACHUS TeMOTpaHCy3UH.
YpoBeHb TallaKTO3hI B KPOBU ATHX OONBHBIX ObLT BbIME 20 Mr%. Y OONBHBIX C
rajakTo3eMUel CpeIHEeN TAKeCTU ObLJI0O OTMEUYEHO MOBBIIICHUE COAEPKAHUS TaJaKTO3bI
B KpoBu OT 10 mo 20 mr%, BBISBISIUCH YMEpPEHHash TIelaToMeraius, CHHAPOM
LUTOJIU3A, KENTYyXU 1-2 cTeneHu, MHOEKIUU MOYEBBIX MyTeH, CUHIPOM CPBITUBAHUS.
[Ipu nerkom TeueHuu 3a00J€BaHUS KOHIICHTPAIMH TaJlaKTO3bl B KPOBHU ONPEEISUIUCH B
untepBaige 7-10 mr%, KIMHUYECKHWE CHUMITOMBI OTCYTCTBOBAJIM WU OBUIM cJIabo
BBIPAXEHBI M XapaKTEPHU30BAIMCH MUILECBAPUTEIBHBIMU AUCHYHKIUAMU (CPBITUBAHUS,
HEYCTOMYMBBIA CTYJ), MOTPAHUYHBIMU I[IOKa3aTEJSIMM aKTMBHOCTH TpaHCAMHUHA3
MEYCHU, YBEIIMUYCHUEM Pa3MEpPOB MEUCHU.

AHanuz cemetinot poooci08HOU TIOKa3all, YTO B CeMbsiX 9% OO0JIbHBIX OTMEUaIUCh
Cllydyal HEOHAaTallbHOW cMepTHOCTH, 3% JeTedl mMmenum CHOCOB ¢ TalaKTO3eMUeH,
HETEPEHOCUMOCTh MOJIOYHBIX MTPOAYKTOB OblIa OTMEUeHa y poauTeneit 3% maueHToB.
Paznmuunbie QopMBI TATONIOTHH CEPACYHO-COCYAUCTOW CHUCTEMBI (TUIIEPTOHHYECKAs
0oJie3Hb, HIIEMUYECKas OOJIe3Hb cepaua, UHPApKT MUOKapAa) ObLIM BBISBICHBI Yy
poacTBeHHUKOB 47% nereil, caxapHbelii nuader 2 Ttuma — B 15% cembsx,
OHKOJIOTHUECKHEe 3aboneBanus, Oone3Hb JKunbbepa W KOHCTUTYIIMOHATbHAS
HU3KOPOCJIOCTh — B CeMbsiX 3% OOJIbHBIX. 7 CEMEWHBIX Map CTpaaaiu OecCIIoIueM,
BIIOCJICACTBUU y 6 W3 HUX POJWINCH JETH, y KOTOPHIX OblJa JUArHOCTUPOBAHA
KiIaccuueckass  (¢opma TalakTo3eMuu. B pesynmpTare  AKCTPaKOPIOPaTbHOTO
OTUIOJIOTBOPEHUSI POAWINCH JIBOE JIETEM CO CpeaHeTspKeson (opMol rajgakTo3eMUu
(IM3UTOTHBIC OJIM3HEIHI).

B moctHatasbHOM Tiepuoie 10 TOJY4YEHHUS Pe3ylbTaTOB HEOHATaIbLHOIO
ckpuHuHra 68% MIIaJIeHIIEB HaxXOAWINCh Ha TpPyAHOM BckapmiuBanuu, 10% -

MOJIyYaJId TPYJHOE MOJIOKO M JOKOPM aJaNTUPOBAHHBIMA MOJIOYHBIMHU cMecsMH, 22%
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JIeTel HaXOAWJIMCh HAa MCKYCCTBEHHOM BCKapMJIMBAHUU C HCIOJIb30BAHUEM JIETCKUX
aJanTUPOBAHHBIX CMECEil, B TOM u4ucie 2 pedeHKa M3 CEeMbU C OTSITOLIEHHBIM
aHAMHE30M I10 TaJAKTO3E€MHUHU C POXKJICHHUS MOJydaau O0e3JaKTO3HYI0 CMECh Ha OCHOBE
U30J15ITa COEBOTo OeKa.

Y 72% 601bHBIX OblIa BBISIBJICHA FEMaTOMETaNusl, CPBITUBAHUS U YIIOPHBIE PBOTHI
-y 45%, anopekcus — y 38%, cmieHomeranus — y 37%, xenryxa — y 34%,
HEJOCTATOYHOCTh NuTaHus — y 32%, remopparudyeckuii cuHaIpom — y 9% , katapakra -
y 6% 00CJIeT0BaHHBIX MJIAICHIICB.

W3 comyTtcTByOMIEl NMaTOJOTUHM y OOJBHBIX TajJakTO3eMHEN 4acTO BCTPEUYaIUCh
Manble aHomanuu pa3Butus cepaua (34%), nuckuHeswst skemuHbix mytend (12%),
uHpeKMu MoYeBbIX myTed u Hedpomeranus (o 7%), kumieunsle uHpexuu (6%),
ITy3BIPHO-MOYETOUYHUKOBBIN pedtokc (2%).

OTMeuUeHO, 4YTO TPU POXKICHUM 3HAUYUMBIC PA3JIUYUSI  MAaCCO-POCTOBBIX
MoKazaTesiel y JleTel B yKa3aHHBIX MOATPYMMax OTCyTCTBOBaIM. llepen HazHaueHUEM
JIUMETOTEepanuu B HEOHATaJbHOM Tepuoje mokasarenb Z-score UMT/Bospact y 80%
JeTel ¢ TSKEIbIMU KIMHUYECKUMH CUMITOMaMU rajakTo3eMuu ObL1 HUKe -2SD, uTo
CBUJIETEIHCTBOBAJIO 00 OCTPOW HEAOCTATOYHOCTH MMHUTAHUS W OBUIO CYIIECTBEHHO
OoJibiiie, 4eM y 00JbHBIX co cpeaHeTskensiM (p=0,000) u nerkum (p=0,000) TeueHueM
3a00JIeBaHUA.

