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CIIUCOK COKPAIIIEHUI
ADAMTS3 — ADAM metallopeptidase with thrombospondin type 1 motif 3 —

JIE3UHTETPUHOIIO00HAS METAJJIONPOTEa3a C MOTHBOM TPOMOOCITOHANHA THma 1, 3
AKT- serine/threonine protein kinase B — cepun/TpeoHuH IpoTerH KrHa3a B
ANGPT — angiopoietin — anruono3TuH

CCL2 — monocyte chemoattractant protein — MoHOIHTapHO-MaKpOQaraTbHBINA
XEMOKHNH

CCBE1 - collagen and calcium binding EGF domains 1- reH, xomupyrommii
KOJIJIareH U KaJblMi-cBA3bIBaromuii qoMmeH EGF.

GATAZ2 - GATA binding protein 2 - GATA-cBsa3bIBatoIuii GakTop 2 TPaHCKPHUIIIUH,
PETYJIMPYIOIINI SKCITPECCHIO TEHOB

ISSVA — international society for the study of vascular anomalies (mexxayHapoaHoe
OO0IIECTBO IO N3YYCHHUIO COCYIUCTHIX aHOMAJIHI)

FOXC2 — forkhead box protein C2 — reH, kogupytomnuii 6emok C2 ¢ pa3aBOCHHOMN
TOJIOBKOM

MTOR — mammalian target of rapamycin — MuIeHb panaMHUIIHA MICKOITHUTAFOIINX
PIK3CA — ren, komupyrwomuii cyObeauHuily anbda dochoruamn-uHo3uTon-3-
KHWHAa3hbI

PROS — PIK3CA-related overgrowth spectrum (PIK3CA — cBsI3aHHBIM CIEKTp
CHHIPOMOMB U30BITOYHOTO POCTA)

PROX1 — Prospero homeobox protein 1 — ¢akTtop TpaHCKPUIIUK, OJWH U3
KITFOUEBBIX PETYJISITOPHBIX OEJTKOB, YYaCTBYIOMINX B ((OPMUPOBAHUH JIUMPATHIECKOM
CUCTCMbI

TIE2 — receptor tyrosine Kinase — reH, KOIUPYOIIUN pElEnTOp TUPO3UHKUHAZBI
VEGF — vascular endothelial growth factor — gaxTop pocra sHmgoTenus cocy10B
VEGFC - vascular endothelial growth factor C —dakrop pocra sHaoTenus cocyaoB
C, cnocoOcTByrOIUi pocTy JUMEGATHUYECKUX COCYJOB W JEUCTBYIOIIUU uepes
perienitop 3 GakTopa pocTa SHAOTEIUS COCYI0B

VEGFR3 - vascular endothelial growth factor receptor 3 — peuenrop 3 daxropa

poCTa SHAOTCIINA COCYA0B



KBM — kanuuispHO-BeHO3HAs MaTbhopMarius

KJIM — xanusuipsiHo-muMdaTrueckas MaabhopMaius

JIBM — numdaTtrko-BeHO3HAasI MaTbhopMaIius

KJIBM — kanuuisipHO-TuM(paTUKO-BEHO3HASI MalTb(hopMaius

KABM — kanusuisipo-apTepuo-BeHO3Hasi MaiabhopMarius

KJIABM — kanwuisipHO-TuM(paTuKO-apTepuo-BeHO3HAs! Mallb(hopMarus
['JIA — renepanu3oBanHas TuMdaTuyecKas aHoOMaus

JIM — numbartuyeckast Mmasbpopmanus

JIDK — numdatrueckas dHI0TEIMATbHAS KIETKa

XII — xunonepuToHEYM

XT — xunoropakc



BBEJAEHUE
AKTYaJIbHOCTH T€MBbI MCCJICA0BAHUS

Jlnmbatnueckne MambGopMaIud 3TO TATOJIOTHS CTPOSHUS TUM(ATHUUECKHUX
COCYJIOB, SIBJISIIOIMECS PE3yJbTaTOM BO3HUKAIOMIMX Ha JTane »>MOpHUOreHes3a
reHeTnyeckux myranui [12,46,63,67,72,142]. Tlopoku pa3ButHs JMM(ATHICCKUX
COCYJIOB CUYHMTAIOTCSI JJOCTATOYHO PEIKOM MaTojorueu, cocrtapisitomiedi okomo 10 -
12% oT uncna Bcex COCyAUCTBIX aHOMAJIUI, KOTOPBIE B CBOIO OYEPEb BCTPEUAIOTCS
B momyisinuu npumepno B 1,2-1,5% [102,114,141]. KnuHUYecKkue MPOSBICHUS
muMpaTtruyeckux MaiabhopMmalii  oueHb pPa3HOOOpa3Hbl B CUJIy BBIPAXKEHHOU
MO3aWUYHOCTH  MPUYMHHBIX  MyTanuid. OJIHUM U3  TSDKENIbIX  MPOSBICHUM
auMdaTHIecKux MajbhopManuii sBiseTcs TuM@opes, B YaCTHOCTH BHYTPEHH:IS,
KOT/Ia XWJIE3HAs MKUJKOCTh CKAaIUIMBAETCS B TOJIOCTSAX OparHu3Ma. AHOMaIUH
IUMQpaTHIECKON CUCTEMBI MOTYT MIPUBOJIUTH K CEPHE3HBIM OCIIOKHEHHUSM BIUIOTH JI0
HEONMAronpusITHBIX HMCXOJOB, YacTO BJICKYT 3a COOOW BBIPAKEHHOE CHUKCHHE
KadyecTBa )xu3HM naruento [14,20,24,71,85]. [Topoii nanueHTs! ¢ JTaHHBIM CIIEKTPOM
NaTOJIOTUM TPEOYIOT HEOJHOKPATHBIX XHUPYPTMUECKUX BMEHIATENLCTB B CHITY
BBICOKOI'O TMPOILIEHTAa PELUAUBUPOBAHUS, UYTO OOYyCIABIMBAET HEOOXOIUMOCTh
MIPOBEICHUSI UCCIICIOBAaHUM, HATIPABJICHHBIX HA MOMCK HOBBIX METOJIOB JICUCHHS.

Ha cerognsmHuii neHb CYIIECTBYET HECKOJBKO BAapPHAHTOB XHPYPTHYECKOTO
jgedeHus JuMdarnueckux MaiabhopMmaiuii, OJHAKO, HU OJWH M3 HUX HE JaeT
rapaHTUM OTCYTCTBUs peruauBupoBanus [46]. IlpuMeHeHue MallOMHBa3WBHBIX
METOJIMK, TaKUX KakK CKJIEPO3UPOBAHUE, SBISETCS JOCTaTOYHO A((PEKTUBHBIM, HO
UMEET 3HAUUTEIbHBIC OTPAHUYECHUS, CBSI3aHHBIC C JIOKAJU3alUMel mpolecca, Kpome
TOTO, MPUMEHUMO TIPEUMYIIIECTBEHHO JIJIs1 KPYITHOKUCTO3HBIX (POpM.

OOHapyXeHUE TPHYUHHBIX MYTallMd TMOCITYXHWJIO CTUMYJIOM aKTHBHOTO
MOMCKa KOHCEPBATUBHBIX METOJUK, CIOCOOHBIX 3((HEKTUBHO IOMOJIHUTD, a MOPOH U
3aMEHHUTh XUPYPrHUECKOe BMEIIATEIHCTBO.

Ha cerogusuauii 1eHb HE CYyIIECTBYET ajiropuTMa BhIOOpa MeEToja JICUeHUs
JUIsL IeTeld Tepuojia HOBOPOXKACHHOCTU W TPYAHOrO Bo3pacTa. s manueHTOB C

XUJIC3HBIM BBIITIOTOM, ABJIAIOIIMMCA OJHHUM u3 TAKCIIBIX HpO?IBJIeHI/Iﬁ



muMmpaTtrdeckor ManbpopManuu, He pa3padoTano 3PGEeKTUBHBIX CIIOCOOOB JICUCHHUS
[26,27,42,47]. BpIen3ioxkeHHOE 00YCIaBIMBaCT HEOOXOIUMOCTh ONTHMH3AIHH
MOJXO/JOB K JUArHOCTUKE M JICUCHUIO PAJNIMUHBIX (GOpM JUMPaTHIECKUX
MajgbhopMmarii U aenaeT mpodiemMy JedeHUs TUMEPaTHYECKUX MaabhopMarnuii u
XHWJIE3HOTO BBINOTA JOCTATOYHO aKTYaIbHOM JIJISl U3YUCHUSI.

Crenenb pa3padOTAHHOCTH TeMbI HCCJIEIOBAHUSA

[Tatomorust nuM@aTHYIECKO CHUCTEMBI HMEET JOCTATOYHO JUTUTEIHHYIO
uctopuio m3ydenus [3,15,21,36,55,72], B Hacrosiiee BpeMs B IPAKTHYECKYIO
NeATEeILHOCTh BHEAPEHA MCUYEPITHIBAIONIAS KIACCH(PUKAINAS COCYIUCTHIX aHOMAaJIHH,
YYHUTHIBAIOIIAS PA3TUIHBIC aCTIEKTHI U TIO3BOJISIIOIIAS YCTAHOBUTH JMATHO3 B TIOJTHOM
Mepe OTpaXkaroIlui xapakTep marosiorndeckoro mporecca [96]. OnmHako nedeHue
auM@aTudeckux MalbpopMaluii 0cTaeTcsl MoKa JOCTATOYHO CIIOXKHOM MpoOIeMoit B
CWJIY PEJKOCTH JAaHHOM MAaTOJIOTMH U MIUPOKOTO CHEKTpa KIMHUYECKUX MPOSIBICHUI.
Pa3pabotan psax XUpyprudyecKMX W  KOHCEPBATUBHBIX METOJIOB  JICUCHHUS
JUMQpaTHIeCKUX Madb(popMaluii MPEUMYIICCTBEHHO KHCTO3HOTO Thma [14,17,
23,31.38,39,46,67,86,95], HO HeT wuCCICIOBaHWM, HAMpaBJICHHBIX Ha Ppa3pabOTKy
QITOPUTMOB JICUCHUS JaHHOW TIATOJIOTMM C YYETOM OCOOCHHOCTEH TepHoja
HOBOPOXXJICHHOCTU. [lallMeHTHl TPyAHOrO BO3pacTa C MPOSBICHUSIMH TATOJOTHUU
auM(paTUYeCKOW CHCTEMbl B BHJI€ XWUJIE3HOTO BBIMOTa B PA3IUYHBIC TOJOCTH
OpraHr3Ma SIBJISIIOTCS PENKOM M KpaWHE CIIOKHOM TPYNIIOH, ISl KOTOPOW Ha
CETOMHSIIHUN  JIeHb  He  pa3pabotaHo  A(DPEKTUBHBIX  CXEM  JICUCHUS
[1,5,12,19,22,59,80,83,134].

eanb ucciaenoBanu -

VIY4IICHHE PE3yJbTaTOB JICUCHHUS HOBOPOXKIEGHHBIX U JE€Ted TPYyTHOTO
BO3pacTa ¢ JIMM(PaTHICCKUMU MaTb()OPMAITUIMU U XHIJIC3HBIM BBITTOTOM.

3amaum ucciie10BaAHNS

1. [Ipoananu3upoBath pe3yabTaThl XHUPYPTUYECKOTO, KOHCEPBATHBHOTO U
KOMOWHHPOBAHHOTO JICUCHHMS HOBOPOXKICHHBIX W JIeTEd TPYTHOTO BO3pacra ¢

IUMPaTHUYECKUMUA Malb(OPMAIIUIMU U XUJIE3HBIM BBITIOTOM.



2. Co3naTh AMarHOCTUYECKUI alNrOpuT™M 00CIET0BaHUS HOBOPOXKIEHHBIX U
JeTel TPyaHOro Bo3pacTa C JUM(PATHYECKUMU Malb(HOpMalUIMU M XUJIE3HBIM
BBITIOTOM.

3. Pa3zpaboraTh moka3aHUs K KOHCEPBATUBHOMY U KOMOMHHPOBAaHHOMY
JICYCHHUIO JIMM(PATHYECKUX MallbPopMalluii y HOBOPOXKJEHHBIX U JIETEH TI'PYIHOTrO
BO3pacTa.

4, PazpabotaTe ¥ BHEAPUTh B MPAKTUUYECKYIO ACSITEIBHOCTH IMPOTOKOI
MIPUMEHEHUSI UMMYHOCYIIPECCUBHON TEPANMU KaK HOBOIO METOJA JICYEHHUS IMPU U
XUJIE3HOM BBINIOTE Y HOBOPOKJIEHHBIX U AETEH IPyTHOTO BO3PACTA.

S. OueHuTh BCTPEYAEMOCTh T€HETHUYECKOW MYTallMU CIEKTpa CUHAPOMOB
u30piTouHoro pocra PIK3CA y HOBOpPOXIEHHBIX M JI€TE€H TPYIHOTO BO3pacra ¢
IUM(ATUYECKUMHU MAJIb(OPMALIUSIMU U XUJIE3HBIM BBITIOTOM.

Hayuynast HoBU3HA

Bnepssie B Poccutickon denepaunun YCIIEIHO [IpUMEHEHA
UMMYHOCYIIDECUMBHAs KOHCEpPBATHMBHAs Tepamusi IMpPU XWIE3HOM BBIIOTE Yy
HOBOPOXKJICHHBIX U JIETEl TPyAHOr0 BO3pacTa.

Bnepseie B Poccuiickonn ®enepaunu HM3y4eHa BCTPEYAEMOCTb MYTALUU
PIK3CA y HOBOpPOXIEHHBIX W JETe TPyAHOrO0 BO3pacTta C JTUM(paTHUECKUMU
MaJb(hopMaIusIMu.

BrniepBbie omnpeeneHsl 1 HaydHO 00OCHOBAHbBI MPEIUKTOPHI HEADPEKTUBHOCTH
TE€panuu OKTPEOTHUIOM MPU XHUIJIE3HOM BBINOTE Y HOBOPOKIEHHBIX U JETEH IPYyAHOrO
BO3pacTa.

Teopernyeckasi U NPpaKTHYECKAsA 3HAYUMOCTb PadoThI

Pa3pabotan ¥ BHEIpPEH B MPAKTHUECKYIO NEATEIbHOCTh IETCKOTO XHpYpra
QITOPUTM BBIOOpA METO/A JICUEHMS] KUCTO3HBIX JTUM(DATUYECKUX MaiabhopMaruil u
XHMJIE3HOTO BBINOTA, MO3BOJSIONINI 100MBAThCS HAaWIYYIIErO0 HMCXOJa Y MAlMEHTOB
JAHHBIM CHEKTPOM IaTOJIOTHI B IEPHOIE HOBOPOKIEHHOCTH.

Hcnonb3oBanue pe3ynbTaToOB JAHHOTO UCCIEAOBAHUS MO3BOJIUT OCYIIECTBUThH
BbIOOpD TaKTUKM  BEACHUSA MAIUEHTOB, CIOPOrHO3UPOBaTh  A(HPEKTUBHOCTDH

IMPOBOAUMOTO JICUCHHUSA, BOBMOKXHOCTb BOBHUKHOBCHHA PEIUINBOB.



Pe3ynpratel NOpPOBEIEHHOTO WCCIEAOBAHUS BAXHbI I IPAKTUYECKON
JESATENbHOCTH,  TOCKOJIBKY  IO3BOJSIFOT ~ MAaKCHUMaJbHO  PAaHO  BBIINOJHUTH
JTUArHOCTUYECKUM aliTOPUTM B TOJIHOM OOBEME, B TOM YHUCJIE BBIABUTH MAI[UEHTOB C
pPacCTpONCTBaMH CHEKTpa CHHAPOMOB M30BITOYHOTO POCTA, MPOBECTH HEOOXOIUMOE
jedenue. B ciiyqae HeoOX0AMMOCTH Ha3HAYUTH TAPTETHYIO TEPAINIO, YTO MO3BOJISIET
VIYYIIUTh TPOTHO3 M H30ekKaTh MNOBTOPHBIX XUPYPTHMUECKHX BMEIIATEIHCTB B
JAJIbHEUIIIEM.

BHeapenue pe3yibTaToB HCCIACA0OBAHNS B PAKTHKY

[Tomy4yeHHbIE B XOZI€ HMCCIENOBAaHUS PE3YyJIbTAThl W BBIBOABI BHEAPEHBI B
MPAKTUYECKYIO JEATEIbHOCTh XUPYPITUUECKOTO OTAEIEHUSI HOBOPOKICHHBIX U JAETEH
rpyaHoro Bo3pacta ®PI'AY «HanuoHaIbHBIH MEIMIIMHCKUM HCCIEI0BATEIbLCKUI
LEHTp 310poBbA Jerei» Mun3gpaBa Poccum, Xupyprudeckoro OTHEJICHHS
HOBOpOXkIeHHBIX [ BY3 MO «MockoBckuii 007aCTHOM LIEHTP OXpaHbl MATEPUHCTBA
u percteay, DI'BY «DenepanbHblii HAyYHO-KIMHUYECKHW LEHTP JETEH U
noApocTKOoB DeiepaibHOTO MEIUKO-OUOIOTUUECKOTO ar€HTCTBAY.

MeToa0/10rusl M METOAbI MCCJIEA0OBAHUS

[Ipu BeIMOSHEHUH PaOOTHI MPOBEACH JACTalIbHBIN aHalU3 COBPEMEHHBIX
JAHHBIX JIUTEPaTypbl 1O TEMEe JIEUYEHHUs TMAIMeHTOB C JuM(aTHueCKUMU
Mab(hopMaIUsiMU M XWJIE3HBIM BBHITTOTOM. METOI0JIOTHST HCCIIEIOBAaHUS BKIIIOUAsa B
ceOsi aHalaM3 PETPOCIEKTHUBHBIX JAHHBIX TAMEHTOB C Pa3JIMYHBIMU THUIIAMHU
auM(paTHYECKNX Malb(POpMaIUii, HAXOJUBIIUXCS Ha JIEYCHUU B XUPYPrHUYECKOM
OTAEJIEHUH HOBOPOXKJECHHBIX U JeTeil rpyaHoro Bo3pacta @I'AY «HMMUIL] 3n0poBbs
nereir» Munzapasa Poccuu B nepuoa ¢ oktsa0ps 2017 no aBryct 2024 roxa. Pabora
BBINIOJIHEHA B  JM3allHE  OJHOLEHTPOBOTO  MPOCIEKTHBHO-PETPOCIEKTUBHOIO
uccinenoBanus. B nccnenoBanne Bouuy 42 nanueHTa, pa3iciCHHbIX Ha JIBE TPYIIIIbIL.
[lepByto rpymnmy COCTaBWJIM TAIMEHTHI C KHUCTO3HBIMU JIMM(PATUICCKUMU
ManbhopmarusimMu (22 pebeHka), BO BTOPYIO TPYINIy BKIIOUCHBI TAIUEHTHI C
XHJIe3HBIM BbIToTOM (20 mereit).

CratucTuyeckuil aHanu3 MOJIYYEHHBIX JAHHBIX MPOBOAWIN B COOTBETCTBUU C

COBPEMCHHBIMU MCTOAaMM CTAaTUCTHYCCKOI'O Yy4d€Ta, BKIOYasd OIHUCATCIILHBIC



METO/bI, OIIGHKY CTaTUCTUYECKOW 3HAYUMOCTH. OIEHKYy MPOTHOCTHYECKOM
3G (HEKTUBHOCTH KOHCEPATHUBHOM TEepauyu OCYIIECTBISUIA TPH TOMOIIM aHajau3a
ROC-xpuBbIX, C€ BBIUMCIECHHEM TMoOKazaTens 1iomaan 1oJ  ROC-kpuBoi,
HazpiBaeMbiM  AUC  (AreaUnderCurve). Omenka 3(QekTHBHOCTH  Tepamnuu
npoBojuiack no merony Kamana-Meitepa. Paznuums mokazarened CUMTaINUCH
CTaTUCTUYECKU 3HAYUMBIMU MpU ypoBHE 3HaunMocTH p < 0,05.

OcCHOBHBIE M0JI03KEHUSI, BBIHOCUMbIE HA 3aIUTY

1. OCHOBHBIM ~ METOJOM  JICYEHUS  KHUCTO3HBIX  JUM(DATUYECKHUX
Majgb(hopMaIiii B IEPHOIe HOBOPOKIECHHBIX M JETEH T'PYIHOTO BO3pacTa SBIISACTCS
XUPYPrUYECKUM.

2. [TokazaHuem K Ha3HAYEHHIO KOHCEPBATUBHOM Tepanuu JIUM(PaTHIECKUX
Mab(hopMaIiil SBISIETCSI OTCYTCTBHE BO3MOYKHOCTH PAJMKATBLHOTO XUPYPTUUECKOTO
JICUCHMUSI.

3. Jlumparuueckre wmanbpopManvu y JIeTed SBIAIOTCS OJHUM U3
MIPOSIBIICHAH PACCTPOMUCTB CTIEKTPa CHHAPOMOB M30BITOYHOTO POCTA M O0YCIIOBICHBI
HagnuueM myTtanuu PIK3CA. Y nanueHToB ¢ xmiie3nbiM BeimoToM MyTanus PIK3CA
HE BBISBIISICTCA.

4, JletsM ¢ XWJIE3HBIM  BBIIIOTOM  [OKa3aHa  KOHCEpPBAaTHUBHAS
aHTUnpoaudepaTUBHAsS TEpaNusl CHPOIMMYCOM Tpu HEID(PEKTUBHOCTH JICUCHUS
CUHTETUYCCKUM aHAJIOTOM COMATOCTaTHHA (OKTEPOTHIIOM).

CreneHb J0CTOBEPHOCTH Pe3yJibTATOB

HccnenoBanne OCHOBBIBAGTCS Ha  COBPEMEHHBIX — IMPEACTABICHHUSAX O
JTUArHOCTHKE W JICUCHUH JIMM(PATHICCKUX MaTb(OpMAIMi y TeTeH pa3IMdyHOTO THUIIA,
KOTOpbIE OOCYXKJIalOTCSI B OTEUECTBEHHON W 3apyOexHoil nuteparype. [loaroroBka
MaTepuaia, aHaJiW3 W WHTEPHpPETAlHs IOJTYYCHHBIX PE3yJIbTaTOB IPOBEICHBI C
WCIIOJIb30BAHUEM  COBPEMEHHBIX  METOAOB  00paboTku  uHPOpManuu U
CTaTUCTUYECKOT0 aHanm3a. M3moskeHHbIe B paboTe pe3ysIbTaThl, TOJI0KEHHUS, BHIBOIBI
U TIPaKTUYECKHE PEKOMEHJIAIMM HEOTHOKPATHO MPEACTaBICHBI HA MEKITYHAPOIHBIX
Y HAITMOHATBHBIX KOHTPECcCcax.

Anpobanusi padoThI
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Matepuansl 1uccepTaluu JT0JI0KEHbI, 00CYKIEHBI U MOIYYUIN 0A00peHne Ha
CIIETYIOIIMX BCEPOCCUUCKHX M MEXAYHapOAHbIX KoH(pepeHuMsx: Bcepoccuiickas
HAay4YHO-TIpAKTUYeCKass KOH(epeHIUs ¢ MeXIyHapOoAHbIM YyuacTueM «JleTckas
XUpYprusi - Buepa, ceronns, 3aBTpa» K 100-meTvro co AHS POXKICHHUS aKaJeMHKa
FO.®. UcakoBa (MockBa, 23-24 mas 2023 r.), HayuHo - npakTudeckasi KOHQepeHIIHs
JETCKUX XUPYPTOB, aHECTE3UOJIOTOB M PEAHUMATOJIOTOB PECIyOIUKH Y30€KHUCTaH C
MEXKJYHAPOJHBIM  y4acTHEM «AKTyallbHbIE€ BOIPOCHl  JETCKOM  XUPYPrUW»,
nocBsiieHHass 85-nmetuto co gHA poxaeHus mnpodeccopa A.C.CynaiimaHoBa
(Y306ekucran, Tamkent, 14-15 okta0ps 2023 r.), IX dopym neTCKUX XUPYProB
Poccum (MockBa, 9-11 Hos0ps 2023 r.), IV oO0benuHeHHblid koHrpecc POOI
«AKTyallbHble TPOOJEMBbl M TEPCIEKTUBBI PAa3BUTUA JIETCKOW OHKOJIOTUU U
remaronoruu B Poccuiickoit @enepanuu — 2023» (Mocksa, 23-25 nosiops 2023 1.),
XI Bceepoccuiickuii HayuyHO-TipakTH4ecKuil popym «HeoTnoxkHas geTckas Xupyprus
u TpaBMmarosnorus» (MockBa, 14-16 despans 2024 r.), Hayunoe 3acemanue
OO6miecTBa neTckux XxupyproB MockBel 1 MockoBcukoi obsactu Ne639 (Mockaa,
28.03.2024 1.), Il [lIxoma ¢ MeXIyHAPOIHBIM YYACTHUEM T10 JUATHOCTUKE U JICUCHUIO
nerei ¢ penkumu omyxoisiMu (MockBa, 26 ampens 2024 r.), || Beepoccuiickuit
dbopym «CocyaucTeie Matoyioruu y nereid u B3pocibix» (bamkoprocran, Yoa, 7-8
utons 2024 r.), 25 European paediatric surgeons' association congress (bosonss, 12-
15 wrons 2024 r1.), | Bceepoccuiickuii (GopyM € MEKIYHAPOAHBIM y4acTHEM
«310pOBbe JIeTel — HaIMOHANBHBIN npuoputeT Poccum» (MockBa, 25-27 ceHTsA0ps
2024 r.), IV  Bcepoccuiickass ~ HaydyHO-TIpaKTHYeCcKash  KOH(QEpEHIUS ¢
MexayHapoaubiM - ydactueM «ORPHA-DA. Penxkue 0osie3HH: OT HCTOKOB K
nepcnektuBam» (14—15 wosiops 2024 r1.), V OO6bemuneHHbit koHrpecc POJIOI
«AKTyallbHble TPOOJEMBbl M TIEPCIEKTUBBI PA3BUTHUS JIE€TCKOW OHKOJOTUU U
rematosioruu B Poccuiickoit ®deneparm — 2024» (Mocksa, 21-23 Hosi6pst 2024 1.).

IyOonukannu pe3yJbTaToOB UCCIAEA0BAHUSA

[To maTepuanam nauccepranuu onyOIMKoBaHO 15 HayyHBIX paboT, B TOM YKCIe
4 B u3nanusx, pexkomeHgoBaHHbIX BAK mnpu MuHucTepcTBE HayKM M BBICILETO

oOpazoBanust Poccuiickoit ®enepanuu ais MyOJUKAIMM OCHOBHBIX PE3YJIbTATOB
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TUCCEPTAIM HAa COMCKAHWE YYEHBIX CTEMEHEW IOKTOpa W KaHAWJaTa HayK II0
CHEIUATBHOCTH «JIeTCKast XUpypTusi».

JIMYHBIN BKJIAJ aBTOPA

Bxiag aBTOpa COCTOMT B aKTUBHOM y4YacTHUHU B MIPOBEICHUM HUCCIEAOBAHUS Ha
BCEX €r0 dTarax: aHaJn3e OTEYECTBEHHBIX U MEKIYHAPOIHBIX HAyUYHBIX HCTOYHHUKOB
JUTEpaTypsl 1O TEME IUCCEPTALUU U MOATOTOBKAa 0030pa JHUTEepaTyphl, TOCTAHOBKE
e u 3a1a4, popmMupoBaHuy 0a3bl JaHHBIX, 0OCICIOBAHUH U JICUCHUHU TIAI[UCHTOB,
CTaTHUCTUYCCKOW O0pabOTKe W WHTEPIPETAllMUd TOJTYYCHHBIX pPe3yibTaToB, Ha
OCHOBAaHHMH KOTOPBHIX OBUTH CHOPMYIHMPOBAHBI OCHOBHBIC TOJOKCHHS, BBIBOJIBI U
MIPAKTUIECKUE PEKOMEHIAINH JIUCCEPTAIMOHHOW pPabOThI, O0(QOPMIICHHH Hay4YHBIX
cTaTeil M TE3HCOB, y4acTHE B HAYYHO-TIPAKTUUYECKUX KOH(MEPEHIUAX C TOKJIaJaMH,
BHEJIPEHUE B KIIMHUYECKYIO MTPAKTUKY Pa3pabOTaHHBIX PEeKOMCHTAIIHH.

O0beM u CTPYKTYypa AUCCEPTALMHA

HuccepranonHas pabota uznoxkeHa Ha 142 cTpaHuIlaX MaIIMHOMKCHOTO
TEKCTa, COCTOUT U3 BBEICHHs, 0030pa JHTEpaTyphbl, TJaBBI, IOCBSAIICHHON
MaTepuajiaM M METOJlaM HCCIIEJIOBaHUs, JBYX TIJaB COOCTBEHHBIX HCCIIEAOBAHUIA,
3aKJTFOYCHUS, BBIBOJIOB M TPAKTHYECKUX pekoMeHmanuid. CHIHUCOK JUTEpaTyphl
Biumroyaer 151 WCTOYHWMKOB, M3 HHUX — 52 OTEYECTBEHHBIX aBTOpPOB u 99 —

3apy6exxnbix. Pabota npousmumoctpupoBana 30 tabnumamu u 58 pucyHkamu.
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I'IABA 1. COBPEMEHHBIE TIPEJACTABJIEHUSA O
JAUATHOCTHUKE, KIACCUOUKAIIUA U TEYEHUU
JUM®OATHYECKHUX MAJTb®OPMAIIVMHA U XUJIE3HBIX BBIIIOTOB
Y IETEHA
(OB30OP JIMTEPATYPHI)

Pa3ngen wnamucaH B COOTBETCTBHMM C MaTepuajaMy, OIYOJIMKOBAaHHBIMU B
cooctBeHHol crarbe: CynaBko M.A., I'ypckas A.C., psikonosa E.1O., Bepunauna
M.I'. JlmarHocTuka W JedeHue JauM@aTHYecKuX MalbGopMaluii U XUJIE3HBIX
BBITIOTOB Y HOBOPOXKJICHHBIX U JIETEW TpyAHOTO Bo3pacTta. KpemiieBckas MenuiivHa.
Kimmuanuecknii Bectauk. 2024; 1: 28-32.

1.1 Onmnpenesienue

Jlumpatnyeckne Manbopmaruu (JIM) - 3T0 aHOManMuM B CTPOCHUU
TuM(paTUYECKUX COCYJIOB, BO3HUKAIOIIUE B MPOLIECCEe SMOPHOreHe3a U SBJISIFOITUECS
YacThIO CIEKTpa COCYIUCTBIX Maib(opMaiuii ¢ MemieHHbIM moTokoMm [17, 20,
41,52,71,84].

Cocynuctbie ManbhopMali BKIIOYAIOT B CceOs TOPOKA  Pa3BUTHS
KaluuIsIpOB, BEH, apTepuil W JuUMEaTUUYEeCKUX COCYI0B. PacnpocTpaHeHHOCTH
COCYJIMCTBIX MaJibpopMaruii cocTaBiisieT okoyo 1-2,8% B MOMyJSMH U HE 3aBUCUT
ot noJia u pacel [141,142]. HanboJsiee yacTo BCTpeyaroTCsl BEHO3HbIC MaIb(popMalun
(=50%), uyTh pexe - apTepuaibHble U apTepUOBEHO3HbIE Malibpopmanuu (<35%).
JIumdparuueckre ManbGopMali 3aHUMAIOT TPEThE MECTO MO PACIPOCTPAHEHHOCTH
(=10%), wu, HakoHell, HauOoJiee PEIKUMU SBJISIOTCS KOMOWHHUPOBAHHBIC
manbdopmarun (*5%) [17], npudem oTMeueHO, YTO HauboJIee arpeCCUBHBIC UMEIOT
muMparndyeckuii kommoneHet [127]. JIoCTOBEpHO OICHHTH PACIPOCTPAHCHHOCTD
auMdaTudeckux MaibGopMandii B HACTOSIIUA MOMEHT TPYIHO, IO JaHHBIM
pasIUYHBIX aBTOPOB OHa Kojebnercs B mpenenax oT 1:1000 mo 1:16 000
KUBOpOKaeHuit [24,41,57,66,127].

OIHUM U3 TSKENBIX KIMHUYECKUX TMposiBieHUA JIM SBIS€TCA XUJIE3HBIM
BBITIOT — CKOIUICHUE JIMM(PATHICCKON KUIKOCTH B PA3IMYHBIX MOJOCTIX OpraHU3Ma,

MATOJOTHYECKOE COCTOSHUE C BBICOKMM IPOILIEHTOM JieTanbHOCTH, 10 30-50% [1].
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YacTtoTa BCTPEYaeMOCTH XWJIE3HOTO BBINOTa cocTaBiser okosno 1:15000-20000
XKUBOpOXKIeHuH [1,22,26,143,149].

Tepmun «iumbpanruoma», paHee HCHOIB30BABIIMICS MJIsi  ONpeaeIeHUs
JTAaHHOW MATOJIOTHH, B HACTOsIIEEe BpeMs He mpuMensieTcs. OHako B JUTEpaType 10
HACTOSIIIIETO BPEMEHU BCTPEUAIOTCS  yCTApEBIIME TEPMHHBI, B YaCTHOCTH:
«muM(paHTHOMaY, «XUJIE3HAs] KUCTa», «XUJIAHTHOMay, «IUMQOIMCTay, «KUCTO3HAs
TUTPOMa» M JIPyTHE, YTO 3aTPYIAHSIET CTATUCTUUYECKHM y4eT €CTECTBEHHOIO TEUEHUs
3a0bosieBaHusA, 3(PQPEKTUBHOCTH Pa3IMYHBIX METOIOB JICUEeHHsS U HCcXxom0B [8,41].
CornacHo mnposeneHHoMy B 2009 romy aHanu3y aHIJIOS3BIYHBIX JIMTEPATYPHBIX
WCTOYHUKOB BBISIBJICHO 3HAYUTEIHFHOE KOJIWYECTBO HEKOPPEKTHOTO YIOTpeOIeHUs
TEPMHHOB OTHOCUTEJIBHO COCYAUCTBIX aHOMAJIUH, YTO MPUBOJUT K TUArHOCTUYECKUM
OIITMOKAM M 3a9acCTyI0 K HeaIeKBaTHOMY JICYCHHUIO.

1.2 UcTropust u3y4enus JuMPpaTnieckoi CHCTEMbI

[lepBpie ynomuHaHus 00 aHATOMUYECKHMX OOpPa30BAHUAX, COJEPKALINX
OECLIBETHYIO KHJAKOCTb, HailieHpl B padorax ['unmokpara, Apucrorens u
Opacuctpata. OHAKO 3TH CBEJCHUS ObLIHM 3a0BIThI MOYTH HA JBE Thicsuu JjieT [55]. B
16 Beke (1507 r.) ®dnopeHtniickum aHatomMoM AHTOHHMO benBuHumHu (Antonio
Benivieni) Breperie Obl1a onucana «auMdanraoMay opepkeiiku. W mumb B 17 Beke
utanbsHCKUi aHatom Kacmape Asenno (Caspare Asellio (1581—1626)) mpu
UCCIICIOBAaHUM OpPBDKEWKM TOHKOM KHIIKH COOAKM OMHCAl «MIJICYHBIC» COCYIbl U
CKOIUICHHS TMM(aTHUeCKuX y3710B, B 1628 To/Iy 3TH HaHHBIE ObUTH W3JI0KEHBI B €TI0
tpyne «Paccyxnenue o mieunbix cocynax» (De lactibus sive lacteis venis), mocne
storo anaromel Toro Bpemenu (Tomac Bapromun (Thomas Bartholinus (1616 —
1680)), XKau Ileke (Jean Pecquet (1622 — 1674)), Txxou Becaunr (Johann Vesling
(1598 — 1649)), Onad Pymbex (Olaus Rudbeck (1630 — 1702))) mpunsuuch 3a
usydeHue auMdarudeckoit cucremsl [3,17]. B 910 Bpemst ObuIM OMHUCAHBI IPYIHON
AuMQpaTHYECKU MPOTOK, €ro BMAJCHUE B JIEBYIO MOJKIIOUMYHYIO BEHY, LIUCTEPHA
rpynHoro nuMdarndeckoro mporoka. K 3ToMy ke BpeMEHH OTHOCHTCS TEpPBOE

ONKCaHUE XUJIOMEPUTOHEYMa y pebeHka 2 jeT ¢ TyOepkyne3oMm (Bumbsim Mopton

(William Morton 1694 r.)) [26,64]. ®penepuk Prom (Frederic Ruisch (1638 — 1731))
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B 1665 rony BBIABHI HaJIM4YME KIANAHHOTO ammapara B JUM(AaTHYECKHX COCyax.
JlumdaTrdeckne y3ibl y dejaoBeka ObutH onucaHbl Buibsmom Xwroconom (William
Hewson (1739-1774)), on xe ctan nepBootkpeiBaTeneM dumbornutos. B XVIII Beke
00JIBIIION BKIIAA B M3y4eHHE JTuMpaTuiaeckor cucteMbl BHeC [Taosmo Mackanwsu Paolo
Mascagni (1755-1815), on onucan «1uMpaHTHOH» U TO, YTO JIUMda Ha CBOEM IYTH K
rpyAHOMY JTUM(GATHYECKOMY MPOTOKY 005S3aTeNbHO MPOXOJUT XOTsI Obl Uepe3 OJ1H, a
yame 4Yepe3  HECKONbKO  JmMdaTHYecKux  y31oB. Jlamee  wmcciemoBaHwms
IUM(ATHIECKON CHCTEMBI TPOAOJDKIIINCE Ha MUKpoypoBHE [3]. B 1861 r. Hemenkwuii
Bpau Openepuk [lanudne Pexmunrayzen (Friedrich Danielvon Recklinghausen
(1833-1910)) mpenrmoyIoKmiI, YTO TKaHEBas JKUIKOCTH IOMAgacT B JIMM(AaTHICCKUE
cocyabl uepe3 orBepcTHs (stomata) B ux crenke (1861 r.). M tompko B 1960 r. ¢
MOSIBJICHUEM  DJIGKTPOHHOM MHKPOCKOIIMMA TIOSIBUJIACh BO3MOXXHOCTH  J0Ka3aTh
BBICKAa3aHHOE IMOJITOpa BEKa Hazaj MpeanosiokeHue. B mocnegHue necsTUiieTHs
BHUMaHHE K JHUM(PATHYECKON CHCTEME 3HAYUTENIBHO BBIPOCTO. SBISASCH BTOpOU
COCYIUCTOW CHCTEMOM BBICIITUX MO3BOHOYHBIX, TUM(ATHUECKAsT CHCTEMa BBITIONHSICT
BOXHEHIME (GYHKIIMM B  OpraHu3Me: Tojjiep)kaHue OajlaHca  JKHJIKOCTH,
TPAaHCIIOPTUPOBKY HMMMYHHBIX KJIETOK, aOCOpOIHI0O TMHINEBBIX JIMIHAOB U3
kumeunrka [36,84,127].

1.3 Ctpoenne suMpaTnyecKux cocyaoB

Jlumbatrueckas cucrema, B OTIUYNE OT KPOBEHOCHOUW CHCTEMBI, HE3aMKHYTasl.
[IpencraBnsier co0oif  cleno3akaHYMBAKONIUECs JTUM(GATHYECKUE KaNWUISAPhl C
BBICOKOW MPOHUIIAEMOCThIO, O0Jiee KpyIHbIe coOuparomue JuMpaTuieckue coCy/bl,
M0 KOTOPBIM MEKTKaHEBas JKUJIKOCTb, METa0OJUThI, WMMYHHBIC KIICTKH,
abcopOMpOBaHHbBIE B KUIIEYHUKE JIMIKGI TIOMAIal0T B KPOBOTOK, MPOXOAS MPEXKIIC
yepe3 numparnueckue y3ael [73,127]. Boicokas mpoHHIIAEMOCTh JTUM(ATHISCKUX
KamUIIpoB 00YCJIOBIIEHa OTCYTCTBHEM Y J@HHOTO BHAAQ COCYJOB HENPEPHIBHON
O0azanpHOM  MeMOpaHBl W TIEPUBACKYJSIPHBIX  KiIEeTOK.  Jlmmdarudyeckue
SHAOTETUANBHBIC KIETKM B HAdaJbHBIX OTIETaX JUMPATHYSCKUX KaIUUISIPOB
CIIETUICHBI JPYT C APYTOM MPEPHIBUCTHIMU MTyTOBYATHIMH COCTUHEHUSMH W CBSI3aHBI C

BHEKJIETOYHBIM MAaTPUKCOM SIKOPHBIMU (DUIIAMEHTaMU, PETYIUPYIOIUMU (PYHKIUIO
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CTBOpYATHIX KJIAMAHOB MEXKYy MMYrOBYATHIMU COEAUHEHUSMHU. OTO IO3BOJISIET
MEPBUYHBIM JTUM(DATHIECKUM COCyZaM OBITh BHICOKOITPOHUIIAEMBIMHU TSI OOJIBIIIOTO
KOJIMYECTBA JKUIKOCTH, MAKPOMOJICKYJI 1 HMMYHHBIX KiaeTok [71,127].

B Gonee kpymHbIX JUMQPaTHUYECKUX COCyJaxX JUM(IHIOTETUAIBHBIE KIETKU
CUEIUICHBI IUJIOTHBIMU «MOJIHUEBUIHBIMU» COCOUHEHUSIMU, MPEAOTBPAIIAlOIIUMU
yreuky JuM@bl. Cocynbl COCTOSAT U3 CTPYKTYPHO-(YHKUIHMOHATBHBIX E€IUHMUII
(TuM(aHTHOHOB), MPEACTABICHHBIX CETMEHTOM COCYZa, OTPAaHUYCHHBIM KIIallaHAMU
(IMCTaNbHBIM U TPOKCUMANbHBIM). JIMM(aHTHOHBI UMEIOT CJIOW OPUEHTUPOBAHHBIX
N0 CINHPAIN TIaJKOMBIIIEYHBIX KJIETOK, 00ECIEUYHBAIOIIUX COIJIACHO COBPEMEHHOMU
TEOpPUH AaKTHUBHOIO TPAHCIOpPTa OJIHOHANPABJICHHBIA TOK JUM(pbI. B pamkax 3Toii

TEOPHH ONMKCHIBACTCS JIBa BUa MUOLIUTOB [6,127].