VYcTaHOBIIEHO, YTO 110 TOJIYYEHHUS PE3YyJIbTaTOB HEOHATAIIBHOTO CKpUHHUHTa 33
(32,7%) pebenka ObuUIM rOCHUTAIM3UPOBAHBI B OTJIEJIECHUS MHTEHCUBHOW TE€panuu WIH
peaHuMalui HOBOPOXKJEHHBIX B CBSI3U C PE3KUM YXYAIICHUEM COCTOSIHUS, KOTOPOE
XapaKTepru30BaJIOCh HapacTaHUEM WHTEHCUBHOCTHU KEITYXH, OBICTPO
MPOTPECCUPYIONIUM TEMOPPArMUYE€CKUM CUHIpPOMOM, cumnTomamu yrHerenuem [THC,
3HAYUTENIbHON moTepel Macchl Tena. Ilpu aToM Bo3pacT aereit BapbupoBai ot 5 g0 14
CyTOK JHW3HM M cocTaBuil B cpegHeM 6,7+1,7 cyrok. Cpoku OHNOBEHIECHUSA
MEJUITMHCKOTO TIEpCcOHAaja JCTCKUX TMOJUKIMHUK IO MECTY JKHUTEIhCTBA OOJBHBIX
JeTed, a TakKe HUX POAUTENCH O TMOJOXKUTEIbHBIX pe3yJibTaTaXx HEOHATAIBHOTO

CKPUHUHIA HA TAJIAKTO3EMUIO COCTABIISUIM B cpenHeM 12425 cyTtok (0T 5 no 21 nHeit).
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B neHp monyyeHus: MOJIOKHUTENBHOIO pe3yibTaTa CKPUHUHTA OOJBIIMHCTBY JeTEH
Ha3HaYyaJld MaTOTeHETUYECKYIO 0€3J1aKTO3HYI0/0e3ranakTO3HyIO JUETY.

B ciyuyae mo3aHeill MUArHOCTHKU CPOKHM HA3HAYECHMS DJIUMUHAIMOHHOM JUETHI
KoJie0amuch OT 23 JHel 0 2 MeCsIIeB KU3HU U B CpeTHEM cOCTaBisu 36,4+4,2 nHsl.

[Ipu »>TOM Hamu ObBUIM YCTAHOBJIEHBI 3HAYUMbIE PpaA3IUUYMUS HCXOJHBIX
KOHIIEHTpaIMii 00Ilel TajlakTo3bl B KPOBH J€TE€H B HCCIEAYEeMbIX MOATpYyHHax: y
naieHToB noArpynmsl [IA ypoBenb oOmiel ramaktossl coctaBui 68,7+14,5 mr%, y
OosbimHCTBAa O0MBbHBIX ToArpynmsl [IB 3ToT mokazarens ObLT CyIIECTBEHHO HMKE —
15,0£2,54 mr% (p=0,000), y neteit noarpymnmsl [IC ormMeuanucy campie HU3KUE YPOBHU
oO1ieit ranakTo3sl B KpoBu - 10,3+1,21 mr% (p=0,000).

VY 1Byx cuOCOB W3 OJHOM CEMbHM, B KOTOpPOW NEpBBIA peOEHOK yMep OT
TOKCHYECKOI'0 TenaTUTa, ¢ POXACHUS BCKAPMIIMBAJIUCh CMECBIO HAa OCHOBE H30JTa
coeBOro Oejika W WMMEJIM JIOCTaTOYHO HU3KWU ypoBeHb ranakto3nl (8,0 u 7,3 mr%
COOTBETCTBEHHO) 10 CPABHEHUIO C OCTAJIHBIMY NALMEHTAaMH B UX noArpynne. OaHaxo,
HECMOTpPsSI Ha HU3KHWE 3HAYEHHUA, JaHHBIE IMOKa3aTeNM ObUIM BBIIIE OTPE3HOW JMHUU
(«cut off»), ycTaHOBIEHHOM /ISl IEPBOTO ATalla CKPUHUHTA HA TAJIAKTO3EMHUIO.

v BCEX NALMEHTOB OIpENEISIINA AKTUBHOCTb rajgakTo3o-1-
Hpochaypuauntpanchepazsr (I'1DOVYT), uro sBIAETCA «30J0THIM  CTAHJAPTOM)
JMAarHOCTUKM TrajakTtozemMuu, a Ttakke npoBoawin JIHK nuarnoctuky. CHuxeHue
aktuBHocTU ['1DVYT menee 10% oT cpennux pedepeHCHBIX 3HaYEHUN ObLIO BBISIBJICHO
y 92% peren moarpynnsl IIA, or 10% no 25% cpenHux 3Ha4eHUN AKTUBHOCTH
dbepmenTa - y 8% marnueHToB maHHOW moarpymnmbl. Y 36% OonbHbX moarpymmsl 1B
aktuBHOCTh ['1DVYT cocraBnsna ot 10 10 25% ot cpeqnux 3HaueHui, y 64% O0JIbHBIX
osb1a BoIte 25%, B noarpynme [1C Bce marmeHTsl UMENH aKTUBHOCTH (hepMEHTA BHIIIIE
25% ot cpenHux pedepeHCHBIX 3HAUYCHUHN.