Ta6auua 1. Bugsl MmuounutoB numpanruona

[Tyn MuouuToB

dasuwIit

Tounueckuii

CsoiicTBa

Bricokass  B0o3OymuMocTh U
MPOBOJIUMOCTb,

COKpaTUTENIbHAsI CIIOCOOHOCTh
B 3HAYUTEIILHOM CTEIICHU

3aBUCHUT oT YPOBHS

BHCKJICTOYHOI'O KaJIbIys,
MMOAYHHACTCA 3aKOHY «BCC WA
HHUYCTO».

I[Ipu  akTuBanUu

MercMenKepoM pa3BUBacT
ObICTpBIC CUHXPOHHBIE

COKpaIlCHHS

CokparutenpHasi CHOCOOHOCTD
B MEHBIIIEH CTEMEeHU 3aBUCUT
OT BHEKJIETOYHOTO KaJbI[us,
MOAACPKUBAET TOHYC
auM@aTUYECKUX COCYJIOB 3a
CYET ACUHXPOHHBIX MEIJICHHBIX
COKpAIIICHU, MOTUUHAETCSA

3dKOHY CHJIBI «BCC NI

HHUYECTO»

OyHKIUA

Hacocuasa

EmxocTtHasg

[Ipoxoas yepe3 numdarrudeckue y3ibl, TuMda, coduparomascs oOT pa3IudHbIX

TKaHe,  mpuoOpeTaeT  CTaHAAPTHBIM  KJIETOYHBIM  cocTaB.  Pazmmuuaror

nepudepuyueckyro, emie  He  mOpomeanmyr  depe3d  ygumdoysen,  aumdy,

MPOMEKYTOUHYIO U LIEHTPAIbHYIO JTUMQY.

16



Jlumbatrueckne Y316l PacloNiaratoTCs BAOIL JTUMGPATHYECKUX COCYIIOB,
BBICOKOOPTAaHM30BaHbI C Pa3JeieHHbIMA KoMmmapTMeHTamu B- u T-mumdoruTos, ¢
TUM(IHAOTEIUAIBHBIMA ~ KJIIETKaMH,  (OPMUPYIOUIMMH  TIOAKANCYJbHBICE U
MENYJUIIPHBIE  CUHYCBl.  ¥Y3Jbl IATAIOTCS  KPOBEHOCHBIMHU  COCYJIaMHU  CO
CIIEUATM3UPOBAHHON MOCTKAMUJIIAPHON BEHYJIOM, HA3bIBAEMOW BEHYJION C BEICOKUM
SHJIOTENIUEM, KOTOpas TMO3BOJIIET KJIETKaM MPOHUKATh B Y3Jbl 4epe3 KpOBb B
JOTIONTHEHNWE K BXxomay addepeHTHpIx auM@aTHdecKux CcocynoB. BerecTBo
auMdoy3siia COCTOUT U3 JTUMGPOUTHON TKaHHM, TPOHU3AHHONW OOJBIIUM KOJIUYECTBOM
TUM@aTUYECKUX CHUHYCOB. OHJOTEIMI CHUHYCOB HCTOHYEH W HMEET ciadbie
MEKKJIETOUHbIE CBSI3U, 4YTO OOJerdaer TpaHCHopT U3 JUMEBI KIETOK U

MAaKpOMOJICKYJI B BCHIICCTBO J'II/IM(I)aTI/ILIeCKOFO Yy3Jja.

. NMMPaHr1oH
AMmPaTMyeckuit
NOCTKanNuANAp -
e
YN

P < —— l\ '\\ M7 P S 3dppepeHTHbIA
{ » o =g | 7 NMMaTMYECKHit COCYA
AMmdaTUYeCcKUiA apPepeHTHbIN
Kanunnap NMmaTUYeCKUin cocya

nMmdaTtryeckuii ysen

Pucynok 1. Cxema ctpoeHus n1uM(paTuyecKkoro cocyia

JlumpaTtrueckas cucTeMa Ha BCEX YPOBHSIX OpraHM3allud KoJulaTepasibHa
BEHO3HOMY pyciy. Jlumparnueckre npoTOKM CripaBa U CjieBa BI1aJal0T B BEHBI 1IEU B
oOnacTtu BeHo3HOro yria [luporosa. B npaBbiii TuM@aTrudeckuii MpoTOK codupaercs
auMa OT MpaBoO¥ MOJIOBUHBI TOJIOBHI U IIIEH, IPABON BEpXHEH KOHEYHOCTH, MPaBOi
MOJIOBUHBI TPYAHOM MOJIOCTH, IPU OTCYTCTBUM MPABOTO JUM(PATUYECKOTO MPOTOKA,
YTO BCTpPEYAETCA JIOBOJBHO YacTO, OpPOHXOCPENOCTEHHBIH, MOAKIIOYMYUHBIA H
APEMHBIA CTBOJI CAMOCTOSITEJIBHO BIIQJAIOT B BEHO3HBIM YroJl crpasa. B rpyaHoi
auM(paTUYecKuii MPOTOK cobupaercs JuMda OT HIKHUX KOHEYHOCTEW, OpraHoB
OpIOIIHOM MMOJOCTH M MAajoro Ta3a, JIEBOW IOJOBUHBI T'PYAHOW MOJOCTH, JIEBOU
BEPXHEU KOHEYHOCTH, JIEBOM ITOJIOBUHBI TOJIOBBI U IIIEH.

17



JIumdaTtrueckne cocyIpl MPOHU3BIBAIOT BCE OpraHbl U TKaHHU YeJIOBEKa, KpOMe
BEILECTBA T'OJIOBHOTO M CIMHHOIO MO3ra, CEJIE3€HKH, XpAUIeil, 000J0YEK TJIa3HOro
s10J0Ka, XpyCcTaluKa TJa3a, SMUACPMHUCA KOXH, SMUTETUATBHOTO CJIOSI CIM3UCTBHIX
000JI0YEK U TUTALICHTHI.

1.4 OmoOpuorenes JuM@paTnyecKol CHCTEMBI

N3yuenue smOpuorenesa aumpaTnyecKon CUCTEMbI MPOAODKAETCs ke Ooliee
100 ner. IlepBble wuccnenoBaHWs, B KOTOPBIX HCIIOIB30BAJIOCH OTCIEKUBAHUE
FeHETUYECKUX JIMHUW  J0Ka3all0  «UEHTPOOEKHYI0» TEOPUI0 O TOM, 4YTO
NPEIIIECTBEHHUKN JTUM(ATHIECKUX JHIOTEIUATBHBIX KIETOK (OPMUPYIOTCS U3
CyOnOMy Ay SMOPHOHATBHBIX BEHO3HBIX HIOTETHANBHBIX KJIETOK MO/ IeHCTBUEM
LEeJION Tpyninbl (PAKTOPOB POCTa COCYI0B, BIUSIOIUX HA CIIOCOOHOCTh K MUTPALIUU U
MOJIIPU3AIUIO KJIETOK, B TIEPBYIO OUepelb TJIABHOTO peryisaTopa auddepeHInpoBKu
muMmdanaoTenuanpaeix  kietok  PROX1  [21,55].  PROX1-mosoxuTteabHbIC
auMpaTuyecKue AHAOTETUATBHBIC KJIETKU-TIPE/IIIECTBEHHUKU MOBBIIIAIOT
IKCIIpeccrio (PaKTOPOB, BXKHBIX NJISI Pa3BUTHS JTUM(ATHIECKUX COCYNIOB, BKIIOYAs
peuenitop 3 dakropa pocta sunoTesnus cocynoB (VEGFR3), netiponunun 2 (NRP2) u
nonorianud (PDPN), u mMurpupyioT B HamnpaBieHHH (pakTopa pocTa SHIAOTENIUs
cocynoB C (VEGFC) [15,17,71]. Jlns wHampaBieHHOro pocTa JuM(paTHIECKHX
cocynoB VEGFC nomxen OwbiTh akTuBupoBaH mnpoteazamu CCBEl u ADAMTS3
(pucyHOK 2.).

3m6pUOHaNbHble BEHO3HbIE , — \

3HOOTENMaNbHbIE K.HETKVI/

' NumdaTtndeckume
3HAO0TENasbHbIE

KNETKU
\ /’-‘\
/N
\_ : )
\ VEFGC
\___/

ADAMTS3

Pucynok 2. Cxema o0ecrieueHus: MpOoCTPaHCTBEHHOTO (POPMUPOBAHUS

naTTepHa pa3BUBAIOLICICs TUM(paTHIECKON COCYANCTOMN CeTH
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Jlna ycuneHusi 3KCIpeccuu peuenrtopa ¢GakTopa pocTa SHIOTEIUS COCYIOB
VEGFR3 nHeob6xoauMbl (hakTopsl TpaHCKpHUMNIHMH, KoaupyeMble reHamu FOXC2 u
GATA2, comepxaHue UX MOBBIIIEHO B KJIamaHOOOpa3yrolux 00JacTAX B OTBET HA
CUTHaJbl, WHUIMUPOBAHHbIE TMOTOKOM. Bcero HacuutTeiBaetca 19 0enkos,
perynupyromux mnporeccuar u aktuBHocth VEGFC [21,55]. Mytanuu B JaHHBIX
reHax  BbI3BIBAIOT  MepBUYHBIe  JuMdenemsl.  [locnenyromas  mepegada
BHYTPHUKJIETOYHOTro curHaga wucnosb3dyer mnyTe PI3K-AKT-mTOR. IIpu 80%
KUCTO3HBIX  JUMATHYECKUX  Majabhopmaluii  OpuUYMHHAs ~ MyTauus  Obuia
unetupunupoana B reHe PIK3CA. Jlannas myrauus OpUBOAHUT K M30BITOYHOMY
pocty 3a cuer akTHBaiuu Hrokecrosmero myta AKT-mTOR [84]. Takum oOpazom,
3TO SIBJSIETCSI TEOPETUUYECKOW OCHOBOM BO3MOXKHOCTH TOJIYYEHHUSI MOJIOKUTEIBHOTO
spdekra or npumeHenuss maruOuTopoB PI3K m mTOR [43]. CoriacHo apyrum
UCCIICOBAHUSIM  aKTHBalMUs  MEpEelauyd  CHUTHAJIOB PI3K  Tompko B
IUM(PIHIOTENNATBHBIX KIETKaX B OTCYTCTBHE CTUMYJILIMUA CUTHAJIOB (DaKTOpa pocTa
SHAOTENUSI COCYJIOB HEIOCTAaTOYHA JUIsl MPOrPECCHUBHOTO pPOCTa JTUM(ATHYECKOU
Manbhopmaruu. B Tkanu mumbaruyeckoit ManbGopmanuu 0TMedaeTcsl PUCYTCTBHE
WHQUIBTPATOB UMMYHHBIX KJIETOK, COCTOSIIIIMX MPEUMYIIECTBEHHO M3 MaKpo(aros,
SBJISFOLLUXCS TOTIOHUTEIbHBIM UCTOYHUKOM (paKTOpa poCTa SHIOTENUSI COCYNIOB, U
T-kyeTok, HakalIMBAIOMIMXCS M OPraHU3YIOUIMXCS B TPETHYHBIE JIUMQOUHBIC
opranbl. X o0pa3oBaHHE, BO3MOXKHO, CBSI3aHO C HAPYIIEHHEM OTTOKAa JUM(BI U
pacHIMpeHreM 3a cueT U30bITOYHOM akTuBanuu (PocHOoTUIUITMHOZUTOIN-3-KUHA3HI
nyna  JTUMMGOIHAOTEIHANBHBIX  KJIETOK, OKCIPECCUPYIOUIMX  MOHOIUTApHO-
MakpogaranbHbiii XeMokuH CCL2 U CBSI3aHHBIX C PEKPYTHPOBaHUEM MaKpoQaros.
®ubpobracTel, TPOAYIUPYS HU30BITOUHOE KOJMYECTBO (haKTOpa pOCTa SHIAOTEIHUS
COCY/IOB, TaKXe€ MOTYT SBIATHCA peryisaropamu JuMmdaHTHoreHesa. Bce 3To
CHOCOOCTBYET MPOTPECCUBHOMY pOCTY JuMdaTrueckor wmanbhopmanuu. Kpome
TOr0, €lle OJWH TIIATEJbHO H3ydaeMblii B Hacrtosimiee Bpems reH — VEGFC. B
OCHOBE peaju3alliid ATOro0 MeXaHu3Ma JICKHUT H30BITOYHAs akTUBalus ¢akTopa
uHIynupyemoro runokcueid [127]. UccnenoBanus TuMQpIHIOTEIHATBHBIX KIETOK U3

MUKPOKHCTO3HBIX  MajdbGopMalMii  BBIIBUIIM  CBEpPXAKCIpeccuio  (akropa
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UHAYLUPYEMOTO TUTIOKCUEHN U (PakTopa pocTa HAOTEIUS COCYAOB MO CPABHEHUIO C
HOPMaJIbHBIMU JTIUM(IHAOTEIHATFHBIMUA KJIETKAMHU. DTO MO3BOJSIET MPEANOIOKHTD,
4TO TeHBI, KOAUPYIOIIWE NaHHBIE (HaKTOPHI, TOXKE YYaCTBYIOT B (HOpPMHUPOBAHHU
AuMpaTHUIECKUX Malb()opMariuid.

B nmanpHeimeM OBIJIO YCTAaHOBICHO, YTO JHMQATHUYECKUE SHAOTEITHAIBHBIC
KJIETKU TIPOUCXOMAT KaK U3 BEHO3HBIX, TaK M M3 HEBEHO3HBIX MPEIICCTBEHHUKOB B
pa3IMYHBIX AIMOPHUOHATBHBIX TKAHIX, TAKUX KaK KJIETKU KAMWUIAPHOTO Pyclia KOXKH
U HE UICHTHU(PHUIMPOBAHHAS TMOMYJSAIUSA KICTOK IapaKkCHATbHOH Me30/1epMbI
[15,21,144]. Dtu numpIHIOTETHATBHBIE KIETKH (DOPMUPYIOT NPUMHTUBHYIO
IUM(pAaTAYECKyt0  CeTb W COCIMHSIIOTCS C  BEHO3HOM  CHCTEMOW IO
«UEHTPOCTPEMUTEIBHON» MOJIETH, B KOTOPOH JUM(aTHUECKasi CUCTEMa Pa3BUBAETCS
oT niepudepuu K neHtpy [36].

3akiagka JAUMQaTHYECKON CHCTEMbl HayMHAeTCsl Ha 6 HeJele TIecTaluu
[52,144]. TlepBbiMu (GOPMHPYIOTCS MapHBIC SPEMHBIC JUM(PATHUYCCKUE MEIIKH,
KOKABIA M3 KOTOPBIX W3HAYaIbHO HE HMMEET CBA3M C SPEMHBIMH BEHAMH,
auM@oBeHO3HOE coolIeHne GpopMupyeTcs B 3TOH 00JacTh Ha 7 Heaene TrecTaruu
[36]. B nanbHefinem HampaBJIeHHOE pa3pacTaHue JIMM(DATHICCKUX YHIOTSITHATBHBIX
KJIETOK CO3/1a€T B3aMMOCBSI3aHHYIO CETh MepUPEPUUECKUX TUMPATHUECKUX COCYAOB,
MOJIBEPTAOILYIOCS TTOCTOSTHHOMY peMojenupoBanuio. Co3peBaHue JInMpaTundeckon
CHUCTEMBI TPOWCXOJUT Ha MO3JHUX CpPOKax OEpPeMEHHOCTH U TPOAOJKAETCS B
TEYEHHE paHHEro MOCTHATAJIbHOTO mepuona. JluMmdaruueckue KanusuispHbIE
COCIUHEHMsS]  TPaHCPOPMHUPYIOTCS M3  HETNPEPHIBHBIX  COCIWHEHWH  THIA
«MOJIHHEBHJIHBIE» B «IIYTOBHYHBIC». OTOT TPOIECC PETyIUpyeTcs Tmepenadei
curHaioB  (paktopa pocta ANGPT (anrmomostuH) depe3 auMbaTHIECKUN
sHAOTENUaNbHbINA penentop TIE2.

BpoxxneHHble MOpPOKM pa3BUTHS  JUMQPATHUECKOM CHCTEMbl HAUYMHAIOT
(GbopMHUPOBATHCA CO BTOPOTO MecsAlla BHYTPUYTPOOHOTO pa3BUTHS, KOTJa BO3HUKAET
nepBuyHas iuMdarudeckas cucrema [17,36]. Ilpumepno B 50-75% cnyuaeB, K
MOMEHTY PpOXXIEHHUS YXKE HMEIOTCS KIMHUYECKHUE NPOSBICHUS JTuM(paTHIECKON

AdHOMAJIMKU U MOTYT OBITH AWArHOCTUPOBAHLI ITPC€HATAJIbHO. B paHHEM JETCKOM
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BO3pacTe, Kak MpaBuUiio, 10 2 JIeT, BBIBIAIOTCS OKoMo 90% mmMdaTrdecknx
manbopmaruii. CrioHTaHHO#N perpeccun JIM B TeueHHe XKM3HU KakK MPaBUIIO HE
MOJIBEPraloTCsi, OJHAKO €CTh MNyONUKAIMK B KOTOPHIX ONHUCAHbl TaKUe Clydau
[20,24,28,62,71,125,127,142].

1.5 Knaccnpukanun Jumparudeckux MajabGopmanmi

[lepBbie knaccudukaluu, IpeaaoKeHHbIe eme B 19 Beke, yYUThIBAIN TOJIBKO
4acTh TUM(DATHIESCKIX aHOMAIINN, (PaKTUYECKH TOJBKO KUCTO3HYIO (hOpMYy (PUCYHOK
3.). B onmanHOM pasnene Ha3BaHHWS HO30JOTHUECKUX CIWHUI] TMPHUBOAITCI B

COOTBETCTBHHU C UCIOJIB3YEMON aBTOPOM TEPMHUHOJIOTHEN.

npocran (KanuanapHan)

numdaHrmoma KaBepHO3HasA

KUCTO3HaA

Pucynok 3. Knaccuduxkamus I'toatepa Beruepa (Gunter Wegner (1877 r.))

AnanoruuyHas kiaccuukanus Oblla MPEAJOKEHA BBIJAIOUIMMCS PYCCKUM
XUPYpProM,  JOKTOPOM  MEAMIMHCKMX  HayK, mpodeccopoM, OAUH U3
OCHOBOITOJIOXKHUKOB COCYAMCTON XUpypruu, Bnagumupom AHnapeesnyem OrnreneM B
1899 r.

A.Il. ManuHuH npenjarajl KJIacCUPUIMPOBATh JTUM(PAHTHOMBI COIJIACHO
pacnpoCTpaHEHHOCTH Ipoliecca M MO THIly pocTa. ManopacnpocTpaHeHHbIMU
CUMTAIMCh O0pa30BaHUs, 3aHUMAIOLIME OJHY WJIM JIBE CMEXKHbIE aHATOMUYECKHE

o0J1acTu.

orpaHuMueHHas ManopacnpocTpaHeHHas
> numdaHrmoma <

AndPysHan obwmpHan

Pucynok 4. Knaccudukanus A.Il.Manuauna (1974 r.)
B 1983 rogy A.U. ®pomnoBoii OblIa IpeIioKeHa KilacCHU(pUKAIIHsI, OCHOBAHHAS

Ha 0COOEHHOCTSIX THCTOJIOTMYECKOTI0 CTPOCHUA.
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KanuanapHaa

KaBepHO3HaA

numdaHruoma

KUCTO3HaA

CMelladHHble

Pucynok 5. Knaccudukarus A.1.dponosoit (1983 r.)

B 1982 roay xonom Mymukenom (John Mulliken) u Ixyau I'moBarcku
(Julie Glowacki) BniepBbIe OBLTO TIPEIOKEHO BCE COCYAUCTHIC aHOMAJIMH Pa3JIeIUTh
HAa TeMaHTuoMbl (OMOJOTHYECKHM AaKTHUBHBIE) U TIOPOKU pa3BUTHA (OHOJIOTHYECKU
HeakTUBHBIC) [57,84].

Tabomuma 2. Knaccudukanust cOCyIHCTBIX aHOMAaIU MEXIyHapOIHOrO

oO0IIIeCTBA U3YYEHUS COCYIUCTHIX aHoManuii (2018 r.)

Cocynucteie aHoManuu
Cocynurceie Cocynucreie
OIyXO0JIH Masbhopmaluu
JloOpokavuecTBEHHbIE [Ipoctsie KomOunupoBanHbie
Kanumsipaas KalnWUIIpHO-BEHO3Has,
[lorpanuunbie WU KamUIpsiHO-TUM(paThyecKas,
YMEPEHHO Beno3nas auM(paTUKO-BEHO3Has,
arpecCUBHBIE KaWJUISIPHO-apTEPHUO-
Jlumparnyeckasn BEHO3Has,
3J10Ka4ECTBEHHbBIE KAWL pHO-TUM(DAaTHUKO-
AprtepuanbHas apTepuO-BEHO3HAS
ApTepruoBEHO3HAs
buctyna

C 11enbI0 CO3/IaHMsI YHUBEPCAIBHOM CUCTEMbI, MeXayHapOIHOE OOIIECTBO IO
U3y4eHUI0 cocynucThix aHomanuii (International Society for the Study of Vascular
Anomalies (ISSVA)) npussuio 1 B3MEHWIO 3Ty KiaccuPukaiuio B 1996 roy, 4To0bI
pas3feIuTh COCYIUCThIC AaHOMAJIMU Ha OMYXOJU W Maib(opMalluu, OCHOBBIBASICh Ha
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KJIMHUYECKNX M TUCTOJIOTMYECKUX Xapakrepuctukax (tadmmma 2). C Tex mop JaHHas
KJIacCU(pUKALUs MEXIYHAPOAHOTO OOIIECTBA MO U3YUYCHUIO COCYIUCTBIX aHOMAJHA,
YUUTHIBAIOIIAST BECh CIHEKTp JUM@aTHUYeCKuX Maib(popMaluii HM3BECTHBIX Ha
CErOJHSAIIHUI J€Hb, MpETepIesa HECKOIbKO MEPECMOTPOB, OYEPEIHON MEPECMOTP
cocrosiicst B 2024 roay, OJIHAKO, TMOCIEIHUE H3MEHEHMsI IMOKA HE YTBEP>KICHBI
opuIIMaIbHO, TIOATOMY JeWCTByrOIed cuuTaercs kinaccudukanms 2018 roma
[14,17,28,43,61].

[ToMmuMo aHOManuii, NpeACTaBICHHBIX B TaOJUIE, BBIACIAIOT MajdbhopMmaiuu,
aCCOIMUPOBAHHBIC ¢ IPYyruMu aHomaimsmu: cuaapom Kmunmens-Tpenone (Klippel-
Trenone syndrome), BKIHOYaIOMU KOMOMHUPOBAHHBIE COCYIUCTHIE Malb(POpMALIUH
c runepTpoduelt MIATKUX TKaHEH, pacnpocTpaHeHHOCTh MeHee 1 ciydas Ha 100000
Hacenenus, cunapom I[lapkca-Bebepa (Parks-Weber syndrome), mpeacTaBIIeHHBIH
KaMWUISIPHBIMA  MallbpOpMaliisiMi B COYETAHUU C MHOXKECTBEHHBIMH MHUKPO- H
MaKpoapTEePUOBEHO3HBIMH (DHUCTYJIaMH, PACIIPOCTPAHEHHOCTh 0KoJio 1 Ha 50000 [16],
curgpom CLAPO (Capillary malformation of the lower lip, Lymphatic malformation
of the face and neck, Asymmetry of face and limbs, Partial/generalized Overgrowth,
KanwuIsipHas Maib(opMalus HH>KHEH ryObl, TuM@aTtrudeckas MaiabGopMarius JIMLa u
IIeH, aCCUMETPHUs JIMIA W/WIM KOHEUHOCTEH, YacTU4YHAs WM TEeHEepaTu30BaHHAS
runepTpodusi TKaHel ), prucrnporcpaHeHHOCTh MeHee 1 ciyuas Ha 1000000, cunapom
CLOVES (Congenital Lipomatous Overgrowth, Vascular malformations, Epidermal
naevi, Scoliosis/skeletal and spinal syndrome, BpoxieHHBII JTUIOMATO3, COCYIUCTAS
Majb(dopmalisi, B YacTHOCTH JuM(aTthyeckas Maibdopmainus, >MHUAepMaIbHBIN
HEBYC, aHOMAaJIMU Pa3BUTHUSl CKEJETa), PACIpPOCTPAHEHHOCTh MeHee | ciydas Ha
1000000 wacenenus, cuaapoMm Crypmke-Bebepa (Sturge-Weber syndrome) -
sHIE(DaTOTPUTEMUHAIBHBIN aHTHOMATO3, BCTpeuaeMocTh 1 cirydait Ha 20000 — 50000
[43,84,139].

Ha pucynke 6 mpencraBieHbl OCHOBHBIE THUIIBI JUM(pATHUUCEKUX Malb(popMariui,
KOTOpPbIE BBIJIEISIOT COTJIACHO TPUHATONW KJIacCUPUKAIMU  MEXKIYHAPOJIHOTO

06HICCTB3 M0 U3YUCHHIO COCYANUCTBIX aHOMaAJIMH.
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nvmeartmueckan
manbpopmaumsa (IM)

MAKPOKMCTO3HAanA

npocras (KkucrosHasa) JiM

MHUKPOKUCTO3HaA

KaHaNbHblA TMN JIM

NM B 6onesHu Nopxam-CrayTta

cmMmellaHHaA

reHepanuszoBaHHaa AMMmaTHUecKan
aHoMmanua

KanowudopmHbIi
numeaHrmomaros

npuobpeTeHHana nporpeccupylowan
numdaTtnuecKasa aHOMaAuA

nepeuYHbIi "MmdocTas

Apyrue

Pucynok 6. Buapl numdarnyeckux Manb(opmaiuii corjiacHo Kiaccudukauu

MEXIYHApOJIHOIO 00IIEeCTBA U3yUEHHUS COCYIUCThIX aHoManui (2018 r.)

Beiensror Taxke pasziuyHbIE THIIBI MEPBUYHBIX JUM(OCTa30B (PUCYHOK 7),

XAPAKTCPUIYIOMIHUXCA CKOINICHUCM KUJIKOCTH B MHTCPCTUIHUAIIBHOM IIPOCTPAHCTBC U

B Pa3lIMYHBIX IIOJOCTAX OpraHu3Ma.

T'HUITOIIIAa3us NI alnia3us

npoHumaemMocts [15,73].

TuM(paTUYECKUX  COCYJIOB,

CuHngpom HoHH-Munpos

MepBUYHbIH BPOXKAEHHDbIN
nmmeocTas VEGFC

MepBUYHDbIA BPOXKAEHHDbIN
numdoctas GLC2

NumddocTas-guctuxmas

MepBUYHbIE
numdeocTasbl

TMNoTpuxo3-"umdocTas-TenieaHrmMoIKTasmna

MepBuuHbIi nUMdocTas
¢ MMenogucnnasmei

CuHapom XeHHeKama

Numdocras c mukpouedanuei

Numdocrasz-atpesna xoaH

PucyHok 7. Tunbl nepBUYHBIX TUM(OCTA30B
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Kpome TOro, B pamkax NpHUBEIECHHOM KIACCHU(PUKAIUU  BBIACISAIOT
KOMOMHHMPOBAHHBIE COCYIUCThIE ManbhopMaluuu (Kamwuispo-IuMdaTudeckue,
JUMQO-BEHO3HBIE,  KaMWUIBIPO-TUM(O-BEHO3HBIE,  KamWUIApo-IuMdo-apTepuo-
BEHO3HBIC MajIbpopmarun) [84].

1.6 Kinunn4yeckasi KapTuHa JuM@aTudecKux Majabgopmanuii

Knuandeckue  mposiBieHHs — TUMQaTHUYECKHX — ManbpopMmaruii  KpaifHe
pa3HoOoOpa3Hbl, JaKe B paMKax OJTHOM HO30JOTHYECKOW (POPMBI, MOTYT BapbUPOBATH
0T OECCUMITTOMHOTO T€YCHHUS JI0 TSKEIICHIIINX )KU3HEYTPOKAFOIINX COCTOSTHHIA.

[Ipocteie (kucTO3HBIE) nuUM@aTHyeckue Madb(hopMalUy pPacloiararoTcs
Hanboee yacTo B MecTax (popMupoBaHUS IMOPHOHATBHBIX TUM(DATUYECKUX MEIIKOB
(pucyHOK 8), KOTOpbIE JAlOT HAyajlo NEPBUYHOMY JIMM(PATHUYECKOMY CIUIETEHUIO
[15,127]. Tlomammsromee  OONMBINMHCTBO — JIMM(pATHUECKUX  MaybhopMaruii
JOKaNu3yroTcs B obmactu men (okoiio 75%) u moamelimiedHoit obnactu (20%),
3HAYUTENIbHO peXe pacHpoCTPaHSAIOTCS B  CPENOCTEHHE, Haubojee peaKo

BCTPCHAIOTCA M&HBCI)OpMaHI/II/I, HUCXOOAIINE M3 IMOAB3AOMIHO-IIAXOBOI'O IICPBHUYHOTIO

auMmbaTrueckoro meika [4,17,24,28,52,53,141].

Pucynok 8. DMOpuroHanbHbIe TUM(DATHIECKUE MEIIKH
1 — moBepXHOCTHBIN MIEHHBINA TUM(PATUYECKUNA MEILIOK
2 — speMHbBINA TUM(ATUYECKUIA METIIOK

3 — MOAKJIIOUMYHBINA TUM(PATHIECKHUIN MEITOK

4 — rpyaHON TUM(ATHYECKUA POTOK

S — IIUCTPEHA TPYJHOTO MPOTOKA

6 — MoAB3A0LIHO-TTAXOBBIN JTUM(PATHUECKUN MEIIOK
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OOpazoBanusi TuameTpoM Oojiee 2 CM TPaKTYIOTCSA, KaK MaKpOKHUCTO3HbIE,
MeHee 2 CM — MUKPOKUCTO3HbIe [24,127]. OmHoii 3 npuunH (HOpMUPOBAHUS TOTO
WIM HMHOTO BHUAA KUCTO3HOM Maib(popMalMi BO3MOXXHO SIBIIETCS CTPYKTypa
OKpY)Kalollled COeAMHUTETbHOW TKaHW, HalW4yhe O0Jee KOMIAKTHOM CTPOMBI
OPUBOAUT K (OPMHUPOBAHUIO MHUKPOKHUCTO3HBIX MMOPAKEHUM, HAMPOTUB phIXJias
COCIMHUTENbHAS  TKaHb  MO3BOJSET  CHOPMHPOBATHCS  KPYMHOKHCTO3HBIM
oOpa30BaHUSM.

Kpynueie oOpa3zoBaHuss MOTYyT MNPUBOJUTH K  PA3BUTHUIO  TSKEIBIX
WHQPEKIUOHHBIX OCIIO)KHEHUH, BBI3BIBATh TUCGHArvio, HAPYIICHHUS AbIXaHHUS TpU
CIaBIICHUU COCEIHHX OPTaHOB, a TIOBEPXHOCTHOE PACIIONOXKEHHE MOXKET MPUBOIUTH
K BBIPAKEHHBIM KOCMETHMYECKHM Je(eKTaM, 3HAUUTENbHO CHIKAIOIUM KayeCTBO
xusum [14,20,24,127].

I'enepanu3oBanHas  auMmdartuueckas aHomanua (I'JIA) - Tsokenoe
reHEepalM30BaHHOE  3a0o0JieBaHME,  KOrJa  NATOJOTMYECKH  pacUIMpEHHbBIE
auMdaTHYecKue COCyIbl TMPOHUKAIOT B pa3lWYHble TKAHU M OpraHbl ¢
NPEUMYIICCTBEHHBIM MMOPaXXCHUEM OpraHoB rpynHou kietku [84,135]. Tloarumom
IeHEPAM30BAHHON  JTUM(ATUYECKOW aHOMAaJIMM  SIBJIAETCA  KanolU(OpPMHBIMI
AUM(paHTUMATO3, THUCTOJIOTMYECKH  XapaKTepU3YIOUIMICS  HaJIUYUeM  IUJI0XO
OYEPUYEHHBIX CKOIUIEHUN BEpETEeHOOOpa3HbIX JTUM(PATHUYECKUX SHAOTEIHAIBHBIX
KJIETOK, KOTOPBIE CONPOBOXKIAIOT AePOPMHUPOBAHHbIE JTUM(ATUYECKHE KaHAJBI.
[Iporno3 manHoro 3a0osieBaHUs KpailHe HEOJIArONPUSTHBIN, CMEPTHOCTH MPEBHIIIACT
50%, maxke MpU CBOEBPEMCHHOM JMAarHOCTUKE W KOMILIEKCHOM Jieuenun [57,60].
TspkecTh 00yCIIOBIICHA pa3BUTHEM XHIJIE3HOTO BBINOTA, KaK MPABWIIO XUJIOTOPAKCA,
denomena Kazabax-Mepurr (Kasabach-Meritt phenomenon), xapakrepusyrorerocs
KU3HEYTpOXKAIoIas  TPOMOOIMTONICHNWEH,  KoaryJlonmaThei  MOTpeONeHus u
Pa3BUBAIOIIETOCS BCJCACTBUE JIOKAIBHOTO TPOMOOOOpa3oBaHUsl B JIUM(PATHICCKOM
xommonente [50].

Kananpupii Tunm muMdarnyeckoil mManbopManuu — paclIupeHrue KPYIMHBIX
KOJUIEKTOPOB  JTUM(pATHUECKOH CHUCTEMbl B pe3yibTaTe THUIOIUIA3UU LUCTEPH

IPYJHOTO MPOTOKA, MpUBOAS K oOcTpykuuu numdoorToka [84]. KnuHuueckue
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MIPOSIBJICHHSI 3aBUCIT OT YPOBHS MOPAKEHUS W CTETEHH OOCTpyKuu. [Ipu BeICOKOM
CTETICHU OOCTPYKITUH MOTYT MPUBOIUTH K PA3BUTHIO XHJIC3HBIX BHITIOTOB.

«IIpunoOpeTeHHas» mporpeccupyroias JuMQparnieckas aHOMaIUSI - MEIJICHHO
IIPOTrpECCUpYIOIIee COCYAUCTOe 00pa3oBaHKe, KOTOPOE IO CBOMM MOP(OIOTHUECKUM
pU3HaKaM HallOMUHAET BHICOKOAM(PGEPEHIIMPOBAHHYIO aHTHOCAPKOMY, HO HE IMEET
IPHU3HAKOB KJIeTOYHOH atumuu [35,84].

Bbonesns I'opxam-CrayTa — Kpaline peakoe 3a00JieBaHUE, XapaKTEPU3YIOIIEeCs
IIPOTPECCUpYIONIeH pe3opOuuell KOCTell ¢ MOBpPEXICHHEM KOPTUKAIBHOTO CIIOS 32
CYET MATOJOTHYCCKUX pPa3pacTaHWil JUM(PATHICCKUX WA KPOBEHOCHBIX COCYJIOB.
BnepBeie nanHoe 3a0osieBaHue omnucaHo B 1838 romy kak ciydail «0eCKOCTHOM
pyku» y 12-meTHero Maib4yuKa, THCTOJOTUYECKAsl XapaKTePUCTUKA U 0030p cepuu
cirydaeB ObLTH oIyOuKoBaHbl B 1955 roay [33,48,84].

TskenbIM  KIMHUYECKUM TIPOSIBIICHUEM TEeHEPaM30BaHHBIX U AU Y3HBIX
dopM uM(paTHUESCKUX aHOMAIIMH SABJSCTCA XHIIE3HbIH BbIOT [60,66] B pasmudnbie
nojocT opraHousma (pucyHok 9). Takke OH MOXKET OBbITh OCJIOKHEHUEM
€CTECTBEHHOTO TEUEHHUS WJIM JICYECHUSI KUCTO3HBIX JUM(aTHUeCKuX MaabhopMaIiuii.
JlaHHOE TaTOJOTHYECKOe COCTOSIHHE XapaKTePU3yeTCsl BBICOKOW JIETaTbHOCTHIO, J0
30-50% [26,27,47], Mo HEKOTOPHIM AaHHBIM 10 77%, MOCKOJBKY y JCTeH paHHETO
BO3pacTa OCOOCHHO OBICTPO TMPUBOAUT K PA3BUTHUIO THKEIBIX OCIOKHEHHM:
TUNO0ATEOYyMUHEMUH, aHEMHH, JTUMGPOTICHUHM U UMMYHOIS(DUIIMTHBIM COCTOSIHUSIM B

pE3yIbTaTC IIOTCPb I/IMMYHOFJIO6YJ'IJ'IHHOB, KOaryJiornaTu, BOAHO-3JICKTPOJIUTHBIM

HapymeHusm [26,27,42,47,134].

XMnoneputToHeym

XUNE3HbIA BbINOT XUNOTOPAKC

Xxunonepukapa

Pucynok 9. Buabl XWJIE€3HOTO BBIIIOTa B 3aBUCHUMOCTH OT JIOKAJIM3AIMHU

nporecca
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nmmearunueckan
manbpopmauyma

nepBUYHbIN

Hespenoctb

XUNe3Hblii BbINOT
nMm@aTmYecKmUxX cocyaos

BTOPUYHbIN

Pucynok 10. Pacnipenenenue B 3aBUCUMOCTH OT IPUUKUHBI (POPMUPOBAHUS

B cTpykType Xune3Horo BbINOTA MPUHATO BBIACIATH MEPBUYHBIN U BTOPUYHBIN
tunel (pucyHok 10) [47,62]. TlepBuuHbIE COCTOSHUS CBSI3BIBAIOT JIHOO ¢ HATMIHEM
BPOJXKJICHHBIX TIOPOKOB Pa3BUTHUSI JTUM(DATUUECKOW CHCTEMbI, BKIIOYAIONUX B ceOs
AaHOMAJIBHYIO  CTPYKTYpy  JUM(ATHYSCKOTO  JIepeBa WA  TOBBIIICHHYIO
MPOHUIIAEMOCTh  CTEHKH JIMM(PATHIECKUX COCYAOB, JMOO C  HE3PEIOCTHIO
TUM(ATUYECKUX COCYJOB M ITUCTEPH, YTO MOXKET CIOCOOCTBOBATh TPAHCCYAAINH
[5,22,47,134,149]. Hainume W3MEHCHHH B CTPYKType JIUMQPATHUECKOTO JIepeBa
(pacumupeHre WM OKKIIO3US COCYZOB) NPHUBOAUT K JUM(OCTa3y, MOBBIIICHUIO
JaBJICHHS B IPOCBETE COCYIOB, YTO criocoOcTByeT umMpopee. [26,62,149] UmeroTcs
JTAHHBIC O CBS3W XUJIE3HOTO BBITIOTA C TeHETHYECKUMH cuHapoMmamu [llepmreBckoro-
Tepuepa, Jlayna, Knmunnens-Tpenone-BeGepa, 'opama, Hynan, Pexnunrxaysena, B
TOM YHCJIC COYETAaHUE C HaJMYHMEM BPOXICHHOTO Mopoka cepama [16,26,27,42,145].
HenaBHue  reHeTWYecKWe  WCCIECMOBAHUA  JUM(IHIOTEIHATBHBIX  KJIETOK,
BBIJICJICHHBIX W3 BBINOTA TMPU XWIOTOPAKCE TMIOCJIE TPOBEICHHBIX KOPPEKIIHIA
BPOXKJICHHBIX TIOPOKOB Cepilla, NMPHUBEIH K BBIBOAY O HAIWYUU COMYTCTBYIOIIMX
CYOKJIIMHMYECKUX TUM(DATUUECKUX aHOMAJIUI U OMPEJEHIN Pl TCHOB-KaHIUIaTOB
[140]. BpoxaeHHBbIC MOPOKU PA3BUTHS JUMGPATHUYSCKOW CHUCTEMbI, KaK TMPaBUIIO,
UMEIOT MOAOCTPOE TEYCHHE W HOCAT IMporpeccupyrommii xapakrep [62], moatomy
CUMIITOMBI 3200JIEBaHMSI K MOMEHTY POXKICHUS MOTYT OTCYTCTBOBAaTh, B CBS3U C YEM
XHUJIC3HBIC BBIMOTHI, BO3HUKAIOIIME JIO 3 MECSIEB XU3HMU, IPUHATO CYHUTAThH
BpOXIEeHHBIMHU. [2,3,22].

Pa3BuTHEe BTOPUYHOTO XWJIE3HOTO BBIMIOTA CBSI3AHO C TPABMATHYECKUM
pa3pbIBOM JTUMGATHYECKOTO COCY/Ia, TOBPEKICHUEM, BOSHHUKIITUM TIPH OTIEPATHBHOM
BMEIIIATEILCTBE WJIM TIOCTAHOBKE IEHTPATBHBIX BEHO3HBIX KATETEPOB, a TAKXKE MPHU

JTFOOBIX COCTOSAHMAX, KOTOPBIC BJICKYT 3a co00lf TMOBEIIIICHUE JaBJICHUA B
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muMpaTHYecKnX cocyaax (CoaBlieHWe W3BHE HOBOOOpPA30BaHUEM, TMPOPACTAHHE
3JIOKAYECTBEHHBIM 00pa30BaHUEM COCYJa, XPOHWYCCKUN TeMaTUT, IUPPO3 TICUCHH,
nopTajbHas TUIEPTEH3Us, TyOepKyje3 NUMEPaTUYECKUX Y3JI0B, criacuHasi 00JIe3Hb).
[Ipn WCKIIOYECHUH BTOPWUYHBIX NPHYMH, YCTAHABIMBACTCS UArHO3 TEPBUYHOTO
xuiie3noro Beinora [1,4,26,32,47,134]. B HEKOTOpPBIX ClydasX MOYKHO TOBOPHUTH O
MPEAPACIIONIOKEHHOCTH K Pa3BUTHIO BTOPUYHOI'O XWJIE3HOTO BBINIOTA, 3TO MOXET
OBITh PE3ylIbTATOM HE3HAYUTENBHBIX MYTAIMAX B TeHAX, OTBEUAIOIMUX 32
dbopmupoBanre IMMGATUYECKON CHUCTEMBI, ATOT BOINPOC TpeOyeT AalbHEUIIEro
usydenus [73].

1.7 T'ucTosiornyeckasi XapaKTepuCTHKA

[To cTpykType KHCTO3HBIE JUMpaTHYeCKue Maab(hopMalii MPeaCTaBICHbI
TOHKOCTEHHBIMH  KHCTO3HO  PACIHIUPCHHBIMH  JIUM(PATHICCKUMHA  COCYAaMH,
UMEIOIIUMH  HEMPaBWIbHBIA  IIMPOKUNM TPOCBET, BBICTIAHHBIMU  IJIOCKUMU
OHAOTETUATBHBIMA KJIETKAMH CO CKYJHOM IO CPaBHEHHUIO C SHIAOTEIUATbHBIMU
KJIETKaMH KPOBEHOCHBIX COCYJOB IuToruiazMoi [61,66,74]. B crenkax oOpa3oBaHuUs
BCTPEYAIOTCS IMYYKH AHOMAJIbHO OPUEHTHPOBAHHBIX TJIAJKOMBIIICYHBIX KIIETOK,
CKOIUICHHUS JIMM(OIMTOB W TUIA3MAIIUTOUIHBIC IEHAPUTHBIC KICTKHA (TIOMYJISAINS
UMMYHHBIX KJIETOK, UTPAIOIIUX BAKHYIO POJIb BO B3aUMOJICUCTBUM BPOXKJIECHHOTO U
MPUOOPETEHHOTO HMMMYHHBIX OTBETOB). TakWe CKOIUICHHS JIUMQOIMTOB U
MIa3MalUTOUAHBIX ~ JEHAPUTHBIX  KJIETOK  HAOMIOJAIOTCS TPH  Pa3IMYHBIX
BOCHAJIUTENIbHBIX, ayTOMMMYHHBIX, UHPEKIIMOHHBIX M HEOIUIACTUYECKUX IMpoIleccax
B OpraHW3Me W Ha3bIBAIOTCA TPETHYHBIMU JuMpouaneiMu opranamu [51]. Ux
dbopMHupoBaHHE, BO3MOXHO, CBS3aHO C HHU3KMM  JUM(OTOKOM  BHYTpHU
muMpaTrudeckord Manb(GOpMaIfu, YTO CIIOCOOCTBYET 3aJIepKKE MMMYHHBIX KJIETOK,
KOTOpBIE B CBOIO OYEPEIb MOTYT CIIOCOOCTBOBATh POCTY O0Opa30BaHUs, MPOAYIIUPYS
TuMGOTOKCMH U japyrue JuMdanruoreHnele  ¢akTtopsl. [lmazmamuronHbIe
JEHIPUTHBIE KJICTKH — TOIMYJISIUS UMMYHHBIX KIJIETOK, CICIHAIU3UPYIONUXCS Ha
BbIpaboTKe uHTEepdepoHa [51]. B cTtpome vacto BbIsBiIsSCTCS (GUOPO3 M MPHU3HAKU
BOCTIATMTEIbHON MHOUIbTpA. MaKpOKHCTO3HBIE U MUKPOKHUCTO3HBIC MTOPAKECHHUS

T000H JOKaJIN3allnuun HCOTJINYHUMBI Impu T'CTOJIOTNYCCKOM )41
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UMMYHOTUCTOXMMHYECKOM HCCIEAOBAaHUM, HO XapakTep oOOpa30BaHUS MOXKET
3aBHCETh OT aHATOMHYECKOTO0 MHKPOOKpyxkeHus [81]. MapkepoMm mumpaTHIECKOro
denotuna sHpotenus spisgiorcs CD31+, momormanwH. [loporaHuH TPHHSTO
CUMTAaTh HamOOJiee OCTOBEPHBIM MapKepoM Uil JUMGPATHYECKUX COCYJIOB
[29,61,66,74,85,130,135].

OO0uenpuHSITHIM CUHMTAeTCs HEBO3MOXKHOCTb 3JI0Ka4Y€CTBEHHOMN
TpaHchopmanuu TuMpaTuaeckoi MaabhopMaIuu.

B caywae reHepaiiv3oBaHHBIX JUM@aTHUECKUX  Maibdopmanuil  npu
TUCTOJIOTHYECKOM HCCIICIOBAHUN OMPEACIIAIOTCS MHOTOYHCIICHHBIC aHOMAJIbHBIC
mieseBUIHbIe TUuMpaTuIeckue cocyabl, BeicTiIanHbie CD31+/TTogomnmanun+/CD34-
sHmoreareM [74], mnpu kamommpopMHOM JUMGAHTHOMATO3¢ KPOME TOTO
MPUCYTCTBYIOT KJIACTEPhl TApAICIBbHO WM HEYHOPSIOYCHHO PACIIONIOXKEHHBIX
BEPETECHOBUIAHBIX KJIETOK. B OKpyKalomux TKaHAX Takke ompenensercs (puopos,
DKCTpaBazalsi JSpUTporuToB. I[Ipu BOBJIEUEHMH B TMPOIECC KOCTHOM TKaHU
BU3YJTU3UPYIOTCS KOCTHBIC TPAOCKYJIBI C KPYITHBIMH OCTEOKIJIACTAMHU, OKPY>KCHHBIMU
¢GbuOpPO3HON TKaHBIO C OOJBIIMM KOJUYECTBOM COCYJIOB M TIOJIOCTEH BBICTIAHHBIX
SHIOTEIIMEM C TOJIOXKHUTEIIbHBIMU Mapkepamu JuMmpatudeckoro penorumna [33].

1.8 CoBpeMeHHble TIpeCTaABJIeHHS 00 OJTHOJOTMM W TMATOreHe3e
JuM@paTHYeCKuX Maab(opManru

[Ipuunnbl opMHUpOBaHUS JTUMPATHUECKUX Malb(opManuil Ha CEroJHAIIHUN
JIeHb W3y4YeHbl HEJAOCTATOYHO, HO, OJiarojapsi MIMPOKOMY CIEKTPY TeHETHYECKUX
WCCJICIOBAHMUIA, B TIOCJICIHEEC BPEMS JOCTUTHYT 3HAYHMTEIBHBIA MpOrpecc B
MOHUMAHUU  MOJICKYJISIPHBIX ~ OCHOB  maTtoreHe3a. (CorjlacHO  COBpPEMEHHBIM
mpeacTaBieHussM  JuMdaTudeckue  MalbpopManud  3TO  pe3ynbTar  psjaa
TCHETHYECCKUX COMATHYCCKUX MYTallMid, BO3HHMKAIOIIMX HAa pa3IMYHBIX JTamax
AMOpHOTEeHE3a U MMPUBOAAIINX K (POPMHUPOBAHUIO MATOIOTUYECKOTO TUM(DATUIECKOTO
nepesa [43,56,71,73]. JlaHHy:0 MaTOJNOTHIO TMPHHATO paccMaTpUBaTh  Kak
BPOXKJCHHBIN TTOpoK pa3Butus [17,20,41,52,73]. MoOMeHT BO3HUKHOBEHHUS MyTallUU B
npoiecce nuUM(paHTHOTEHe3a OO0YyCIaBIMBAeT IMUPOKUH CIEKTP KIMHHYECKUX

MPOSIBJICHUM, JaX€ B paMKax OJHON HO30JIOTHYECKOHW (OpPMBI 3a CUeT SBJICHUM
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Mo3aul3Ma, (GOPMUPOBAHUS T€HETUYECKH HEOTHOPOIHBIX KIETOYHBIX MOIMYJIALUN
[84]. OcHoBHBIC TeHBI, BiMstONIMEe HAa (OpMUpPOBaHUE TUM(PATUICCKUX COCYIOB, U
CBSI3aHHBIE C HAJIMYMEM MYTAllUU MPOSIBICHUA MPEACTABIECHb B Tabnuie
[21,43,56,71,73,76].

bonpmnHCTBO NMM(paTHYecKux Majab(opMaluil SBISAIOTCA CHOPAAMYECKUMU
3a00JIEBaHUSIMU B PE3YyJIbTAaTE COMATUYECKUX MYTallUii, a HE MyTallui 3apObIIIEBON
JMHUY, JHIIb HEOOJbIIas 4YacTh SABISIETCS HACIEAyEMBIMU IOPOKAMH Pa3BUTHS
[43,56,71,78,84,127,135].

CymiecTBylOT JaHHBIE W O TOM, YTO HENb3s IMOJHOCTBIO HCKIIOYHTH
HEOIUIACTUYECKHIM XapakTep pPa3BUTHUsS MATOJOTMU JUM(ATUYECKOW CHUCTEMBI.
CornacHO HEKOTOpPBIM  HCCIIEJOBAHUSIM, B JHUM(IHIOTEIUAIBHBIX  KJIETKaX
muM@aTudecknx Manb(opmaiiuii Oblja BBISIBIIEHA CBEpXdKCIpeccus (akrtopa pocra
saporenusi cocynoB C (VEGFC) B coBokynnoctu c¢ pernentopom VEGFR3, uto
YKa3bIBAa€T Ha MapaKpUHHBIA U ayTOKPUHHBIM THUI B3aUMOJICHCTBUS U M30MPATEIHHO
WHAYLHUPYET M30BITOYHYIO Mposudepannio TuMdIHI0TeNnanbHbIX KieTok [71]. U
BCE-TaKH, HECMOTpS Ha JEMOHCTPUPYEMYIO TUIEepIpoIrQepanuto
TUM(IHIOTENNATBHBIX KJIETOK, MPOIECChl CTapeHWss M amnonTo3a B HUX HE
HapYILICHbI, YTO CBUJETEIBLCTBYET 00 OTCYTCTBUU 3JI0KAUECTBEHHOM TpaHchopmanuu
[84].

Tab6auna 3. ['eHeTrueckne MyTally MPU Pa3INYHBIX TUMAX JTUM(ATHIECKIX

Masb(hopMaruii

reH MyTalus dbenoTun

VEGFR3 MHCCEHC-MyTanuu, Biaustomye | bomesas Houn-Munpos (Nonn-

Ha TUPO3UHKHUHA3ZHYIO Milroy disease). nedexr
aKTUBHOCTB peIenTopa TUM(ATHIECKUX COCYIOB,
dakTopa pocTa SHIOTCIIHS auMdeIeMaTO3HBIN OTEeK
cocyzioB 3 KOHEYHOCTEH, BO3MOMKHO

dbopMHpOBaHNE KUCTO3HBIX (OPM
auM$aTHUIEeCKUX Manb(opmaruii u

XHIJIe3Horo acuura [56,71,73,76].
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Tadauuna 3. [Iponomxenue

FOXC2 JeJIEeIUU X HOHCEHC- HopmasbHO€E KOJIMYECTBO
MyTaluH, IPUBOIAIINE K TUM(pATHYECKUX COCY/IOB, OJTHAKO,
pacriany MPHK nnmn HapyIIeH TUMQOIPEHAXK BCIEICTBUE
YKOPOUYCHHUIO OEITKOB C MOTEPEH | HAPYIICHHS PA3BUTHS KJIAIIAHOB B
byHKIIIH cobuparonux JUMGpaTuIecKux

cocynaax [56,71.73]

CCBE1 TOMO3HUTOTHBIE U COCTABHBIC CunapoM JuM(aHTUIKTa3UN
reTepO3UroTHRIC MyTalu BO | XeHHekama (Hennekam
BHEKJICTOYHOM KOJIJIar€HE U lymphangiectasia syndrome)
KaJIbI[UI-CBA3BIBAIONIEM OCIKE | XapaKTePHU3yeTCs TSHKEIIOM
EGF domain-1 [71,73,76]. nepudepudeckoi TumMdeneMon,

FAT4 MyTaIli¥ B TOMO3MTOTHOM H CBSI3aHHOM C KHIIICYHBIMU
I'€TePO3UTOTHOM COCTOSHHU. TUM(pAHTUIKTa3UAMH, XapaKTEPHBIMU
FAT4 neo0xoaum ajis yepTaMu JIMLA, BO3MOXKHA 3aJEPKKa
KOOPIHHAIIMH TOISPHOCTH pocTa ¥ YMCTBEHHOTO Pa3BUTHSL.
JTUM(IHIOTETHAIBHBIX KJIETOK
B OTBET Ha ITOTOK M JIJIsI
pETryJISIIUU Pa3BUTHS KiIalaHa
TuM(}aTUYECKOro cocya.

ADAMTS3 | GuasiienibHbIE MUCCEHC-
myTarnuu [76].

FBXLY FOMO3UTOTHAS IEJIEHNS OJHOTO
sk30Ha. FBXL7 nencrByer
obumm nmytem ¢ FAT4

GATA2

MyTalluU B F€TEPO3UTOTHOM
COCTOSIHUM C IIOTepen

byHKIINN.

cunapom Omobeprepa (Emberger
syndrome), KOTOpBIN BKJIIOYAET B
cebst mumbenemMy u

MI/IGJIOI[I/ICHHaCTI/I‘{eCKI/Iﬁ CUHIAPOM

[73].
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Tadauuna 3. [Iponomxenue

ITGA9 MHCCEHC-MYTAaIlHH. BposxieHHbIl XUIOTOPAKC B
pe3yibTaTe HapyIIEHHOTO
MopQoreHesa KianaHoB

TUMGpaTHUIECKUX COCY/I0B.

REELIN Jeenus. Jle(ekT MPUBOAKT K HAPYILECHHIO
CO3peBaHMsl COOMPATEIBHBIX COCY/I0B
TM(pAaTHIECKON CUCTEMBI,
mumbeneme u GoOpMUPOBAHUIO

XHJIC3HBIX BBITIOTOB.

MDFIC MHCCEHC-MyTalllK dopmupoBanue TUMQpeIeMbl U
XHJIE3HBIX BBIIIOTOB B PE3yJIbTATE

nedexra popMHUpOBaHUS KIIATAHOB

[78]
PIK3CA comartnyeckue akTuBupymomme | CrekTp CHHAPOMOB U30BITOYHOTO
MYTaIliH, pocta PROS (PIK3CA-Related

Overgrowth Spectrum), rpymma
peaKux 3a00JIEBAHUI, YACTh KOTOPBIX
BKJIIOUAET HAJIMYKE TUM(PATHIECKUX
manbpopmaruii [43,71,79,
127,129,135,139].

Bo3MOXKHBIMU MeXaHU3MaMH Pa3BUTHS MATOJIOTHH CTPOCHUS JTUM(BATHIECKOTO
JiepeBa SBJSETCS HapyUIEHUWE MPOLIECCOB CIUSHUSA 3a4aTKOB, MPOUCXOISIINX U3
AMOPHUOHAJIBHBIX BEH M M3 YYAaCTKOB CHEIHAIU3UPOBAHHONW ME30/I€pMbl, HETOIHOE
co3peBanue Proxl+ sHaoTenualbHbIX KJIETOK, N3MEHEHHE BEKTOpa MUTPALMU YacTH
JTaHHOUW TIOMYJIAIIMA YMOPHUOHATEHBIX KJIETOK.

Jlist kucto3HbIX JuMbatndecknx Manb(opmanuii B 80% mporieHTax cirydaceB
BbIsBIsieTcs:  akTuBupyomas wmyrtanus PIK3CA, npuuem 11 Mukpo-
MaKpOKHCTO3HBIX IOpPaXEHUH HE ObUIO BBISBIECHO CYUIECTBEHHOW pa3HULBI B

HKCIIPECCUU TaHHOTO T€Ha, YTO TOBOPUT O MPUMEPHO OAMHAKOBOU 3(PPEeKTUBHOCTU
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Tepanuu HMHrUOUTOpamMu  (HocHOTUIUIT-UHOZUTON-3-KUHA3Bl ISl JAHHOTO THIIA
natojoruii  [43,57,79,84]. B 2014 romy Obutla BBIIEICHA TpyNIa PEaKHX
3a00JIeBaHUM, MPUUYUHOM KOTOPBIX sBIseTcs comaruueckas mytanus PIK3CA —
ciektp cuHapoMoB n30ObiTouHoro pocra (PIK3CA-Related Overgrowth Spectrum
(PROS)). OnmHuM W3 KIMHUYECKUX TMPOSBICHUNA JAaHHOW TIaTOJIOTUU SBJISICTCS
HAJIMYUE COCYAMCTBIX aHOMAJIMHA C 3aMEIJIEHHBIM KPOBOTOKOM, B TOM YHCIIe
auMmdaTrueckux. B HacTosiiee BpeMs AMCKYTaOEIbHBIM OCTAaeTCsl BOIPOC, CUUTATH
J¥ W30JIMPOBaHHBIE JTUM(pATHIECKHE MaabPOopMaIlii YacThiO CIEKTpa CHHIPOMOB
U30BITOYHOTO POCTAa C MUHUMAJIBHBIMHU €T0 MPOSBICHUAMH WM KIACCU(PUITUPOBATH
UX KaK CBSI3aHHBIC PACCTPOMCTBA, HE BXOJAIINE B CIIEKTP CHHIAPOMOB M30BITOUYHOTO
pocra [127,129,139].

HesicupiM ocTaeTcs MexaHu3M (QOPMHUPOBAHUS TOTO WM WHOTO THIIA
KUCTO3HBIX JuM@parnueckux wmaiabhopmanuii. OgHako B TMOCIEAHEE BpeMs
HAMETUJICS IPOTPECC B U3YUEHUHU JIAHHOTO BOIMPOCA B CUITY BBISIBICHHBIX Pa3Inyuil B
IKCIIPECCUN TEHOB MPHU HACHTUYHON THCTOJIOTUYECKON M MMMYHOTHCTOXUMHYECKON
KapTUHE TIPH MaKpO M MHUKPOKHUCTO3HBIX Mayb(popManusx. B MUKPOKHCTO3ZHBIX
ManbpopMalusax  HaOMIomaeTcss — TUIEpPAKTUBAIlMS  AHTHAMONTOTUYECKUX U
npoiar@epaTUBHBIX MEXaHU3MOB, CBEPXIKCIIPECCUSI MATPUKCHON METOJUIONpOTea3bl-
9, 4TO HPUBOJUT K PACTBOPEHHMIO BHEKJIETOUYHOTO MAaTPHUKCA, BBICBOOOXKIECHUIO
MPOAHTHOTEHHBIX (DAKTOPOB, CTUMYIUPYET MUTPAIMIO U WHBA3HIO DHIOTEIUATBHBIX
KJIETOK. DTO MOXET OOBSICHUTH CJIOKHOCTb PAJUKAJIBHOTO YyNAJ€HHs U BBICOKYIO
YacTOTY PEUUANBUPOBAHUS MUKPOKHCTO3HOTO KOMIIOHEHTAa TMOCIE XUPYPTHYECKHX
BMEIIATENbCTB. B MakpOKHCTO3HBIX Manb()OpMalUAX BBISABICHB HApPYIICHUS
PETYJSIMU  TIPOIIECCOB  KJIETOYHOTO JbIXaHWS ¢ QJalnTallid K THUIIOKCHUH.
PeMonenupoBanue wmaTpukca, MUTpalusi W pPa3BUTHE DSHIOTEIHS B YCIOBHSIX
TUTMOKCUU TPUBOIUT K (POPMHUPOBAHUIO HMIMPOKUX MPOCBETOB, HAOIIOAAEMBIX TPU
naHHo# popme manbhopmaruu [98].

1.9 lmarnocTuka

AHTeHaTanpHas yIIBTPA3ByKOBAs JTMArHOCTHUKA TuM(paTUIECKIX

MaJTb(opMaIMiii BO3MOXHA Yallle CO BTOPOro TpumecTpa oepemenHoctu [17,19,62].
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VYuutbiBass OOJBIIOE KOJTHMYECTBO COOOIIEHHM O codeTaHUuM JUM(aTHIECKuX
Mab(opmaruii ¢ paznuaabiMe cuaapomamu (Illepmesckoro-Tepuepa (Shershevsky-
Turner), Jlayna (Down), Knunmens-Tpenone-Bebepa (Klippel-Trenaunay-Weber),
I'opama (Gorham), Hynan (Noonan), Pexnunrxaysena (Recklinghausen), DnBapaca
(Edwards), Ilatay (Patau), CLOVES) [33,138], Ilpu BbisgBieHHU TUMGbATHISCKHX
ManbQopMaIii PEeKOMEHOBAaHO HCCIIEIOBaHHWE KApUOTHIIA IUI0NA, MPEHATATIhHOE
KOHCYJIbTUPOBaHUE OyIylmUuX pOTUTENCH C T[EeJIbI0 TPUHSATHS PEIICHUS O
MPOJIOHTHPOBAHUHM OEPEMEHHOCTH, OMpEACIICHUsI Crmocoda poaOpa3pelicHus] u
JTaTbHEHIIEH  TaKTHKH. AHTCHATAIBHOE  BBIABICHHE KPYIHBIX  KHUCTO3HBIX
00pa3oBaHMiA, CHABIUBAIONIMX J>KU3HEHHO BA)KHBIC OpTaHbI, IO3BOJISET OKa3aTh
HEOOXOIMMYIO TTOMOIIb YK€ BHYTPUYTPOOHO MOBBICUTH IIAHCH Ha OJAarompHsTHBINA
ucxon [136].

B nmarHoctuke muMmdaTHYecKuX MalbQOpMauid pa3IIHBIX JIOKAIA3AIANA
UCTIONB3YEeTCs YIABTPA3BYKOBOE HCCIIEOBAaHUE, NMPU KOTOPOM B CIydae KHUCTO3HOM
JIM Bu3yanu3upyercsi aH3XOT€HHOE OOpa30BaHHWE C BBIPAKEHHBIM HapyXHBIM
KOHTYpOM H TIeperopojkamMu 0e€3 KpOBOTOKA, TOJBKO B TEPErOPOAKAX MOMXKET
PETUCTPUPOBATHCS HE3HAYUTEIBHBIH KPOBOTOK. B cilydae Haawuusi KPOBOWBIHSIHUS
WIW TIPU TIPUCOSANHEHUH WHPEKIUU XapaKTep dXOCHTHANIA OT COIEPKUMOTO MOXKET
usMennthes [17,42,53,141].

[Ipr cmoXKHOM aHATOMUYECKOW JIOKAIM3alMM TNPUMEHSAETCS MAarHUTHO-
pPE30HAHCHAS WJIM KOMIBIOTEpHAs: TOMOTpadust Al YTOYHEHHUS XapaKTepa mpoiecca.
[pu UCCIICIOBAaHUH BO3MOXHO UCTIOJIb30BAHUE NPOTHBO(A3HBIX
nocieaoBareiabHocTell  in-phase/out-of-phase (IP/OOP), oxHOpoaHOE CHHXKECHHE
nHTeHCUBHOCTU MP-curnana na OOP nocienoBaTebHOCTH KUJIKOTO COJIEPKUMOTO
CBHJICTEIILCTBYET O XHJIE3HOM ero xapakrepe [8,20,28,42,141].

B HekoTOphIX ciy4asX, B YaCTHOCTH, NMPH KOMOMHHPOBAHHBIX COCYAHMCTBIX
Maltb(hopMaIusX, JJIsl YCTAaHOBJICHHUS JUArHo3a HeOOXOIMMO BBITIOJIHEHHE OMOIICHUH,
poBeIeHuEe MOP(OIOTUIECKOTO ¥ UMMYHOTHCTOXUMHUYECKOTO UCCIICIOBAHUS.

B cnyyae pa3BUTHS XHWIIE3HOTO BBINOTA IMPH BBIMOJHEHHH YJIBTPa3BYKOBOTO

UCCJIEIOBAHUSI WJIM PEHTreHorpaduu perucTpupyercss cBoOOAHAs JKUIKOCTb B
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cooTBeTCcTBYIOMmEH mojoctu [19,42]. Tlpu BBIABICHUH BBIOTA B IUICBPAIBHOW WIIH
OpIOIIHON TOJIOCTSAX, BBHITIOJHICTCS APCHUPOBAHUE IIOJIOCTH, OWOXMMHYECCKUN U
IUTOJIOTMYECKUI aHaIN3 APEHAXKHOUN ®KuAKOCTH. KputepusiMu Xune3Horo xapakrepa
BBINOTA TPHUHATO CYUTATH COAEPIKAHMEe TPHrIMIepunoB 6omee 0,001x107%/m, muro3
Ooiee 0,001x1 0"/ C npeobiialaHueM JTUMQOITMTOB 110 80-90%
[18,22,26,27,32,42,134]. Y HOBOPOXIEHHBIX JeTEH, KOTOpbIC HE IMOJyYayn
DHTEPATILHOE TUTAHUS, YPOBEHb TPUTIHUIEPUIOB B JIPEHAKHOU >KUIKOCTH MOXKET
ObITh HE3HAUUTEIBHBIM. Y  B3pPOCIBIX MAIIMEHTOB BO3MOXKHO IPOBEJICHUE
muMmporpadun ¢ Heap0 00HAPYXKEHUS JOKAIU3alUd UCTOYHHUKA JTUM(POpPEH, OJHAKO
ATO yJaeTcsl JajeKko HeBcerja, a y JeTed rpynHoro Bospacta Jumdborpadus He
MPUMEHSIETCS B CHIIy TEXHUYECKUX TPYAHOCTEH U Cephe3HBIX MOOOYHBIX A((HEKTOB.
C uenpl0 YCTaHOBJIEHHS TUMNA JUM(PATHYECKON MaibpopMalnud HeoOX0IUMO
NPOBEICHUE MOJICKYJIIPHO-TEHETHUECKOro ucciiefoBanus [79]. OaHako B 3THX
CJIy4asiX 4acTO BO3HUKAIOT CJIOKHOCTHU C MOJI00OPOM OMOJIOTMYECKOT0 MaTepuaia Jis
uccnenoBanusi. HccnemoBanue mnepudepuueckoil  KpoBH, OuomnTata  KOXH,
TuM(paTUYECKON KUJIKOCTA MOXKET HE OTpa)KaTh TOYHOW KapTHUHBI M3-32 BO3MOKHBIX
SABJICHUN MO3aulU3Ma.

Ecnu mpocthie kucTo3Hbie GhopMbl TUM(PaTHUECKUX aHOMAJIMH, KaK MPaBHIIO,
HE BBI3BIBAIOT COMHEHUW TMpU JUArHOCTHKE, TO JuddepeHInanbHblii AUarHos3
CIOXHBIX (opM nuMpaTHUECKHMX aHOMAIUH MOXET BBI3BIBATh 3HAYUTEIIHHBIC
TPYIHOCTH B CHJIy PEIKOCTH JAHHBIX COCTOSIHUM M TEPEKPBHIBAIOIIETOCS CIEKTpa
KIIMHAYECKHUX TTPOSIBIICHUM.

1.10 Jleuenne aumdarTnyeckux MajabGopManuii 1 XWJIe3HOT0 BbINIOTA

Jleuenne nuMdarnueckux Manmbopmanuii B 3aBUCUMOCTH OT  THIIA,
JIOKAJIM3aIliid YW PacCHpOCTPAHCHHOCTH TOPAKEHUS MOXKET ObITh XUPYpPTrUUYECKHUM,
KOHCEPBATHBHBIM HJIM KOMOMHHPOBAHHBIM [24]. OkuaaHHe CIIOHTAHHON PEerpeccHu
B HACTOSIIIIEE BpEMs HE CYUTACTCS OMPABIAHHBIM, ITOCKOJIBKY HCCIICIOBAHUS
JOKa3alld, 4YTO JaKe B CIydyae COKpalleHUs O0BEMOB 0Opa30BaHUs IOJHAS
CIIOHTaHHAsI pEerpeccusi HEBO3MOXXHA. YUUTHIBAsS COBPEMEHHBIC B3TJSIABI HA

INPOUCXOXKJIEHHWE W CYIIECTBYIOIIYIO  KJIacCUPUKAUUIO  JIUMQPaTHYECKUX
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Maab(hopMaIii XUpyprudeckoe BMENIATEIbCTBO OOJIBINE HE SIBISETCS aOCONIOTHO
MPUOPUTETHBIM W EIMHCTBEHHO BO3MOXHBIM CIIOCOOOM JieueHus. Hawrydmme
pe3yabTaThl BO3MOKHBI MIPU UCIIOJIH30BAHUN KOMOMHUPOBAHHBIX METOJIUK.

Hcroprudueckoe 3HAUYCHWE WMEIOT TOMBITKH TMPOBEIACHUS JIYYCBOM Teparuu,
XOPOIIUX PE3YJbTATOB TOJYYEHO HE ObLIO, KpOME TOro, PUCK HHAYKIMU pOCTa
3JI0KaYeCTBEHHBIX HOBOOOpA30BaHMIA Ha (POHE JICUeHUs OKa3ajcs KpaiiHe BhICOK [41].

1.10.1  Xupypruyeckoe JiedeHHe  KHCTO3HBIX  JUM(aTHYECKHX
Majbopmaumi

Metoa acnupanum coepKUMOro

Acriaparys CoOAep)KUMOT0 Ha CETOMHSAIIHUN JIEHb MCIOJIB3YeTCS B OCHOBHOM
JUISL  IGKOMIIPECCHM KPYIMHOKHCTO3HBIX OOpa3oBaHMI Kak BpEMEHHas Mepa,
HAIpuUMep, TP KUZHEYTPOKAIOMIEM CIABJICHUH IBIXaTEIbHBIX MyTEeH B TOM YHCIIC
kak yactb EXIT (ex utero intrapartum treatment) — mporeaypsl, BBINOJHIEMOW B
IIPOILIeCCe POJIOB, KOT/Ia YCTAHOBKA KapIMOPECITUPATOPHOM MOICPIKKH MPOBOUTCS B
YCIIOBUSX COXpaHEHUs IUIAlleHTapHOTro KpoBooOpamieHus [133,148]. B HekoTOphIX
Clly4asiX BO3MOJXKHO TIPOBEJICHHE OMOPOKHEHMSI KPYIHBIX OO0pa3oBaHUN Jaxke
BHYTPHYTPOOHO, YTO MOXET TPEAOTBPATUTh PAa3BUTHE  OCIOKHEHUH Yy
HOBOpOXkAeHHOTO0. OJIHaKO cama 1o cebe 3Ta mporeaypa HeCeT KOJIOCCAIbHBIE PUCKU
UHAYKIHH TPEKICBPEMEHHBIX Po0B 1 nHpuiuposanus [149,(aeyproo).

CkJiepo3upoBaHue

CkneposupoBanue JuM@aTuueckux MaiabPopMalvii COCTOUT B BBEJACHHUH
Pa3IMYHBIX CKJICPO3UPYIOMIUX TIpermapaToB (MOJUAOKAHOJ, 3TAaHOJ, OJCOMUIIUH,
nokcuuukinH, nunubanun (OK-432), cuHTeTMyeckas coib TeTpaaeuuicylibdara
HaTpus, Jaypomakporosi-400), 4To BRI3BIBAET XUMUYECKOE Pa3pyIICHUE BHYTPECHHEH
BBICTWJIKM TIOJIOCTH 0Opa3oBaHMsl C mocleayomuM ¢GopMmupoBaHueM (puodposa
[14,17,24,41,44,66,126,129,150]. McTropryecKku HaHHBIA METOX JCUYECHHS HAYHUHAJICS
C TIPOBEJICHUS] MHOTOKPATHBIX aCHUpPAIfil COEPKUMOTO MaTb(pOPMAIIHH, YTO OBLIO
Maji03((PEKTUBHO U YACTO MPUBOAMIO K PA3BUTHUIO MH(MEKIIMOHHBIX OCIIOXKHEHUN. B
TanbHEHIIeM OBLJI0 BBISICHEHO, YTO 3HAYUTENBHO Oosiee d(P(HEKTHUBHBIM SIBIISCTCS

COUYCTaHUC acliupaiuun C BBCACHHUECM CKICPO3UPYIOLICTO arcHra. ]_—[J'IH
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MIPEIOTBPAICHHUS TTOBTOPHOTO HAKOIUICHUS TUM(PATHIECKON KUIKOCTH B TIOJIOCTH U
VIYYIICHHUS] CKJIepOo3upyroniero 3¢@deKTa BBIMOTHICTCS HAIOKEHUE aBSIICH
MOBSI3KM Ha 00JacTh Majb(hopMalMid WM YCTAHABIMBAETCS CHUCTEMA AKTHUBHOM
aCTIMpAITUH JI0 peKpalieHus dumdopeu [66,77].

B Hacrosiiee Bpemsi NMpU KPYNMHOKHCTO3HBIX (POpMax C IMOBEPXHOCTHBIM
pacnoyioKEHUEM CKJIEPO3UPOBAHHUE  SIBIIACTCS BBICOKO?((EKTUBHBIM u
MaJIOMHBA3UBHBIM METOJIOM C XOpOIMM (YHKIIMOHAJIBLHBIM W KOCMETHYECKUM
pe3ynbTaToM, B OOJBIIMHCTBE CIy4yaeB IMOCJE 3aBEpIICHUsI Kypca CKIEPO3UPOBAHUS
nake He TpeOyercs ynmajaeHus pyoOmoBoi Tkanu [14,77] . Tlpu MEIKOKHUCTO3HBIX
dbopmax nmumbatuueckux Maiab(opMaluil CKIEpPO3UpOBaHUE HE CTOIb I (DEKTUBHO
[150,.

PesynpraT = CKJIEpO3MpOBaHHMS ~ HAOpsIMyl0  3aBHCUT  OT  BbIOOpa
CKJIEPO3UPYIOIIEr0 areHTa, B YacTHOCTU OT €ro MOBPEXKIAIOIIET0 JCHCTBUS Ha
sHAoTenui. B Hacrosmiee Bpemss I8 CKIEPO3UPOBAHUS  JIUM(ATHUYECKUX
Manbopmaruii  mpemnapatoM  BbIOOpa  CUMTAeTCAd  OJIGOMHUIIMH, OCHOBHBIM
MPEUMYIIECTBOM KOTOPOTO SIBJISIETCS MEHEE BBIPAKEHHBIM OTEK M OOJIE3HEHHOCTD
nociie npoBecHus nporeaypbl [128]. OnHako MPUMEHEHHE €ro y JeTed paHHero
BO3pacTa OrpaHUYEHO B CHITy OTCYTCTBHUS TIOKA JOCTOBEPHBIX JAHHBIX O CTEIIEHU €ro
abcopOIMKy TIOCiIe BBEJCHUS B TIOJIOCTh Majb(popmanuu [44].

CknepoTepanusi MOXKET HCIIONb30BaThCS KaK CAMOCTOSTEIBHBIA METOJ WIIH
OBITh YaCThI0O KOMOMHUPOBAHHOTO JieueHus [77].

B HEKOTOPBIX HCCICIOBAHMIX YAABANIOCh YIYUIIUTH PE3YIbTaThl JICUCHUS
KHCTO3HBIX JUM(]aTruecknx MaiabhopMaruii JomojHeHneM ckiaepo3upoBanns CBY
runeprepmueii. Meronq CBY runeprepMuud  OCHOBaH Ha KOHTPOJIMPYEMOM
HarpeBaHUM JJICKTPOMATHUTHBIM IIOJIEM oOdara JO TeMIlepaTyp, MNPUBOIANUX K
koarymsaiuu  OenkoB  kierku [7,13]. Kpome Toro, ObUIO [MOKa3aHO, dYTO
MPEIIIECTBYIONIEE  KPUOTCHHOE  BO3JACHMCTBME HA  MATOJOTMYECKHM  odar
(3amopakMBaHHME JKUIKAM a30TOM, TEMIIEpaTypa KHUIICHHS KOTOPOTO COCTaBJISET -
196°C) morenmuupyer sddext ot mocaenyroueir CBY rumeprepmun [24].

Ynanenue o0pa3oBaHus
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B cTpykType Xupyprudeckux METOJIOB JICUCHHs BEAYIIYIO POJbh OE3yCIOBHO
UrpaeT yaajicHue o0beMHOro oOpa3oBaHUs B Ipejeiax 3J0pOBbIX TKaHel [4,17,24, .
CornacHo pa3jIMYHbIM JaHHBIM PAJUKAIbHOE YAAIEHUE BO3MOXKHO NMpUMEpPHO B 60%
CIydaeB KHCTO3HBIX JuMdarnuecknx Maiabhopmaliii, dYame 5TO Kacaercs
KPYITHOKHMCTO3HBIX oOpa3zoBanuii [41]. OmHako, W 3TO CONPSDKCHO C PSIOM
TpyaHocTeil. OO0pa3oBaHUsl YACTO UMEIOT CIIOKHYI0 aHATOMHYECKYIO JIOKAIU3alIUIO,
WHTUMHO TIPUJICKAT K KPYIMHBIM COCYAHUCTOHEPBHBIM ITy4KaM, YTO OOYCIIOBJICHO
MEXaHU3MOM pa3BUTUS JTUM(DATUYECKUX COCYJOB M3 SMOPHOHAIBHBIX BEH U
PACIIOJIOKEHUEM TEPBUYHBIX JUM(ATHUECKUX MEIIKOB. A WHOWIBTPATUBHBIN
XapakTep PoCTa MEJIKOKHUCTO3HBIX JUMdaTudecKux Maib(opuanuii kpaitHe peako
MIO3BOJISICT MPOBECTU paauKaibHOC ynaneHue [4,52]. DTo B 3HAUUTEIILHOW CTEIICHH
YXYJIIAeT Pe3yabTaThl ONEPATUBHOIO BMEIIATEIbCTBA, YBEIMUUBACT PUCK PA3BUTHS
TSOKCIIBIX ~ OCJIOKHEHMH W perumuBupoBanus [52]. Yactora ocinoKHEHUt
XUPYPrUYECKNX BMEMIATENBCTB cOocTaBiAeT 19-33%, yacrtoTa mocieonepanoHHbIX
PELIMAMBOB COCTaBISCT OKOJO 12% mpu BU3yaIbHO paJUKAIBHOM YIAJICHUU H
nocturaet 53% npu 4aCTUYHOW PE3EKILIHH.

Jpyrue MeTo/bl JiedeHUst
Jns  nedeHuss pacHOJOKEHHBIX HAa TOBEPXHOCTH KOXH  MHUKPOKHUCTO3HBIX
auMpaTruyecknx Maiab(opMmanuii B HACTOSIIUNA MOMEHT BO3MOXHO TMPUMEHEHHE
JA3€pPHBIX METOAWK, HECEJICEKTUBHOE UCIAPEHUE TKAHEM W  CEJEKTUBHBIN
dororepmoins, paauodacrotHas adssuus (PUA) [23,24,54]. Wcnonb3yemMbiMu Ha
CETOJIHSIIHUN JIeHb Jia3epaMu SIBISIOTCS Jla3epbl Ha YIJIEKUCIOM Ta3e, Ha
HEOJMMOBOM TpaHare, HMMMYJbCHBIC JIazephl Ha KpacuTeisix. PamuodyacToTHas
abIAIMs B HACTOSIIIEE BpEeMs MCIIOJIB3YETCs B JIBYX pekumax. B mepBom ciydae 3To
BBICOKOUYACTOYHBIM PEXHUM, TO3BOJSIONIMN pa3pyliaTh MNOAJIEeKAIIUEe TKaHU 0e3
MOBPEXKACHUA  IOKPOBHBIX  TKaHeW. HM3KO4aCTOTHBIA  peXUM, HAINPOTHUB,
UCIIONB3YETCSl Uil  yAaJ€HUus TMOBEPXHOCTHOTO CJIOSl, HAMNPUMEpP CIU3HCTOU
000J104KH, HE TTIOBPEXKAasi COCEHUE TKaHHU.

Ha »Ttamax wucciemoBanuWsi HaXOAWTCS CIOCO0 YCHIICHHS BO3ICHCTBUS

CKIICpO3aHTa Ha OHAOTCIHAJIBHBIC KIICTKH H€06paTHMOﬁ SHGKTpOHOpaHHCﬁ.
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MexaHu3mM OCHOBaH Ha HeoOpaTMMOM (OPMHPOBAHMHM HAHOMOP B KIETOYHOU
MeMOpaHe MoJ AEHCTBUEM KOPOTKHX BBICOKOBOJBTHBIX UMIYJbCOB, UTO MPUBOAMT K
rubenu KJIETKH B  pe3yjbTaTe€ HEBO3MOXKHOCTH BEpPHYThCS K HUCXOJHOMY
TOMEOCTAaTHYECKOMY COCTOSTHUIO [2].

1.10.2 KoncepBaTuBHasi Tepanusi JuMdaTnieckux Majabpopmanuii

MenukameHTo3Has Tepanus W3HAYaJIBHO paccMaTpuBaach KaK
BCIIOMOT'aTEJIbHBI KOMIIOHEHT MpPH PA3JIUYHBIX BUIAX XHUPYPrUUYECKOTO JICUECHHS.
OnHako, B MOCIEIHEE IECATWIECTUE BBHUY 3HAUUTENBHBIX YCIIEXOB B HM3YyUYEHUU
natoree3a  (GopmMupoBaHHs ~— JUMATHYECKUX  Malb(opmanuil  TapreTHas
(dapmakoTepanus BBIXOAUT HA MEPBBIH MJIaH.

Hcroprueckoe 3Hay€HUWE MMEIOT IOIBITKM NMPUMEHEHHs IPOIPAHOoJIONa IMpU
auM(paTUYECKUX Mallb(pOpMalUAX, YCHEIIHO HCIOJIb3YEMOTO MPU HH(DAHTHIBHBIX
reMaHrMoMax B Hacrosiee BpeMs. HekoTopwlli mojoxkuTenbHblli 3¢deKkT B
NPOBEJCHHBIX HCCIEIOBaHUAX ObUI CBSI3aH C BO3/JCHCTBHEM Ha KOMIIOHEHT,
coJiepKallliii KPOBEHOCHBIE COCYAbl TP KOMOMHUPOBAHHBIX MalIb(pOpMaLIUsX.