B mnoarpynne ITA wmyrauus QI88R B TOMO3MIOTHOM COCTOSHMM ObLIa
oOHapyxeHbl y 62% OonbHbIX, MyTauus K285N B romo3urotHom coctosuu - y 10%
MalMEeHTOB, 00JIee peKUe MyTallud B TOMO3UTOTHOM COCTOSIHUM - Y 5%, nipu 3ToM 15%
OOJIbHBIX SBJISUIUCH KOMIAYH]I TETEPO3UTOTAMU 0 OJIHOM U3 YACThIX U OAHOU pPEeIKOM

myTaru, y 8% nerert mytamus QI88R coueranack ¢ mommmopduszmom Jlyapre
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(N314D). B noarpynne IIB y GonbmnuactBa (92%) GOJBHBIX BBISBIEHO COYETAHUE
onHo¥ n3 MakopHbIX MyTanuid (Q188R mmm K285N) ¢ momumopduzmom N314D (68%
U 25% COOTBETCTBEHHO), ¥ 7% JeTell OTMEYaloCh COYETaHHE PEAKUX MYTalHui C
nomumopduzmom Jlyapre. Y 41% O6onbubix [IC moarpynmsl ObLJIO yCTaHOBIIEHO
rE€TEPO3UTOTHOE HOCUTEILCTBO MaxkopHou mytammu Q188R, y 47% - romo3uroTHoe
coctosiuue nonumopdusma [yapre, y 12% - xommayHJI TeTepO3UTOTHOE COCTOSHUE
penkoi Mytranuu u noaumopgusma lyapre.

Ananuz cocmosanus HepeHou cucmemsbl OOJIBHBIX TaJaKTO3EMHUEN B HEOHATAIIBHOM
nepuojie mnokaszai, uro 10 geTedt poauiInch ¢ MpU3HAKaMU IepeOpaIbHON HIIEeMUH, U3
HUX 5 miuageHues u3 noarpynmnsl 1A, 4 — n3 noarpynme! 1B, 1 - u3 noarpynner 11C.
[lepunatanpHoe mnopaxkenue [[HC y OonpmmnacTBa (8) HOBOPOXIACHHBIX JETEH
XapaKTEepU30BaJIOCh CUHIAPOMOM YTHETEHHs, a Y 2 MIJIQJACHUEB OTMEUYaJCd CHHAPOM
Bo3Oyxkaenust [IHC, wuyro B [anbHeilmeM MOTJO TMOBJIMSITH HA  TSKECTh
HEBPOJOTHYECKUX CUMIITOMOB.

CpaBHUTENBHBIN aHAIN3 IoKa3arenen IICUXOMOTOPHOI'O pa3sBUTHA
00CJIeIOBAaHHBIX JIETEN C raJIaKTO3EMHUEN 10 Ha3HAYEHU O€3JIaKTO3HOM/0e3rajlakTO3HOM
IUEThl TI0Ka3ajl BBICOKYI) YacCTOTY BBIPAXKEHHBIX HEBPOJIOTMYECKHX HAPYLIIEHUU Y
oonpHbIX moarpymnmbl IIA. ¥V 7 gereil sToil moArpynnsl ObUTM BBISIBICHBI TpyObIe
HapyIIeHUs, 4TO ObLJIO 3HAUYMMO OOoJjbIe npu cpaBHeHUU ¢ noarpynmamu [IB u IIC.
bonee Hu3kue Oamibl, XapakTepU3YIOMIME 3aIEPKKY ICUXOMOTOPHOIO pa3BUTHUS
OoonbHbIX moArpymmbl [IA (TsbKelnoe TeueHHE TallaKTO3eMHH), ObLIM O0O0YCJIOBIICHBI
HapyIIEHUEeM TCUXOOMOIIMOHATBHBIX (YHKIUN: TMOKa3aTeId «KOMMYHHKA0EITHbHOCTHY
(p=0,000) u «rosnocoBbie peakiuu» (p=0,000), cHI>KEHUEM aKTUBHOCTHU 0€3yCIIOBHBIX
pediekcoB (p=0,025), coxpaHeHUEM aCCHMETPUYHOrO IICHHO-TOHHMYECKOIro pediiekca
(p=0,002), wnapymenuem ceHcomotopHoro mnoBenenus (p=0,002). BeipaxkeHHsbie
M3MEHEHHS CO CTOPOHBI YEPEIHbIX HEPBOB ObLIM 00YCIOBJIEHBI HapyIIeHHEeM (DYHKIIUN
sputrenbHoro (II mapa) u rnazonsurarensHoro (III mapa) HepBoB. Yka3zaHHas
HEBpOJIOTMYECKAasl MAaToJOTUsl ONpeAessylack B TeX cllydasX, KOorja JuarHos

rajJaKkTo3eMunu  OBLI 3a11003p€H B CBA3HM C TsKCIIBIM TOPIHHUAHBIM TCUCHHCEM
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3aboneBaHusi Ha (oHe Majgol 3(P(PEKTUBHOCTH HHTCHCUBHOW MEIMKAMEHTO3HOU
Tepanuu

st neteil mepBOro rojia KM3HU C TaJIaKTO3EMUEH B COOTBETCTBUU C JAHHBIMU
HEOHATAJIILHOTO CKPUHUHTA, TSKECThIO KIMHUYECKUX TMPOSBICHUN (IeUYeHOYHAs
HEJI0OCTAaTOYHOCTh, MPU3HAKU MOPAKECHUS TIOYEK, CTETICHh HEIOCTATOYHOCTH MUTAHUA),
C yd4eToM JIabOpaTOpHBIX IMOKa3aTele, a TakKe BO3PACTHBIX (U3HOJIOTUYECKUX
MOTPEOHOCTE B OCHOBHBIX THIIEBBIX BEIIECTBAX M JHEPTrUU HaMH ObLT pa3paboTaH
QITOPUTM Ha3HAYCHUS JTUCTHUCCKOTO JICUCHUS.