C 2008 roma HayaimM TIOSBISTHCA TIEPBBIC COOOIICHHS O BO3MOXKHOCTH
NPUMEHEHUSI CHUpPOJIUMYCa [UJIi KOHCEpPBATUBHOW Tepamuu JIUMQPaTHYECKUX
manbdopMmaruii  [58,65]. Cupomumyc  SBISETCS ~ MMMYHOCYNPECCHBHBIM W
IIPOTUBOONYXOJIEBBIM  CPEACTBOM,  M3HAYaJIbHO  HCIIOJIB30BAaBIIMMCA  Kak
aHTUOAaKTepUaIbHBIN TIpenapar. JleiicTBue cupoaumyca CBA3aHO ¢ MHTMOMPOBaHUEM
MTOR-KkuHAa3bI, SBISIONIEHCS BaKHEUIIUM (EPMEHTOM PETYJAINH  KIETOYHOTO
mukina  [25]. [lpy WHrHOMpOBAaHMM MUIICHUW palNaMUIMHA MJICKOIMUTAFOIIUX
(mammalian target of rapamycin (mTOR)) kiIeTOYHBIM UK OCTaHABIWUBACTCS Ha
rpanwuiie neproaa mokos u ¢asel perukanun JJHK [34,40]. Kpome Toro pamnamuriyx
BBIKJIIOUAET OTBET JHJIOTEIMAJIbHBIX KJIETOK Ha MPOAHTHOTEHHbIE (DAKTOPBI, YTO
3HAUUTETBbHO  3amemiuser  aHruorede3.  Cupomumyc  unruompyer  VEGEF-
WHAYLMPOBAHHYI0  THIEPHPOHULIAEMOCTh  MHUKpPOCOCYAOB.  TepameBTHUECKOi
KOHIICHTpAIMEH mpemnapara B mia3me kpoBu cuutaercs 10-15 ur/mn [58]. B cBsizu ¢
OTCYTCTBUEM KJIMHUYECKUX PEKOMEHJIAUWA M COOTBETCTBYIOUIMX IIOKa3aHW B

WHCTPYKIIMM K TIpernapaTy HazHaueHue npoBoautcsa «off-label». B mocnennee Bpems
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MOSBUJIUCh  JTAaHHBIE O BO3MOXXHOM MECTHOM JICYCHHH CHPOJIUMYCOM TIPH
MOBEPXHOCTHBIX JIuMpaTuiyecknx Manbdopmammsx [65]. CoriacHo JaHHBIM
MOJICKYJISIPHO-TEHETHUECKUX ~ HMCCIEAOBAHUN TPHU KUCTO3HBIX  JTUM(PATHICCKIX
manbpopmarusix B 80% cilydaeB BCTpedaeTcs aKTUBUPYIOIIAs MyTalus B TEHE
PIK3CA, xomupyromem kirodeBoe 3BeHO 1enu peakiuid  PI3K/Akt/mTOR,
YYaCTBYIOIIMX B OCHOBHBIX TPOIECCaX KUZHEACATSILHOCTH KJICTKH, TAKHX KaK POCT,
mudpdepernuporka u amnonrto3 [58,70]. IIpoBeneHHBIE paHEe HCCIICIOBAHHS
NONTBEPXKIAl0T A(P(HEKTUBHOCTh CHPOJIMMYCa B  OTHOIICHWW  KYIHUPOBAHUS
auMdoper, B TOM YHCIIEC MPH TEHEPaTU30BAHHBIX Malb(POpMaIusix, YMCHBIICHHUS
OOMM W TIOBBIICHHWSI Ka4yecTBa JKW3HM Yy TMANWEHTOB C JIMM(PaTHICCKUMU
Majgb(hopMalusiMU, OJHAKO, BJIMSHUE HA W30BITOYHBI POCT B Clly4ae HaIM4YUA
myTtanuu PIK3CA oka3aics He cTtoiib He3HauuTelbHbIM [60,127,129]. JlocTmkeHus B
OOHapy’>KEHUH TEHETUYECKHX MyTallud ©W  MHOTOOOCHIAIoNIue  Pe3ybTaThl
WCIIOJIb30BAHUSL CHPOJIMMYCa TIPUBEIM K MCCIEIOBAHUAM II0 UCIOJIb30BAHUIO
cneruuyeckoro HWHruouTopa QochaTuana-uHO3UTON-3-KMHA3Bl (anmenucud) B
KaueCTBE TapreTHOW Tepanmuu y NalUeHTOB, MMeromux myranuu B reHe PIK3CA
[43,69].

1.10.3 JleyeHue XUJI€3HOTO BHINIOTA

OOuIEenprUHATOTO TMPOTOKOJA JIEUEHUS XWJIE3HOTO BBIMOTA B HACTOSIIUN
MOMEHT He pa3paboraHo [83,134,147]. Llenpto MPOBOAMMOTO JICYCHUS SIBISIFOTCS
Ky[IUPOBAaHUE WCTEYCHHUS XWJIE3HOW JKHUJIKOCTHU, BOCIIOJTHEHHE MaTOJOTUYECKHUX
norepp M NpopuIaKTUKa WHQPEKIUOHHBIX OcloXHeHud [26,42,62.134]. [lns
9BaKyallud OTJEIAEMOTO IOKAa3aHO IMPOBEACHHE APCHUPOBAHUS COOTBETCTBYIOIICH
nonoctu [42,47,62,134]. Jlns yMeHbIICHHS NPOAYKIMH JUM(bI Ha3HayaeTCs
MUTAaHUE C TIOJHBIM HWCKIIOUYCHHEM >KHPOB, JUOO C TOBBIMICHHBIM COJACpPKaHUEM
CPEIIHELICTIOYCYHbIX  TPUTIHUIICPUJIOB. CpenHenenoueyHbie  TPUTITHIICPUTIBI
TEPUPUITUPYIOTCST C TIUIEPUHOM B KOPOTKHE TPUTIIMIECPUIBI, HE CBSI3aHHBIE C
anoOekaM#, W TIPU BCAaChblBAHMM W3 KHIICYHUKA W3 DHTEPOIMTOB HMX OTTOK
OCYIIECTBIISIETCS. Cpa3y B BEHBI MOPTAIHLHON CHUCTEMbI, MUHYS JTUM(GATHYECKYIO

CUCTEMY, TEM CaMbIM HC CTOJIb CYHICCTBCHHO BJIHUAA HEC KOJIHUYCCTBO O6p8,3y}OIHCI>'IC}I
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TuM(paTHYECKOd JKUAKOCTA. B oTiMume OT HUX JIMHHOICTIOYEYHBIE >KUPHBIC
KHUCJIOTHI B COCTaBE XMJIIOMUKPOHOB TPAHCIIOPTUPYIOTCA TUM(PATHIECKON CUCTEMON U
MIOCJI€ ATOrO MOMAal0T B BEHO3HOE PyCio OOJBIIOro Kpyra kKpoBoooOpamienus. Hamno
OTMETHTbh, JaKE TPHUEM BOJBI MOXKET CTUMYJHUPOBATH YBEIMYCHHE IMPOW3BOICTBA
XHIIe3HOM KuAKocTH Ha 20%, mosToMy Bce-Taku Hanbosee YPPEKTUBHBIM SBIISAECTCS
nepeBoJ pebOcHKa Ha mapeHTepaibHoe muranue [19,22,26,62,75,82]. CormacHo
HEKOTOPBIM HCCJICIOBAHUSM B HEKOTOPBIX CIy4asX XWUJIC3HBIH BBHITIOT MOXXET OBIThH
Ky[IUpOBaH MyTEM HA3HAYEHHUS TOJIbKO MapEHTEPATbHOIO MUTAHUS HAa JITUTEIbHBINA
CpPOK, HO 3TO HeceT B ce0de PHUCKH MOPAKEHUS MEYEeHU, aTpOPUU KHUIICUHUKA,
pa3BUTHS WHOEKITMOHHBIX OCIIOKHEHHH, CBA3aHHBIX C JUTUTCIIEHBIM HUCITOTh30BaHUEM
IICHTPAJIbHOTO BEHO3HOT'O KaTeTepa U CTOsSTHUEM JpeHaxa [47,62,69,82,134].

Haubonee yacTo BcTpeyaronmmcs B IMTEPATYPe KOHCEPBATUBHBIM METOJIOM JICUCHUS
SBJIICTCSI Ha3HAYEHUE MPOU3BOJAHOIO €CTECTBEHHOTO TOPMOHA COMATOCTaTHHA —
oktpeotunaa [5,19,62,68,69,80,82,83]. BrepBrie comaTocTaThH ObUT MPUMEHEH IS
JICYEHMs] XWJIE3HOTO BBINIOTa B JIETCKOM Bo3pacte B 1998 romy PumencOeprepom
[134]. OxTtpeotnn o0nagacT aHAJOTMYHBIMH COMATOCTATHHY (DapMaKOJIOTHUECKUMHM
sbpdextamu. MexaHusm  cHWKEHUd JUMGOOOpa3oBaHUsS TpPU  NPUMEHEHUU
COMAaTOCTaTHHA W OKTpPeoTHJa He J0 KoHma wu3ydeH. Cuurtaercs, 4dTO
npenoTBpaiieHue  JauMGooOpa3oBaHUsl TPOUCXOAUT Ojarojgapss yMEHBIIEHUIO
CEKpEIIMM TOPMOHOB JKEIyJOYHO-KUIIEYHOTO TpakTa (CEKpPEeTWHa, TacTPUHA),
CHUKEHUIO MOTOPHUKH KUIIIEYHUKA u BUCIIEPATILHOTO KPOBOTOKA
[19,26,62,75,82,134,137,147,151]. Kpome  TOro, OKTPEOTHJI yBCINYUBACT
TUM(OAPEHAKHYIO CIIOCOOHOCTh 32 CUET YBEJIMUYEHMS KaMWUIAPHOU (QUIbTpaluud U
CKOPOCTH COKpAIllEeHUS TpyAHOro JjuMmpaTHueckoro mporoka [62,75,82,134].
Ha3nauaercs mpemnapar B 103UpoBKe 5-12 MKI/Kr/4ac B HENPEPHIBHOM PEXHME B
OTAENbHBIA BEHO3HBIH moctyn [26,27,68]. CoriacHo HEKOTOPBIM HCCICIOBAHHSIM
BO3MOYKHO yBEIIMYECHHE J[O3UPOBKHM oOKTpeotHaa go 20 wkr/kr/gac [147]. B
HACTOSAIIEE BPeMsl YETKMX PEKOMEHAANUN MO JIUTEITHHOCTH TEPaliii OKTPEOTHIOM
HE CYIIECTBYET, COTJacHO JUTEPATYyPHBIM  JAHHBIM  MPOJOJDKATEIHLHOCTD

HCIIOJIB30BaHUsA BapbUPYyET B MHPOKOM AHAIIA30HC OT 1 J0 10 HEACIb
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[19,22,26,27,42,62,83]. B memom 3 QpeKkTUBHON Tepanus COMaTOCTAaTHHOM M €ro
aHaJIOrOM OKTPEOTHUIOM OKa3bIBAE€TCS MPUMEPHO B IMOJOBUHE CIIyYaeB €€ Ha3HAUCHUS
[80,137]. Cepbe3nbix moOOUHBIX 3((HEKTOB MPH HCIOIB30BAHHU OKTPEOTHIA Kak
MIPaBUJIO HE OTMEUYACTCS, OAHAKO OTPAaHUYCHHBIN OMBIT JUIUTEILHOTO IPUMEHEHUS HE
JTA€T BO3MOXKHOCTM B HACTOSIIUHA MOMEHT aJIeKBATHO OLIEHUTh O€30MacHOCTb
nanHoro Meronxa [26,80]. BerpeuaroTcs equHHYHBIC MyOJHMKAIMH, OMMCHIBAIOIIUC
pa3BUTHE HEKPOTH3UPYIOIIETO DHTEPOKOIUTA Ha (DOHE BBEACHHUS OKTPEOTHIIA, UTO
CBSI3BIBAIOT C YBEJIUYECHHEM COIPOTHUBIICHHUSI COCY/IOB U CHIKEHHEM KPOBOTOKA B
kumevnrke [26,131] .

[Ipn Her((PEKTUBHOCTU UIMTEIHHO MPOBOJMMON KOHCEPBATUBHOW Tepamuu
paccMaTpuBaeTCsl BOMPOC 00 orepatuBHOM JieueHuu [22,42,62,66,82]. ¥V B3pocibix
MAIMEHTOB «30JIOTBIM CTAHIAPTOMY» SIBIIACTCS BBIMOJIHEHUE JuMdorpadhud B
IpeONEPAIMOHHOM TEPHOJIC C IICNbI0 BepUpHUKAIIMM MCTOYHUKA JuMdopen [62],
OJIHAKO, 3TO yJaeTcs He BCerna, a y JeTed TpyIHOro Bo3pacTa MPUMEHEHHUE
mumporpadur OrpaHUYEHO B CHIy TEXHUYECKUX TPYAHOCTEH W BO3MOXKHOCTH
pa3BUTHS CEPbE3HBIX MOO0UHBIX 3 (dekToB [26]. B ciyuac BBISBICHHUS JTOKATU3AIIUH
WCTOYHUKA WMCTCUCHUS XWJIC3HOW JKUIKOCTH TPU ONEPATUBHOM BMEIIATEIILCTBE
BO3MOYKHO HAJIOKEHHUE IIIBOB Ha JuMdaTHueckuii cocyn [45], ycnex B aToM ciaydae
MOXET JocTuraTh 85%, HO MPU CIOXKHBIX JUMGPATHIECKUX AHOMAIHSIX 3TO YacTO
JaeT UL BpeMeHHBIH dhdekT. B cimydae, Kora ICTOYHUK YCTAaHOBUTH HE yIaeTCS
a1M00 UMEIOTCSI MHOXXECTBEHHBIE JE(PEKThI, MPUMEHSIOT Pa3IMYHbIE CKJICPO3aHTHI,
Hanpumep, GUOPUHOBEIN Kiei [64], 4To, 0JTHAKO, YPEBATO PA3BUTHUEM BBIPAKCHHOTO
CIIAEYHOI'0 ITPOLIECCA U CEPHE3HBIX OCIIOKHEHUM IIPU MOMATAHUU KJI€SI B CUCTEMHBIN
KPOBOTOK. Y TAI[MEHTOB CTapIIIEro BO3pacTa MPUMEHSIIOT XUMHUYECKOE BO3JICHCTBHUE
MyTeM HAHECCHHWS CKJIepo3aHTa (KaJTMOpPOBAaHHOTO TajbKa, TETPAIMKIMHA,
BAaHKOMMIIMHA B Pa3IMYHBIX JO3MPOBKaX, OeTaguWHa, pacTBOpa cMecH OeTaawHa ¢
pactBopoMm JaekcTpo3sl 40%) [37,42,62,66]. Xupyprudeckoe JieueHHe y aeTeit
IPYAHOTO BO3pacTa OKa3blBaeTcsl HEAP(EKTUBHBIM B OOJBIIMHCTBE CIY4YaeB B CUIY
HAJIM4MsI BO3PACTHBIX AHATOMUYECKHX OCOOEHHOCTEH: y JeTell paHHero BO3pacTta

NUCTECPpHA I'PYAHOI'O IMTPOTOKA BbIPAKCHA CJ'Ia60, HNMECTCA paccmnﬂoﬁ THUIT CTPOCHUA
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muMdarudeckoro jaepeBa B OpromHoW mosoctu [82]. Jaxke mnpu oOHapyKeHUH
ucTouHuka Jaumdopen, 3PGEeKTUBHOE €ro KIWMNMUPOBaHWE, KaK MPaBUIIO,
HEBO3MOYHO.

OtcyTrcTBUE HaAEKHOTO 3 (deKTa OT ONMUCAHHOW KOHCEPBATUBHOM Tepamuu U
XUPYPrUYECKOTO  JIeYEHUsT OOYyCIOBIMBAET JajdbHEHIIMI TOMCK BapUaHTOB
Ky[IUPOBAHUSl XUJIE3HOTO BBINOTA. B 3TOM CBsSI3W ObUT B3ST 32 OCHOBY YCIELIHBIM
OTBIT TPUMEHEHUS CHPOJUMYCa B JIEYCHUH COCYIHUCTHIX Malb(opmanuii, B TOM
yuciae auMmdarndeckux [59]. B HacTosmmii MOMEHT B MHOCTPAHHOHM JIUTEpaType
CYIIECTBYIOT €IMHUYHBIC TaHHBIE 00 YCIEIIHOM MPUMEHEHUH CHPOJIUMYCa B CITydae
XWJIE3HOTO BBIIOTA Y HOBOPOXKIEHHBIX H JETe TpyaHOro Bo3pacta. B
OTEYECTBEHHOM JINTEPATYPE MOJOOHBIX UCCIIEI0OBAaHUI HE MIPEJICTABICHO.

3akioueHue

VYuuThIBas MONMUATUONOTUYHOCTE JIM, OTCYyTCTBHE YETKMX pEKOMEHAALMN MO
BbIOOPY TAaKTUKU JI€UEHUS, HEOOXOAMMO NPOAOLKEHHUE HCCIEIOBAaHUM C LEJIbIO
BBIPAa0OTKH TPOTOKONA TUATHOCTHUKK W JICYCHHUS JAaHHOW MaToNoruu. AHau3
MOJIEKYJISIPHO-TEHETHUECKUX MEXaHU3MOB, JIeXKAlllUX B OCHOBE JIHM(aHTHOTEHE3a,
UMEET pelarolee 3HaueHue JIsl MOHUMaHus natoreHe3a JIM m OTKpbIBaeT HOBBIC
BO3MOKHOCTH JIJIS1 pa3paO0TKU MEPCIIEKTUBHBIX METOI0B UX jcuenus [73,76,84.

Taxum o6Gpa3oM, AaHHBIE JUTEPATYPhI, OCBEIIAIOIINE TPOOJIEMY TUArHOCTHKU
U JICYCHHS HOBOPOXKICHHBIX W JI€TEll TpPyAHOTO BO3pacTta ¢ JIUMQPaTHUYCCKUMU
Manb(QopMaIusIMHi, XO0Tb U JOCTATOYHO MHOTOUYMCIIEHHbI, HO HE JAIOT OJJHO3HAYHBIX
PEKOMEHAAIMN 10 BEICHUIO JaHHOW IPyNIIbl MaueHToB. [lo-npexuemy BcTpeyaercs
ycTapeBiass TEPMUHOJOTHS, YTO B  3HAYUTEIBHOW  CTENEHW  3aTPyAHSET
CTaTUCTUYECKUUA YYeT JIaHHOM TMAaTOJIOTMH. B OTE€YEeCTBEHHBIX JIUTEPATYPHBIX
UCTOYHUKAX HE OTPaKCHBI B JJOCTATOYHOHN CTETMIEHH BO3MOXXHOCTH KOHCEPBATHBHOU
TEepanuu pPa3jIUYHBIX THUIOB JUMQATHYSCKUX Maibhopmanuii. Jlume psg padoT
MOCBSIILIEH JaHHOMY Bompocy. [lpyu Hanuuum G0JbIIOro KOJIMYECTBA MPEJIOKEHHBIX
METOJIUK XUPYPTHUECKOTO W KOHCEPBATUBHOTO JICYCHUS TAIMEHTOB C PAa3TMYHBIMU
TUNAMU  JUMQpaTHUECKUX MajbhopManuii He BbIPaOOTaHO YHHBEPCAIHHOTO

IMPOTOKOJa JUArHOCTUKHW MW JICHCHHUA, B TOM YHCJIC CHUHAPOMAJIbHBIX COCTO?IHI/Iﬁ, )41
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MOKa3aHWW K BBIOOPY TOrO0 MJIM HMHOTO MeroAa JjeudeHus. OTCyTCTBYIOT
pPEeKOMEHIAalMU 10 aMOyJaTOpHOMY HAOJIOACHUIO JAaHHOM TPYIIBl IalUEHTOB.
Taxke He pa3paboTaH KOMIUIEKC MEpPONPUSITHI B TEPUOJE HOBOPOXKIECHHOCTH,
HaIlpaBJICHHBIX Ha MPEJOTBPAILCHHE PA3BUTHSA OCIO0KHEHHM W PEUUAUBOB, YTO
MO3BOJIWIO Obl YNy4YIIWTh PE3YJbTAThl JICUCHUS MAIUEHTOB C JUMQPATUHYECKUMU

MaJib(popMaIusIMH.
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I'/TABA 2. MATEPUAJIBI U METO/bI UCCJIEJIOBAHUSA

PaGora Opwia BbeModHeHa Ha 0aze (QeaepanbHOrO TrOCYAapCTBEHHOTO
aBTOHOMHOIO yupexzacHus «HanuoHanpHBIi MEIMLIMHCKUN MCCIIEN0BATEIbCKUAN
LIEHTP 3A0pOBbs AeTe» MunHuctepcTBa 3apaBooxpanenus Poccniickon denepanuun
(IupexTop — 3aciaykeHHbIM Bpad Poccuiickoit deneparuu, A.M.H., mpodeccop A.IL
®uceHko, 1.0. rIaBHOrO Bpaya — K.M.H. O.M.ITmibryii) B XUpypruueckom OTAEICHUN
HOBOPOXX/ICHHBIX W J€TEl I'PyJHOr0 BO3pacTa (3aBeAyrolias OTACIECHUEM — K.M.H.
A.C. T'ypckasi) oTAeNIeHUN peaHuMAIli U WHTCHCHUBHOM Teparuy HOBOPOXKICHHBIX U
JeTell TPYIHOI'0 BO3pacTa ¢ ONEPAalUOHHBIM OJIOKOM (3aBEIyHOUIUMN OTIAEICHUEM —
O.H. HakoBkuH).

HucceprainioHHass paboTa BBINOJIHEHAa B COOTBETCTBUM C IUIAHOM Hay4yHO-
uccienoparenbckux pador OI'AY «HMUL 3n0poBes nereit» MunznpaBa Poccun
122040800144-8 «OnTuMH3annsT XUPYPrUUYECKOrO JEYEHUS HOBOPOXKIAEHHBIX U
JETel TPYJHOrO BO3pacTa C BPOKIACHHBIMM ITOPOKAMM PAa3BUTHS KEIIYAOYHO-
KHILIEYHOTO TPAKTa.

HccnenoBanne ObI0O 0J00pEHO JIOKAJIBHBIM HE3aBUCHUMBIM 3THYECKUM
komuteToM nipu ®I'AY «HMMUL] 3n0poBea aeteit» Munzapasa Poccuu, mpotokos Ne
1 or 01.02.2024 1.

2.1 JIu3aiin ucciaea0BaHUs

B uccrnemoBanve OblTM BKIIIOYEHBI Beero 42 mamueHTa B Bo3pacte 10 1 rona,
KOTOPBIM MPOBOJIUJIOCH JIEUEHHE KHUCTO3HBIX JUM(paTHuueckux MaibpopManuid u
XWJIE3HOTO BBITIOTA 3a epuo ¢ okTsaopst 2017 mo aBryct 2024 ropa.

B cootBercTBUM ¢ qu3aiiHOM HccienoBaHusi (pucyHOK 11) manmeHTtsl ObuLIn
pasfenieHbl Ha 2 TPYyONbl: MalWEHThl € JUM(PATHYECKUMH Malb(popMaiusIMu
KHACTO3HOTO THMa (N=22) U NManueHThl C XMIe3HbIM BbIToTOM (N=20).

[TepByto rpymiy coctaBwin 22 MAaIMEHTa ¢ MPOCTBIMH (MaKpOKHCTO3HBIMU U
MHUKPOKHCTO3HBIMH) JTUM(PATUICCKUMH MATLGOPMALIUSME PA3TUYHON JIOKATU3AIHH.
B [manHOWM Tpynme NamuMeHTOB HA JAUMArHOCTUYECKOM ATale  MPOBOJMIOCH
yIIbTPa3ByKOBOE HCCJIEI0BAHUE, KOMITbIOTEpHAsi TOMOTpadusi C KOHTPACTUPOBAHHEM

00BEMHOTI0 O6pa30BaHI/I$I. Yactu MaguCHTOB IJIsI YTOYHCHUA JUAIrHO3a BLIINIOJIHAIACH
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ouworicusi,  MOpP(HOJOTHYECKOE W  WMMYHOTHCTOXMMHYECKOE  HMCCIIEIOBAHUC
MOPAKCHHOM TKaHW. B JmanmpHENIIEM B 3aBUCUMOCTH OT KJIMHHUYECKOW KPATUHBI U
MOJIYYEHHBIX  PE3YyJbTAaTOB  MCCIICNIOBAaHUN  MPOBOJWJIOCH  CKJIEPO3UPOBAHUE,
paaukaigpbHOEe  yhajieHue — JuMdaTHYecKod — Mambhopmariu, Ha3HAYEHUE
KOHCEpBAaTUBHOM Tepanuu. B naHHOM TpyIe NpoBoauiiach pa3paboTKa MoKa3aHUi K
BHIOOPY  MeETOJa  JICUCHHUS  KHUCTO3HBIX  JIMM(ATHUUYECKUX  MalibpopmMalui.
[IpoBOAMIOCH MOJEKYISPHO-TEHETUYECKOE HCCIIEIOBAHUE C 1IE€JIbI0 BBISIBICHUS
MyTallid B TEHE, KoJaupymoueM anbpa cyobenuHuily (HochoTuani-uHO3UToNI-3-
KMHA3bl M MAaKCUMaJIbHO paHHEr0 OOHApY>KEHHS MaIlMEHTOB C paccTpoicTBaMu
CIIEKTpa CHHAPOMOB H30BITOYHOTO pocTa. MarepuaioMm JJisg MPOBEICHUS
UCCJENOBAHMUS  CIYXWI oOpasell TKaHU  yaajusieMOW TIpu  ONEepaTHBHOM
BMEINIATEIbCTBE TUM(PaTUYECKOU MaIb(OpMaIUH.

B rpynny nanueHTOB € XWie3HbIM BbIOTOM Bonuid 20 mMmaiueHToB ¢
ABJICHUSIMU  XWIONEPUTOHEYMAa W  XWJIOTOPAaKCa, TOCIHUTAIM3UPOBAHHBIX B
XUPYPruyecKoe OT/IeICHUEe HOBOPOKICHHBIX U JIETEH TPyJHOTO BO3pacTa B MEPUO/I C
okTsiOpst 2017 roma mo amryct 2024 roma. Bcecem geTsM maHHOW Tpynmbel Ha
JMarHOCTUYECKOM  9JTafe  BBIMOJHSJIOCH  YJIBTPAa3BYKOBOE  HCCII€IOBaHUE,
peHTreHorpadusi OpraHoB T'PYJHOW M OPIOIMIHOW MOJOCTU C IEJIbI0 HCKIIIOUEHUS
OCTpOM XHUPYpPruyecKor maTosioruu. BeIsBieHHEe CBOOOJHON >XMJIKOCTH B TPYJTHOM
Wi OpIOIIHOW TMOJOCTH CIYXKWJO TOKa3aHUEM K TMPOBEICHUI0 NYHKIUH U
JTPEHUPOBAHUIO COOTBETCTBYIOIIEH MOJIOCTH, OMOXUMHUYECKOMY U IIUTOJIOTHYECKOMY
HCCIICIOBAHUIO TIOJTYYEHHOM JKUJKOCTH, HA3HAUCHHUIO MApEHTEPATIbHOTO MUTAHUS B
COOTBETCBHUH C (PH3UOJIOTHYECKUMHU MOTPEOHOCTSIMU U KOHCEPBATUBHOM Tepanuu. B
JAHHOM TPYIINE MPOBOUIIACH pa3pabOTKa aIropuTMa MPUMEHEHHS] KOHCEPBATHBHOM
Teparuu, MoKa3aHUi K HA3HAYCHUI0 UMMYHOCYIPECCUBHON Teparvuu CUPOJIUMYCOM.
B nanHO# rpymnne Takyke MPOBOAWIOCH MOJIEKYJSPHO-TEHETUYECKOE HCCIEeI0BAaHUE
JUTSL BBISIBIICHUSI MyTallid B T€HE, KOAUPYIoNeM anbda cyoreauHuIry GpochoTuami-
WHO3UTOJI-3-KWHA3bl. B JaHHOW TpyIile MaTrepuasioM IS WCCIEIOBaHUS CIIYKHUia

XHUJIC3HaA XXUAKOCTB.
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Pucynoxk 11. J{uzaiin uccienoBanus

Kpumepuu exniouenus:

Bo3spacr nanueHToB ¢ poxaeHus Ao 1 roga

Hanuuue kucto3Hoi# tuMdaTrniecko Majib(opMaluy Uiu XUIE3HOro BBIIIOTa

[TuceMenHOE€ WH(GOPMUPOBAHHOE COTJIACHME POAWUTENEH WIM 3aKOHHOI'O
MIPEACTABUTEIIS MAIIUEHTA.

Kpumepuu neexnrouenus:

Otka3 poauTenel WM 3aKOHHOTO MPEACTaBUTENS NMAlUMEHTa OT y4YacTus B
WCCIIEIOBAaHUH.

2.2. O0mast XapaKTepUCTUKA NANUEHTOB

Pacnpenenenre nmo BO3pacTy M IOy B TpynIe IALUMEHTOB C KUCTO3HBIMH
TuM(paTHYEeCKUMHU Mallb(OpMalUsIMU TIpe/icTaBlieHbl B Tabmuuax 4 u 5. bonbiryio
4acTh OOJIbHBIX COCTABHJIM MAI[MEHTHI B BO3pAcTe 0 3 MECSIEB, B TPYIIE MallMEHTOB

¢ aumbaTuueckumu Manbopmarusamu /1% (n=15), B rpymnme MamueHToB ¢
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xwie3HbIM  BeimoToM /0% (n=12). Jlngd mDanuMeHTOB ¢ XWIC3HBIM BBIIIOTOM
BO3HMKHOBEHNE KJIMHUYECKUX MPOSIBICHUHN JT0 BO3pacTa 3 MECAIEB SBISCTCS OJTHUM

N3 KPHUTCPHCB BPOXKICHHOIO XapaKTCpa IpOoHecCCa BHC 3aBUCHMOCTH OT HAJIUYIMNA

OIICPATUBHOTO BMCIIATCIILCTBA B dHAMHC3C.

Ta6auna 4. PactipeenieHne nMaiueHToOB 10 BO3pacTy

Bo3spacr Ha ['pynmna nanueHToB ['pynma namueHToB
MOMEHT ¢ IuMQpaTHICCKUMU C XWJIE3HBIM BBITIOTOM

IIPOBEICHHMS MaJIb(popMarHsIMH (n=20)
orepariu (n=22)

n % n %

Or0 o3 16 72,7 14 70,0
MeCSLEB
Or3 106 4 18,2 5 25,0
MeCSLEB

Ot 6 no 12 2 9,1 1 5,0
MECSIICB

B ofeux rpymnmax OTMEUEHO HE3HAUWUTEIbHOE MpeoliajaHue MajbuHUKOB,
54,5% (n=12) B rpynme namueHToB ¢ JUMQarndecKuMu ManbhopmarmsmMu 1 55%
(n=11) B rpyrmIie NaNUEHTOB C XUJIC3HBIM BBITIOTOM.

Tadauuna 5. Pacnipenenenne 00IbHBIX 1O TTOTY

[Ton ['pynma nmarueHToB ['pynna manueHToB
¢ TUM(paTHIECKUMU C XUJIE3HBIM BBIIIOTOM
mabhopMmarusimu (N=22) (n=20)
n % n %
Manpyuku 12 54,5 11 55,0
JleBouKu 10 455 9 45,0

B taGnuiie 6 mpuBeneHBI JaHHBIC O pACTIPEICICHUN MTAIMEHTOB B 3aBUCUMOCTH
OT  Jokanmu3auuu  Jumdarudeckod  manbpopmanuu. [lopakenne  omgHOU
aHaTOMHYECKoW oOmact BcTpedaercs B 77,5% cuywae (n=17), pexe

BOBJICYHCHHBIMHX B IIPOLOECC OKa3bIBATCA JIBC U Oojice aHATOMHYECKHX o0yacTen

49



(22,5%, n=5), mpu 3TOM BOBJICYCHHBIMH B ITATOJIOTHUYECKUI MPOIIECC OKA3BIBAIOTCS B
OCHOBHOM 4YEJIIOCTHO-JIHIIEBass o0jlacThb W 1ies. Haubonee dYacTbIMH B HallleM
UCCIICIOBAaHNM SIBHJIUCh OOpa30BaHMs, UCXOAsIIue U3 OpbDkeliku kumku (32,5%,
n=7).

Tabaumna 6. PacripeenieHre MalMeHTOB ¢ KUCTO3HBIMU (popMaMu

muMpaTruyecKnx MajabhopMalliii mo JoKaau3aluu mpolecca

KonuuectBo Jlokanuzanus npoiecca KonmuecTro (N=22)
MTOPaKCHHBIX n n % %
aHATOMUYECKUX BCETO BCEro
obJacreit
[TopaxeHue YentocTHO-1HIIEBas 00J1aCTh 2 17 9,0 77,5
OJIHOM O6nacTsp men 4 18,0
aHaToMuueckoi | [Togmeplmeynas 001acThb 2 9,0
o0aacTu BpbDKeiiKa KUIIKH 7 32,5
3a0proIMHHOE TPOCTPAHCTBO 2 9,0
[Topaxenue Oo0nacThb meun + 1 5 4,5 22,5
Oomee oHOM MOJIMBITIIEYHAS 00J1aCTh
a"HatoMuueckou | YemrocTHO-IMIIEBas 00/1aCTh 2 9,0
obJsactu + o0acTh 1eu
OO6nacTp 1en + cpeIoCTeHHUE 1 4,5
BepxHue KoHEYHOCTH 1 4,5
+TyJIOBHUILIC

B Ttabmuue 7 mnpuBeneH aHaIM3 KOJWYECTBEHHBIX IEPEMEHHBIX, OLIEHKA
KOTOPBIX MPOBOJAWJIACH B TPYNIE MAUEHTOB C KHCTO3HBIMU JUM(PATHYECKUMHU
ManmbpopmarusiMu. CTOUT OTMETUTb, 4YTO OOJBIIMHCTBO MAIUEHTOB OBbUIH
JOHOLIEHHBIMM W HWMEJIM XOpOIIHWE pPOCTO-BECOBBIE IIOKA3aTENIH K MOMEHTY
poXJieHus. BHYyTpuyTpOOHO OCIOKHEHMI, CBSI3aHHBIX C HAJIMYUEM JIUMQPaTHYECKOU
Majb(hopMalui BBISIBJIEHO HE Obulo. JIWib B OJHOM ciydae ObUIO BBINOJHEHO

KecapeBo ceueHue B  SKCTPEHHOM TMOpSIKE 1O  MPUYMHE  Pa3BUTHS
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KUZHEYTPOKAIOMIEH MAapOKCU3MAIBHON TaXWKapJuu y TUIOJA, KOTOpas pa3BHIIACh
BCJICJICTBUU CAABIICHUSI OOBEMHBIM 00pa30BaHUEM.

Ta6auma 7. OnwucarenbHas CTATUCTUKA AHTPOIIOMETPUYECKUX JaHHBIX H
7a00paTOPHBIX TMOKA3aTeIe HA MOMEHT IMOCTYIUICHUS IMAIlMEHTOB C KUCTO3HBIMMH

TuM(paTUYECKUMHU MaJIbPOpPMaLIUSIMHU B CTAIIMOHAP

M=+SD/ 95% AN/ ]
IToka3arenu n min max
Me Q1-Q3
Cpok recranmu,
39 38 -39 22 30 41
Me (uen)
Poct nipu poxiennn,
51 50-54 22 40 55
Me (cm)
Bec npu poxnenun,
3359 + 661 3066 — 3652 22 1960 | 4840
M £ SD (1)
Bo3spact npu
NOCTYTUICHUH, 39 23 -69 22 4 210
Me (cyT)
["'emornoOuH mipu
MOCTYIIJIEHUH, 122 £27 110 -133 22 87 188
M £ SD (1/m)
Anp0yMuH,
32,92 +7,82 29,46 — 36,39 22 16,30 | 43,40
M £ SD (1/m)
O06BeM 00pazoBaHusl,
; 81,40 24,00 — 251,45 15 6,4 831
Me (cm™=mmn)

B rpymnmne nanuMeHTOB C XWJIE3HBIM BBIIOTOM PAa3BUTHE XWIONEPUTOHEyMa
ormMedeHo B 13 ciygasx (65%) u pasButrhe xwiotopakca B 7 ciydasx (35%)
(tabmuma 8). BoNBIIMHCTBO MAlMEHTOB C XWJIOTOPAKCOM HWMEIHW B aHaMH3e
OIEPAaTUBHOE BMEMIATEIbCTBO (N=6), MAIMCHTHI C XWJIOTICPUTOHEYMOM B 7 CIIydasix
UMEIM B aHaMHE3€ OINEepaTUBHOE BMEIIATENbCTBO, y 6 MalMEHTOB OINEPaTUBHBIX

BMCHIATCJILCTB 10 BOSBHUKHOBCHUA XHUJIC3HOT'O BBIIIOTA HE ITPOBOJANIIOCH.
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Tadamma 8. Pacnpenenenne mnalMeHTOB C XWIE3HBIM  BBIIOTOM IO

JIOKaJIM3aluu 1mponecca

Jlokanuzarus Komuuaectso (n=20)

n %
XUI0TOpAKC 7 35,0
XUJIOTIEPUTOHEYM 13 65,0

B Ta6JII/IHe 9 MpCaACTaBJICH AHAJIN3  KOJHUYCCTBCHHBIX HOKaBaTeHeﬁ,
OICHHUBACMBIX y IMAIIMCHTOB C XUJIC3HBIM BBIIIOTOM pastquﬁ JJOKaJIN3alluu.

Taﬁ.Jmua 9. OmnwmcarenbHas CTaTHCTHKA AHTPOIIOMCTPHUYICCKNX JAHHBIX H
Ha6opaToprlx MokKasaTejiei Ha MOMEHT IMOCTYIUICHUA TIMAIMMCHTOB C XWJIC3HBIM

BBIIIOTOM B CTalTMOHApP

[TokazaTenu M=SD/Me | 95% 11 /Q1-Q3| n min | max
Cpok recranuu,
37+3 35-38 20 28 41
M £ SD (nHen)
Poct npu poxnenun,
50 48 — 52 20 31 62
Me (cm)
Macca nipu poxaeHuH,
2971 £932 2535 — 3407 20 800 | 4600
M = SD (1)
Bo3pact Ha MOMEHT
24 6122 20 0 347
noctyrjeHus, Me (cyr)
Macca nipu
3590 2485 — 4050 20 | 1970 | 13000

noctymieHuu, Me (1)

[Tokazarens anbOymuna | 24,45 + 6,00 21,64 - 27,25 20 |11,30| 39,00
Ha MOMEHT BBISIBIICHUS

BbITIoTa , M £ SD (1/71)

I'emornoOuH, 105+ 18 97 -114 20 74 137
M =+ SD (1/m)

[{uTo3 B 1peHaxHOU
8,43 2,28 — 13,49 20 | 0,11 | 33,49
x)uakocta, Me (10x9/1m)
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Tadoauua 9. [Iponomxenue

JIum@ouunTs! B

I[p@H&)KHOﬁ KHNIKOCTH,

Me (%)

83,60

79,60 — 88,65

20

58,40

95,00

Tpurimuepuas! B
IPEHAKHOM )KUJIKOCTH,

Me (MMoOJITB/1T)

2,27

1,18 - 11,21

20

0,30

60,09

KonnuecTBO
OTJICIIIEMOTO,

Me (Ma/kr)

24

15-53

20

240

MaxkcumanbHOe
KOJIMYECTBO
OTZICIISIEMOTO,

Me (mi/cyT)

85

40 — 238

20

20

600

Bo3pact Ha MOMEHT
MMOCTAaHOBKH JarHo3a u
Ha3HAYCHUS Tepauu

OKTpeoTuaoM, Me (cyT)

33

8—-123

20

347

Jlo3upoBka
OKTpEOTHAA,

Me (Mr/kr/4ac)

10

10-10

20

12

Jlenb nonyuenus
s dekra B BUIC
MOJIHOTO OTCYTCTBHUS
OTZIESIEMOTO,

M £ SD (cyr)

5,64 £ 1,39

4,84 — 6,45

14

3,00

8,00

JImuTenbHOCTh Tepanuu

OKTpeoTua0oM, Me (cyT)

9,00

7,00-10,25

20

5,00

18,00
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Tadoauua 9. [Iponomxenue

KommuectBo
OTIENIIEMOTO Ha
MOMEHT Hadaja 244 £ 215 19 -470 6 47 600

TEpaIiy CUPOJTUMYCOM,

M £ SD (m)

Bo3pact Ha MOMEHT

HayaJia Tepanuu
140 70 —143 6 24 157
CHUPOJIIMYCOM,

Me (cyr)

Jlo3upoBka
CHUpOJIUMYCa, 0,20 0,12 - 0,20 6 0,10 | 0,20
Me (Mr/cyT )

Kynuposanue

auMpopen OT Hayaia
12,50 9,00 -13,75 6 8,00 | 35,00
Tepanuy CUPOIHUMYCOM,

Me (cyT)

JImuTenbHOCTh Kypca
CHpOJIIMYCa, 10 8-15 6 8 16
Me (uen)

Cytku nociie
oTiepary, 12+6 8—16 13 3 22
Me (cyT)

CornacHo JaHHBIM T€CTAIlMOHHOIO BO3pacTa OOJIbIIasi YaCTh MAIlUEHTOB ObLIH
JIOHOIIIEHHBIMU, OJHAKO, 3TO HE IMO3BOJISIET C YBEPEHHOCTHIO HCKIIOUHUTH HAIMYUE
XUJIE3HOTO BBITIOTA, CBSI3aHHOTO C HE3PEJIOCThIO JuMdaTHdyeckor cuctembl. Takke
JaJIeKO HE Yy BCEX IMAIlMEHTOB MOXXHO OBUIO BBISBUTH B3aUMOCBSI3b Pa3BUTHUS
aumdopern ¢ TPOBEACHHEM  OMNEPAaTUBHOTO  BMEIIATEIbCTBA,  YUHTHIBAS
MOCJICONEPAIIMOHHBIE CYTKH M JIoKanu3aiuioo. Mcxonas u3 Bo3pacTta MalMEeHTOB Ha

MOMCHT BO3HHMKHOBCHUA XHIC3HOTO BBIIIOTA, HaJIn4dus 501041 OTCYTCTBUA
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ONEPTUABHOIO BMEUIATEILCTBA B aHAMHE3€ M IOCIICONEPAIMOHHBIX CYTOK, B 85%
(n=17) xune3HbIi BHIOT OBLI PACIICHEH KaK EePBUYHBIH.
Tadauua 10 . Pacnpenenenue naieHToB 110 XapaKTepy BBINOTA 110

OTHOHICHHIO K OIICPATHBHBIM BMCIIATCIILCTBAM B dHAMHCE3C

[TokazaTenu Kareropuu n % 95% AN
[TocneonepanoOHHBIN
3 15,0 3,2 - 3719
Xapakrep BBIIIOT
BBIIIOTA [lepBuuHbIi
17 85,0 62,1 - 96,8
BBITIOT
OmnepaTuBHBIC OtcyTcTBHEC 7 35,0 15,4 - 59,2
BMeEIIIaTeIbCTBA
Hammuue 13 65,0 40,8 - 84,6
B aHAMHE3¢
Dddekr ot Her 6 30,0 11,9 -54,3
Teparuu Jla 14 70,0 45,7 - 88,1
OKTPEOTHIOM

N3 tabmuubr 10 BuAHO, 4TO Tepamus oKTpeoTHaoM Obiia dddextuBHa B 70%
ciydaeB, y 30% mnanueHToB MOTpeOOBaICS MOWCK JPYruX MyTed KYyNMUPOBAHUS
XUJIE3HOTO BBIMNOTA.