Crporas 0Oe3nakTo3Has/Oe3rajakTo3Has jJueta Obula HaszHadeHa 67,4%
MAlMeHTaM C TSDKEIBIM M CPETHETSDKEIBIM KIMHUYECKUM TEUCHHEM 3a00JIeBaHUS U
ypOBHEM TaiakTo3bl KpoBu Oosiee 10 mr%. B pamumone 16,8% O00JBbHBIX, UMEBIINX
CyOKJIMHMYECKHE TMPOsBICHUS OO0JIE3HH, JIaKTo3a Oblla OrpaHUYeHa YaCTUYHO, JETH
MEPEeBOJIUIIMCh HAa CMEIIAHHOE BCKapMiIMBaHHE (TPYJHOE MOJIOKO C JOKOPMOM
0e371aKTO3HOM cMechlo). Y 15,8% nmereil ¢ MOBBIIEHHBIM YPOBHEM TajakTO3bl KPOBH 0
10 Mr%, BBIIBIEHHOM IIPH HEOHATAIHHOM CKPHHHUHTE, HO HE MMEBIIMX KIMHUYCCKUX
CUMIITOMOB 3a00JIeBaHUs, JIAKTO3a B palMOHE HE OrpaHUYMBAJIACh U COXPAHSIOCH
BCKapMJIMBaHUE TPYIHBIM MOJIOKOM HJIM JIE€TCKOM MOJIOYHOM CMECHIO MO/ KOHTPOJIEM
YPOBHSI TaJIaKTO3bI KPOBH.

B IUETE 27,8% neTen HUCIOJIL30BAINCH CIIeLIMaTU3UPOBAHHbBIC
0e371aKTO3HbIe/0e3ranakTo3Hble CMECH Ha OCHOBE BBICOKOTHMJIPOJIM30BAHHOIO Ka3erHa
WM OEJNKOB MOJOYHON CBHIBOPOTKH, 22,8% NaUMEHTOB MOMy4Yaldd aganTHPOBAHHbBIE
Ka3eWHIIPEIOMUHAHTHBIE Oe371akTo3Hble cMecu. CMecH Ha OCHOBE H30JIATa COEBOTO
OcJiKa B CBSI3M C X TOBBIIICHHBIM aJUICPTH3UPYITUM ITOTEHIINATIOM ¥ PHCKOM Pa3BHTHSI
KPUCTAJUTYPUU TPUMEHSUIUCh B JUETOTEpANuU JeTeld orpaHudeHHo - y 16,8%
MAIMEeHTOB, HE UMEBIIUX MPU3HAKOB TSKEION MOJIMOPTAHHON HEAOCTATOYHOCTH.

Hamu ObLTO MOKa3aHO, YTO IO CPaBHEHUIO C TPYAHBIM BCKapMJIMBAaHUEM B
panmoHax JeTed ¢ WCIOJb30BAaHMEM OE€3JIaKTO3HOM CMECH Ha OCHOBE H30JIsITa COU
CpeaHeCyTOUHasl KBOTa Oejika W YriieBoAoB Oblia cymectBeHHO Oonbiied (p=0,000 u

p=0,002 cOOTBETCTBEHHO).
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B 1umerax Ha OCHOBE THMIPOJM30BAHHOW KA3eHMHMPEIOMUHAHTON cMecH
conmepkaHue Oelika, )KHpa W yIiIeBOAOB ObLIO cymiecTBeHHO OombimmM (p=0,000 st
BCEX ToKazaresnen).

[IpyumeHeHne cMecM Ha OCHOBE BBICOKOTHJIPOJIM30BAHHOTO CHIBOPOTOYHOIO
MPOTENHA 3HAYUTENILHO YBEIMYUBANO cojepkaHue Oenka B pamnuone (p=0,000) mpu
OTCYTCTBUHU PA3IMYUIl B KOJUYECTBE KHPA U YIIIEBOJOB, UTO UTPAET MOJIOKHUTEIbHYIO
pOJIb MPU OCTPON HEJOCTATOUYHOCTH MUTAHHUS U CHIDKEHHUH OEIKOBO-CHHTETHUECKOMN
GyHKIIUM TIeYeHU y OOJBHBIX C TSDKETBIM TEYCHHEM TajakTO3eMHH. AaNTHPOBAaHHBIC
O€3JIaKTO3HbIE CMECH 3HAYMMO YBEJIWYMBAIM KBOTY YIJIEBOJOB B pallOHE IO
CpPaBHEHUIO ¢ TpyAHbIM BckapminBanueM (p=0,001).

[TpukopM OOJIBHBIM C TaJakTO3eMHEW Ha3HadyaJicsi B T€ K€ CPOKH, 4TO U
3JIOpPOBBIM JIETSM (B BO3pacTe OT 4 10 6 MeCSIEB), B COCTaBE pallMOHa MPUCYTCTBOBAIH
TOJNIBKO Oe3J1akTO3HbIe/Oe3ranakTo3Hple  Omona. KBoTy Oenka HCKIIOYEHHBIX W3
NUTaHUSI MOJIOYHBIX MPOJYKTOB KOMIICHCHUPOBAIM HATYpaJbHBIMH O€3J1aKTO3HBIMU
NpoAyKTaMu (MSICHOE TIIOpE€ U3 KpOJIMKa, WHIEWKHU, IUbIIUICHKA, pbida), s
NpoQUIAKTUKUA JeuimTa Kajablus Ha3Hadad O€3JIaKTO3HbIE MpenapaThl KalabIUs
KapOoHaTa 1 BUTaMuHa D B IpouiIakTHYEeCKUX BO3PACTHBIX JO3UPOBKaX.

VYcTaHOBIEHO, 4TO Ha (OHE HSIMMHUHALIMOHHOM JIUETHl C HCIOJIb30BAHUEM
CHELMATM3UPOBAHHBIX O€3JIaKTO3HBIX MPOAYKTOB YPOBEHb OOILEH ralakTo3bl B KPOBU
CHWXXAJICSl, HO OCTAaBAJICS 3HAYUTEIBHO MOBBIIMICHHBIM [0 CPAaBHEHHUIO C YPOBHEM
raJlakTo3bl B KPOBU JAeTeil rpymnmbl cpaBHeHUs (s OonbHbIX noarpynn IIA u I1IB
p=0,000; moarpymmsr I[IC p=0,007). ¥V 16,8% mnanueHTOB ¢ BHICOKUM YPOBHEM O0OIIEH
raJIakTO3bl MO pe3yJbTaTaM HEOHATAILHOTO CKPUHUHTA, MPOJOJIKABIIMM IOIY4YaTh
IPYAHOE MOJIOKO WJIH aJallTUPOBAHHBIE MOJIOYHBIE CMECU CHUKEHUE YPOBHS rajJaKTO3bl
HUKe IMHUU «cut off» mMpoucxoanno CIoHTaHHO B TEYEHHE MECSIA, YTO MO3BOJIIIO U B
JanbHEHNIIeM COXPaHATh B X MUTAHUU MOJIOYHYIO COCTABJISIONIYIO pAallMOHA.