2.3 MeToabl 00c/ie10BaHuSA

PusnkajJbHOe 00cIe10BaHUE

®u3ukanbHOE 00CIeA0BaHUE BCEX MAIMEHTOB MPHU MOCTYIJIEHUH B CTallMOHAP
MPOBOJUIIOCH M0 OOMIENPHHATOMY IUIaHY: THIATENbHBIA COOp aHamHe3a U
KIIMHAYECKUA OCMOTp, OIICHKAa AaHTPOMOMETPHUYECKUX JaHHBIX W (U3UYECKOTO
pa3BUTHUSI, OCMOTP IO BCEM OpraHaMm W CUCTEMaM, BBISIBIICHHE kaj00, CBSI3aHHBIX C
HAJIMYMEM BpOXKICHHOTO TIopoka JjuMmdaTudeckoil cucrembl. Bce getu
OCMATPUBAJINCh KIMHUYECKUM TEHETUKOM C II€JIbI0 YTOYHEHUS HaJIU4usl CTUTM
JU3IMOpHUOreHe3a, MPU3HAKOB CHHIPOMAIBHBIX COCTOSSHUN. YUWUTHIBas JIUarHo3s
muMmpaTtrueckor Maib(popManuyu MPOBOAWICA MPUIICTBHBI OCMOTpP Ha HAJUYUE Y
pebeHKa TMPU3HAKOB PACCTPOIMCTB CHEKTpa CHUHAPOMOB H30BITOYHOTO pOCTa

(n30BITOUHOE pa3zpacTaHUE >KUPOBOW, MBIMIEYHOW, KOCTHOW WIIM HEPBHOH TKAaHU
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HAJIMYUE KOXKHBIX MPOSBICHUN B UBJIE SMUAEPMAIBLHOTO, CE00PEITHOrO HEBYCa, MITEH
0 THUITY «KO(E C MOJIOKOM).

JlabopaTopHbIe MeTOABI HCCICAOBAHUS

Bcem mnammentaM mnpu  MOCTYIUICHMHM BBIMONHSUICS CTaHOApTHBIM HaOop
71a00paTOPHBIX HCCIEAOBAHUN MEpe]] MPOBEIECHUEM ONEPATUBHOIO BMEILATENbCTBA:
oOmMii aHanu3 KpoBU, OMOXUMUYECKUIN aHAIU3 KPOBH, Koaryjorpamma. Ilanuentam
C KUCTO3HBIMU JTUM(ATUIECKUMHU MaTb(POpMAIUIMH, YIUTHIBas HATUYHE 00HEMHOTO
oOpa3oBaHMsl, MPOBOJWIOCH HCCIENOBAaHUE OHKOMapkepoB (anbhaderonporenna,
(deppuTHHA, JTaKTaTAETUIPOreHasbl, IIETOYHOM (ocdaTasbl, Helpocnenupuieckon
eHoJia3bl). B TeueHue Bcero nepuojia JEUEHUs MPOBOJUIICS PETYJSPHBIA KOHTPOJIb
nokasaresnei oOLIero aHaian3a KpOBH, OMOXMMHMUYECKOIO aHalM3a KPOBH, B IEPBYIO
ouepeb OLEHUBAJICS YPOBEHb MApPKEPOB BOCHAJECHMS, albOyMHHA, 3JIEKTPOJIUTOB.
MukpoOuosornyeckoe HCCIEIOBAHUE M3 PA3IMYHBIX JIOKYCOB C ONPEICICHUEM
YYBCTBUTEIBHOCTU K AHTUOMOTHMKAM IO3BOJISJIO CAHMPOBATh MPU HEOOXOIUMOCTH
ouaru uHGekuuu. [Ipu BeISIBICHUH BBINOTA B OPIOIIHON U TPYIHOM MOJIOCTH € LEIBIO
MOJITBEPKJICHUSI XUJIE3HOTO XapaKTepa BbINOTA B OPIOIIHOW WM TPYJHOM MOJOCTU
BBITIOJIHSJIOCH OMOXMMHUYECKOE M LUTOJOTMYECKOE HCCIIEIOBAHUE TOJYYEHHOU IpH
JPEHUPOBAHUU JKUAKOCTU. 3abop MaTepuana Uil HUCCIEJOBaHMS KOHIIETpAaIUU
CUPOJIMMYCA B IIJIa3Me€ KPOBU MIPOU3BOJMIICS NIEpE]l YTPEHHUM IPUEMOM IIpernapara B
koiuuectse 2,0 miu B mpooupky ¢ DJITA. KoHTpoib KOHLIEHTpallMK MPOBOMIICS Ha 7
CYTKHM OT MOMEHTa Ha3HAaYEHUs Tepanuu U nanee kaxzasie 10 quei.

Bce wuccnenoBaHus BBINONHSUIMCH Ha ©0a3e  oOTAeNeHUs J1abopaToOpHOM
nuarHoctukn DOI'AY  «HMMUIL 3popoBes jgereir»y MunzapaBa Poccuu (3aB.
ornenennem — 1.M.H. Cemukuna E.JL.).

HNHcTpyMeHTaIbHBIE MEeTOAbI 00C/IeI0BAHNH

YabsTpa3sBykoBoe UCC/IeI0OBaHKe ¢ AonIuieporpaguei

VYbpTpa3ByKoBOE UCCIEOBaHHE TPOBEACHO BCEM MalMeHTaM Ha 0ase
OoTHeNIeHusl yibTpa3BykoBouM auarHoctuku OI'AY «HMUL[ 3mopoBes  gertein»
MunszgpaBa Poccun (u.0. 3aB. otnenennem — XasbikoBa JI.B.) Ha ammaparax

skcreptHoro kimacca Voluson-E8 (General Electric, CIIIA) u MyLab Alpha (Esaote,
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Wtanus) ¢ MCMOAb30BaHUEM KOHBEKCHOTO U JTMHEWHOTO JAaTYUKOB. MeToJ SIBIISIETCS
HEUHBA3UBHBIM IIUPOKOJAOCTYITHBIM CKPUHUHTOM JIJIs1 BBISBJICHUSI PA3JIMYHBIX THUIIOB
KUCTO3HBIX JUM@parnueckux MaiabGhopMalvii W XWUJIE3HOTO BBHINOTAa W O0JaaaeT
HU3KOM JTy4eBOW HAarpy3Koil pH BBICOKOM CTENEHU MH(POPMATUBHOCTH.

[Ipu npoBeneHnN yIbTPa3ByKOBOTO MCCIEIOBAHUS OLICHUBAETCS JOKaIU3aIus,
pasMmep oOpa3oBaHHUs, HAJIMYME WA OTCYTCTBHE KPOBOTOKA, YTO MOKET SIBISTHCS
BAKHBIM JIMarHOCTUYECKUM IIPU3HAKOM, XapaKTep COAEPKUMOIO, HAJIUYUE WIH
OTCYTCTBUE B3BECH B IOJIOCTH, YTO SIBISECTCS MPU3HAKOM HAINYUSA KPOBOU3IUSHUSA
i uHuuupoBanus. KpaliHe Ba)KHO OIIEHUTh XapaKTep KUCTO3HOM JIMM(aTHIeCKOM
Masb(hopMali: KPyImHOKUCTO3HAs!, MEJIKOKUCTO3HAs, CMEIIaHHasl.

[Ipu BbIABIEHUM CBOOOJHOM KUJAKOCTH B TPYIHON WM OPIONTHOW MOJIOCTH
MOYHO OLICHUTB IIPUMEPHOE €€ KOJINYECTBO U XapaKTep.

YIIbTpa3ByKOBOE UCCIEAOBAHUE TAKKE ABJISACTCS METOJOM KOHTPOJIS HAJIMYMS
WJIA OTCYTCTBUS PELIUAMBOB B OTJAJICHHOM IIEPUO/IE.

Pentrenorpadgus

HccnenoBanusi BBINOJHSUINCH Ha 0a3e pPEHTIEHOBCKOTO OTHENIEHUS C
anruorpaduueckum kabuHerom (3aB. oTaenenueM — A.M.H. [lpiruna E.H.). Tlpu
HEOOXOJAMMOCTH BBITIOJHSIACH O030pHAs PEHTreHOrpadusi OpraHOB TPYAHOU U
OpIOIIHOM TOJIOCTH B BEPTUKAIHHOM MOJOKEHHUH. [Ipr KUCTO3HBIX JTUM(aTHUYECKUX
Mab(hopMalusaX OLEHUBAJIACh JIOKAIM3alus U pa3Mep 00pa3oBaHMs, MPU XUIE3HOM
BBITIOTE OTMEUYAJIOCh HAJUYHe MPU3HAKOB CBOOOJHOMN >KUIKOCTH B OPIOIIHON WM
IPYJHOM TMOJIOCTH, a TaKXKe HallMyue WIM OTCYTCTBHE MJAHHBIX 3a OCTPYIO
XUPYPrUYECKYIO MATOJIOTHIO.

Komnbrorepuasi romorpagust

C nenpr0 yTOYHEHHMs XapakTepa M paclpOCTPAHEHHOCTH MpOLEcca JETIM C
KUCTO3HBIMA KOMOWHUPOBaHHBIMH (popmamMu JuMdaTHIECKON MaibpopManuu
BBITIOJIHSJIACH KOMIIBIOTEpHAs ToMOTpadusi ¢ BHYTPUBEHHBIM KOHTPACTHPOBAHHEM.
HccnenoBanre mMpoBOIMIIOCH Ha 0a3e OTAENECHMS JYyYEBBIX METOAOB JUATHOCTUKH

(3aB. oTaeneHueM — K.M.H. AHUKUH A.B.)

57



[Ipu mnpoBemeHWHM JAHHOTO WCCIIENOBAHUS OIICHUBACTCS JIOKAIM3AIUS U
paclpoCTCpaHEHHOTh  Mpolecca, TUO — 00pa3oBaHus  (KPYHMHOKHCTO3HBIH,
MEJIKOKUCTO3HBIN, CMEIIaHHBIN), XapaKTep COACPKUMOTO, HAIUNYUE WIU OTCYCTBHE
KPOBOTOKA.

I'ucTosiornyeckoe 1 IMMYHOTHCTOXUMHUYECKOE HCCJIEJOBAHIE

['mcronornueckoe UCCIICIOBaHUE MIPOBOMIIOCH Ha 0aze
natosioroanaromuyeckoro otaenenns O®I'AY «HMUL 3n0poBea nerein» MuH3apasa
Poccun (3aBenyromuii otaenenuem — Kymukos K.A.). [Tocne ¢ukcarnuu marepuaia B
pactBope 10% HelTpansHOro opMaiiHa IPOBOJUTCS THUCTOJOTHYECKass 00paboTka
TKaHel: 00e3BOKMBAaHKE M MPOIKTKa oOpasma mapadunom («Tissue-Tek VIP6 Aly,
Snonust), GopmupoBanue mnapaduHoBbix OsokoB («Tissue-Tek AutoTec al20»,
SnoHus) W3rOTOBJEHUE CPE30B TONIMMHON 2-3 MkM Ha Mmukporome HM340E ¢
cuctemoit mepeHoca cpe3oB STS («Termo Scientificy BenukoOputanus).
Hapesannble mpenaparbl HaHOCSATCS HAa TMPEIMETHBIE CTEKJa, MPOBOJUTCS
OKpalIMBaHUE TeMaTOKCHIMH-203uHOM («Tissue-Tek prismay, SImoHus), IMMyHHBIC
peakuuu C MOHOKJIOHAJTbHBIMH aHTHUTEJIaMH, XapaKTepHBIMU TUTST
muMmdaHaoTenuanbHbX Kierok: CD31, CD34, Podoplanin («Ventana BenchMark
XT», I'epmanus). OkpallieHHbIC TpernapaThl 3akarovand moja mieHky («Tissue-Tek
filmy», Snonus), Mopdosornyeckoe UCCaeI0BaHKE MPOBOAMIN METOJOM CBETOBOM
mukpockormu («Nikon eclipse NIy, SImonust).

MoJiekyJasIpHO-T€HETHYECKOE HCCIeJ0BAHUE

MatepuanaoM A TPOBEACHUS MOJEKYJISIPHO-TEHETHYECKOTO HCCIIEAOBAHUS
IIPU KUCTO3HBIX JIMM(PATHICCKUX Maab(OpMaIUAX SBHIUCH 00Pa3Ibl MOPAKCHHOM
TKaHW (TKaHu JuMdaTudecKoi Manb(opmaiuu), uKcUupoBaHHBIE (HOPMATHMHOM U
3aJIUThIC B TTapaUHOBBIC OJIOKH IO CTaHAAPTHOW MeToAuKe. [Ipu XMIe3HOM BBITIOTE
Ha WCCJICNOBAaHMS OTIPABISUICS oOpasell XwiesHol >kuakoctu. HWcecnepoBanue
MIPOBOJAMIIOCH METOJIOM ITM(POBOM KameNnbHON TMOJMMEPAa3HON IICIHON pPEaKInH
(ddPCR). Opnako, y4MThIBasi HEJOCTATOYHYIO TJIYOMHY TIPOUYTCHHS, PE3YJIbTAT
JAHHOTO METOJIa YYUTHIBAJICS TOJIBKO TPH MOJOKUTETLHOM OTBeTe. OTpUIlaTeNnbHbIC

JaHHBIC YKa3bIBaJId Ha HCO6XO,ZII/IMOCTB IMPOBCACHUSA CCKBCHHUPOBAHHA HOBOI'O
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nokojieauss (NGS) ¢ riy0OKHM  TIOKpBITHEM. MOJCKYIIPHO-TEHETHISCKOE
MCCJIEI0BAHUE TPOBOAMIOCH Ha 0aze MeauKo-reHeTUYECKUi HayYHbIH LIEHTP UMEHH
akanemuka H.I1. boukoBa (nmupexktop — a.M.H. akageMuk PAH Kynies C.1.)

2.4 MeToabl JiedeHust

TexHuka CKJICPO3UPOBAHUA KPYINHOKUCTO3HOM  JUM(paTHYECKON
Majbpopmaunu

JlaHHasi MaHUIMYJSIUUST Yy JIETE paHHEro BO3pacTa BCEr/la BBIMOJHSIETCS MO
WHTaJSIIMOHHBIM MACOYHBIM HapKO30M.

B acenTuueckux ycinoBusiX mociie 00pabOTKU ONeparmoOHHOTO MOJIsl PACTBOPOM
aHTUCENTHKAa ToA KoHTposieM Y3U mpoBoAWTCS MyHKIUS OOpa3oBaHUsI B MECTE
HauOoJbIel (IIOKTyallud, YCTaHABIMBACTCA JIPEHAXHBIA KaTeTep, COJCPKUMOE
omnopoxHsieTcsi. Yepe3 KareTrep B MOJOCTh OOpa3oBaHUsi BBOJUTCS BCIICHEHHBIN
ckieposupyromuii npemnapar ( maypomakporon-400) 710  Tyroro  HamoOJHCHHS
noyioctu Manbpopmanuu. HaknmaneiBaeTcss gaBsias acenTHYecKas MOBs3Ka Ha 1-2
cyTok. [Ipu HeoOXouMOCTH MPOIEypa MOBTOPSETCS.

B HaleMm UCCIEOBAaHUH CKJIEpPO3UPOBAHUE KPYIHOKHCTO3HBIX
auMdaTudeckux MalbQopmaruii BBIMIOJHEHO 7 TMaIlMeHTaM C TOBEPXHOCTHBIM
pacrnoioxkeHrueM o0pa30BaHUs B 00JIACTH II€U B ABYX CIy4asix, B UYEIIOCTHO-TUIEBOMN
obmactu (IeKa) B JBYX CHOy4dasx M JBYM TMaleHTaM ¢ KOMOWHUPOBaHHBIM
MOPAXKEHUEM CKJIEPO3UPOBAHUE BBIMOJHSIOCH B KAayeCTBO MEPBOrO 3Tama Iepen
paivKaIbHBIM yJajieHueM (OJMH TAalMeHT ¢ JIoKajmu3aimue oOpa3oBaHus B
YEJTFOCTHO-JIUIEBOM 00JaCTH ¢ pacnpocTpaHEHHWEeM Ha 00JIacTh IIEM U Yy OJHOTO
namueHTa oOpa3oBaHUE pacloJiarajoch B 00JIACTH IIEW C PaclpOCTpPaHEHHUEM B
obnmacte moameimiku). B 1 caygae moTpeboBamoch MPOBEACHUE IMOBTOPHOTO
CKJICPO3UPOBAHUS B CBSI3U C TOJYYEHHEM HEJOCTATOYHO BBIpAXKEHHOTO 3(dekta
nocje mepBoi mpoieaypbl. B oHOM ciiydae MMENO MECTO OCJIOKHEHHE B BUJE
WHOUIIMPOBAHUSA  TUIOCTH  JIUM@aATHIECKO  Manmbhopmaruu, KyIMUPOBAHHOE
Ha3HAYCHUEM aHTHOAKTEepUAILHON TEepaIuu.

Yaanenue muMpaTudeckoit MaabgopmManuu
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[IpoBenenue XUPYPrUYECKOr0o BMEIIATEeIbCTBA COIPOBOXKIAETCS
KOMOMHHMPOBAHHBIM OOIIMM 00€300TMBaHUEM.

B acentrueckux ycioBusx mociae o0padoTKH ONeparmoHHOTO MOJsl paCTBOPOM
AHTUCENTUKA BBINOJHSJICA pa3pe3 B obnacth 0Opa3oBaHMs, IPOBOIUIOCH
MaKCUMaJlbHO paJUKaIbHOE BBIJIEICHUE OOBEMHOIo 0O0pa3oBaHMs B TIpeleax
3I0pOBBIX TKaHEW. PaHa MOCIOMHO yIIMBAJIACK.

PanukanpHOe ynajenue oOpazoBaHuil B Hamield pa®oTe BbIMoNHEHO y 13
MAIlMEHTOB, IBYM MallMEHTaM IPOBEJIEHO ONEePaTUBHOE BMEIIATEICTBO OTCPOUECHHO
MOCIIE  TMPOBEACHUS  CKIEPO3UPOBAHMSA. Y  JAHHOM  TPyNnbl  IAIMEHTOB
NPEUMYIIICCTBCHHON JIOKalW3almueld oKaszajach OprommHas moiocte (N=7) w
3a0pIOIIMHHOE  TpocTpaHcTBO  (N=2), 3 mamWeHTa C  KPYNHOKHCTO3HOU
Manb(hopmaleil B 001acTH 1Ier, U3 HUX Y OJTHOTO C MpOpacTaHUEM O0pa3oBaHUs B
CpelnocTeHue, 1 maueHT ¢ Jjokaau3anueil B 00J1acT OMBIIIKH.

[Ipu noxkamu3anuu o00pa3oBaHUsT B OpbDKEHKE KHIIKU BBIIOJIHSIACH
JamapoTOMUsi, PEBU3USI OPTraHOB OPIOUIHOW MOJIOCTH, BBIACICHHE OOpa3oBaHUS B
npenenax 3740poBbIX TkaHeW. Ilpu mpopacraHum o0pa3oBaHHS B CTEHKY KHILIKU
NPOBOJIIIACH PE3CKIIHs TOPAKEHHOTO ydyacTka (N=3), HAJIOKEHUE MEKKHIICYHOTO
aHactomMo3a. [IpoTsHKeHHOCTh YJaJIEeHHOTO y4yacTKa COCTaBisia B cpeaHeM 11 o,
4YTO, YYUTHIBAas, HOPMAJbHYIO0 OOIIYl0 JJIMHY KHIIKM HE TOBIUSJIO Ha
NUIICBAPUTENbHYI0  (QYHKIMIO. BoccTaHoBiIeHHMEe Taccaka MO  KHIICYHHUKY
MPOUCXOIUIIO B CPOK OT 2 710 5 THEMN.

[Ipy HanWMYUM WHTAKTHOM CTEHKM KHUIIKKH PE3CKIHs HE MPOBOIUIACH,
BOCCTAHOBJICHHE TAacca)ka M0 KUIICYHUKY TIPOUCXOAMIIO Ha 2-4 TIoceonepanoHHbIe
CYTKH, B CpPEJIHEM Ha 3 TIOCIIeonepaliMOHHbIE CYTKH.

OcoXHEHHSI B TTOCIICOTICPAIMOHHOM MEepHoJie B BUAE TUM(GOpPEn OTMEUYAINUChH
B 5 ciydasx, KyIMpOBaHHbIE Ha3HAUCHHEM KOHCEPBATUBHOWN Tepamuu, B 4 ciayyasx
Ha3HAYeHHEeM OKTpeoTuaa M B 1 ciaydae B cuiy HEI()PEKTUBHOCTU TEpanuu
OKTPEOTHJIOM  MOTPeOOBaIOCh HA3HAYCHHE HWMMYHOCYNPECCHUBHOW  Teparuu
CHUPOJIUMYCOM.

KoncepBaTuBHas Tepanusi

60



[Ipu BeIgBICHMM auMdoOpen TaIlMeHTaM Ha TMEePBOM JTare Ha3Hadajaach
Tepanusi CUHTETUYECKUM AHAJIIOTOM COMAaTOCTaTMHA — OKTpeoTuaoM. Ha3zHaueHue
npernapata npoBoamwioch «Off label» B cooTBeTCTBHH ¢ KpHUTEPHUSAMH HAIUUHS
KU3ZHEYTPOKAIOLIETO COCTOSIHUA, OTCYTCTBUSA 3aperecTpUpOBAHHON
MaTOT€HETUYECKON Tepamnuu, onucaHHou 3((PEeKTUBHOCTH OT MpUMeHeHus. BBenenue
npernapara MPOBOJUIOCH BHYTPUBEHHO B OTHEIbHBIM BEHO3HBIM JOCTYI B
HEnpephIBHOM pexkuMe B jaosupoBke 10-12 mkr/kr/uac Ha (oHE MOIHOTO
napeHTepainbHoro nutanus. l[lpu  kynupoBaHuM  JUM@Opern  IPOBOJUIACH
MOCTENIEHHAsl OTMEHA MTpenapara U BCCTAaHOBJIEHUE SHTEPAIIbHON HArpy3KH JIEUeOHOM
CMEChI0 C TOHI)XEHHBIM COJEPKAHUEM JITMHHOLECTIOYEYHBIX J>XUPHBIX KHUCJIOT H
MOBBIIEHHBIM COAEPKAHUEM CPEIHELENOYECYHbIX TpUrauuepuaoB. [Ipu oTcyTcTBUM
TCHACHIIMA K CHIDKCHHMIO KOJHWYecTBa oTAelsieMoro B Teuenue 10-14 gHen,
MalreHTaM Ha3HAadallaCh MMMYHOCYIIPECCUBHAs TEparvs CUPOIMMYCOM, OKTPEOTHU]L
ormensuics. [Ipenapar Ha3Havayicsi B BHJIE€ pacTBOpa JUIsl MpuUeMa BHYTPh 1 Mr/mil.
TabnerupoBaHHass (popMa HE MOXKET HMCIOJb30BAThCS Yy JIETE PAHHETrO BO3pACTa,
MOCKOJIbKY COTJIACHO MHCTPYKIIMU JACNIUTh TaOJIETKy Tepell MPUEMOM HEb3s, 3TO
u3MeHseT (apMakOKMHETHYECKHE CBOMCTBa nmpemnapara. Kpome Toro, Ha
KOHIICHTPAIIMIO B IUIA3ME€ KPOBU OKA3bIBAET KOJHUYECTBO JKUJKOCTH, B KOTOPOM
pacTBOp [Ji1 MPUEMA BHYTPb NOIMOJHUTEIBHO PAa3BOAUTCA HEMOCPEIACTBEHHO MEpen
npuemom. CrapToBasi no3upoBka cocraBisiia 0,1 Mi/cyTku B J1Ba npueMa BHE
3aBUCUMOCTH OT Beca pebenka. [Ipuem npenapara He0OX0IUMO TPOU3BOJAUTH CTPOTO
B OJIHO U TOXE BpeMsl C MHTEpBaJIoM B 12 dacoB, uyepe3 3 yaca mociie npueMa muiy.
TutpoBaHve  JO3UPOBKH  NPOU3BOJAMUIOCH  COTJIACHO  PEKOMEHJALUsSIM  TI0
JIO3UPOBAHUIO CHUpOJIMMYyca ISl JEeTed paHHEro Bo3pacTa C KHUCTO3HBIMU
auM@aTHdecKUMU Majb(PopMarMsiMi U TOJi KOHTPOJIEM KOHIICHTPAIIMU B IJIa3Me
kpoBu kaxbie 10-14 nueii. TepaneBTuueckuii Kopumop KoHIeHTpammu 10-15 Hr/mi.
[Tocne xymupoBanust aUMGOpPEH MPOBOAMIOCH TIOCTENEHHOE BOCCTAHOBJICHHE
HSHTEPAJIbHOM HArpy3Ku Jie4eOHOM CMEeChl0 C TOHM)XEHHBIM COJEp)KaHHEM
JUIMHHOLETIOYEYHBIX TPUIIMIEPUAOB. B Teduenue mnocneaywommx 2-4 Mecsles

IMPpOBOAUIICA KYpPC nozmep;ana}omeﬁ TCpallik, 3aT€M IIOCTCIICHHAA OTMCHA
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mpenapaTta IMojJ KOHTPOJEM YJIbTPa3BYKOBOIO HCCIIEIOBAaHUS OPraHOB OpIOLIHON
MOJIOCTH.

Oco0eHHOCTH MUTAHUS

B octpom mepuone s KYNHPOBAaHUS XWJIE3HOIO BBINOTA C  ILEJBIO
YMEHBIICHUSI KOJIMYECTBA MPOAYLIUPYEMON JTUMQBI MOKa3aHO HAa3HAYEHHE IMOJIHOIO
napeHTepanbHOro mnutanus. Hckirodaercs Jaxke MpPUEM BOJBI, IOCKOJBKY B
HEKOTOPBIX UCCIIEI0BAHUAX OBLIO MTOKA3aHO, YTO JAAKE 3TO YBEIMYHMBAET KOJIUYECTBO
dbopmupytomeiics  auMm@arudecko  kuakocTH.  [lapeHTepanbHOe — MUTaHUE
HA3HAYaJoCh COMIACHO CTaHJApTHBIM BO3pPACTHBIM  pexkomeHaanusaMm. [locne
Ky[IMPOBaHUSl XWJIE3HOTO  BBINOTAa BOCCTAHOBJIEHUE JHTEPAIBHON  Harpy3Kd
BO3MOXKHO C HCIOJB30BaHUEM CIICLMAIM3UPOBAHHBIX JIEYEOHBIX CMecel ¢
MOHWKEHHBIM COJIEP KaHUEM JITTHHHOIETIOYEYHBIX JKUPHBIX KUCIOT U C TIOBBIIIICHHBIM
COJCPKAaHUEM  CpPEIHELETOYeUHbIX  TpurimuepuaoB. CoOnrofeHue  CTporom
HU3KOXXKUPOBOM [IMETHl MOKAa3aHO B TEUEHUE 1-2 MecsAleB Mociie KylMUpPOBAHMS
XWJIE3HOTO BBIIIOTA, B TEUECHHUE CIEAYIOIIUX IBYX MECSLEB BO3MOXHO BBEICHHE
MPUKOPMa 3a CYET MPOAYKTOB, HE COAEPIKAIIUX >KUPOB, TaKHMe KaK (PPYKTOBHIE U
oBollHble miope. [lo wWcTeyeHMM HTOro Cpoka TMpU OTCYTCTBUM TPU3HAKOB
HAKOIUIEHUS KUJIKOCTH B TPYJHOW WJIM OPIOIIHOM MOJIOCTH BO3MOXHO MOCTENEHHOE
BBEJCHUS )KUPOB BILUIOTH JI0 BO3PACTHOW HOPMBI.

2.5 CtatucTuyeckasi 00padoTKa JaHHbBIX

CratuctTuyeckuil aHaliu3 JTaHHBIX MPOBEJICH C HMCIOJIb30BAHHEM IPOTPAMMEBI
StatTech v. 4.6.1 (pa3padotuuk - OOO "Crarrex", Poccus).

KonuyecTBeHHbIE 1aHHbBIE OILIEHEHBI HA MPEAMET COOTBETCTBUS HOPMAILHOMY
pacnpeneneHuro ¢ nomoubo kpurepus Llanupo-Yuika. KonuuecTBeHHbIE TaHHBIE,
UMEIOIINE HOPMAaJbHOE  pACMpEeieHHe, OINUCAaHbl C TOMOIIbI  CPEAHUX
apudmerndyeckux BenuuuH (M) u ctanmapTHeiX oTkioHeHuid (SD), rpanuma 95%
noBeputenbHoro wuHtepBana (95% [U). B ciyudae OTCYyTCTBUSI HOPMAaJIbHOTO
pacrpeiesieHus KOJIMYECTBEHHbIE MTOKA3aTeNI ONMUCAaHbl C UCIIOJIb30BAaHUEM MEIUAHBI
(Me) u mmxkHero u Bepxaero kBaptwied (Q1 — Q3). CpaBHeHue AByX rpymnn 1o

KOJIMYCCTBCHHOMY IIOKa3aTC/JII0, HMCIOIIEMY HOPMAJIbHOC pPacnpCaciICHUE, IIpHu

62



YCJIOBUU PaBEHCTBA AUCIEPCUN BBIMOIHEHO C MOMOIIbI0 t-kputepus CTbrOJEHTA.
CpaBHeHuE [BYX Tpynn MO KOJIMYECTBEHHOMY IOKa3aTeNlo, paclpeiesieHue
KOTOPOr0 OTJIMYAJIOCh OT HOPMAJIBHOTO, BBIMNOJHEHO C MOMOIILI0 U-KpuTepus
ManHa-YutHu. JIns OLIGHKM JWMArHOCTUYECKOM 3HAYMMOCTH KOJIMYECTBEHHBIX
MIPU3HAKOB TIPM IPOTHO3UPOBAHUU ONPEJCICHHOTO HCXO0Aa, MPUMEHSIICA METOI
anann3a ROC-kpuBbix. Paznenstoiiee 3HaueHNE KOJITMYECTBEHHOTO MTPHU3HAKA B TOUKE
cut-off ompemensuioch MO  HaWBBICIIEMY  3HA4YeHHWIO  WHAekca  HOmeHa.
KareropuanbHble JaHHBIE OMHMCBHIBAIUCH C YyKa3aHWEM aOCOIIOTHBIX 3HAUYCHHH H
MPOUEHTHBIX Jojed. CpaBHEHUE MPOLEHTHBIX JO0JIEN MPHU aHAIU3€ YETHIPEXITOIbHBIX
TaOJIUI CONMPSIKEHHOCTU BBIMOJHSIOCH C MOMOIIBI0 TOUHOTO KpuTepus: duiepa (mpu
3HAYCHUSAX OXKHjaemoro siBjieHus MeHee 10). B kauecTBe KOJWYECTBEHHOW MEpbI
ahdexkra TpU CpaBHEHUM OTHOCUTEIIBHBIX [IOKAa3aTeliel HaMU MCIOJIb30BAJICS
MoKa3aTeab OTHOIIEHHUs MIAaHCOB ¢ 95% noBepurenbHbiM uHTEpBasioM (OILI; 95%
JIN). B crny4yae HyJIEBBIX 3HAUCHUW 4YHCIAa HAOMIOJCHUM B sSYEHKaX TaOJIUIIbI
CONPSDKEHHOCTH PACUYET OTHOUICHHS IIAHCOB BBIMOIHSJICS C TMONPABKOW XOJIACHH-
DOHckoMO. CpaBHeHHE Tpex W 0OoJjiee Tpymn 10 KOJIHMYECTBEHHOMY ITOKa3aTelto,
pacnpeneneHue KOTOPOro OTIMYaloCh OT HOPMAIbHOTO, BBIMOJHSIOCH C MOMOIIBIO
kputepusa Kpackena-Yoiuinca, alioCTEpUOPHBIE CPABHEHUSI — C TIOMOIIBIO KPUTEPHS
Hanna c¢ monpaBkod Xomnma. Orenka QyHkiuu 3(OPEKTUBHOCTH  Teparnuu
npoBoaWiack no merony Kammana-Meliepa. Pa3znuuusg cUuTamuch CTaTUCTUYECKH

3HaunMbIMU Tipu p < 0,05.

63



I'TIABA 3. PE3VYJIbBTATHI JIEYEHUA HOBOPOXJIEHHBIX H
JIETEHA I'PYJAHOT' O BO3PACTA C KNUCTO3HbBIMH
JIMMPATHYECKUMU MAJIBb®OPMAILIUAMHU

Pa3nen wammcaH B COOTBETCTBHM C MaTepHallaMd, OITYOJMKOBAaHHBIMH B
cratbe: ['ypckas A.C., CynaBko M.A., bassutoB P.P., Exkumosckas E.B., HakoBkun
O.H., Kapnuyra N.B., Knenukosa A.A., Carosan I'.b., Xarypos P.A., ®ucenko A.IL
JlnarHocTuka W JiedeHue TUM(aTHUecKuX Maib(OPMAIUA: OMBIT XUPYPTHIECKOTO
OTJICJICHUS HOBOPOXKIEHHBIX M JIETEd TPyAHOro Bo3pacrta. Poccuiickui
neanatpuaeckuii xxypaai. 2023;26(4): 242-251.

Jns  pa3paboOTKu  airopuT™Ma BEICHHS  MAIMEHTOB C  KHUCTO3HBIMU
auMpaTHYeCKUMH MalibopMalusiMU B TIEPUOJIE HOBOPOXKIECHHOCTH Uy JeTel
TPYAHOrO BO3pacTa HaMu ObLI IPOBE/ICH aHAIU3 PE3yJIbTAaTOB JIEUECHHs 22 TalMEeHTOB
3a nepuoj ¢ okTsiops 2017 roxa mo aBryct 2024 rojga B XUPYyprudecKoM OTIEICHUU
HOBOPOXJICHHBIX U JieTel rpyiHoro Bo3pacta ®I'AY «HMMULL 310poBba neTein».

Cpenu KUCTO3HBIX JUM(DATHUECKUX MalibpopMalvii B HaIllEM UCCIICIOBAHUHU
HanboJiee YacTO BCTPETHIIACh KPYMHOKUCTO3Has ¢opma (N=15). Menkokucro3Has
dbopma KuCTO3HON TUMPaTHYECKONH Mallb(popMaluy JUarHOCIMpPOBaHa B 5 cliydasx,
cMmernianHasi opma - B 2 ciryqasix.

CmewaHHas

MenKoKkucTosHan

22,7%

KpynHoKkucTosHas

Pucynok 12. Pacnipenenenue no xapakrepy o0pa3oBaHHiA
[Ipu paccMoTpeHun pachnpenesieHuss Mo XapakTepy MaibhopMaluu B
3aBUCUMOCTH OT TJIyOMHBI ParojioKeHUs ObLJIO BBISBICHO, YTO IMPHU MOBEPXHOCTHOMN

JOKaJIM3alliy 3HAYUMO TpeodagaeT KpynTHOKHCTO3Has (hopma.
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Tabauna 11. Ananu3 xapakrepa KUCTO3HON JTUM@aTHUuecKoil Manbhopmanuu

B 3aBUCHUMOCTH OT TJ1Y' OMHBI PacCIIOJIOKCHUA

Tun Pacrnionoxenue
IToka3zaTenn p
manbdopmarun | [Toepxaoctaoe |  ['mybGokoe
MenKOoKUCTO3HAS 0 (0,0) 5(50,0)
Xapakrep
KpynHokucTo3Has 11 (91,7) 4 (40,0) 0,017*
Majbhopmalum
CMmelHHas 1(8,3) 1 (10,0)

* — paznuuus nmokasareseil cratuctTiudecku 3Hadumsl (p < 0,05)

B cootBerctBUM Cc mpeacTtaBieHHOW Tabnumed 11 mpu  oneHke
MEJTKOKHCTO3HASI/KPYITHOKHUCTO3HOTO B 3aBUCUMOCTH oT JIOKaJu3aIuu
Hapy>KHas/BHYTPEHHSIS, HAMH ObUIM BBISBICHBI CTATUCTUYECKH 3HAYUMBIE PAa3IHUUs

(p = 0,017) (ucnonvzyemwiii memoo: Xu-xeaopam Ilupcona).

100,0-
e 750
=
§ MEJIKOKHCTO3HAasA/ prl'lHOKHCTOBHaH/CMCUJaHHaﬂ
g . MEJIKOKHUCTO3HAad
£ 50,0
e i KpPYNHOKHCTO3HAas
: .CMeLLIHHaH
=
(=]
= 25,0
0.0
MoBepXHOCTHOE rnybokoe
PacnonoXeHe pacnonoXeHue

Pucynok 13. Anamu3 xapakrtepa maumdaTHueckod MainbhopMaluu B
3aBHCHMOCTH OT PACIIOJIOKECHUS TOBEPXHOCTHOE/BHYTPEHHEE

[IpoBeieHHHBIN aHAW3 BIMSHUA 00bema JMMpaTuuecKkoi Manbhopmaluu, a
COOTBETCTBEHHO MATOJIOIMUYECKUX MOTEPh B MOJIOCTh 0Opa30BaHUsI Ha J1a0OpaTOPHBIE

nokasareiy nepupepruieckoir KpoBH MaIMEHTOB MPU MOCTYIJIEHUU B CTAllMOHAP.
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Tab6aunna 12. Ananu3z 1a00paTopHBIX OKa3aTeNel B 3aBUCUMOCTH OT 00bemMa

Manb(popmaIiu
O6beM 06pazoBaHus (cM =)
[Toka3zaTenu Kareropuu p
Me Q:1-Qs n
Hopmanbsubii
18,20 —
YPOBEHb 31,00 9
YpoBeHb 119,70
reMorJIoonHa 0,064
reMorJIOOnHa
58,60 —
AneMusa 282,30 7
316,00
83,57 —
JlelikoneHus 251,45 6
299,62
HopmanpHubii
YpoBeHb 24,00 —
yYpOBEHb 31,00 7 0,205
JIEUKOIIUTOB . 58,60
JIEMKOIIUTOB
63,05 —
JlelikomuTo3 119,70 3
223,15
HopmanbHubrit 15,70 —
v 24,00 90.98 8
OBEHb OBEHb ,
P P 0,016*
anpOyMuHa 37,38 —
['mnoansOymuaIMuUs | 251,45 8
310,70

* — pa3nuuus mokaszaresneil cratuctiuuecku 3HauuMs (p < 0,05)

Hcxons W3 MOMYyYEHHBIX J@HHBIX 00bEM O0pa3oBaHUs OKa3blBaJl 3HAYUMOE
BIUSHAE Ha TOKa3zarenb ankOymmHa (Tabmuma 12), u9to  oOBACHSETCS
CYILIECTBEHHBIMH TOTEPSIMU O€jika B MOJIOCTh JuMpaTudeckoi manbhopmanuu (p =
0,016) (ucnonvzyemwii memoo: U-xkpumepuii Manna—Yumnu). Ilpu ananuse apyrux
nokasaatesied nepudepudecKoil KpOBU CTATUCTUYECKH JOCTBEPHON pa3HUIBI HE
BoIsiBIeHO (p = 0,064, p = 0,205 cooTBETCTBEHHO) (UCMOIB3yeMble MeTonbl: U-—
kpumepuit Manna—Yumnu, Kpumepuii Kpackenra—Yonnuca). T'nnoanb0yMUHIMHES
BBISIBJICHA Y TIOJIOBUHBI TAIIMEHTOB, KOTOPHIM Ha OCHOBAaHWUU MPOBEIACHHOU

KOMITbIOTEPHON TOMOTrpaduu y1aaoch paccuuTaTh 00beM Malibhopmaiuu.
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1000,00 .

=
7 750,00
(an]
5
E TUII0ATbOYMUHEMHUS
g 500,00 B HOpMalbHBIH ypOBeHb anb0yMHHA
% B3 runoans6ymuaeMus
l-g_‘ LT 1
D 1
p=
2 250,00 —{251.45
©
S
0,00 24,00

Pucynok 14. Biusinue o0beMa 00pa3oBaHMs HA YPOBEHb albOyMUHA

Bcem gersiM ¢ KUCTO3HBIMH JIMM(pAaTUYECKUMH MalibpopManusMu Ha
JUArHOCTUYECKOM JTalleé BBIMOJHSJIOCH HCCIEAOBAHHE YPOBHS OHKOMAapKEpOB
(anbdaderonporenna, pepputrna, menodHo ¢GocdoTasbl, JaKTaTACTUIPOTCHA3HI,
HeHpocreuprUecKoi  €HoJIa3bl). YUHThIBas JTOOPOKAYCCTBEHHBIM  XapakTep
MOPaKEHUSA, YPOBEHb OHKOMApPKEPOB HE MPEBBIIIAT JOMYCTHUMbIE 3HAUYECHHUS HHU Y
OJIHOTO W3 MAI[MEHTOB, B CBA3U C 3TUM CTaTUCTUYECKUN aHAJIN3 JaHHBIX MTOKa3aTesen
HE IPOBOIMIICS.

Tab6auna 13. BzauMocBs13b pacnionokeHus: Majib(popMamuu 1 BEIOPaHHOTO

MCTOJa JICUCHUA

Metoa neyeHus Pacnionoxxenue
[ToBepxHOCTHOE ['my6okoe
n (%) n (%)
Xupypruveckuit 11 (91,7) 9 (90)
KoncepBatupnas tepanus | 1 (8,3) 1(10)

Beibop Meroma sieueHus ~ 3aBUCEN  OT  PACIIOJIOKEHUS,  XapakTepa
muMmpatryeckor Mambhopmaruu, oobema nmopaxkenus (tadmmma 13). [Ipaktuuecku

BCEM IMallMCHTaAM I[aHHOI‘ﬁ rpynibl, BOIICAIIXMM B HAI€C UCCICAOBAHUEC, BbIIIOJIHCHDBI
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orepaTuBHBIC BMemarenbcTBa (N=20), numb 2 manreHTaM CTapToBO ObLila Ha3HAYCHA
KOHCEpPBAaTHUBHAS TEpanus B CBSI3M C HEBO3MOXXHOCTBIO BBINIOJHEHUS OIEpaliu.
OTcyTcTBHE BO3MOXKHOCTH TMPOBEACHHUS ONEPATHBHOTO BMEIIATENbCTBA OBLIO
CBSI3aHO C OOIIMPHOCTHIO MOPAKEHUS C OJHOM ciyyae (TMopakeHue Bced olnactu
BEPXHUX KOHEYHOCTEH W TYJOBUIIA) U CIIOHOW aHATOMUYECKOM JOKanu3aluen B
JIpYroM ciiydae (mopakeHue o0JacTh HalOPOBHOM JTyTH, MEPEHOCHUIIbI, KpblJIa HOCA,
MEIUAIBHOTO OTIENa JIEBOM OpOUTHI, IOOHOIO OTPOCTKA BEPXHEH YENIOCTH CIIEBA,
00JIaCTH SI3bIKA U TOPTAHOTJIOTKH).

Y 40% mnanuenTtoB (N=8) B mpeAoNeparioHHOM TIEPHOJE OTMEYAIOCh
pa3BUTHE OCJOKHEHUW B pe3yJbTaTe CAABJICHHS JKU3HEHHOBAXXHBIX OpraHOB
00BbEMHBIM 00Opa30BaHUEM B BHUJAE JbIXaTEIbHOM HEJOCTaTOUYHOCTH, YaCTUYHOU
KHUILIEYHON HENPOXOJUMOCTH, MApPOKCU3MAIBHOM Taxukapauu (tabmuma 14). B
OCHOBHOM K pa3BUTHIO OCJIO)KHEHMH NPUBOJWIM KPYHMHOKHCTO3HbIE 0Opa3OBaHUs
(n=6, 75%), B oiHOM clly4ae MMeJI MECTO MEIKOKHCTO3HBIH XapaKTep Mmpoiecca U B
OJIHOM — CMEIIAaHHBIN.

Taomunma 14. Hamnune ocCHOXKHEHMIIT B 3aBUCHUMOCTH OT JIOKQJIW3AlUU

nporiecca

Jlokanuzanus MajabhopMaIuu n (%)
OO0mnacThb 1men 1 cpeoCTeHUE 1(12,5)
BpromiHas moiocTh 6 (75)
3a0proMMHHOE TIPOCTPAHCTBO 1(12,5)

B mnamem wuccnenoBaHuu HamOoJiee YacTO OCJIOXHEHUS, CBS3aHHBIE CO
CIABJICHHMEM COCCJIHHMX OPTraHOB BBI3BIBAIM KPYIMHOKHUCTO3HBIC OOpa30BaHUS,
JIOKAJIM30BaBIIUECS B OPIONTHON MOJIOCTH.

[ToBepXHOCTHO pACIONIOKEHHBIE Malb(POpMAIIMU PEXKE BHI3BIBAIOT PA3BUTHE
OCIIO)KHCHHH, CBsS3aHHBIC CO caaBicHUeMIIpH TMOBEPXHOCTHOM PpAaCIOIOKEHUN
KPYIMHOKHCTO3HON Manb(OopMaIiiii METOJIOM BBIOOpA SIBIISJIOCH CKIEPO3UPOBAHHKE, B
HaIlIeM HMCCJICIOBAaHUU JaHHBIA BUJI JIeUeHUs ObUT MpuMeHeH y 7 manueHtoB (9,1%).
[Tpr OoCTYTCTBHHM BO3MOXXHOCTH IPOBENEHUS MaJOMHBA3MBHOW mporenypbl (N=13,

90,9%) BBIMOTHSAJIOCH ynmalieHue oOpa3oBaHus. B nmanpHeimeM AByM MaldeHTaM
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IPOBEJEHO IOBTOPHOE CKJIEPO3UPOBAHHE B CBSA3M C HEMNOJIHBIM PETPECCOM
Maib(opManuii, B OJHOM CiIydae Ha BTOpPOM »3Tale IMPOBEACHO YAaJCHHE

00pa3zoBaHus MOCTE MPEIBAPUTEITHLHOTO CKIEPO3UPOBAHUS MOJIOCTH Malib(hopMaIuu.

CkneposupoBaHue

YnaneHue/qacTu4Has peseKkuma
obpasoBaHuAa

9,1%

Pucynok 15. Pacnpenenenue no MeTojaM JICUEHUS HA [IEPBOM JTarle

[ByxaTanHoe
NeyeHums

15%

OpHoaTanHoe
neyeHumn

Pucynok 16. Pacripenenenue mo KoJu4ecTBy ATAIOB JICUCHUS

Takum 00pa3oM, OJHOATAITHOE XUPYPTHUUECKOE JeUeHHe MpoBeacHo 85%
narenToB (N=17), 15% mnamnuenToB mMOTpeOOBaIOCh ABYXdTamHoe JjedeHue (N=3)
(pucyHok 16). YV 1ByX NamnueHTOB BBISBICHBI PEIUINBBI B OTIAICHHBIE CPOKHU ITOCIIE
MIPOBEJICHHOTO OINEPAaTUBHOTO BMEIIATENbCTBA, JAHHBIM TAIleHTaM Ha OCHOBAaHUU
IPOBEJCHHOIO  MOJIEKYJISIPHO-TEHETUYECKOTO  UCCIIEIOBAaHUSI U BBISBJICHHBIX
KIMHUYECKUX TPU3HAKOB PACCTPOMCTB CIEKTpa CHHIPOMOB H30BITOUYHOTO POCTa
ycraHoBiaeH auarHo3 CLOVES-cunapom. B ocranbHbIX ciaydasx pelUIMBOB 3a

NepUo HaOIIOICHUS HE BBISBIICHO.



Bes ocnoHeHWI

35,7 %

MocneonepaunoHHas
numoopes

Pucynox 17. Pacnpenenenne B 3aBUCUMOCTH OT IOCJIEOINEPAIMOHHBIX
OCJIO)KHEHHM

[Tocne npoBeneHHoro yaaineHus odpazoanus B S (35,7%) ciiydasix BBISIBICHBI
OCJIO)KHEHUSI B BHJIE IOCieonepalmoHHo nuMmdopen, B 9 chydasx 1mocie
IIPOBEICHHOT'O ONIEPTHABHOTO JICUECHHUS OCJIOKHEHUH HE OTMEUaIoCh (PUCYHOK 17).

Taﬁ.Jmua 15. Pacnpez[eneHHe IHanmMCHTOB B 3aBHCHMOCTH OT JIOKaJIM3allNK1

yIaJCHHOTO  O0pa30BaHMs, IOCJICONEpPAllMOHHON JMdopen U Xapakrepa
Majab(hopMariu.
Jlokanuzanust | N (%) IT/0 mumdopest XapaxTep ManbpopManuu
n (%) Menkokucro3nass | Cmemannas | KpymHokucTo3Has
n (%) n (%) n (%)
OGuacte men | 4 (28,6) - - - -
Hommemmeunas | 1 (7,1) 1 (20) - 1 (20) -
o0JacTpb
Bpromnas 7 (50) 4 (80) 2 (40) - 2 (40)
HOJIOCTh
3abprommunoe | 2 (14,3) - - - -
IPOCTPAHCTBO

HaunGomnbiiee KOTWYECTBO OCIOKHEHHH B BHJE TMOCICOTNEPAMOHHON uMdbopen
OTMEUYEHO MOoCcJe yAaleHus: 00pa30BaHU, JTOKAIN30BABIIUXCS B OPIOLIHON MOJOCTH
(tabmuma 15). C nenbro KynupoBaHus JUMGOpPEH Ha TMEPBOM 3Tale MPOBOIUIOCH
Ha3HAYECHWE KOHCEPBATHUBHON TEpAaNMM CUHTETUYECKUM AHAJIOTOM COMAaTOCTaTHHA
okTpeotuoM. B 4 cinywasx npanHas Tepanus Obuta 3(P¢EeKTHBHA, KyNUpPOBaHHUE
auMmdopen gocturanoch Ha 3-4 cyTku, B 1 ciydae B BUIy OTCYTCTBUA dPdeKTa OT

HpOBOI[HMOﬁ TCpalin B BUAC CHHIKCHHA KOJIMYCCTBA XMJIC3HOTO OTACIIACMOIO IIO
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IpeHaXXy  Ha3Hau€HAa  WMMYHOCYIIPECCHMBHAs  Tepamus  CHPOJIUMYCOM  C
MOJIOKUTEIBHBIM 2 (exTom Ha 6 cyTku (Tabmuma 16).

Tadoauna 16. Tepanus mocneonepaMoOHHBIX OCI0KHEHUI

[Toka3zarenb Kareropun n %

OxTpeoTun 4 80

Tepanust 0CI0KHEHHUIN
Cuponnmyc 1 20

Hamu Ob110 cienaHo mpeanonokeHne, YTo OJHUMH U3 BO3MOKHBIX (PaKTOPOB,
BJIMSIOUINX Ha BEPOSITHOCTh PA3BUTHS MOCIEONEPAIMOHHON JTUM(OpEr MOTYT OBITH
xapaktep U 00beM oOpaszoBaHusa. C 3TOM 1enbi0 ObUT MPOBEJEH aHAIU3 BIIMSHUS
o0bemMa © Xapakrepa oOpa3oBaHMs Ha (PaKT pPa3BUTUS IMOCIEONEPALMOHHON
mumbopen (Tabnuma 17).

Tabauua 17. Ananus BiustHus 00beMa 00pa30BaHMs Ha pa3BUTUE

MIOCJICONEPATMOHHON TUMbOpPEH

O6bem obpazoBanust V
IToxasarens | Kareropuu p
Me Q1 -Qs n
OtcyTcTBUE 30,10 —
56,20 6
OCJIOKHEHUH 249 .40
OCJIOKHEHUS 0,439
170,15 —
JIumdopes 220,60 3
251,45

[Ipu anammze OOBeM oOpa3oBanus V B 3aBUCHMOCTH OT HaJTUYUS
OCJIOKHEHHH, HE YAaJI0Ch YCTAHOBUTH CTATHCTUYECKH 3HAYMMBIX pasimuuuii (p =
0,439) (ucnoavsyemvii memood: U-—xpumepuii Manna—Yumnu). Takum oOpazom,
YCTaHOBJIEHO, YTO 00BbEM OOpa30BaHUs HE BIHUSAET HAa PUCK pa3BUTUSA JUMPOpPEH B
HIOCJIEONIEPAIHOHHOM TIeproie. IIpOBEICHHBIM aHAM3 3aBHCHMOCTH XapakTepa
Malb(GOpMaIlii Ha Pa3BUTHE OCIOKHEHHH HE BBISBHJI CTATHCTHYCCKH 3HAYUMBIX
oranunid (P = 0,502) (ucnonvzyemoiii memoo: Xu-xkeaopam [lupcona) (tabmuna 18).
[Ipy mpoBeAeHUHM [IaHHOTO aHaJIM3a MOXHO OTMETHTh, YTO KPYITHOKHCTO3HBIE
00pa30BaHUs BCE-TAKU HECKOJIBKO PEXe MPUBOAAT K PA3BUTHIO MOCICONEPAIIMOHHOM

auMdopeun (pucyHok 19).
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300,00

200,00

O6nem obpasoBanus V

100,00

0,00 |

OCIIOKHEHHUS
@ OTCYTCTBHE
E numboppest

Pucynok 18. Bausinue o0beMa 00pa3oBaHus Ha pa3BUTUE OCIOKHEHHM.

Tabauna 18. Ananu3 BIMSAHHS XapakTepa Mailb(OopMallid Ha pa3BUTHE

MOCJICONEePATMOHHON TUMbOpEn

XapakTep Malib(hopuMaIuu
Ilokasarens Kareropun p
Menkokucro3nas | Kpynnokucroznas | CMmenrHHas
Hamrane Her 2 (50,0) 10 (76,9) 1 (50,0)
MOCJIE0NIEPAIMOHHOM 0,502
bopen la 2 (50,0) 3(231) | 1(50,0)
100,0 -
© 75,0
s
|
g
e .
N 50,0 . Bea 0CNOKHEHU
E . MocneonepaumoHHas AMmdopes
5
=250
0,0-

MenkokucTosHaa KpynHokuctosHas CmelwaHHas

Pucynok 19. Anamu3 BiusHUS XapakTepa Manb(opMallid Ha pa3BUTHE

MoCIIeonepaoHHON TuMdpopen
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UYerplpHaAmaTy  TaIlMEHTaM, KOTOPHIM  OBUIO  TPOBEACHO  yJaJeHUE
oOpa30oBaHUsl, BBITIOJHEHO MOJICKYJIAPHO-TCHETHUECKOE WCCICIOBAHUS C IIEJIBIO
Bepudukaruu mytauun PIK3CA. IlpoBeneHHOe HCClIeIOBaHUE TMOKA3aja0 HATUYHE
uckomoit mytaruu B 85,7%.

Taoauna 19. Hanuune mytanuu PIK3CA

['eneTHueckoe Uccieq0BaHUE
IToka3zareinp Kareropun
n %
OtcyTcTBHE 2 14,3
Hanmmuue mytanuu PIK3CA
Hamuuue 12 85,7

AHanu3 TOYEK MyTalMu TMOKa3ajl, YTO Uil KHCTO3HBIX JUM(ATUYECKHUX
Maib(hopmalii XxapakrepHa HamOoJiee yacTo BcTpevaromasica myrtauus ES45K, ee
HaJM4Ke BbISBIEHO B 9 ciydasx (75%), B nByx cnydasx (16,7%) orMeueHna myTanus

B Touke ES42K, B ogHOM cityuae (8,3%) Q546R.

=
o

75 %

MenKkoKMcTo3Han
mansdopmauyms

. KpynHOKUCTO3Han
manbdpopmaumsa

O = N W R Oy N 0 WD
| | |

E542K E545R Q546R

ToyKa myTauuu

Pucynok 20. Pacnpenenenue no ToukaM MyTaruu

Mytanust PIK3CA B touke E545R ¢ onuHakoBOW 4acTOTOW BCTpedaeTcs B
KPYTHO- U MEJIKOKMCTO3HON Malb(pOopMaIiH.

JIBym marnuentam (9%) Mo COBOKYIMHOCTH KIWHHYECKUX IPOSIBICHHUIA ObLI
BBICTABJICH JJUArHO3 PEAKOT0 PacCTPOMCTBA CIEKTPa CHHIPOMOB M30BITOYHOIO POCTa
— CLOVES-cunapoMm, y 000UX MNAIMEHTOB OMpPENEICHbl MYTAllUM B «TOPSYUX

toukax»: E5S45R B oqHOM citydyae u B ogHoM cinyuyae E5S42K.
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Kaunuyeckue npumMepsl

Kaunuyeckuit npumep 1

[ManuenT 1 moctynui B XUpypruyeckoe OTAEICHUE HOBOPOKICHHBIX U AETEH
TPYAHOrO BO3pacra € XajlobdamMu Ha Haludue OOBEMHOTO 00pa3oBaHUS OPIOLIHOM
MOJIOCTH OOJIBIIMX Pa3MEPOB.

AHTEHATaNbHO MpPH MPOBEJIECHUU BTOPOrO CKPUHUHIA YCTAHOBJIEH JAUATHO3 —
o0bemMHOe oOpa3oBaHHe OpromHON mnojoctd, Ha 30 Hemene rectanuu y peOeHKa
BBISIBJIEHBl HApYLICHUs CEPIEYHOIO PUTMA B CBA3M YEM BBIIIOJHEHO KECapeBO
CEUYEHHE IO IKCTPEHHOM noka3zaHusaM. CocrosiHue peOeHKa IMOcie POKIAEHUs ObLIO
PACIIEHEHO KaK TSDKEJIOE€ 3a CYET SBJICHUWM JbIXAaTEJIbHOM HEIOCTATOYHOCTH, B
TEYEHUE JIBYX CYTOK IPOBOJAMIACH HMCKYCCTBEHHAs BEHTWJILUSA JIETKUX, 3aTEM
pebeHok ObUT TEepeBEEH Ha caMocTosTelbHOe nbixanue. [lo pesynapTaTam
IPOBEJCHHON TEIEMEIUIUHCKON KOHCYIbTAllMM PEKOMEHIOBAH MEPEBOJl peOCHKa B
XUPYPrUYECKOe OTHAEIECHUE HOBOPOXKICHHBIX M JeTel rpyaHoro Bo3pacta OI'AY
«HMULL 3nopoBes npeteity MunzapaBa Poccuu. Ilpu moctymiennn y peOeHKa
BbIsIBJIeHA Tmapokcu3ManibHas Taxukapausga, UYCC npo 349 ya/muH, pebeHOK

KOHCYJIbTUPOBAH KapJIuOJIOroM, IIPOBEACHO 00ClIeIOBaHNE, Ha3HAUYEHa Tepanus. Bec

pebenka mpu noctyruieaun 2560 T.

Pucynok 21. KommnbsrorepHas Tomorpadust
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[lo nanHBIM KOMIBIOTEpHOW TOMOrpaduu (pucyHok 21) B mpoekuuu
OppDKEHKM  KHILIKH, OXBarTbiBas  My(QTOOOpa3HO  CHUTMOBUAHYIO  KHIIKY,
pacipoCTpPaHssACh Ha JIEBbIE U MPABbIE OTIEINIBI OPIOIIHON MOJIOCTH, BU3YAIU3UPYETCS
TUTAHTCKOE JKUJIKOCTHOM IUIOTHOCTH MHOTOKaMepHOEe 00pa3oBaHHWE C TOHKUMU
CTEHKaMH, OOIIMMU TpUMEPHBIMU pazMepamu 49 x 106 x 83 MM, Ipu BHYTPUBEHHOM
KOHTPAaCTUPOBAaHUHU 00pa30BaHKME HE HAKAIUIMBAET KOHTPACTHBIN Mpenapar.

BBINIONHEHO ~ OMEpAaTHBHOE  BMEMIATENBCTBO:  JANAPOTOMUS,  yJaJeHUE
o0beMHOro oOpa3oBaHus OpromHON nonoctu. [lo BCKpeITHM OpIOIIHOM MOJOCTH
BBISIBJICHO, YTO MPAKTUYECKHM BCE CBOOOJHOE MPOCTPAHCTBO 3aHMMAET KUCTO3HOE
MHOTOKAMEPHOE TOHKOCTEHHOE O0pa3oBaHUE CO CBETJOXKENTOW KUIAKOCTHIO
(pucynok 22). llpu peBu3nu NETIM TOHKOW KHILIKU SBEHTPUPOBAHBl B paHy,
IpopacTaHWid CTEHKH U OpbDKEWKM TOHKOW KHIIKH HOBOOOpPa30BaHHWEM HE
onpezensercsi. O0beMHOE 00pa30BaHUE UCXOAUT U3 OPbDKEUKH TOJICTOM KHUILIKH, Ha
IPOTSDKEHUH OKOJIO 6 CM HMHTUMHO IPWIETaeT K CTEHKE KHIIKU. BusyanabHO

o0pa3oBaHUe yIaJICHO PaJUKAIBHO.

Pucynok 22. O0pa3oBaHue HHTpaONEPallMOHHO
B nocneonepaiinoHHOM nepuojie Ipyu BO30OHOBICHUH SHTEPAIbHON HArpy3Ku

OTMeYanuch siBieHus JauMmpopen wmakcuManbHo 10 80 wur/cytkm (30 Mi/kr),
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XWIIC3HBIA XapaKTep JKHAKOCTH MONTBEPXKACH JabopatopHo (muTo3 — 3,84x10°,

mumporuTel — 69%, Tpurmunepuas! 18,94 Mmomen/i) (pucyHok 23).

Pucynok 23. Xuie3Hoe OTAes1eMoe 10 APEHAXKY

Ha3znauena tepamus okTpeoTumoM B ao3upoBke 10 Mkr/kr/dac. B Teuenume
MOCJEAYIOIMINX TPEX JHEU SIBJICHUS XUJIONEPUTOHEYMA KYIIHUPOBAHBI, IPEHAXK yIAJICH
Ha YETBEPTHIC IOCJICONEpPAlMOHHBIE CYTKH (pUCYHOK 24), sHTepasibHas Harpys3ka
BOCCTAHOBJICHA JI0 BO3PACTHOTO 00BheMa CIICUATU3UPOBAHHON MOJIOYHON CMECHIO C
MOHMYKEHHBIM COJEP)KaHUEM JJIMHHOLEIIOYEYHBIX TPUIIMIIEPUIOB U MOBBIILICHHBIM

COIEPKAHUEM CPEIHEIECTIOYEYHBIX TPUTIIUIEPUIOB.

OTtgenaemoe
no ApeHamy

w OKTpeoTua,
90

80

70
60

50 \
40 \

30 \
20 \

10

0 T 1

Pucynok 24. JluHamMHuKa KOJIMYECTBA OTACIISIEMOTO 110 JPCHAKY
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[TpoBeneHo Mopdosoruyeckoe ¥ HMMYHOTHCTOXHMHUYECKOE HCCIICIOBAHHE.
[TostocTHOE 00pa3oBaHWE BBICTIIAHO IUIOCKHUM JIUTEIMEM ITOJOXHUTEIBHBIM IS
CD31 (pucynok 25) m Podoplanin (pucyHok 26), SBISIOIIAMHUCS OCHOBHBIMU

MapKepaMu JuMQaTHuecKol TKaHu. B mojoctax u no nepudepun mumponuTapHbie

CKOIUIEHUS (DOJUTUKYIISIPHOTO CTpOeHUs (PUCYHOK 27).

Pucynok 25. ImmyHorucroxumuueckoe uccienoanue ¢ CD31

Pucynoxk 26. MmMmmyHorucroxummyeckoe wuccienosanre c¢ Podoplanine

(ITomomnanuy)
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PeGeHKy BBIMONHEHO MOJEKYJISIPHO-TEHETUYECKOE MCCIEA0BAaHUE, METOAOM
1 pOBOH KaneabHOW MOTMMEPA3HOH IIEMHON PeaKIui BhISIBICHO HATMYKUE MyTalllH
E545K B rene PIK3CA. PebOeHok B HacTOAMMA MOMEHT HaxXOIUTCSI Ha
aMOyIaTOpHOM HaOJIIOJEHUHM JETCKUM OHKOJOIOM, IIPU BBISBICHUM PELMIMBA WU
JIPYTUX KJIMHUYECKUX MPOSBICHUM CIIEKTpa CUHIPOMOB U30BITOYHOTO POCTa PEOCHKY

OyJeT Ha3HaueHa TapreTHas KOHCEpBATUBHAS TEpaIusl.

Pucynok 27. JlumporutapHsie cKorieHus (POUTUKYISIPHOTO THUIIA

Ha ceromusiHuii 1eHh pOBEJACHUE CHEU(PUUECKON Tepanuu He Tpedyercs,
MOCKOJIbKY y peOeHKa He BBISBICHO KJIMHUYECKUX MPOSBICHUM PACCTPOICTB CEKTpa
CHUHIPOMOB H30BITOYHOIO POCTAa U BBICOKA BEPOSITHOCTh, YTO TKAHH, COAEpIKallue

MYTAIUIO yIaJe€Hbl B IOJHOM O0BbEME.

78



Kunnnuyeckuii npumep 2

[Tanent @ nocTynui B XUPYPIUUECKOE OTIEICHUE HOBOPOXKICHHBIX U JIETEN
IPYyIHOTO BO3pacTa M3 POAWIBHOTO JOMa B CBS3M C HalM4yueM OOBEMHOIO
oOpa3oBaHUsI B 00IACTH IIEH.

PebGeHok o1 5 GepeMeHHOCTH, 2 CPOUHBIX OIEPATUBHBIX POAOB IyTEM, BEC IIPU
poxkzeHnn 3555 T, COCTOSIHHE MOCIE POKIACHUSA CPEAHEN CTENEHU TSHKECTH 3a CUET
HanMM4yusi 00beMHOro oOpa3zoBaHus B oOnactu meu Bec peGeHka mpu MoCTyIUICHUA
3500 r. CocrosiHue peOeHKa MpHU IMOCTYIUIEHHH PACLUEHEHO KaK TSKEJIOE 3a CUET
SBJICHUM JIbIXaTEJIbHOM HEAOCTAaTOYHOCTU H3-3a KOMIIPECCUU Tpaxen OO0BEMHBIM

oOpa3zoBanueM. PeOeHOK Haxomuics B OTACICHHH pEaHMMalWd W WHTEHCHUBHOMU

Tepanuu Ha pecriupaTopHoit noanepxxkke CPAP.

Pucynok 28. KommnbrorepHas Tomorpadust
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ITo JAHHBIM KOMIIBIOTEPHOU Tomorpahuun c BHYTPUBEHHBIM
KOHTPACTUPOBAaHUEM (PUCYHOK 28) TMOJIy4YEHbl CIEAYIOUIME PEe3YyJbTaThl: IO
nepeHe00KOBOM TMOBEPXHOCTH WIEW CJ€Ba C paclpoCTpaHEHHWEM B BEpXHEE
CPEIOCTEHUE  OIpEACNIeTCs  JOMOJHUTEIbHOE  00pa3oBaHUE  HEOJHOPOIAHOU
CTPYKTYPBI, *UJKOCTHOW IUIOTHOCTH HENMpPaBUJIBHOM (OPMBI C MEPEropojikamu B
CTpyKType, pazmepamMu 95x94x69mm. Crenku tommmuHou ao 1,5-2mm. Tlocne B/B
KOHTPACTHUPOBAHUSl JaHHBIX 3a HAKOIJIEHHE KOHTPACTHOrO Mpemnapara He
OTIpeJIeNsIeTCs, JieBasi 0011asi COHHAsl apTepus MPOXOJUT B CTPYKType oOpa3oBaHus,
JieBasl MOJKJIIOYUYHAS apTepusi MHTUMHO NPUICKHUT K OOpa3oBaHUIO MO 3aJHEl
MOBEPXHOCTH. Takxke B CTpyKType oOpa3oBaHUsS MPOXOAUT sSpEeMHas BEHa,
HEPAaBHOMEPHO BAapHKO3HO paClIMpPEHa B HIKHEH TPETH U OTTECHEHA KIEepeaw,
WHBA3UM B TMpUJICKAIIUE CTPYKTYpbl HE OMPEAENSIeTCs, KOCTHO-IAECTPYKTHUBHBIX
M3MEHEHUI HE BU3YAIIU3UPOBAHO.

PeOGeHKy BBINOIHEHO OINEpPATUBHOE BMEIIATENIHCTBO: YAAJICHUE OOBEMHOTO
oOpazoBanus. [Ipu BblIeneHMH 00pa30BaHUs BBISBICHO, YTO OHO MPEICTABICHO
Pa3HOKATMOEPHBIMU KUCTAMH PA3HOTO JAMAMETPa MAKCUMAJIBHO 10 3-4 M, HHTUMHO
MpUJISKAIIMX K OKPY>KAIOIIUM MBIIIIAM, cocynaMm U HepBaM. CoAepKUMOe KHUCT - OT
CBETJIO-XKEJITOTO JI0 TEeMHO-0ypOro reMoJIM3upoOBaHHasi KpoBb. [Ipu BCKpBITHN OTHON
U3 KHUCT BBIJICIUIIOCH TYCTOE THOEBUIHOE oTnensieMoe. M3 oOpa3oBaHus BBIIEICHBI
Hapy>XHasi ¥ 00IIasi COHHAsi apTepusi, MOABSI3bIUHAS aPTEPUsi, BHYTPEHHSS SpEeMHAast
BEHa, OJIy)KIaroIIMi HEepB. YUUTHIBasA, YTO OOpa30BaHUE YXOAWT B IMOMUYETIOCTHYIO
00J1acTh, a TaK)K€ MHTUMHO MPUJIETACT K Tpaxee U MUIIEBOAY, OMYCKasiCh B MepeIHEe
CPEIOCTEeHBbE, PATUKAIBHO YAAIUTh BCE KUCTHI HE MPEACTABISETCS BO3MOXKHBIM.
[IpousBenena MakcuMalibHasi PE3EKIMsl 00pa30BaHUs B MpeJenax 3I0POBBIX TKaHEH.
OcraBiasics BUAUMas TKaHb KOaryJupoBaHa IMpPH MOMOIIU MOHO- W OUIOJSPHOMN
KOaryJisinud. YJajeHHoe oO0pa30oBaHWE OTIPABICHO HA THCTOMOP(OIOTHUECKOE
uccienoBanue (pucyHok 29), mpu MNPOBEICHUM KOTOPOrO B TKAHU BbISBICHBI
MHOTOYMCJICHHBIE KHCTO3HO PpACIIMPEHHBbIC JUM(aTHYECKHE COCYAbl Pa3HOTO
pa3Mepa, BBICTJIAHHBIE TUIOCKUM SIUTEINEM, BCTPEUAIOTCS CKOIUICHUS JTUM(OITUTOB,

dbopmupyronme TpeTuyHbie TUMGOUTHbIE (OTUTHKYIIHI.

80



Pucynok 29. Mopdonornueckas kaptuHa JuMmdarudeckorl manbdopmanuu
(reMaTOKCUJIITMH-2031H )

MoneKkyaIpHO-TEHETUYECKOe  HWCCJICNIOBaHWE  TKaHEeH  JIuMQpaTHIeCKOn
Mab(QOpMaIH BHITIOJTHEHO B paMKaxX HACTOSIIEH pabOThl TUIIb CITYCTS 6 JIET mocie
ylaJeHus KUCTO3HOM Maiibpopmanuu, B HCCIEAYyeMOl TKaHW BBISBJICHA MYyTallMs
E542K B rene PIK3CA. B mnepuose HOBOPOXKICHHOCTH y peOEHKa He OBLIO
BBISIBJICHO KJIMHUYECKUX TPOSBICHUM, XapaKTEPHBIX [UIsI CIEKTpa CHHIPOMOB
n30bITOYHOTO pocTa. OmHAKO B Bo3pacTe 6 JIET MPU OCMOTPE BBISBICHO HATUYHE
peunauBa guMdarudeckor Maab(opManuu B o0sacTu 1meu ciieBa (pucyHok 30A),

HalMaue n30bITOYHOT0 pocTa (pucyHok 30B).
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Pucynoxk 30. Boemnuii Bum pebeHka. A — penuauB JTuM(ATHYECKON
Maibhopmaiu, b — n30bITOUHBIN POCT JIEBOM HUXKHENH KOHEYHOCTH

PeOeHok HampaBieH Ha KOHCYJIBTAlIMIO OHKOJIOTY, YCTAQHOBJIEH JIMarHo3
CLOVES-cunmpoM, peKOMEHI0BaHO Ha3HAYCHHE TAPTETHOM Tepanuu aaneIncuOoM.
B Hactosmuit MOMEHT MoJTydaeT Tepamnuio aarneIucuoom.

Knunnyeckuii npumep 3

Pe6enok L[ moctynun B Xupyprudeckoe OTJeIeHHE HOBOPOXKIECHHBIX U JAeTel
TPYAHOrO BO3pacTa B IUIAHOBOM MOPSJIKE C LENbI0 MPOBEIEHUS OOCIEIOBaHUS U
pELIEeHHs BONIPOCA O JaJIbHEUIIEH TAKTUKE JICUCHHUS.

W3 anamue3a: peGeHOK OT 4 OGEpEeMEHHOCTH, 2 CPOYHBIX CaMOCTOSTEIbHBIX
poaoB (aHHOW OepeMEeHHOCTU MpeaiiecTBoBaM 2 3amepinue). Ha 21-oif Hepene
recTallii IO pe3yJibTaTaM YJIbTPa3BYKOBOTO HCCJIEIOBAHUS IUI0JIa BBISBICHO
HaJIM4re 00HEeMHOTO 00pa30oBaHus OPIONTHOW MOJOCTH, IPUMEPHBIC Pa3Mephbl OKOJIO
30x20 mm. Ilocne poxnaeHuss y peOeHKa NpU MPOBEACHUH YJIbTPa3BYKOBOIO
UCCJIEIOBaHMSI TIOATBEPANIIOCH HaJMuKie 00pa3oBaHus 3a0pIOIIMHHOTO MTPOCTPAHCTBA
pasmepamu He MeHee 35x20 MM, HOCAIIETO MEJIIKOKUCTO3HBIM xapaktep. PebGeHok
FOCIUTAJIU3UPOBAH B XUPYPTHUUECKOE OTACIICHUE HOBOPOKICHHBIX U JIETEN TPYAHOTO
Bo3pacta OPI'AY «HMMUL] 310poBbs nerein» Munzapasa Poccun B Bo3pacTe 0QHOTO

MecsIIa.
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Pucynox 31. Buemnuii Bug pebeHka. A — MUTMEHTHBIE T9Ta B 00JIaCTH LIEKH,
b — canayiaeBuIHAS 1IETh M MOPUIMHUCTAS KOXKa CTOII

[Ipyn BU3yadbHOM OCMOTpPE BBISIBICHO HAIMYHME MUTMEHTHBIX MATEH IO THUILY
«Ko(pe Cc MOJOKOM», aCUMMETPUM TOJIOBBI, CAaHAAJIEBUIHOW WIeNM OOEUX CTON U
MOPIIMHUCTON KOXHM moaomB (pucyHok 31), oOpamano Ha ceOs BHUMaHHE
ACCUMETPUYHOIO THUINEPTPOPUUYECKOT0 pocTa MATKUX TKaHEH MOSICHUYHOW U
ssroguuHoi oOnactei. Ilpu nmpoBeneHun HelpocoHOTrpaduu BBISBICHO PACIIUPEHUE
OOKOBBIX KeIyA0UYKOB 10 8 U 9 MMm. 1o TaHHBIM MYIBTUCTIUPATILHON KOMITBIOTEPHOM
ToMorpaduu  3aOpIOIIMHHO  OMpPENEsUIOCh KUAKOCTHOE OOpa3oBaHHE, TECHO
MpuJjieraroiee K moJirocy JIeBOM MOUYKH, pazMepaMu okoJio 2,5x4,5 cMm, oOpazoBaHue
OXBaTBIBAJIO KPYIHBIE MaruCTAJIBHBIE COCYABl U MIPOPACTATIO B TKaHU IMOJAB3IOIIHO-
HNOSICHUYHOM MbIIIbl (pucyHok 32). Xapaktep oOpa3oBaHMsI COOOTBETCTBOBAI

auMmdaTraeckoi Manb(opmaryn. beuTo IPUHATO pelIeHne O MOMBITKE €ro yIaJeHHS.

r.-‘!

T rhatr g

Pucynok 32. KomnbtotepHas Tomorpadus
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NuTpaonepaninoHHo 00pa3oBaHue OBUIO MPEACTABICHO MHOXKECTBEHHBIMU
Pa3HOKAIMOEPHBIMA KHCTAaMH C TPO3PAYHBIM COJIOMEHHO-)KEITHIM COICP>KUMBIM,
pe3yNbTaThl WHTPAONEPAMOHHONW OWOTICHH COOTBETCTBOBAIN JIMM(ATHUUECKOM
Majgb(hopMari. YUUThIBass HHTUMHOE MPUJINTAHUE W MPOPACTAHKUE B OKPYIKAIOIIIHEC
aHATOMUYECKUE CTPYKTYPBI, B TOM YHCJIE HIDKHHNA TIOJIOC JIEBOM TOYKH, JIEBBIN
MOYETOYHHUK, JIEBYI0O MAaTOYHYIO TpyOy, OOIMEe IMOAB3IOIIHBIC apTEPHIO U BEHY,
paavKaIbHOE yJajieHHue oOpa30BaHUE BBIOJTHUTH OBIJIO HEBO3MOXKHO, MPOBEICHA
MaKCUMaJbHas pe3eKnus 0e3 HapylIeHUS IEJOCTHOCTH OKPYKAIIIUX CTPYKTYD.
Pannuii mocieonepaimoOHHBIN eproa MpoTeKan 0e3 0COOEHHOCTEN, HO Ha JIEBATHIC
MOCJICOTIEPAIIIOHHBIE CYTKH Yy peOCHKa OTMEUEH »SIN30]] TOHUKO-KIOHHUYECKUX
cynopor. Ha3zHaueHune mpoTUBOCYAOPOKHON Tepalvyd HE MPHUBEIO K BBIPAXKECHHOMY
s dexty. PeOeHKy 111 UCKIIIOYEHUS OPTaHUYECKOIro MOpakKe€HUs TOJIOBHOTO MO3ra
MIPOBE/ICHA MAarHUTHO-PE30HAHCHAash ToMmorpadusi, MO pe3yjbTaTaM KOTOPOM
BBISIBJICHO HaJIM4YMEe IUIaruonedainy, AUCIUIACTUYECKON MeraidHilealnd CleBa,
Y4aCTKOB KOPTHUKAJIbHOM JUCIUIa3UU TMPaBOM JOOHOW M JIEBOM TEMEHHOM J0JeH,

nedopmariii O0KOBBIX JKETTYI0YKOB, BEHTPUKYJIOMETranu (PUCYHOK 33).

Pucynok 33. MaruutHo-pe30HaHCHast ToMOTpadust

Ha ocHOBaHMM COBOKYMHOCTH KJIMHMYECKHUX TMPOSBICHUN: HaIU4He
auM@paTHUecKoi Manb(hopMalii, aCHMMETPUYHBIN XapaKkTep MOopa’keHUue rojIOBHOTO
MO3ra ¢ OTCYTCTBHEM BBIpaX€HHOTO 3(h(deKkTa OT MPOTHUBOCYAOPOKHOW TEparmuH,
ouard THUNEPTPOPHUUECKIOr0 pocTa MSITKUX TKaHEH, KOXHBIX TIPOSBICHHMA
3aMoI03pEHO HAaJIM4YKe pacCTPOMCTBA CIEKTpa CHHAPOMOB H30BITOYHOTO pPOCTA
(PROS). PcOenky mpoBeaeHO MOJCKYIAPHO-TEHETHYCCKOE HCCACIOBAaHUE, I10

pesynbrataMm KoToporo BeisiBieHa wmyTtanus reHa PIK3CA4. Ha ocHoBanum
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MOJyYEHHBIX JAaHHBIX W KIMHUYECKOW KapTHHbBI yctaHoBieH auarHo3 CLOVES —
CHUH/IPOM, Ha3HAauYeHa Tepanusi HHruOUTOpoM (HocHOTUIMI-UHO3UTON-3- KnHaA3bl. Ha
(oHE TapreTHON Tepanuyu OTMEUYEHA BhIPAXKEHHAsI MIOJIOKUTENbHAs TUHAMUKA B UBJIE
KyIIUPOBaHUSl CYJOPOXKHOTO CHHJPOMA, 3HAYUTEIBHOE COKpAllEHUE B JHUHAMHKE
ACCHUMETPUM TKaHEW B TOSCHUYHOM WU SATOAUYHOM 00JIACTH, PErpecc OCTaTOYHOI'O
o0beMa TkaHH JTuMdaTrueckoil Malbhopmanuu.

Kaunuveckunii npumep 4

Pebenok S mocTtynuil B XUpyprudeckoe OTAEICHHE HOBOPOXKIECHHBIX U AETel
TPYAHOTO BO3pacTa C jkajo0aMu Ha Haludhe 00BbEeMHOro oOpa3oBaHHS B 00JacTH

TYJIOBUILIA U BEPXHUX KOHEYHOCTEH OOJIBIINX pa3MEPOB.

Pucynok 34. Buemnuii By nmanyeHTa npy NOCTYTUICHUN

Hanuure n3meHeHuii BliepBbi€ BBISIBICHO MPH YJIBTPA3BYKOBOM HCCIIE0BAaHUU
Ha 12 Hexene, Korjga OTMEUEHO OOpa3oBaHHUE B MOAMBIINICUHONW obsactu. CorjacHO
KOHCYJIbTAllMM  XUPYpra peKOMEHIOBAaHO coXpaHeHue OepeMeHHocTH. [lpu
MIPOBEICHUH UCCIICIOBAHUS B 22 HeIeln 00pa3oBaHue paclpoOCTPaHIETCS Ha 001acTh
BEpXHUX KOHEUHOCTEH U TyjoBulia. [lpu wucciegoBaHuM B JMHAMUKE pa3Mep
o0pa3oBaHMil C TOCTENIEHHBIM HapacTanweMm. Ha 38 Hemene recranuy BBIMOTHEHO
maHoBoe KecapeBo ceduenune. CoCTOsSIHUE TTOCIE POKIACHUS PACLIEHEHO KaK TSDKEJIOoe

3a CYET HAIMYMS BPOKJICHHOTO MOopokKa pa3Butus. Bec npu poxaenun 4840 r, poct
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49 cm, omenka mo mikane Amnrap 6/7 6amnoB. C poKIeHUS HAXOAWICS B OTICICHUU
peaHuMaIliy 1 UHTCHCUBHOW Teparuu, B TCUYCHUH BCETO BPEMEHH MOCTIE POXKIACHUS Y
pebeHka oTMedalicss KpailHe BBICOKHU ypOBEHBH OOIIEro W MIpsIMOTO OMIUIMpYyOMHA
(pucyHok 34). IlocTynun B XHUpPYpPru4ecKOe€ OTAEJIEHWE HOBOPOXKIECHHBIX W JI€TEU
rpyaHoro Bo3pacta ®I'AY «HMMUILI 310poBbs I€TE» € EIBI0 YTOUYHEHHS TUArHO3a
W PEIICHHS BOMpoca O JajbHEHIeld TakTHKe JiedeHHs. [Ipu mocTynieHuu ypoBeHb
obmiero OmmmupyouHa coctaisit 520,2 MKMOJB/JI, YPOBEHb MPSMOTO OMITHPYOHHA
338,81 MKMoOIIB/JI, OTMeYallach BbIpaXK€HHasl TunoanboymuHemus g0 17,4 r/n. B
OTHeNIeHUH pPEOCHKY BBIMOJTHEHA KOMIIBIOTEpHAs Tomorpadus, IO pe3yibTaTaM
KOTOPOTO BHU3yaJIN3MPOBaHA KapTUHA JTOITOJIHUTEJILHOTO 00BEMHOTO
MHOT'OKaMEpHOro 00pa3oBaHMsI TPYIHOH, OpromHONW o0nacTeld W BEPXHUX
KOHEYHOCTEH C pachpoCTpaHCHUEM B 3aJIHE-BEpXHEE CPEIOCTCHHE CIipaBa (PUCYHOK

35).