[Toka3aTenn NMCHXOHEBPOJOTMYECKOIO CTaTyca y MAIlMEHTOB C TaJaKTO3EMHUEH
OLICHUBAJIKCh Yepe3 1 roJ OT Hayajga MPOBECHUS TUETUYECKON U CUMIITOMATHYECKOU

Tepanuu.
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AHanu3 nokasarened ICHUXOMOTOPHOIO Pa3BUTHs JI€TEH C TajakTo3eMuell Ha
¢dboHe HCTOIB30BaHUS OE37aKTO3HOW/0E3ralaKTO3HON JUETHI BBISIBUI MOJIOKUTEIHHYIO
JUHAMMKY: HA B OJHOM MOArpymmne jaereidl He ObUIO BBIABIECHO OOJIBHBIX C IpyOoii
3aJIEp)KKOM  MICUXOMOTOPHOI'O  Pa3BUTHSA, YBEIMUYWIOCH YHUCJIO MAIUEHTOB C
HOpMaJIbHbIMU TIOKa3aressiMu [IMP, Bo3pociio uncino 00JIbHBIX, OTHECEHHBIX K IpyIIe
pHUCKa IO Pa3BUTHUIO HEBPOJOTUYECKUX HAPYIICHUH.

B mnoarpynne IIA (OonbHBIE C TSKENBIM TE€YEHHUEM 3a00JIEBaHUS) YHUCIO
MAalMEHTOB C YMEPEHHBIMA HEBPOJOTMYECKHMMHM HApYLICHUSIMH  3HAYUTEIBHO
yMeHbIImIock ¢ 62% no 21% (p=0,022), ognako y 7,7% nereit maHHOW MOATPYIIIBI
ObM  3auKCcHpOBaHbl u3MeHeHuss Ha OOl B Buae aAupQy3HbIX pa3psaoB
ANWIENTU(POPMHBIX KOMIUIEKCOB  «IHMK-BOJIHA» TIPU OTCYTCTBUU  CYAOPOXKHBIX
IIPUCTYIIOB.

Ha ¢one Oe3nakTo3Hoi/0e3raiakTo3Hol auetsl vy 31% pgetelt oTMedaluch
BBICOKHE IOKa3aTeau NcuxoMoTopHoro pa3Butus (p=0,000), 3a cueT CHUKEHUsI Yucia
neTeil ¢ ymepeHHoll W rpyOoi 3anmepxkkoil IIMP yBennumnace rpymnma pucka Io
pa3BUTHIO HEBpoJsiornueckux Hapymenui (p=0,000).

AHanu3 OTHAJCHHBIX MOCJIEACTBUI HapylIeHHH MeTaboju3Ma TralakTo3bl Ha
dbone guTenbHOM (Oonee 3-X J€T) AMETOTEepanuM TMOKazall, YTO HEBPOTHUECKHUE
pacctpoiicTBa otMevainch y 35,9% nereit noarpynsl [IA (Tsokenoe teuenue) u 32,1%
oonbHbIx moarpymnmnel 1B co cpegnersbkenoit gopmamu  Gosie3HH, UYTO  ObLIO
3HAYUTEIBHO Yalle Mo cpaBHEeHUIO ¢ 2,6% nanuentamu noarpynimsl [IC (p=0,001 u p=
0,002 cOOTBETCTBEHHO).

Crneunduueckue paccTpoicTBa yueOHbIX HaBBIKOB ObUIM OTMeudeHbl Y 2 (5,2%)
OONBHBIX C TallaKTO3eMHUEH, OO0ydYaloImMXCs M0 WHAMBUAYaIbHOW mporpamme, 12%
JeTel TaHHOM MOATPYIIbl UMENH crienu(uyecKre JBUraTesibHble pacCTpoiicTBa B BUIE
MOTOPHOM HEJIOBKOCTH, HEMTOCTOSTHHON aTaKCUU TPHU XOJIb0e.

OMOIMOHAIbHBIE PACCTPONCTBA M HApYIICHUS TMOBEACHUSA OBbLIM BBIABICHBI Y
JeTeil BO Bcex HMcclieayeMbix noarpynmnax: y 17,9% 6onpubix noarpynmsl IIA, y 14,3%

- nmoarpynnel IIB u y 5,1% pnereir nmoarpynmner IIC. Ilpu 3TOM mNanueHTOB C
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HapyUIEHUSIMA SMOIMOHAIBHON cdepbl ObuIo 3HaUMMO OoJbiie B moarpymnme IIA mo
cpaBHenuto ¢ noarpynmoi IIC (p=0,027).

OneHka ypOBHS PEYEBBIX HApPYIICHWH Yy JeTeid B JIOUIKOJIBHOM BO3pacTe
nokasaia, 4ro camblii Hu3kui (I) ypoBeHbs Henopa3zButus peun umenu 18% mnanueHToB
n3 noarpynnsl IIA, romosurotHeix mo myrtamuu QI88R, 4To OBLIO 3HAYUTENIBHO
oonpiie B cpaBHeHuu ¢ noarpymnmamu [IB (p=0,001) u IIC (p=0,001). II ypoBeHn
o01Iero HeOpa3BUTUS pedur UMenHu 0onbIIMHCTBO (54%) nerer nmoarpynnsl 1A, 43%
6oxpHbIX moarpynmnsl [IB u 44% - moarpynmer 1IC. III ypoBeHb Hemopa3BUTHS pedH
Obl1 ompenenieH y 28% OonbpHBIX Tanaktozemueit nmoarpynmnsl 1IA, 42% nanueHToB
noarpynmel [IB u 32% nereit moarpynmer IIC. HopmanbHbI ypOBEHB pEUYEBOrO
pazBuTHs ObUT oT™MeueH y 36% u 54% pereit moarpymnmn IIB u 1IC cooTBeTcTBEeHHO
(p=0,885), B TO Bpems kak B moarpymre [IA Takux aeteit He ObLIO BBISBICHO.