CT_DISCOVERY CT750 HD,

03.11.2017 12:00:38 11.3mMm . 03.11.2017 12:00:38

Pucynoxk 35. Kommprotepans Tomorpadus

O0beM nopakeHus: He TPeanoaraj BO3MOXKHOCTb IMPOBEICHUS ONIEPATUBHOTO
BMEIIATEIbCTBA, TO3TOMY PeOCHKY ObLla Ha3HAYEHA aHTUIIPOJIU(epaTUBHAS TEpaNUs
CHUPOJIUMYCOM B HauanbHOM no3upoBke 0,1 mi/cyT B ABa mpuema, B JajbHEIIEM
IPOBOAMJIICS TIOCTENIEHHBIH MOAOOpP MO3UPOBKHU IOJ KOHTPOJEM KOHIICHTPALUU B
1a3Me KpoBH, N0 JCOTIKEHHS I1iefieBoi koHleHTpanuu 10-15 vr/miu. Ha momeHT
Hayajia Tepanmuu CHUPOJUMYCOM IIOKa3aTelau oOIero OwuMpyOrHAa COCTaBIISUIIH
511,1mkmonb/n, npsmoro Oumupyouna 327,31 mxmons/n. Ha done npoBoaumoit
Tepanud B TEUEHUE HENEIH IMOKa3aTedd CHU3ZWIUCH 10 372,4 Mxmonw/mu 192,46

MKMOJIB/JI COOTBETCTBEHHO. B I[EU'IBHCIZHICM IMpOUCXOAUJIO IIOCTCIICHHOC HUX
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CHIDKEHHE BIUIOTH 10 HOpMaiM3aluu K 8 Hexmene mpoBogumoi Tepamuud. OObeM
o0pa3oBaHMl Takke MPOTPECCHUBHO yMeHbIancss. OKpyKHOCTh TPYAHON KIJIETKU Ha
MOMEHT MOCTYIUIEHUS COCTAaBIsUIA 57 CM, HA 5 HEJAENE TEPANuu OPYKHOCTh IPYAHOM
KJIETKA yMEHbIIMIAch Ja0 52 cMm. PebGeHOk BeIHCaH W3  CTaIMOHApa,
aHTUNPOJIU(EPATUBHYIO TEPAIUIO TOJIy4yasl amMOyJIaTOpHO, KOPPEKLUHs J03UPOBKU
IIPOBOJMIACH IIOJ, KOHTPOJIEM PETYJSIPHBIX Kaxkaple 14 nHEl u3MepeHui
KOHIIEHTpaluu B IU1a3Me kpoBu. Ha ¢Qone mpoBogumoil Tepamuu oTMedasiach
BBIDAKCHHAsI [IOJIOKUTEIbHAS JUHAMUKA B BHUJE 3HAYUEIBHOIO COKpPAILCHHUS
00pa3oBaHMIA.
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Pucynok 36. /lunamrika ymMeHbIIeHUSI 00beMa 00pa30BaHMIA

K Bo3pacty AByX C MOJIOBUHOM JIET OTMEUEH MPaKTUYECKU TOJHBIA perpecc
obOpaszoBanmii (pucyHOK 36), OJHaKO, B JOalbHEUIIEM OCCKOHTPOJBHBIN TIpPHEM
npenapara, Ipou3BOJIbHBIN MTepexo;] Ha TabJIEeTUPOBaHHYIO ()OpMY BBI3BAIIA Pa3BUTHE
MH(DEKIIMOHHBIX OCIIOKHEHHUM, MPUBEIIINX K HEOIAronpusiTHOMY UCXOY.

JlaHHbBII KJIMHUYECKUN MIpUMED JIEMOHCTPUPYET BO3MOKHOCTH
KOHCEPBATUBHOW aHTUNPOIU(EPaATUBHON Tepanuu CHPOJIMMYCOM B YCIOBHSX, KOT/Ia
00beM TMOPAKEHHS] HE TMO3BOJSET MPOBECTH  CKOJIBKO-HHOYAb  3HAYMMOE
XUPYPTUUECKOE BMEIIATENHCTBO. Takke MaHHOE HAOJIOJCHUE SIBIISETCS MPUMEPOM
3HAYUMOCTH KOMIUIAGHTHOCTH POJUTENEH K JieueHHto. B cioydasx oOMHpHBIX
nopakeHUuM TpeOyeTcss IUTeNbHAs Tepamnus, TpeOyroimas COONIOACHUS CTPOTUX

[IpaBuJI IpueMa U KOHTPOJISI KOHIICHTPAIIUH.
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I'IABA 4. PE3YJIbTATBHI JIEUEHUSA HOBOPOXIAEHHBIX H
JETEW I'PYJTHOI'O BO3PACTA C XWJIE3HBIM BHIIIOTOM

Pa3gen wHamucaH B COOTBETCTBUM C MaTepUallaMd, OIYyOJMKOBAaHHBIMU B
cratbe: ['ypckas A.C., CynaBko M.A., bassutoB P.P., Kapnyra U.B., ExumoBckas
E.B., HakoBkun O.H., Axmenosa JI.M., KnenukoBa A.A., XarypoB P.A., IleTpoBa
H.B., CkBopuoBa B.A. OmnbIT HCHONB30BaHUS aHAJNOTa COMAaTOCTaTHHA W
UMMYHOCYTIPECCUBHOM TEpamuu B JIEUEHUU CIOXKHBIX (POPM XHIOTIEPUTOHEYyMA H
XWJIOTOpAaKca Yy HOBOPOXIEHHBIX U JeTell TrpyaHoro Bo3pacta. Bompocsr
TeMaTOoJIOTUH/OHKOJIOTUY ¥ MIMMYHOTIATOJIOTHH B ieauarpun. 2023;22(3):121-9.

Hamu Obulo mpoBeneHO HCCieIoBaHUE Pe3yJbTaToB JieueHUs: 20 MamueHTOB
XUPYPrAYECKOro OTAEJICHHUS] HOBOPOXKICHHBIX U JETell rpyaHoro Bo3pacta PI'AY
«HMMUL] 3n0poBbs aerei» Munsapasa Poccun 3a nepuon ¢ oktsiOps 2017 roga no
aBryct 2024 roga. B 13 (65%) ciydasx ObLIO OTMEUEHO Pa3BUTHE XUIJIOMIEPUTOHEYMA

u B 7 (35%) ciydasix — xunoTopakca (pucyHok 37).

Xunotopakc

XnMnoneputoHeym

Pucynok 37. Pactipenenenue no Jiokaau3anuu npoiecca.

[IpoBenena orneHka 3h(PEKTUBHOCTH Ha3HAYAeMOW Tepanmuud CUHTETUYECKUM
aHaJIOTOM COMAaTOCTaTHHAa — OKTPEOTUIOM, HCCIEJOBaHHE TPEAUKTOPOB €€
HeA((PEKTUBHOCTH, TIOMCK JAPYTHX CIOCOOOB PEIICHUsS JaHHOW TPOOIeMbl, B
YaCTHOCTH BHEJIPEHHE B MPAKTUYECKYIO IESATEIBHOCTh HOBOTO METOAA TEparuu
XWJIE3HBIX BBIIOTOB Y HOBOPOXIEHHBIX U JE€Te TpygHOro Bo3pacta —

MMMYHOCYIIPECCUBHOM Tepanuu cupoaumycoM. OCHOBOHM 1Sl pa3paOOTKU JAHHOTO
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METO/Ia TIOCTYKHJIA JIaHHBIE 00 yCTEIIHOM MPUMEHEHHH CUPOJIUMYCa ISl JICUCHUS
KHCTO3HBIX JINM(PATHICCKUX MaTb(popMaInu.

CrannapToB BeJeHUSI JAHHOW TPYMIbl MAIMEHTOB B HACTOSIIIMA MOMEHT HE
CYIlIECTBYET. ENMHCTBEHHBIM OTHOCUTEIBHO IIMPOKONPUMEHSIEMBIM METOJ0M
KOHCEpPBATUBHOM TEpanuy MAaIllMEHTOB C XWJIE3HBIM BBIIIOTOM SIBJISIETCS Teparus
OKTPEOTUJIOM Ha (POHE MPOBEJEHUS MAPEHTEPAIBHOIO MUTAHHUS WIM Ha3HAYCHUs
Je4eOHOr0 TUTAaHUS C TOHWKEHHBIM COJEP)KAaHUEM IJTMHHOIICTIOUYCYHBIX KUPHBIX
KHUCIIOT U C MOBBIIIEHHBIM COJIEP)KaHUEM CPEIHELCTIOYEUHBIX TpUriauuepuaos. [lpu
ATOM JJTUTEIBHOCTh TEPANUK BapbUPYET B MIMPOKUX Mpejiesiax, a d3PGHEeKTUBHOCTD MO
JTAHHBIM OTE€YECTBEHHBIX U 3apyOeKHbIX aBTOPOB He npeBbimaeT 70%.

VY cTaHOBIEHNE TPUUMHHO-CIEACTBEHHBIX CBSI3€M MPH BBISBICHUH XWJIE3HOTO
BBINIOTA SIBJIACTCSA CIIOXKHOW 3ajayei. BO3HMKHOBEHHE XWIJIE3HOTO BBIIIOTA IIOCIE
ONEPaTUBHOTO BMENIATEIbCTBA, JAXE€ B CPOKHU MPENAINOJararolmue MpsIMyI CBS3b
MaTOJOTUYECKOTO TMpollecca C ONMEpPalMOHHOW TpPaBMOW, HE HCKIIOYAET HaJudus
MaToJOTUUA JTUMQPATUYECKOM CHUCTEMBI M, TaKUM O0pa3oM, MEPBHUYHOrO XapakTepa
XUJIE3HOTO BBIMNOTA.

[Tocneonepanmonnoit muMdopero, Kak U J000€ OCIOKHEHHE, Mbl CUUTAIU B
ClIyya€ BO3HUKHOBEHHUS KIMHUYECKHX MpOsBIEHU B cpoku 10 30 aHel mnocie
MIPOBEJEHHOIO OINEpPAaTHBHOIO BMEIIATENIBCTBA U B BO3pacTe crapiie 3 Mecsues. B
OCTaJIBHBIX ClydsiaX JIUM(POPEIO CUNTAIIN TIEPBUYHOM.

HE‘TOI'IEpaTMBHOFO

BMeLWaTeENbCTBA
B aHaMHE3e

EcTb onepatmnsBHoe
BMELWATENDBCTBO
B aHaMHese

Pl/lcyHOK 38. Pacnpez[eneHHe HanmueHTOB B 3aBHCHMOCTH OT HaJIW4UAg

OIICPATUBHOTO BMCIIATCIILCTBA B daHAMHC3C.
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B namem nccnegoBannu 65% manueHTOB UMETU OTIEPATUBHOE BMEIIATEIILCTBO
B HamHe3e (pucyHok 38). [IpoBelneHHBI aHanU3 BO3pacTa MAllUEHTOB HA MOMEHT
BO3HMKHOBEHUS XWUJIE3HOTO BBINOTA U MOCJIEONEPAMOHHBIX CYTOK B CIIy4ae HaJIUYMs
OIEPaTHBHOTO BMEIIATEIbCTBA, HAIMYHUE KOTOPOTO OTMedajgoch y 65% (n=13)
HAIMeHTOB, moka3anl, uro B 17 (85%) ciydasx XWIIE3HBIH BBIIOT MOXKET OBITH

paciieHeH Kak nepBuuHbli U B 3 (15%) ciydasx kak BropuuHblid (pucyHoK 39).
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CYTKI/I IIOCIIC OIICPATHBHOI'0 BMCINATCIILCTBA

Pucynoxk 39. PacnpeneneHue TalMEHTOB, HWMEBIIUX  OINEPATUBHOE
BMEIIATICbCTBO B aHAMHE3€ 10 TUITY XUJIE3HOTO BHINOTA (IEPBUYHBIN/BTOPUYHBIN)
Tab6auna 20. [TokazaTenu Bo3pacTa U MOCICOMEPAIIMOHHBIX CYTOK HA MOMEHT

BO3HHKHOBCHUS XHWJIC3HOT'O BBITIOTA

[Toka3arenu M=SD/Me | 95% AN/ Q1 —-Q3 n min | max

Bospacr (cyr) 33 8—-123 20 0 347

CyTtku nocne
12 8—-16 13 3 22

oreparu

B Tabmue 20 mpuBeacHBI MOKa3aTeIM BO3pacTa BCEX MAIIMCHTOB HA MOMEHT
BBISIBJICHUSI XWJIE3HOrO BbINOTa, Y 13 (65%) mnamueHToB B aHaMHE3€ HMEIOCh
OlepaTHBHOE BMEIIATEIBCTBO, /IS OTHUX TMAlMEHTOB TMPHUBEACHBI JIaHHBIC

MMOCJICONCPAIMOHHBIX CYTOK, IIPOIICAIINX 10 BOSBHUKHOBCHHUA XWUJIC3HOI'O BBIIIOTA.
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Tabnauua 21. AHaIU3 aHTPONOMETPUYECKHUX JAHHBIX B 3aBUCUMOCTH OT

XapakKTepa BbIIOTA

M=£SD/ | 95% AN/
IToka3zareinp Xapakrep BBIIOTA n p
Me Q1-Q3
Cpok [TocneonepanmoHHbII
34+6 21 48 3
recTanuu BBEITIOT 0,179
(aem) [TepBUYHBII BBITOT 37+2 36 — 38 17
Pocr npu | [locneonepanmOHHbIN
46 38 -50 3
POXICHUU BBIIIOT 0,263
(c™m) [TepBU4HBIA BHITOT 50 49 — 52 17
[Tocneonepanuonnsiii | 2383 + 1310 -
Macca nipu 3
BBITOT 1487 6077
POXICHUU 0,246
3075 2651 —
(r) ITepBUYHBIN BHITIOT 17
824 3498
Bospacr Ha | [locieonepanuoHHbIN
124 123 -126 3
MOMEHT BEITIOT
0,090
MOCTYTIIICHUS
[lepBUYHBII BBIIOT 16 5-37 17
(cyT)
[TocneonepamoHHBIHI 2865 —
Macca npu 3730 3
BBITIOT 5615
MOCTYIIJICHUU 0,958
2490 —
(r) ITepBUYHBIN BHITIOT 3500 17
3940

CoryacHO TOJIy4eHHBIM JaHHBIM MPU COMOCTABJICHUH CPOKa T€CTAIMH, POCTa
IPU POXKJCHHSI, MAaCChl TIPU POXKICHUH, BO3pACTa HA MOMEHTA MOCTYIIJICHUS, MACCHI
IpU TOCTYIUIEHUU B 3aBUCHUMOCTH OT XapakTepa BhinoTa (Tadmuua 21), He ynanoch
BBISIBUTh CTATUCTHUYECKH 3HAUMMBIX paznuuuii (p=0,179, p=0,263, p=0,246, p=0,090,
p=0,958 coOTBETCTBEHHO) (ucnoav3yemvie memoowl. t—kpumepuii Cmovrooenma, U—

kpumeputi Manna—Yumnu).
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Pucynok 40. Pacnpenenenue Bo3pacTa MallMeHTOB B 3aBUCHUMOCTH OT BHUA
XHWJIE3HOTO BBINOTA (TIEPBUYHBINA/BTOPUYHBIN )

B namem uccnenoBanuu BceM naierTam (N=20) mpu BBISABICHUU XUIJIC3HOTO
BBITIOTA MPOBOAWIOCH JIPEHUPOBAHUE COOTBETCTBYIOLICH MOJOCTH MO CTaHAAPTHOU
METO/IMKE, HA3HAUCHUE MAPEHTEPATHHOTO MUTAHUS B COOTBETCTBHH C BO3PACTHBIMHU
(U3UOTOTUYECKUMH MTOTPEOHOCTSAMH.

Ha mnepBom »srtame Bcem manumentam (N=20) Ha3Havagach Tepamnus
okTpeoTuaoM. B Teuenne mnocnenyrommx 10-14 nHeil oueHWBanach IUHAMUKA
npoliecca, B MEPBYI0 0Uepeb NOCYTOUHOE KOJTUUYECTBO OTACIISIEMOTO 10 APEHAXKY .

Ta6auna 22. IlocyToyHoe KOJIMYECTBO OTACNISIEMOro MO APEHaXy (M) y

NAlMEHTOB, Y KOTOPBIX Tepanus OKTPEOTUIOM Oblia 3p(heKTUBHA

{L";*;e,,,,wl 2 (3 |4 (56 [7 [8 |9 [10|11 [12]|13 |14
1 20| 120 170| 40| 30 | 50 | 40 | 40 | 50 | 40 | 138| 50 [360 | 50
2 1190 |120] 35|15 |37 |24 (37|12 ] 12|57 |27]270] 33
3 9 |85 |60 [27| 101210 (35]0 |22 |12 |25|50 |27
4 3 032 |25 |15|10]|7 |8 |20 190 [19]47 |3
5 0125 |10/3 |0 |0 |21 8 8 (o |o
6 0 |5 |10]o0 1 0 0

7 5 7

8 0 0
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B Ttabmuue 22 u Ha pucynke 41 mnpencraBieHa IWHAMHUKA Mpolecca y
MalMeHTOB, Y KOTOPBIX Tepamusi OKTPEOTHUAOM MPOJEMOCTPUpOBAiIa CBOIO

s¢dexkTuBHOCTD (N=14).
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250

200

150

100

50

KonuyecTBo OTJENACMOTO 1T APeHAKY (M)

CyTKH Tepaltii OKTPeOoTHIOM

Pucynok 41. /[nuHamMuka naToJIOTMYECKOro mnpoiecca y NalueHTOB, Y KOTOPbIX
Tepanusi OKTpeoTuI0M Obu1a 3pPpexTrBHA

B Ttabmume 23 w Ha pucyHke 42 mpencTaBieHa JAWHAMHKA KOJUYECTBA
XUJIE3HOTO OTAENSIEMOTr0 Y MAlMEHTOB, Y KOTOPhIX CTapTOBasi Tepanusi OKTPEOTUIOM
HE Jajla CTOMKOIO CHMKEHHS KOJMYECTBA OTHAEISEMOIO IO JPEHAXy, PEIICHHE
BpaueOHOW KOMHCCHM MpPOBOAMJIOCH Ha3HAYEHUE HMMYHOCYIPECCHBHOHN Tepamnuu
CHUPOJIUIMYCOM. 3a OCHOBY B JaHHOM cliydae ObUT B3ST IOJOKHUTEJIBHBIM OIBIT
NPUMEHEHUST  TEpalMM  CHUPOJIMMYCOM  TPU  KHUCTO3HBIX  JUM(ATHUECKUX
MajbhopMalusax y JeTed, a TakKe eJUHUYHbIC MyOJUKAMM ONbITa MPUMEHEHUS

TEpaIluu CUPOJIMMYCOM IIPH I'CHCPATIN30BAHHBIX JII/IM(baTI/I‘ICCKI/IX AHOMAJIMAIX.
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Tadamma 23. [locyTouHOE KOJIMYECTBO OTIENSAEMOr0o MO APEHAXKY (M) Yy

NAIMEHTOB, Y KOTOPBIX Teparnusi OKTPEOTHIOM He Oblia 3pPexTuBHA

PN 1 2 3 |4 |5 |6 7 |8 |9 |10 )11 |12 |13 |14 |15 (16 |17 |18

600 |540 (500 (570|450 (500 (570 400 460 | 540 [600

600 | 470 | 395400 |320|280|210|190 (225|280 (275 (250|270 |298

200 | 120 | 95 | 75 (130|120 | 95 | 80 | 80 | 90 | 75 | 70

200 | 135 | 85 (100 90 | 87 |32 | 50 | 45| 70 | 45 | 60 | 50 | 55 |45 |50 |45 |47

1
2
3
4 350 | 265 (210|190 | 80 | 95 110|100 | 90 |100
5
6

430 | 420 |390 (400 (310 340|350

700
600 —

NA A/
400 =N

300 \

200 —

10 ——

0 T T T T T T T T T T T T T T T T T 1
1 2 3 4 5 6 7 8 9 10 11 12 13 14 15 16 17 18

KonnuecTBo oTaensieMoro m ApeHa} y (M)

CyTKH Tepanmuu OKTPEOTUIOM

Pucynok 42. Jlunamuka naToJIOTHYECKOTO MpoIlecca y MalMeHTOB, Y KOTOPBIX
Tepanusi OKTPEOTUI0M He Obu1a d(hPeKTrBHA
BrimonHeH aHann3 aHTPONMOMETPUYECKHUX NaHHBIX (Tabmuna 24), cpaBHEHUE

KOJIMYECTBA U COCTaBa XUJIE3HOM JKUJKOCTHU MPHU PA3IMYHON JIOKAJM3AIMK TTpoliecca,
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MOTIBITKA BBISICHEHUS TIPENICTABICHHBIX JaHHBIX Ha J(()EKTUBHOCTH Tepanuu
OKTPEOTHUIOM.
Taboauna 24. BnusHue aHTPOIIOMETPUUECKUX JaHHBIX Ha 3P(HEKTUBHOCTD

TEpaIi OKTPEOTHIOM

OddexT ot
95% AN/
[Tokazarenb Teparuu M+ SD/ Me n p
Q1-Qs3
OKTPEOTHUIOM
Cpok recranuu HET 37+£2 35—-40 6
0,467
(uen) na 36 +3 34 — 38 14
Poct mpu HET 50 49 — 56 6
0,836
pOXKIIeHNH (CM) na 50 48 — 52 14
Macca npu HET 2968 + 749 2182 — 3755 6 0993
poKIeHnH (T) na 2972 £1026 | 2380-3565 | 14 |
Bo3spacr Ha HET 122 57-133 6
MomenT
0,149
MOCTYTIIICHUS na 15 5-35 14
(cym)
Macca npu HET 3835 3692 — 5035 6
MOCTYIUUICHUU 0,161
na 3090 2372 — 3758 14
(r)
Bo3spacTt Ha HET 78 16 —131 6
MOMEHT
MMOCTAaHOBKH
JMarHo3a u
0,563
Ha3HAUYCHUS na 24 7-41 14
Teparuu
OKTPEOTHIOM
(cyT)

KpOMe TOr'0, IPOBCACH aHAJIN3 aHTPOIIOMCTPHUYCCKHUX HAHHBIX B 3aBUCHUMOCTHU

oT 3(pdexra KOHCEepBATUBHOUN Tepanuu OKTpeoTHaoM. [Ipu olieHKe cpoka recraiuu,
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pocTa IpH POKIAEHUS, MACCHI MPU POXKACHHS, BO3pAacTa HA MOMEHTA MOCTYIUICHHUS,
Macchl P MOCTYIUIEHHS, BO3pacTa HA MOMEHT IIOCTAHOBKM JIMarHo3a U Ha3HAYCHHUS
TEepanmuu OKTPEOTHJa B 3aBUCUMOCTH OT 3(¢deKTa KOHCEPBATUBHON Teparnuu
OKTPEOTUIOM, HE YIAJIOCh YCTAHOBHUTH CTATUCTUYECKHA 3HAYUMBIX pasivuuid (p =
0,467, p = 0,836, p = 0,993, p = 0,149, p = 0,161, p = 0,563 COOTBETCTBEHHO)
(ucnonvzyemovie memoowt: t—kpumepuii Cmoiooenma, U—xkpumeputi Manna—Yumnu).
Taxkum oOpa3zoM, NMpoaHATM3UPOBAHHBIC MOKA3aTEIN HE BIHSIOT HAa 3(P(HEKTHBHOCTD
JAHHOTO BUJA TEPaIUU.
Tabumua 25. Ananu3 aHTPOITOMETPUYECKUX TAHHBIX B 3ABUCUMOCTH OT

JJOKaAJIW3allu XHUJIC3HOT'O BBITIOTA

Jlokanuzamus 95% U /
[Tokazarens M+ SD/ Me n p
BBITIOTA Q1-Q3
Cpox recraruu XHUIoTopake 35+4 32-39 7 0238
(uen) XUIOTepUTOHEYM 37+2 36 -39 13]
Poct npu Xunoropakc 49 46 - 50 7
0,111
poxkaeHUH (cM) | XHUIOMEPUTOHEYM 51 50 - 55 13
Macca npu XUII0TOpaKe 2643 £ 1173 | 1558 —3728 | 7 0258
poknennu (r) | Xunonmeputoneym | 3148 +768 | 2684 —3612 | 13|
Bo3spacr Ha XUnoTopakc 14 2178 7
MOMEHT
0,383
MOCTYTUICHUS XUIIONIEPUTOHEYM 35 7-122 13
(cyT)
Macca npu XUII0TOpaKe 2340 2115-3400 | 7 0029
HOCTYTUICHUU ’
© XUI0NEepUTOHEYM 3750 3060 — 5400 | 13 *
r
Bo3spact Ha XUII0TOpaKe 9 2-22 7
MOMEHT 0,029
ITOCTaHOBKHU XUIonepuTOHEYM 37 16 - 134 13 *
arHo3a (Cyr)

* — pa3nuuus Mmokasareyie craTuctuyecku 3Hadumsl (p < 0,05)
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[Ipu amanm3e Maccbl TPW TOCTYIUICHHS, BO3pacTa Ha MOMEHT TOCTaHOBKH
JMarHo3a W Ha3HAYCHHs TEPAIMH OKTPEOTHUIOM B 3aBUCHMOCTH OT JMAarHo3a, ObuH
YCTAHOBJICHBl CTaTUCTUYECKH 3Hauumble pasnuuus (p = 0,029, p = 0,029
COOTBETCTBEHHO) (ucnonvzyemovle memoowvi: U—kpumepuii Manna—Yumnu). Bo3pact
U Macca Tena JIeTed ¢ XMJIOTOPAaKCOM Oblla CYIIECTBEHHO MEHbIIE MO0 CPABHEHHUIO C
NalyMeHTaMy, UMEIOIUMU Xuioneputoneym (pucyHok 43 u 44). [lpu cpaBHeHHH
JIPYTUX TIOKa3aTeNe CTAaTUCTUYECKH 3HAYMMBIX Pa3IMYUil BBISIBICHO HE OBLIO

(Tabnuia 25).

10000

JHarHo3

B8 xuotopac

ES| xunoneputoHeym

5000

Macca IpH HOCTYIUICHHH (T)

3750

|

PucyHok 43. AHanu3 Macchl IPH MOCTYIUICHUH B 3aBUCHMOCTH OT JIMarHO3a

300

200 JIHArHO3

B3 xmoropakc

E3 xuyionepuToHeyMm

100

[17]
@

, .

OMCHT IIOCTAHOBKH JHAIHO3a H HAa3HAICHUA TCpalliH OKTP¢

Pucynox 44. Ananus Bo3pacta Ha MOMEHT ITOCTAHOBKH JUArHo3a u

Ha3HA4YCHUA TCPpAIIUK OKTPCOTHUIOM B 3aBUCHMMOCTHU OT IWArHO3a
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Hamu G111 TpoaHamu3upoBaH COCTaB M KOJIMYECTBO XMIJIC3HOU KUIKOCTH B
3aBUCHMOCTH OT JIOKAJIM3alUu IIPOLECCa.

Taoaunnma 26. AHanus3 XWiIe3HO! )KUAKOCTH B 3aBUCUMOCTH OT JIOKAJIM3aI[iU

BEITIOTA
Jlokanuzanus 95% 1N
[Tokazarens M +SD/ Me n p
BBITIOTA / Q1 — Q3
[HuTo3 B Xuioropake 8,97 0,81 -12,21 7
JIPEHAXKHOMN
0,663
KUJTKOCTH XWIIONIEPUTOHEYM 7,89 2,99 - 13,10 13
(10x9/m)
JlumdoruTel B XUI0TOpAKC 82,16 12,42 | 70,67 — 93,65 7
JPEHAXKHOMN 0,942
Xwunoneputoneym | 82,52 +9,29 | 76,90 — 88,13 13
xuakocTu (%)
Tpuriauuepuibl XUI0TOpAKC 1,20 1,00 - 3,09 7
B IPEHAXKHOMN
0,075
YKUJIKOCTH XWJIONIEPUTOHEYM 3,78 1,23 - 24,75 13
(MMOJTB/TT)
KonuuectBo XuJIoTopake 17 13-20 7
OTAEISIEMOTO 0,122
XUJIOMIEPUTOHEYM 49 17 - 56 13
(Mut/kr)
MaxkcumanbpHOe XuiaoTopakc 40 35-45 7
KOJINYECTBO 0,007
OTIENSIEMOr0 | XHUJIOIEPUTOHEYM 170 50 - 360 13 *
(mn/cyT)

* — pa3nuuus moKas3areliei craTucTuyecky 3HauumMbl (p < 0,05)

[Ipy aHanu3e MaKCUMaJbLHOTO KOJUYECTBA XWJIE3HOTO OTHAENISIEMOTO B IpHU
pa3IMyHOM JIOKaNM3aluu Tmpolecca (XUIOTOPAKC WM XUJIONEPUTOHEYM), ObLIU
yCTaHOBJICHBI cymiecTBeHHbIe pazmuuust (p = 0,007) (ucnonvzyemwiii memoo: U—
kpumeputi Manna—Yumnu). Kolu4ecTBO XHJIE3HOTO OTAEISIEMOrO Yy MAIlMEHTOB C

XUJIOIICPUTOHCYMOM OBIL10 CYHICCTBCHHO BbBIIIC MO0 CPABHCHUIO C IAIMMCHTAMH C
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XUIoTopakcoM (pucyHok 45). IIpu conocTaBieHnH MMOKa3aTelel, XapaKTepUu3yOIuX
XHUJIE3HYIO KUHUAKOCTB: IIUTO3a B IPEHAKHOM KUAKOCTHU, COJIEPKaHUs TUMQOLIUTOB,
TPUIIMLIEPUAOB, KOJIMYECTBA OTIAEISIEMOIO B 3aBUCHUMOCTH OT JMAarHo3a, HaMm He
YAAJIOCh YCTAHOBUThH CTaTUCTUYECKH 3HAYMMBIX pazinuuil (p = 0,663, p = 0,942, p =
0,075, p = 0,122 cooTBeTCTBEHHO) (ucnorv3yemovie memoowvi: U—-kpumeputi Manna—
Vumnu, t-xpumepuii Cmorooenma). Taxkum o00pa3oM, BHE 3aBUCHMOCTH OT
JIOKAJIU3alUH MMaTOJOTMYECKOT0 MPOLIECCa COCTAB XMIIE3HOU JKUJIKOCTU CYLIECTBEHHO

HC U3MCHJCTCA.
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PucyHnok 45. Ananu3 KoJn4ecTBa OTIEISIEMOTO B 3aBUCUMOCTH OT
JIOKaIU3aluu mpolecca.

OpnHoit W3 3a7a4 HAIIEro WCCIENOBaHUS ObUIO BBISBICHUE MPEIUKTOPOB
Hed(PEeKTUBHOCTU CTapTOBOM Tepanmuu okTpeoTuaoM, C 3TOW Ienbl0 HaMu ObLIT
BHITIOJIHGH AaHAIW3 BIHMSHUS JIaOOPAaTOPHBIX  IOKA3aTeed TMalMeHTOB TPH
MOCTYIJICHUU B CTAIlMOHAP, KOJUYECTBO MOTPEOOBABIIINXCS TpaHCPY3HUil TIpenapaToB
anbOyMHUHA YEJIOBEUYECKOr0, MaKCUMAaJbHOTO CYTOYHOIO KOJMYECTBA XUJIE3HOTO
OTZIEJIIEMOTO U KOJIMYECTBA OTJEISIEMOr0 MO APEHAXKY Ha KWJIOTPAMM MAaccChl Tejla Ha
3 PeKT OT KOHCEPBATUBHOM Tepamuu OKTpeoTHaoM. J[aHHBIE MO J1a0OpaTOPHBIM

MOKa3aTesisM MpeJICTaBICHbI B Tabuie 27.
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Tab6auna 27. Ananu3 1a0opaTOpHBIX MOKa3aTeNlel Py MOCTYIUICHUU B

3aBHCHUMOCTH OT 3(peKTa OT Teparuu OKTPEOTUIOM

Oddext oT
95% AN /
[Toxazarens Tepanuu M+ SD/Me n p
Q1-Qs
OKTPEOTHJIOM
AnbOyMUH Ha Her 18,10 14,66 — 20,78 6
MOMECHT
0,005*
BBISABIICHUS Jla 26,30 24,88 — 28,08 14
BbITIOTA (T/11)
KomudectBo Her 6 4-9 6
TpaHchy3ui <0,001*
Ha 0 0-0 14
anbOyMuHa
I'emorno6OuH Her 106 + 15 90 -122 6 0941
(r/n) Jla 105 = 20 94— 117 14 ’
JIeHKOIUTHI Her 7,73 £ 3,49 4,06 -11,39 6 0196
(10x9/m) Jla 10,36 = 4,15 7,86 —12,87 13 ’
TpombGoUTHI Her 412 +£ 177 226 — 598 6 0543
(10x9/m) Jla 347 £ 229 215479 14 ’

* — pa3u4us oKaszaTesel craTucTuiaecku 3HauuMelI (p < 0,05)

CornacHo mpeACTaBIeHHON TabJMIle TIPU aHAJIU3e MoKaszaTesel aaip0ymMuHa B
KpOBM Ha MOMEHT BBISIBJICHHUS XWJIE3HOTO BBINOTA, KOJWYECTBA TpaHC)y3uid
anpOyMUHA, TOTPEOOBABIIUXCS TAIMEHTAaM B IPOIIECCE JICUCHHUS, B 3aBUCUMOCTH OT
abdexTa Tepanmuu OKTPEOTHUIOM, ObUIM YCTAHOBJICHBI CTATUCTUYECKH 3HAYNMBIC
pazmuuus (p = 0,005, p < 0,001 cooTBeTcTBEHHO) (uUcnonb3yemvie memoovi: U—
kpumeputi Manna—Yumnu), 9T0 HATJIAAHO JEMOHCTPUPYET OTCYTCTBHE 3(deKkTa oT
TEepanuu OKTPEOTHIOM TAIlMEHTOB, HAXOJIUBIIUXCS B 00Jiee TSHKEIIOM COCTOSHUU H
MMEBILKX 0oJiee BBIpAKEHHBIE MaTojorudeckue mnorepu (pucyHok 46 u 47). Ilpu
CpaBHEHUU TOKa3zaTesiell reMoraoOnHa, JEHKOIMTOB, TPOMOOIIMTOB HAM HE YIalI0Ch
BBIIBUTH 3HAUMMbIX pazmuuuil (p = 0,941, p = 0,196, p = 0,543 cOOTBETCTBEHHO)

(ucnonvzyemvie memoowi: t—kpumepuii Cmuvrooenma).
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Pucynok 46. Ananu3 nokasaresieil aibOyMrUHa HA MOMEHT BBISBIICHHSI BBIIIOTA

B 3aBHCHMOCTH OT 3 eKTa Tepanuu OKTPEOTUIOM

3¢ deKT OT Teparmuy OKTPEOTHIOM
@ orcyrcreue sdpexra
’a MOJOKUTENBHBIA 3 dexT

KOJIMYECTBO TpaHcdy3uit anb0yMuHa

() o

PucyHnok 47. Ananu3 xonuuyecTBa TpaHCPy3Huil arpOyMUHA B 3aBUCUMOCTH OT
s dekTa Tepanuu OKTPEOTHAOM

[TanieHThl y KOTOPBIX Teparus OKTPEOoTHAOM Oblia d(PpeKkTuBHA B CHITY
JI0CTaTOHO ObICTOpPOTO MoTyueHus 3ddexra, Tpancys3uit mpenaparoB aatbL0yMrUHa He
noTpeOoBaIIH.

Jl7is BBISIBICHUSA TPEIUKTOPOB HEI(PPEKTUBHOCTH MPOBEJCH aHAIHM3 BIIMSHUS

KOJIMYECTBA U COCTaBa XUJIE3HOM KUAKOCTHU Ha UCXO TCPAIINH OKTPCOTHU/IOM.
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Taoauuma 28. Axann3 coctaBa M KOJHMYECTBA XWIE3HOM JKUIKOCTU B

3aBHCHUMOCTH OT 3 eKTa Tepanuu OKTPEOTUIOM

Oddext oT
95% N /
[Tokazarens Tepanuu M+ SD / Me n p
Q:1-Qs
OKTPEOTHIOM
[uTo03 B Her 8,50 3,00 -18,12 6
JTPEHAXKHON
0,564
JKUJIKOCTH Ha 8,43 1,40 -11,21 14
(10x9/m)
JIumdoruTs B Het 81,42 +12,24 | 68,57 —94,26 6
JIPEHAKHOMN 0,788
Jla 82,81 +9,63 | 77,25-88,37 14
xKuakoctH (%)
Tpuraumnepu st Her 13,32 3,05 -22,95 6
B JIPEHAXKHOU
0,458
JKUIKOCTH Ja 1,91 1,20 - 4,13 14
(MMOJIB/T)
KomngecTBo Her 76 56 — 107 6
OTIEIIEMOTO <0,001*
Ja 17 12 - 26 14
(mn/kr)
MaxkcumansHOe Her 390 238 — 558 6
KOJINYECTBO
0,001*
OTJICIIIEMOTO Jla 50 40 — 102 14
(mi/cyT)

* — pa3nuuus nokaszateneu craructuyecku 3Hauumsl (p < 0,05)

B cootBeTcTBUU C mpeacTaBICHHONW TaOnuie 28 nmpu cpaBHEHUH KOJINYECTBA

OTACITACMOI'0, MAKCUMAJIBHOT'O KOJIMYECTBA OTACIACMOI'O B 3aBUCUMOCTH OT 3(1)(1)CKT3,

OT Tepanuu OKTPEOTUIOM, ObLIIM YCTAHOBJIEHBI CylllecTBeHHbIE paznuuus (p < 0,001,

p = 0,001 cootrBeTcTBeHHO) (UCnob3yemble memoldvl: U—kpumepuii Manna—Yumnu).

CocTaB JpeHaKHOH >KMIKOCTH Ha MCXOJ BIMsAHHSA He okasbiBaeT (P = 0,564, p =
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0,788, p = 0,458 cooTBeTCTBEHHO) (Ucnob3yemvle memoovi: U-kpumeputi Manna—

Yummnu, t-xpumepuit Cmoiooenma).
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Pucynok 48. Ananu3 3aBHCHMOCTH TOoiydeHus d3(dexra OT Tepamnuu

OKTPCOTHAOM OT CYTOUYHOI'O KOJIMYCCTBA OTACIIACMOTIO 110 APCHAXKY Ha KT MAaCChI TCJIa
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MaJILHOE KOJIMYECTBO OT/AEISAEMOTr0 10 IPEHAKY B CYTKH (M

Pucynok 49. Ananu3 3aBucUMOCTH 3((HEKTUBHOCTH TEPANIUU OKTPEOTHIOM OT
MaKCHMaJIbHOT'O KOJIMYECTBA OTAEIISIEMOI0O IO JPEHAXKY 32 CYTKU
Takum 00pa3oM, yCTaHOBJIEHO, YTO KOJMYECTBO XWJIE3HOI'O OTHENISAEMOIO Y

NAIMeHTOB, Yy KOTOpPbIX Tepamusi Obuia S((EeKTUBHA CYIIECTBEHHO HHUXE, IO
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CPaBHEHUIO C MAIMEHTAaMU, KOTOPBIC TIPU HA3HAYEHUW CTAPTOBOW TEpamnuy HE UMEIN
B UTOT'€ CTOMKON TEHACHIMU K CHHXKCHHUIO KOJMYECTBO OTACISIEMOTO (PUCYHOK 48 u
49).

[Ipu oreHke 3aBHCHMOCTH BEPOSTHOCTH Hamuuus d(ddexra oT Tepanuu
OKTPEOTHJIOM OT CyTOYHOTO KOJMYECTBA OTIEISIEMOTO Ha KT MAcChI TeJla C IIOMOIIBIO

ROC-ananu3a Oblia mosydeHa ciaeayromias kpusas (pucyHok 50).
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Pucynok 50. ROC-kpuBas, xapakTepusylomias 3aBUCHMOCTh BEPOSTHOCTH

s dexTa Tepanuu OKTPEOTHIOM OT KOJMYECTBA OTIEISIEMOT0 Ha KI' MacChl TeJa
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KOJIMYECTBO OTAENIAEMOro (MII/KT)

Pucynok 51. AHanu3 4yBCTBUTEIBHOCTH W CHEUU(DUUYHOCTH MNPEIUKTOpA B

3daBHUCUMOCTHU OT ITOPOT'OBLIX 3HAYCHUH KOJIMUECTBA OTACIACMOI'O Ha KI' MaCChbl TCJ1A.
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Ta6auna 29. [Toporoseie 3HaYeHUS KOJTUYECTBA OTACISIEMOTO

[ToporoBoe | YUyBcTBUTENBHOCTD | CIETTM(UIHOCTD
PPV NPV
3HAYCHHUE (Se), % (Sp), %

95 100,0 50,0 82,4 100,0
56 100,0 83,3 93,3 100,0
52 92,9 83,3 92,9 83,3
o1 92,9 100,0 100,0 85,7
18 57,1 100,0 100,0 50,0

[Inomane moxy ROC-kpuBoi cocraBuna 0,988 + 0,032 ¢ 95% JM: 0,924 —
1,000. ITonydyennas Mojeiab Obli1a cTaTUCTHYECKH 3HAaUUMOH (p < 0,001).

[ToporoBoe 3HaueHHE KOJIUYECTBA OTAEIsieMOro B Touke cut-off, koTopomy
COOTBETCTBOBAJIO HaMBBICIIEE 3HAaueHUWe wuHAekca HOmena, cocraBwio S1mi/kr
cormacHo Tabmuue 29. IlonoxutensHbld 3>PGEKT OT Tepanmuu OKTPEOTHUAOM
MPOTHO3UPOBAJICS TIPU 3HAYEHUHU KOJIMUECTBA OT/ACIISIEMOTO HIKE TAHHOW BEJTUYUHBI.
UyBCTBUTEIBPHOCTh U CHEHU(PUIHOCTH Mojenu coctaBuaun 92,9% wu  100,0%,
COOTBETCTBEHHO, YTO MPOJIEMOHCTPUPOBAHO HAa pUCYHKe D1.