Takum 00pa3oM, HaMu TOKa3aHO, YTO y JE€Ted C TKEIbIM TEUYECHUEM
TJIAKTO3EMUU OTAAJICHHBIE HEBPOJIOTMYECKHE IOCIEACTBUS OTMEYAIMCh Yalle, YEM
MIPU CPETHETSKEIOM U JIETKOM TE€UEHHUH 3a00JI€BaHU.

YcTaHOBIEHO, 4TO y OOJIBIIMHCTBA MAlMEHTOB C TaJaKTO3e€MUEN cTapiue 2 JieT
KOJUYECTBO B-1uMGOIMTOB OBIJIO CHUKEHO, OCTANIbHBIE TTOKA3aTeNId UMMYHO(EHOTHUTIA
TuM(doUUTOB nepudepruyecKoil KpOBU HE 3aBUCENIM OT BO3pACTa U HE UMENIM 3HAYMMBIX
OTJIMYMU C TPYNIION CPABHEHUS

Y OONIbHBIX TaJIaKTO3€MUEH HaMH ObUIO YCTAHOBJIEHO CHW)XEHHE oOIen
aktuHoctu CHAI' (MOII) (p=0,003), orcyTcTBME 3HAYUMBIX HW3MEHEHUI O00IIei
aktuBHoctt HAJIH-JI wm JIAI' m cHwkenne cootHomenus CII/HAJIH-J mo
CpaBHEHUIO ¢ peepeHTHOU rPyIIION.

OTtr (HaKThl MO3BOJSAIOT MOJararh, 4To Ha (oHE O0e3IaKTO3HOI/0e3rasakTO3HON
JUETHI MOBBIIICHHBI YPOBEHb IajlakTO3bl 332 CYET €€ SHJOTCHHOI'O CUHTE3a OKA3bIBACT
HEraTUBHOE BO3/ICHCTBHUE HA KJIETKW UMMYHHOM CUCTEMBI, CHOCOOCTBYSI UX arlonTo3y, U

Ha aKTUBHOCTb BHYTPUKIICTOYHBIX (I)epMeHTOB.
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BbIBO/IbI

1. TlokazaTenu MHAEKCA MACChl TeJia MO OTHOIICHUIO K BO3PACTy MpHU poxkaAcHUU y 95%
O0O0JBHBIX  (DEHWIKETOHYpUEH COOTBETCTBYIOT CpPEIHEBO3PACTHBIM  IapaMeTpam.
CBOEBpEeMEHHOE Ha3HAuYCHHWE THUMNO(PEHWIATAHUHOBOM JIMETHl C  BKIIOYCHHEM
COBPEMEHHBIX CHeIHATN3UPOBAHHBIX MPOIYKTOB oe3 dbenmnananuHa,
cOQIaHCUPOBAHHBIX MO MaKpO- U MUKPOHYTPUEHTHOMY COCTaBY IMO3BOJISIET COXPaHUTh
UX aJeKBaTHOE (U3MYECKOe pa3BUTHE. Y TMAIMEHTOB C IMO3]IHO YCTAHOBJIEHHBIM
JUArHO30M U OTCPOYEHHBIM HAYaJOM JIEYEHUS HU3KOPOCIOCTh BbIsBIAEeTCS B 10 pa3
yaile, HeJOCTaTOYHas Macca Tena - B 6,5 pa3 yaie 1 B 7 pas3a Jale — 0KUPEHHUE.

2. Y gnereld ¢ KIacCHUYeCKOW (DEHWIKETOHYpHEH TMpU POXKIEHUU OTCYTCTBYIOT
cnenuuueckue KIMHUYECKHE NpU3HAKW  3a00J€BaHMsI W HEBPOJIOTMYECcKas
cuMmnromaTuka. I1aTonorust neHTpaJbHON HEPBHOW CUCTEMBI B HEOHATAJIBHOM IIEPUOJIE
y 42% nereiri o0yciioBiI€HAa NPEUMMYILIECTBEHHO NEPUHATAIBHBIM TUIOKCUYECKU-
HUIIEMUYECKUM ITOPAKEHUEM MO3Ta.

3. bonbHble (EHWIKETOHYpHEH C TO3IHO YCTAHOBJICHHBIM JHAarHO30M HUMEIOT
BBIPOXKECHHYIO 33JI€P’KKY NICUXOMOTOPHOIO Pa3BUTHS M PErpecc paHee MPHOOPETEHHBIX
HaBbIKOB. Ha ¢oHe maroreHeTnyeckoil TUNO(EHMIATAHUHOBON HUETHI, MPOBOIUMOMN
0oJiee Tpex JeT, OTMEYAETCs MOJOKUTENbHAS JUHAMUKA HEBPOJIOTHYECKUX CUMIITOMOB,
OJIHAKO, YMCTBEHHasi OTCTAJIOCTh PAa3JIMYHON BBIPAXKEHHOCTH Y 3THX Mall€HTOB
AuarHoctupyercs B 5,3 pasa yaiie, 4eM y OOJIbHBIX, BBISIBJICHHBIX 110 HEOHATaJIbHOMY
CKPUHMHTY. [Tpuznaku HEeHpoJIereHepaTUuBHBIX MIPOLIECCOB B BUJIE
NEPUBEHTPUKYJIAPHON JIeHKONATHUH BBISBIAIOTCS y 41% OONbHBIX (heHUIIKETOHYpHEH
MpY MO3AHO YCTAHOBJIEHHOM JIMAarHO3€ W HU3KON KOMILJIAEHTHOCTH B TE€UEHHE MEPBBIX
10 net xu3HM.

4. KaudecTBO KU3HU OOJNBbHBIX (DEHUIIKETOHYPHEH CHIXKEHO 1O CPAaBHEHUIO CO 370POBBIMHU
netbMu. CBOEBpEMEHHO Hayaroe JiedeHue (10 3-X MecsIeB KU3HHM) TIO3BOJISET
MOBBICUTh MOKAa3aTeId IMCUXOCOLMAIBHOIO 3J0pPOBbSA: SMOLMOHAIBHBIA TOHYC,
ajanTaiyilo B JOIIKOJbHBIX W IIKOJBHBIX YUYPEXKICHUSX, d3PPEKTUBHOCTh OOYyUECHHUSI.

HapymeHHe FI/IHO(I)CHI/IJIaJIaHI/IHOBOI\;I AUCTbI B IIOAPOCTKOBOM BO3pAaCTC CHHXXACT
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CTENEHb COIMATBHON afanTaiuu OOJIbHBIX JeTel U TpeOyeT MPUCTaILHOTO BpayeOHOIro
KOHTPOJIS.

[IpuMeHeHre crnenUaM3UPOBAHHBIX MPOIYKTOB 0Oe3 (heHuIaraHuHa, UMEIOIIUX CKOp
HE3aMEHUMBIX aMUHOKUCIOT MeHee 95%, NpUBOAUT K CHIDKEHHMIO COJIEpKaHUs
AMUHOKHCIIOT THUPO3WHA, TPEOHHHA, JEHIMHA W U30JEHIMHA U TOBBILIECHUIO
(deHunanaHuHa B KPOBU OOJIbHBIX, YTO YKa3bIBa€T HAa KOHKYPEHTHBIE OTHOIICHUS
OOJBIIMX HEUTpaNIbHBIX AMHHOKHUCIOT U (PEHMJIANaHWHA TIPH TOCTYIUICHUH B
KPOBEHOCHOE PYCJIO.

Hcnonb3oBaHne HOBBIX pa3pabOTaHHBIX OTEYECTBEHHBIX  CHEIMATM3UPOBAHHBIX
MPOAYKTOB HAa OCHOBE AaMHUHOKHCIOT 0e3  (eHuasaHuHa, oOOralieHHbIX
MOJIMHEHACHIIEHHBIMU KUPHBIMUA KUCJIOTaMH, OJIMTOCAaxapuiaMy U 3CCEHIMAJIbHBIMU
MUKPOHYTPUEHTAMH OKa3bIBAET IMOJIOKHUTEIIBHOE BIMAHME HA (PU3HUUYECKOE M HEPBHO-
MICUXUYECKOE pa3BUTUE OOJIbHBIX JeTel. [IpuMeHeHue HOBBIX HHU3KOOENIKOBBIX U
0€30€IKOBbIX MPOJAYKTOB B JUETOTEpanuU OOJBHBIX (DEHUIKETOHYpUEH MO3BOJISIET
ONTHUMH3UPOBATh J€UYEOHBI PAIlMOH M 3HAYUTEIBHO MOBBICUTH €r0 SHEPrETUYECKYIO
LEHHOCTb.

[ToBbIIeHHBI YpOBEHb (PEHUIATAHWHA M JUIMTEIBHOCTh €r0 JKCIIO3HWIIMH B KPOBU
OOJIbHBIX CYUIECTBEHHO BIIMSAIOT HA UMMYHO(MEHOTHN JAUMGPOIUTOB NeprupepruuecKoi
KpOBU M AaKTUBHOCTh BHYTPHUKIETOUHBIX (epMeHToB. CHIDKEHHME KoinuecTBa B-
auMmdoruToB, T-uuTOoTOKCHMYEeCKUX  KIETOK W NK-KJIEeTOK  CONMpOBOXKIAETCS
YBEJIMYECHUEM AKTUBHOCTH HHUKOTHHAMUHAJACHUHAMHYKIEOTA JErHAPOTreHas3bl, 4YTO
yKa3blBaeT Ha (OpPMHUpPOBAHHE XPOHHUYECKOTO OKHCIUTEIBHOIO CTpecca IpHu
(EeHUITKETOHYpUHr

TsxecTh KIMHUYECKHX CHUMITOMOB MPH TajakTO3eMUM | THIa 3aBUCUT OT CTEIECHU
CHUKEHHUS rajakTo3o-1-pocharypununrpanchepassi. ITpu KJIACCUYECKOM
rajakTO3eMUU OTMEUAETCSl CHUKEHNE €€ akTUBHOCTH MeHee 10% OoT HOpMBI U pa3BUTHE
CUMITOMOB TMOJUOPIaHHOW HEJIOCTATOYHOCTH, IMOPAKEHUS LEHTPAJIbHOW HEPBHOMN
CUCTEMbI, HapylUIEHWE HYTPUTHUBHOIO cTaryca B TeueHue mepBbix 10 gHEH >KU3HU
pebenka. [lpu Apyrux KIMHUYECKUX BapUAHTaX TallaKTO3EMHH, BKJIOYas BapUaHT

JlyapTe, akTHBHOCTH TallakT030-1-pocharypuamnrpancdepassl coctasusier 6onee 10%,
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CUMITOMBI ~ 3a00JIEBaHUSl  NPEACTABIEHBl  MMILEBAPUTEIBHBIMU  AUCYYHKLHUIMH,
uH(pEeKInel MOUEBbIX MyTel, yMEPEHHOU 3aJIeP>KKON TICHXOMOTOPHOTO Pa3BUTHSL.

VY nereil ¢ KiaccHYeCKOM TrajakTo3eMueil oTMeuaeTcsl Oosiee BbIpaKEHHas 3alieprkKa
IICUXOMOTOPHOTO  Pa3BUTHs, a OTHAJICHHBIE HEBPOJIOTMYECKHE HAPYIICHHS W
HEJIOPa3BUTUE PEYM BBIABIAIOTCS 3HAYMTENIBHO 4Yalle, YeM IPU APYIUX KIMHUYECKUX
BapuaHTax rajgakrozemMuu. HecmoTps Ha  IPOBOAMMYIO  JHETOTEPANMIO U
CUMIITOMATUYECKOE JICYEHUE, HAPYLICHUS IICUXOPEYEBOr0, HWHTEIUIEKTYaJbHOIO U
JBUTaTEIIbHOTO Pa3BUTHs, HEUPOPAAUOJIOTMYECKHE IPU3HAKU IIOPAXKEHUs BEIIECTBA

I'OJIOBHOI'O MO3ra OTMCHArOTCA Y 18% OOJIBHBIX ¢ KJIaCCHYECKOM raJlakTO3eMHUEH.

10.Mcnionp3oBanue pa3pabOTAaHHOIO JIrOpUTMa Ha3HAYEHUS JAUETOTEPANUU C YYETOM

11

TSOKECTU TEeUeHHUs Tajnakrto3emuu | Tuma, copepskaHus oOied rajgakTo3bl B KPOBU U
BBIPAXKEHHOCTH LUTOJU3a, MO3BOJISIET COXPAHUTh TPYAHOE BCKApPMIIMBAHUE IpU €€
JIETKUX BapUaHTaX, YaCTUYHO OTPAHUYUTH JIAKTO3Y/TalaKTo3y B OOJIBIIMHCTBE CIIy4acB
MPU CPETHETSDKENBIX (OpMaX U TOJHOCTHIO €€ HCKIIOUUTH MPU TIKEIOM TECUCHUH

3a00J1€BaHUA.

.Y nmereil ¢ ramakro3eMued Ha (OHE WCIOJIB30BAaHUS HOBOM OTEUECTBEHHOM

Oe3nmakTo3HOM cMecu «HyTpunak 6e37aKTO3HBIN+», CO3IaHHOM HAa OCHOBE MOJIOYHOTO
OeKka, KOHIIEHTpAIMU OOIIEel TrajlakTo3bl B KPOBH CYIIIECTBEHHO HE OTIMYAIOTCS OT €€
CoJiep)KaHMsl y OOJBHBIX, IMOJYYAIOIIUX JETCKYI0 O€3MOJIOUHYIO CMECh Ha OCHOBE

U30JIATa COEBOT0 OEJIKa.

12.MI3MeHeHuss uMMyHO(eHOoTUNa JUM(OLUTOB neprudepruyeckoil KpoBU y OOJBHBIX C

TSOKETBIMA W CPEAHETSKENBIMA  (pOpMaMH  TaJlAKTO3EMHUHU  XapaKTEPHUIYIOTCS
YMEHbBIIICHUEM KojimdecTBa B-1uMAOUUTOB U aKTUBHOCTU  BHYTPUKIETOUHBIX
(hepMEHTOB, YTO MOXET SIBISATHCA MPEAUKTOPOM MPEKIACBPEMEHHOTO KJIECTOUYHOTO

aIIorTo3a.
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IHPAKTUYECKHUE PEKOMEHJAILIMN
['mmodenmnanannuoBass aueta Tpu (DEHUIKESTOHYPHH OJDKHA HA3HAYAThCS Cpasy
[IOCJIE YCTaHOBJICHMSI JMATHO3a IIPU HEOHATAJIBHOM CKPUHHMHIE€ H IPOJOJIKATHCS
IOKU3HEHHO C YYE€TOM BO3pPAacCTHOM TOJIEPAHTHOCTH NALMEHTOB K IHIIEBOMY
beHmnanaHuHy.
[Ipu BbIOOpPE CHENMATU3UPOBAHHOIO MPOJAYKTA HAa OCHOBE aMHUHOKHUCIOT 0€3
dbenmnananuHa 7151 OOJNBHBIX (DEHUIKETOHYpUEH HEOOXOJUMO PYKOBOACTBOBATHCS €TI0
OMOJIOTHYECKOH U MUIIEBON IEHHOCTHIO.
[Tpu Ha3HaueHUHU OE31TAKTO3HBIX MPOAYKTOB OOJIBHBIM IaJIaKTO3EMUEN PEKOMEHYETCs
UCIIONb30BaTh U (PEepeHIUPOBAHHBI TOAXOI C YYETOM COJepKaHus oOIen
rajlakTo3bl B KPOBH, U3MEHEHUIN aKTUBHOCTH rajakTo30-1-docdatypuaunrpancdepasbl
U TpaHCaMUHAa3 Ne4YeHU, GOPMBI U TAKECTU TEUEHUS 3a00JIEBAHNUS.
JUist mpoUIakTUKN O0CTEONOpo3a y OOJIBHBIX KJIACCHUYECKOM rajlakTo3eMuen crapiie 1
rojia peKOMEHAYETCsl UCIIOJIb30BaHUE OE3/IaKTO3HBIX MPENnapaToB KalblUs U BUTAMHUHA
D. Ilpu HanuuuM HEBPOJOTMYECKOM CHUMIITOMATUKH HEOOXOJMMO HCIHOJIb30BaTh
MIPOTUBOCYAOPOKHBIE, HOOTPOIIHBIE U META0OJIMYECKHE Mpenaparbl, HE COAEpKalIue
JAKTO3Y.
JluHamuyeckoe HaONIOJCHHE M KOHTPOJb 3a aJIeKBaTHOCTHIO JUETOTEpAIluU IpHU
(EeHUIKETOHYpUHU U TalaKTO3EeMHUH JOJKHBI BKIIIOUATh aHAIU3 (PaKTUUECKOTO MUTAHUS
MalMEeHTa, ONpEACIICHUE CoJepkKaHUs (peHWIaJlaHhMHAa W OOILIEH rajgakTo3bl B KPOBH,

OLICHKY MOKa3aresell (PM3u4ecKoro 1 HEpBHO-IICUXUUECKOTO Pa3BUTHSL.
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