CornacHo NOJIy4YEHHBIM JTAHHBIM KOJIMYECTBO OTIENIEMOr0 B IEpepacueTe Ha
KWJIOTPaMM MAaccChl TeJla MOXKHO CUMTATh MPOTHOCTUYECKHM IMPU3HAKOM MOITYUYEHHUS
addexra OT Tepanmuu OKTPEOTHAOM, B COOTBETCBUM C IPOBEJCHHBIM aHAIU30M
KOJIMYECTBO oTAenseMoro Oonee 50 Mi/Kr OyneT SBIATHCS HEOIArONpHUSTHBIM
MPOTHOCTUYECKUM MPU3HAKOM.

Hamu Obuta mpoBeneHa oneHka 3(QQPEKTUBHOCTH TEpanmuu OKTPEOTUIOM IO
merony Kamnana-Meliepa, B pe3yipTare 4ero yJaalloCh YCTAHOBUTH CIIEAYHOLIEE:
BEPOSTHOCTh TIOJIYYEHHUS OTPHULIATEIIBHOTO pe3yjbTaTa B BHUAE HEKYIMUPYEMOM
auMdoper TpU  OTCYTCBUU CTOMKOW TEHIEHIIMM K CHIKCHUIO KOJIMYeCTBa
oTAensieMoro Bozpactaer A0 67,7% k 10 cyTkaMm Tepanuu CUHTETUYECKHMM aHAJIOTOM

COMATOCTAaTUHA OKTPEOTHUJIOM (pPUCYHOK 52).
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Cobprtuit 0 0 2 6 13 14 14 14

Pucynok 52. OmeHka BEpOSTHOCTH TMOJMYUYEHHUS OTPUIATEIHLHOTO pe3ysbTara
IIPU OTCYTCTBUU CHMXKEHUS KOJIMYECTBA XUJIE3HOTO OTIEIIEMOTO

Tab6auna 30. Aranus prucka Hed(PPEKTUBHOCTH TEPANUN OKTPEOTHIOM

BeposTHOCTB nosTydyeHust
JlnurenbHOCTh TEpanuu
HEKynupyemoit iumdopen 95% 11
OKTPEOTHUIOM (JTHU)
(o)

0,0 O,O 090 - 090
2,5 0,0 0,0-0,0
5,0 10,0 2,6 -344
7,5 30,0 14,7 - 54,9
10,0 67,7 46,9 — 86,7
12,5 74,2 53,1 -91,1
15,0 74,2 53,1 -91,1
17,5 74,2 53,1 -91,1

W3 nonmyyeHHBIX JTaHHBIX CIEAYET, UTO MpoBeAeHue Tepanuu oosuee §8-10 qHeit
Helleecoo0pa3Ho, €Cal K 3TOMY MOMEHTY He JOCTHTHYTO 3HAYUTEIbHOE CTOMKOe
CHI)KEHHUE KOoJImuecTBa oTaensemoro (tadbmmia 30).
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W3 mpoBeneHHOTO aHanM3a BHIHO, 9TO K 15 cyTkam KynmupoBaHue JuMdopen
npoucxoaut y 6onee yem 80% marmeHToB. B 1iemom Tepamusi cuposmMycoM ObLia
sbdextuBna B 100% cimyyaes.

OmHUM U3 OCHOBHBIX BONPOCOB TIPH MPOBEJACHUU TOIEPKUBAIOIIETO Kypca
UMMYHOCYTIPECCUBHOM  Tepamuu  SBJSIETCS  HEOOXOoAMMas W JIOCTaTOYHAs
JUTUTENIbHOCTh Kypca. CorliacHO pe3ynbTary, IpeIcTaBIeHHOMY Ha rpaduke, B 0osee
gyeM 60% ciiyqaeB He MOTpeOyeTcs IIUTEIBHOCTH MPOBEACHHS Tepamuu Oosiee 12
Henenb. (OJHAKo, JlaHHOE WMCCIEOBAaHUE TIPOBEIECHO HAa HEOOJBIION TrpyIe
MAIMEeHTOB, B CHJIy PEIKOCTH AaHHOW martosioruu. [ims moctpoeHmsi 6oyiee TOUHOU

MOJIEJIU HEOOXOAUMO OO0JIBIIIEE KOJIUYECTBO ITAIIUEHTOB.
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Pucynok 53. [Iporuosupyemasi JJIMTEILHOCTh Kypca aHTUIPOJIU(EepaTUBHON
Teparuu

[TanmenTaM B  [JaHHOM TpyNIe TakXe IMPOBOAUIOCH TI'E€HETUYECKOE
uccleoBanue HanpapieHHoM Ha mouck mytaiuu PIK3CA, B kauecTBe Marepuana
UCIIOIb30BaJIach XHJIE3HAs JKUAKOCTh. BeimonneHo wuccrnepoBanne 8 (40%)
MalKueHTaM, OCTAIbHBIM IMAIlMEHTaM IPOBECTH HCCIIECIOBAHUE HE YJAJIOCh B CHUILY
OTCYCTBUS BO3MOXXHOCTHU TOJIYYEHHUS] MaTepHalia peTPOCIEKTUBHO, MAaTEPUATIOM JJIs
UCCIIEIOBAHUSI CIIYXKUJIA XUJIE3HAs KUIAKOCTh. BBISIBUTH HaMM4Ke UCKOMOW MYyTalllu
HE yJanocb. Mbl cuuTaeMm, YTO MOJIyYeHHbIE HAMU OTPHULATENbHBIE PE3YJbTaThl HE
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CleAyeT CYUTaTh BIIOJHE JOCTOBEPHBIMH, IOCKOJIBKY HCCIIEIOBaHHAs XWJE€3Has
KHUIKOCTh COICPKUT B OCHOBHOM JMM(OIUTHI, HE MPUHAJICKAIINAE TOPAKECHHOM
TKaHW. [l ToNydeHUs: KOPPEKTHBIX JaHHBIX HEOOXOAMM MaTepuall, KIETKH
KOTOpPOr0 TMOTEHIHAIBHO CoOJepKaT B cede MyTaluioo, B JaHHOM CiIy4ae »3TO
auMbIHIOTEeNManbHble  KIETKU. TakuM o0pa3oMm, HEO0OXOAMMO pacCMOTPEHHE
BOIIpOCA O  BO3MOXXHOCTU  BBIJICICHMS ~ M3 JAPEHAXHOM  KMJIKOCTU
TUM(IHIOTEINATBHBIX KIETOK ¥ M30MpaTelbHOE WX KYJbTUBHPOBAHUE IS
MOJIEKYJIIPHO-T€HETUYECKOTO UCCIIEIOBAHMUS.

4.2 KnuHan4yecKue mMpuMepbl

Knuanveckuii npumep S

[TanmenT T. mocTynuia B XUpypruyecKkoe OTACICHUE HOBOPOKIAECHHBIX U JAETEH
TPYJIHOTO BO3pacTa B SKCTPEHHOM TMOPSIKE C Kajo0aMM Ha HaJuyue CBOOOJIHOM
YKUJKOCTU B OPIOIIHOM TOJIOCTH.

N3 anamHe3a M3BECTHO, 4YTO peOEHOK OT 5 OepeMeHHOCTH (B aHamHese 2
3amepIire 0epeMEHHOCTH), 3 CPOYHBIX POJIOB MyTEM KecapeBa CEUEHUSI 10 MPUYNHE
Hanuuus pyo1a Ha matke. Bec mpu poxaenun 4600 r, poct 62 cM. CocTosiHue 1oce
POXKJICHUSI YJIOBJIETBOPUTEIIBHOE, CBOCBPEMEHHO BBINIMCAH W3 POJUILHOTIO J0Ma,
HaxoOJWICS Ha TPYJIHOM BCKAapMJIMBaHWU, B COOTBETCBUM C PEKOMEHIAUUSIMHU
neauaTpa BBeleH MpukopMm. B Bospacte 10 mecsiieB y pebeHKa OTMEUYEH MOIBEM
TeMIrepaTypbl, MHOTOKpaTHasi pBOTa, peOCHOK TOCIHUTAJIM3UPOBAH B CTAIIMOHAP IO
MECTY >KHTEJIbCTBA C JIMArHO30M: BHUPYCHAsl KHIlIeYHas UH(EKIMs, Py MPOBEACHUU
yJIBTPa3BYKOBOTO MCCJIEAOBAHUS BBISBJICHO 3XHAYUTEIBHOE KOJIMYECTBO CBOOOIHOM
JKUJKOCTH B OpIOIIHOM mojiocTd. B nmanbHeilmemM B TeueHHWe Mecsla Mpu
UCCJICIOBAHUM B JHUHAMHUKE OTMEYAJIOCh COXpPAaHEHHWE CBOOOJHOW KUIAKOCTH.
Ponutenu peOeHka oOpaTUIMCh HA KOHCYJIBTATUBHBIM TIpUEM K IeAHaTpy,
BBITIOJIHEHO YJBTPa3BYKOBOE HCCIEOBAaHUE, MO JAaHHBIM KOTOPOTO B OPIOIIHOU
MOJIOCTH OTMedaeTcs Hamumdue Oosiee 200 M cBoOOMHOM )UIKOCTH. Bec pebeHka
npu noctymiieHun 13000 r. B skcTpeHHOM nopsiike peOeHOK TOCHUTAIU3UPOBAH B
XUPYPruYeCcKoe OTIEJICHUE HOBOPOXKICHHBIX W JETed TIPYyJHOrO0 BO3pacTa,

BBITIOJTHEHO JIPEHUPOBAHKE OPIOIIHON MOJOCTH, MOIyYeHO okoyio 360 mi (28 MII/Kr)
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Xnie3Hoi xuaKkocTH (uto3 — 0,38x10%1, mumdormtsr — 87,3%, TPUTIHIEPHIB —
1,21 wmmonw/n). KomuwdecTBO oTaenseMoro Ha K- MacChl Tela IO3BOJISIIO
IPENOI0KUTh, YTO B JAHHOM Cllyyae Tepamus OKTPeoTUAoM Oyaer >pQeKTHBHA.
Pebenky Ha3Ha4eHO MapeHTEpaIbHOE MUTAHUE B COOTBETCTUU C (PU3HOIOTHUECKUMHU
NOTPEOHOCTIMH, KOHCEPBATUBHAS Tepamusi OKTPEOTHIOM B 103upoBke 10 MKr/Kr/4ac
B HEIIPEPHIBHOM PEKUME, OCTIOKHEHUN M HEXKENaTeNIbHbIX peakiuil He BBISBICHO. B
TEUCHHE TOCIACAYIOUIMX TSATH JHEHM KOJIMYECTBO OTIEISIEMOr0 MPOTPECCHUBHO

CHHMKAJIOCh. I[I/IHaMI/IKa IIpcaACTaBJICHA HA rpa(bmce.

Otnenaemoe
Mo ApeHamy
mn

OKTpeoTua
400

350 *,

300 \

250 \

200 \

150 \
100 \

50

0 T T T T 1

OHW

Pucynok 54. [/luHamuka KOJWYECTBa OTIEISEMOro MO JApeHaxy Ha (oHe
Teparul OKTPEOTUIOM

Ha 5 cytku npeHax nepexkphIT, yAalleH, Ha 7 CYTKHM Tepalusi OKTPEOTUIOM
MOJHOCTBI0O OTMEHEHA. ODHTEpalibHasi Harpy3ka CHENUaJIu3UpPOBAHHON MOJIOYHOM
CMECBIO JUIsl TIUTAaHUS TpH JedeKTax OKUCICHUS IITUHHOICTIOUEYHBIX >KUPHBIX
KHCJIOT BOCCTAHOBJICHA B mMoOJHOM oObeme. CoOntofeHne O€3KUPOBON JTUETHI
PEKOMEHJOBAaHO B TeueHHe | Mecsla mocie BBIMUCKH W3 cramnuoHapa. Ilocne
BBITIOJTHEHUS KOHTPOJIBHOTO YJIBTPAa3BYKOBOTO HCCIEIOBAHUS OPIOIIHOM MOJOCTH B
pPalMOH MOCTENIEHHO BO3BPAILECHBI XUPbL. PelMANBUPOBAaHUS XWIIONEPUTOHEYMA Ha

3TOM (hOHE HE MOTYUEHO.
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Knununveckuii npumep 6

[Tanment K moctynun B Xupyprudeckoe OTICICHUE HOBOPOXKIACHHBIX U JIETEN
IPYAHOTO BO3pacTa B Bo3pacTe 4 MeCSIEeB XU3HU C >Kajo0aMU Ha BBIPAXKEHHOE
yBEIMYCHHE B 00BbeMe XKHBOTA. I3 aHaMHe3a W3BECTHO, UTO peOCHOK poawiics Ha 34
HeJelie TeCTalM, BeC Ipu pokaeHuu coctaBui 2050 r, qimuHa tena 47 cM, mo Anrap
2/4/6 6annoB. CocTOsIHUE TIOCIIE POKACHUS TSHKEJIOE 3a CUET SIBJICHUN JbIXaTebHON
HEJIOCTaTOYHOCTH, nepeserieH Ha VBJI, uckyccTBeHHass BEHTWIISALMS TPOBOJIMIIACH B
TEYEHUE JBYX CYTOK. B nanpHelmiem cocTosHue peOeHKa CTaOMIN3UpOBATIOCH,
BBITIUCAH JJOMOU B yJIOBJIIETBOPUTEIILHOM COCTOSIHUU. B TeueHue mnociaeaHero mecsia

KHU3HHU 06pau1ano Ha ce0s1 BHUMaHHE MOCTEIICHHOE YBCIIMYCHUC B 00BEMeE )KUBOTA.

PucyHnok 55. BHemHwmit Bu nanueHTa

B Bo3pacte 4 MmecsueB peOEHKY BBIIOJHEHO YJIbTPa3BYKOBOE HCCIIEOBAHUE
OpraHoB OPIOIIHOM MOJIOCTH, HA KOTOPOM BBISIBIIEHO HaJIM4KE acuuTta. B skcTpeHHOM
nopsiike peOCHOK TOCHUTAIM3UPOBAH B CTALIMOHAp MO MECTYy JKUTENIbCTBA, IO
pe3yJibTataM TENEMEOUUMHCKON KOHCYJIbTAMM TEPEBEAEH B XUPYPrUUYECKOE
OT/ICJICHUE HOBOPOXKIAEHHBIX U JieTeld rpyaHoro Bo3pacta ®I'AY «HMULL 3n0poBbs
nerei» Munsnpasa Poccun. Jlnarnos npu nocTyIJIEHUUM OCHOBHOM: AcuuT, 001€3Hb
Banpamana?; conmyTCTBYOIIMI: MYNOYHAs T'PbDKA, IBYCTOPOHHSA INaxoBas TPbIkKa,
BOJISTHKA 000J10uek npaBoro suuka, [IIIIHC, nérkas nmupamMuaHas HETOCTaTOYHOCTD,
CHHJIDOM  BHYTPUYEPENHOW  THUIEPTEH3UM  KOMIICHCUPOBAHHBIM,  pPaHHUU
BOCCTAHOBUTEJBHBIN TIEPUOJ, OTKPBITOE OBAJIBHOE OKHO, CHHIPOM YIJIMHEHHOIO
unrepBana QT, napokcusmanvHas taxukapaus HK - 1b. anemust Tsk€non cTeneHu,

HEOOHOIIEHHOCTh 34 Henen!.
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[Ipu mocTymineHun COCTOSIHHE peOeHKa PACICHEHO KaK TSKEIoe 3a CYET
SBJICHUI HKCUKO3a, aciuTa, aHeMuu (pucyHok 55). Bec pebenka mpu mocTyImjaeHUH
5400 r. Ilpu BBINOJHEHUHU YJIBTPA3BYKOBOTO HCCIEAOBAHHS OPraHOB OpPIOIIHOMN
MOJIOCTH ONpeIeNsieTcs O0NbIIOE KOJTUIECTBO CBOOOIHON KUAKOCTH HEOTHOPOIHOTO
xapakTepa. [lo SKCTpEHHBIM MOKa3aHUAM PEOCHKY BBINOJHEHO JIPEHUPOBAHUE
OpIOITHOM TOJOCTH, OJHOMOMEHTHO mosydeHo 600 mum (111 MII/kr) KugkocTu
MOJIOYHO-0€JIOT0 IBEeTa, IO pe3yJbTaTaM aHaJW30B TMOATBEPKICH XHWJIC3HBIN
XapakTep KUIKOCTH (LIUTO3 - 1,47X109/J'I, auM@oruThl - 95%, Tpuriunepuasl — 24,75
MMOJIb/TT). C 1enblo CHUWKEeHUS JMM(pOooOpa3oBaHUs MAlMEHTY HA3HAYEHO MOJHOE
napeHTepasbHOe NMUTAaHUE, KOHCEPBATUBHASL TEpaNusi OKTPEOTUIOM B J03upoBke 10
MKI/Kr/4ac B HeENpepbiBHOM pexume. B Teuenne 10 mocneayromux CyTOK
KOJIMYECTBO OTAENIAeMOro coxpassiochk oT 300 mo 600 mu 3a CyTKM. Y4uTbhIBas
OTCYTCTBUE BBIPAXKEHHOTO MOJIOKHUTEIBHOTO 3 (deKTa mo pesynbrataMm BpadyeOHOU
KOMHUCCUU OBUIO MPUHSATO pPEUICHHUE O HAa3HAYEHWHW UMMYHOCYIPECCUBHOU TEparmuu
Cuponumycom. Ilpenmapar Ha3zHaueH B ctapToBoul no3upoBke 0,1 Mr/cytku B aBa
npuemMa B pa3BeJACHHUH, C TIOCIEAYIOIINM yBeJIMYeHueM J103upoBku 110 0,2 Mr/cyTKu
JUISL TOCTVYKEHMS TEPAIeBTUYECKOW KOHILIEHTpAlMy B 1u1asMe KpoBu. Ha 13 cyTku ot

HayaJla MUMMYHOCYIIPECCUBHOM TE€paINU JPEHAK IEPEKPHIT.
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PucynHok 56. JluHamuka KoinyecTBa OTHeIsieMOro Ha (OHE Tepanuu

OKTPEOTUIIOM U Ha (POHE UMMYHOCYTIPECCUBHON TEPANUK CUPOJIUMYCOM
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OHTepanbHasi Harpy3ka BO300HOBIIEHA Ha 5 CYTKM OT Haudajga Teparuu
cupoiuMycoM ¢ 5,0 M cHenuanu3upOBaHHON MOJIOYHOM CMEChIO JIS J€4eOHOTro
NUTaHUsT JeTed C pOXKIAEHUS W B3pOCHbIX HpuU  JedeKTax OKHUCICHUs
JUIMHHOIIETIOYEUHBIX JKUPHBIX KHUCJIOT, XWIOTOpakce M JUM(AHTHIKTa3uH C
IOCTENIEHHBIM pAaCUIMPEHUEM JO BO3pacTHOro oOwvema. JlMHaMuKa CHMKEHUs
KOJIMYECTBA OTIEISIEMOrO 10 IpeHaXKy MpecTaBieHa Ha rpaduke. PeOeHok BbInMcaH
Ha 30 cytku, Ha 20 CyTKM OT Hadajla UIMMYHOCYIIPECCHUBHOM Tepanuu. B TeueHue
nocyenyronmx 16 Hexenap MPOBOAMIACH MOAACPKUBAIOIIAS TEPANHs C KOHTPOJEM
KOHIICHTPAIlMM IMpernapara B IUia3Me KpoBH Kaxable 10-14 mHe M Koppekuus
JIO3UPOBKU C LIENbIO MOAACPXKAHUS KOHIEHTPALMHU B IMPENENaxX TEepPaneBTUYECKOIrO
kopugopa 8-15 Hr/mn. Ha ¢Qone npoBeneHUss MMMYHOCYPECCHBHOW Tepanuu
OCJIO)KHEHUM U TMOO0O0YHBIX 3(PdekToB He oTMeuanock. CobimoaeHue 0e3KUPOBOM
JIUEThl B TEUYECHHE 2 MECALEB IOCIE BBIMMCKA W3 cTanuoHapa. Ilocie oTMeHsI

IIpcrapara peuuanBa XUJIOIICPUTOHCYMA HC BBIABJICHO.
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3AKJIFOYEHUE

Jlumbatnueckne MambhopMariu — TEHETHYECKH OOYCIIOBIECHHBIC ITOPOKHU
pasButus JmMMdaTtudeckux cocynoB. Lludpel pacmpocTpaHEHHOCTH JTaHHOM
IIaTOJIOTMH BAPBUPYIOT B IIUPOKHUX IpPEAEnax, B CPEAHEM COCTaBILAIOT okoso 1:5000
KUBOpOXKaeHUH [24,41,57,66,127]. TlepBuuHbBIii XHUIC3HBIA BBIIOT SBISCTCS OIHHM
U3 PEIKUX TMPOSBICHUN NUMQaTHUIeCKOH Malb()OopMalnuy, SMUICMHOJIOTHICCKIE
JAHHBIC OMPENETUTh JIOCTATOYHO CJIOKHO B CHIYy TPYAHOCTH BepUPUKAINH
NEPBUYHOTO W BTOPUYHOTO COCTOSIHHMA, B HACTOAIIEE BPEeMsl BCTPEUAEMOCTH
omeHuBaercs mnpumepHo B 1:15000-20000 xwBopoxxneHuit. [1,22,26,143,149].
YnopsounBaHue TEPMUHOJIOTHH, MIPOBE/ICHHE MOP(OJIOTHUIECKOTO,
UMMYHOTUCTOXUMHYECKOTO, MOJIEKYJISIPHO-TEHETHUECKOTO HUCCIEOBAaHUN MPUBEIET
K OoJiee TOYHOH TUArHOCTHKE W ONPEICICHHUIO JAHHBIX IO SMUACMHOJIOTHH [72].
Haubonee d4acto BCTpeyaromUMHUCA CpPEIUd  CIEKTpa TMOPOKOB  Pa3BUTHUS
TUM(paTUYECKON CUCTEMBI SIBIIIIOTCS KUCTO3HBIE JUMaTuyeckue Maibhopmaiuu. B
TOW TpymHmIe dYacTh HCCIEAOBATEICd OTMEUaeT CMEIIAHHBIA THIT KHCTO3HBIX
muMmpaTtruecknx Manbdopmanuii, kak HauOolsiee yacThli. B Hamem uccienoBaHuH
npeobJiaiagy NalMeHThl ¢ KPYyMHOKUCTO3HBIMU (68,2%) 00pa3oBaHUsIMU, BO3ZMOXKHO,
ATO CBSA3aHO C TE€M, YTO KPYIHOKHUCTO3HbIE 00pa3oBaHusl OOJNBIIMX pa3MEPOB Yallle
MPUBOJIST K PA3BUTHIO JKU3HEYTPOKAIOIINX OCIIOKHEHUN U COOTBETCTBEHHO TPEOYIOT
MPOBEICHMSI HEOTJIOXHBIX MEPOINPHUATHN B TIEPHOJE HOBOPOKIECHHOCTH Y JETCH
paHHEro BO3pacTa, COOTBETCTBEHHO JIE€TU C KPYIMHOKHUCTO3HBIMU OOpa30BaHUSIMU
Jaiie OKa3bIBAIOTCSA TMAIMEHTAaMHU XHPYPTHYECKOTO OTIEJICHUS HOBOPOXKICHHBIX.
Ecnu paccmarpuBath Jiokanu3anuo o0pa3oBaHU, TO oOpaiaer Ha ce0s BHUMAaHMUE,
YTO TIO0 pe3yJibTaTaM MPOBEICHHOTO HAaMH WCCJIEIOBaHMS HanOoJiee 4acThIMU OBLIH
oOpa3oBaHus, ucXojdlue U3 Opbbkeiku Kuimku (32,5%). IlpeumyiecTBeHHON
JIOKaIU3aled COTJIACHO OOIIETPUHSATHEIM JTaHHBIM SIBIISICTCS YEFOCTHO-JIUIIECBAsI
00JacTh 1 00J1acTh 11eU, MalTb(popMaIliu, pacroiararoniuecs: B OPIOIIHON MOJIOCTH U
3a0pIOIIMHHOM TPOCTPAHCTBE COCTABIAIOT JMIIb 2% OT YHCIa BCEX KHUCTO3HBIX
muMdaTraeckux Mainbhopmanuid [4,17,24,28,52,53,141]. Ml cunTaeMm, 4TO TaKHUe

CYHICCTBCHHLIC pa3jinviusg CBA3AHBI C OCOOCHHOCTSIMH MapmpyTru3anuu IMalrCHTOB,
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JETU C JIOKAIM3AIUEH MEeHHON W YeIFOCTHO-TUIEBOM 00JIACTH YacTO OKAa3bIBAIOTCS
MalMeHTaMyd YEeTIOCTHO-JIMIIEBBIX XUPYproB. Kpome TOro, B XUPYyprHYecKoe
OTJICJICHUE HOBOPOXKIEHHBIX, KaK MpaBUJIO, MOCTYNAIOT JETH, KOTOPbIE HMEIOT
oObeMHBIE 00pa3oBaHUs OOJBIIUX pa3MEpPOB W BBICOKMH PHUCK Pa3BUTHUSA
KUZHEYTPOXKAIOIIMX  OoclokHeHuid. [IpoBeeHHBI HaMM  aHamU3  XapakTepa
auMpaTtrueckoi Manb)opMaluu B 3aBUCUMOCTH OT JIOKAJIM3AIMKU BBISIBUJI, YTO MIPU
MTOBEPXHOCTHOM PACITOJIOKEHUU KPYIMHOKUCTO3HAS Mailb(OopMaIusi BCTPEUACTCS
JIOCTOBEPHO 4Yallle MEJIKOKMCTO3HOM, 3TO MOXHO paccMaTpuBaTh KaK apryMeHT B
MOJIB3y CYIIECTBYIOIIEH TEOpHH O 3aBHCHMOCTH XapakTepa Malb(popManud OT
XapakTepa OKPYkKaOIKNX TKaHEH.

B Haie uccrnenoBanve ObLTH BKIIOUEHBI 42 MallMEHTA C Pa3IMYHBIMU THIIAMU
MIOPOKOB Pa3BUTHA JHUMQPATHICCKUX CcOoCynoB. IlepByto Tpynmy cocTaBuiam 22
MalMeHTa C KPYIMHO- U MEJIKOKHUCTO3HBIMH JTUM(aTHUeCKUMU MallbPopMalusMu, B
TOM YHCIE€ C CHHAPOMAIbHBIMU (opMamMu, BKIIOUAOMIUMH JTUM(ATHUECKYIO
Manb(popmalio, Bo BTopyro rpymny (N=20) BOIUIM NalMEHTHl C XHJIC3HBIM
BBITIOTOM: XWJIONEPUTOHEYMOM WJIM XHWJIOTOpakcoM. Yactora BcTpeyaeMoCTH
auMpaTHdecknX MalbpopManuii HE 3aBUCUT OT II0JIa, ¥ B HAIIEM HCCJICIOBAHHUH
npeo0alaHie MaJbYMKOB ObUTO He3HAuuTeNbHBIM, 54,5% (N=12) u 53% (n=11) B
IEPBOM U BO BTOPOM T'PYMII€ COOTBETCTBEHHO. BOJIBIIIMHCTBO MAIMEHTOB, BOIIEAIINX
B HcciaenoBanue, oonee 70% Obtm B Bo3pacte A0 3 MecsaueB (N1=16, n2=14),
npudem Oonee 75% (n1=12 (75%), n2=11 (78,6%)) U3 HUX COCTABJSUIN MAI[MCHTHI
Nepro/Ia HOBOPOKICHHOCTH.

[Monmansromemy OonpmuHCTBY namuentoB (=20 (90,9%)) B rpymme
KUCTO3HBIX JuM(paTtnuecknx wmanbpopManuii (N=22) B HAIIEeM HCCICIOBAHUH
oTpeOOBaAIOCh TPOBECHNUE ONMEPATHBHOTO BMEIIATEILCTBA, W3 HUX 7 TaIlMEHTaM
(35 %) marmeHTaM BBITIOTHEHO CKJIEPO3UPOBAHUE, U3 HUX YETBEPHIM NOTPEOOBATIOCH
MOBTOPHOE MpoBeaeHue mpouenypsl (57,1%), paaukanbHoe yaaeHUe WM YacTUYHAs
pesekuus mnpoBeaeHa 14 mamuentam (65 %). Ckiiepo3upoBaHUE — SBISIETCS
BBICOKOA((EKTUBHBIM W MAaJOMHBA3MBHBIM METOJOM JICUCHHSI KPYITHOKHCTO3HBIX

IMOBCPXHOCTHO PACIIOIIOKCHHBIX Maﬂb(i)OpMaHHﬁ. Manas J0JId MMallM€HTOB B HAIlIEM
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UCCIIEIOBAaHUM, KOTOPbIM  OBLJIO  [OKa3aHO MPOBEAEHHE CKJIEPO3WPOBAHUS
(n=7(35%)), cBsA3aHO C TEM, YTO ITIOBEPXHOCTHBIMH 4allle BCEro OBIBAIOT
Majb(hopMaluy YeIIOCTHO-TUIIEBOM 00JIaCTU U IIeH, TaKWe MAlMeHThl, KaK MPaBUIIo,
HAOIOAIOTCS YENIOCTHO-JIMIEBBIMU XHUPYPraMU U pPeXe TPeOYIOT HEOTIOKHBIX
MEpOTIPUATUNA B MEPUOAEC HOBOPOXKACHHOCTU. JIMIb NBYM NalMEHTaM B HallleM
UCCJIEIOBAHUM  CTapTOBO ObUla HA3HAUY€HAa HMMMYHOCYIPECCHUBHAs  Teparus
CUPOJIMMYCOM, IOCKOJBbKY IPOBEICHHE ONEPAaTUBHOIO BMEIIATEIbCTBA, YYUTHIBAS
o0beM TMOpaXeHHs, He MPEACTaBISUIOCh BO3MOXHBIM. OJIMH W3 MalUEeHTOB
NPEACTaBICH B  YETBEPTOM  KIMHUYECKOM  IPUMEPE, JAEMOHCTPUPYIOIIEM
BO3MOYKHOCTH KOHCEPBATHBHOM Tepanmuu CHUPOIMMYycOM. B HacTosiee Bpems,
YUUTHIBasE ~ HAKOIUICHHBIA  ONBIT B MHPOBOM  MpPAKTHUKE,  HMHTHOUTOPHI
BHyTpuKIeTouHoro curHansHoro mytu PISK-AKT-mTOR, B Tom yucie cupoimmyc,
0€3yCJIOBHO  SBJIAIOTCS  HpernaparaMd  BblIOOpa  JUIsl  JIEUYEHUS  KHCTO3HBIX
muMpaTtuyeckux — MaidbGopManMii  pazTMYHOrO  TUMA W JIOKAJU3aIHi
[63,67,79,88,102,104], oaHako, B CHTyanusX, KoOrja pa3Mepbl 0O0pa30BaHUs
IPUBOAAT K Pa3BUTHIO XKU3HEYI'POXKAIOIIUX OCJIOKHEHHWW B PE3yJIbTaTe CAABICHUS
COCEJIHUX OpPraHOB, HE OCTAETCS BPEMEHU Ha okujianue 3¢dexra oT KOHCEPBATUBHOU
Tepanuu. JlaHHas cuTyauus NPOUJUIFOCTPUPOBAHA B IIEPBOM KIMHUYECKOM IIPUMEDPE.
PagukanbHoe ynaneHue oOpa3oBaHHUsl B JIaHHOM CIy4yae SIBJISIETCS €IUHCTBEHHO
BO3MOXKHBIM BapuaHTOM JeueHusa. [IpoBegeHue KOMOWMHUPOBAHHOW Tepanuu
notpedoBajoch 5 nmanueHTaM. B HalieM uccie10BaHUM UCIIOJIb30BaAIOCh TOTIOJTHEHHE
KOHCEpPBAaTUBHOM Tepanuend MNpeaIeCTBYIONIEr0 XUPYPruuecKoro BMEIIATENbCTBA
NIpU JUTUTENIBHOM JIuMbopee.

Bcem mnanueHTaM, KOTOPBIM HPOBOAWIOCH PAAUKAJIbHOE YIAJIEHUE WU
YacTUYHAs pe3ekuus Mainbpopmanuu (N=14), BBITOJHEHO TUCTOJIOTMYECKOE H
UMMYHOTHCTOXUMHUYECKOE HCCIEIOBaHHWE, IO pe3ylbTaraM KOTOPOTO  ObLIO
MOJTBEPXKIEHO, YTO MOP(DOIOrHUECKd MEJIKOKUCTO3HbIE U KPYIMHOKHUCTO3HBIC
auMdaTtudyeckue  MaidbQopMalMM  HEpazIWYUMBbI, 00JIalaloT  UACHTUYHBIMU
UMMYHOTHCTOXUMHUYECKUMH MapKepaMHu, XapaKTEepHbBIMU JJs JHUM(aTHIECKUX

9HAOTC/IMAJIBHBIX KJIICTOK, YTO IIOATBCPXKAACT [HaHHBIC, IIPCACTABJICHHBLIC B

115



coBpeMeHHBIX uccienoBanusax [81,93]. B maHHOI rpymie namueHToB Takke ObLIO
IPOBEJCHO MOJIEKYJISIPHO-TEHETUYECKOE HUCCIEOBAaHKUE, MO pe3yJibTaTaM MyTalus
PIK3CA BoisiBiicHa Oblia B 85,7% ciydaeB (N=12). DTH JaHHBIC TaKXKE COTJIACYIOTCS
C pe3yJibTaTaMH JAPYTMX HCCIEAOBATENIEH, BBIABISEMOCTh JAHHOW MyTallMU IIPU
KHCTO3HBIX JUM(paTnyeckux Maibopmanuii cocrapiser okoiio 80%. Bee nmarmeHTs
C BBISIBIICHHOM MyTallMel JIOJKHBI ObITh HAINlpaBJieHbl HA KOHCYJIBTAIUIO K IETCKOMY
OHKOJIOTY C HENbI0 UCKIIOYCHHS] KIMHUYECKUX TMPOSIBICHUN CIEKTpa CHHIPOMOB
M30BITOYHOTO POCTa U PEIICHHsS] BONpPOca 0 HEOOXOJIMMOCTH HAa3HAUEHUS TapreTHOU
Tepanmud ~ WUHTHOUTOpOM  (pochoTuania-uHO3UTON-3-KMHa3el.  KpaiiHe  BaxkHO,
IPOBOANTH TEPUOANYECKHE OCMOTPHI JAHHOW TPYIIBl MAIMEHTOB, IMOCKOJIBKY
KJIMHUYECKHUE TPOSIBICHUS CIEKTpa CHHJIPOMOB H30BITOYHOIO POCTa MOTYT OBITh
HEOUYEBUIHBIMA K MOMEHTY POXACHHS, HaIW4YMe JUMQaTHUIEeCKOH Maibhopmanuu
MOJKET OBITh JIUIIb MEPBBIM IposiBIeHHEM. HeoOxoaumMocTs HaOI0IeHUs 3a 3TUMHU
NalUeHTaMd NPOWJUIIOCTPUpPOBaHA KIMHUYECKUM mpumepoM Ne2. Pebenky B
nepuoae HOBOpoxJaeHHOCTH B 2017 romy Obula MpoBEEHAa YAaCTUYHAS PE3CKIUA
KUCTO3HOW JmMdaTudeckoil Mambopmarnuu obnactu  1med. MOoJeKyIspHO-
TreHEeTHYECKOE UCCleoBaHue OblIo mpoBeneHo Jumb 2023 romy B paMKax
HacTosmie pabotsl. [1o pesynpraTtam BoisiBiieHo Haimnuue myTtanuu PIK3CA, a nipu
oCMOTpe y peOceHka BbIsBICHB KiuHHYeckue mnpossiaeHus CLOVES-cunmpoma
JIETKOW CTEMEeHW B BHJIE MapIHUaIbHOTO THUIEPTPO(YUUECKOTO POCTa, MUTMEHTHBIX
MSATEH M0 TUIY «Ko(e ¢ MOoJoKOM», penuauBa TuMdaTudeckod Malb(popMaluu B
o0nacTu med. Y 4YacTd MalUeHTOB KIMHUYECKUE TMPOSBIICHUS CIIEKTpa CHHIPOMOB
U30BITOYHOTO pPOCTa OYECBUAHBI YXXE€ TPU TEPBUYHON TOCTHMTAIM3AIUU, KaK
IPOJAEMOHCTPUPOBAHO B TPEThEM KIMHHUECKOM Mpumepe. Booliie kinmHUYeckue
NPOSIBIICHUSI CIEKTpa CHUHAPOMOB HM30BITOUYHOTO POCTa COTJIACHO pa3paboTaHHBIM
KPUTEPUSAM JIOJDKHBI OBITh BBISIBIICHBI B Bo3pacte 10 1 roga [139]. Ctout oTMeTHTS,
YTO y 000MX MAIMEHTOB B HAIIEM HCCJIEI0BAaHUU, Y KOTOPHIX OBbUI AMAarHOCUMPOBAH
CLOVES-cunnpom, BbIsIBIEHB MyTaluu B «ropsunx Toukax» ES545R u ES542K,
COIJIACHO K€ MarepuajaM JpYruX HCCIEJIOBAaHTENeH OTMEYEHO, YTO MAJis

CHUHIPOMAJILHBIX (hopM OoJiee XapaKTepHbl MyTallMK BHE «ropssuux Touek» [127].
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[TpoBeneHHOE uCClIEJOBaHUE IIO3BOJIMJIO Pa3paboTaTh aIrOPUTM BEACHMS
NAlMEHTOB IEpUOAa HOBOPOXKIEHHOCTH M TPYAHOTO BO3pacTa C KHCTO3HBIMU

auM@paTHIEeCKUMU Malib(POopMaITusIMH.

KUCTO3HOE OBPA3OBAHUE
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HA3HA4YEHUE MHTUBUTOPA

HABJ/ITOAEHUE
PIK3, mTor

Pucynok 57. Anroputm BeJieHUS TAIMEHTOB ¢ KUCTO3HBIMU JTUM(DATUUECKIMHU
Masb(hopMalsIMu

[Ipy TOBEPXHOCTHOM pPACHOJIOKEHUU KPYNMHOKUCTO3HOM Manbopmanuu
JOCTYITHOM /i1  TNPUMEHEHUS MaJIOMHBa3WBHBIX CHOCOOOB MBI  CUMTAaEM
1[€J1eCO00pa3HbIM HCIOJIB30BAHUE CKJIEPO3UpPOBaHUs, HambOosiee 3((PEeKTUBHOrO U
Oe3omacHoro meroza. Jlump B ciayyae OTCYTCTBUSA perpecca oOpa3oBaHHUs IOCIE
MMOBTOPHBIX MPOLENYP CKIEPO3UPOBAHUS TMOKA3aHO YNAJICHHE WM PE3EKUHUS
oOpa3oBaHMsl, JOMOJHUTEIBHOE Ha3HAUCHHE KOHCEpBaTUBHOM Tepanuu. [lpu

MEJKOKHCTO3HOM XapakTepe o0Opa3oBaHHS WM TPH OTCYTCTBUH BO3MOXXHOCTHU
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BBITIOJIHEHHSI CKJIEPO3UPOBAHUS METOJOM BbIOOpa SBISIETCS YyAalleHUue/pe3eKuus
TKaHU Malb(opMaluu C O00S3aTeNbHBIM MOCIEAYIOMUM  MOP(OIOTHUECKUM,
UMMYHOTMCTOXUMHUYECKUM UCCIICJIOBAHUEM. [TpoBenenue MOJIEKYJIIPHO-
TeHEeTUYECKOTO HCCIICJIOBAaHMS TOKAa3aHO BCEM MAalMeHTaM C JUMQpaTHYeCKUMU
ManbQopMalUsMU [E€pUOJIa HOBOPOXAECHHOCTHM W TPYyIHOro Bo3pacrta s
CBOEBPEMEHHOI'0 Ha3HAYEHMsI TAPreTHOM TEpalnuy B CIydae BbISIBICHUS pacCTPONCTB
criekTpa cHHAPOMOB m30bITouHOro pocra (PROS). Ilpu oTcyTcTBUU pelUaMBOB U
IPOSIBJICHUI CIIEKTpa CHHIPOMOB H30BITOYHOTO POCTAa MOXXHO KOHCTATHPOBATH
BBI3JIOPOBIICHUE.

Hecmotpss Ha 0OmIIyr0 TEHIEHIIMIO CMEIIEHUS BBIOOpAa METOAa B CTOPOHY
KOHCepBaTHBHOM Tepanuu [127,146], nis meTei rpyIHOTO BO3pacTa XUPYpPrHYSCKOe
JeYeHruEe BCE-TaKM OCTaeTcsl OCHOBHBIM. KoHcepBaTHMBHas Tepamusi MOXET OBITH
Ha3HAa4eHa TOJbKO TPU OTCYTCTBUM pPHUCKAa pPa3BUTUS  KUZHEYTPOKAIOLIUX
OCJIO)KHEHMII M B  ClIy4a€ HEBO3MOXHOCTM  HPOBEIACHHUS  ONEPATUBHOIO
BMEIIATEIbCTBA.

TsokenplM  MpOSIBIIEHWEM TATOJIOTHMM  JTUM(ATUYECKOW CUCTEMBI SIBIISIETCS
XWJIE3HBIM BBIMOT (XWJIOTOpakc, XwioneputoHeyMm). Ha cerogHsmHuil 1eHb
€IMHCTBEHHBIM METOJIOM TEpaluu SBISIETCS BBEACHHE CHUHTETHUUECKOrO aHajora
COMaTOCTaTHHA — OKTPEOTHAa, B ciaydae HEIPPEKTUBHOCTU HCHOJB3YIOTCS
XUPYPTrUYECKHEe METOMBI JICUCHHsI, TAKHE KaK MepEeBsA3Ka TPYTHOTO JTUM(PATHIECKOTO
IpOTOKAa, BBEJACHHE B OpIOMIHYIO IOJIOCTh areHTOB, BBI3BIBAIOLIUX pa3BUTHE
BBIPXEHHOTO CITAEYHOTO TpOIIECcca.

['pymiy manyeHTOB ¢ XMJIE3HBIM BBHITIOTOM B HAIlIEM MCCIIETOBAaHUU COCTABHIIN
20 manueHTOB. Bcem AeTsM BBINONHAJIOCH JAPEHUPOBAHUE COOTBETCTBYIOIIEH
MOJIOCTH, TIOCTIE TIOATBEPXKICHUS XHMJIE3HOTO XapakTepa OTAENsSEeMOro JIeTH
NEPEeBOWINCh HA MApEHTEPATbHOE MUTAHUE B COOTBECTBUU C (DHU3MOIOTHUECKUMU
NOTPEOHOCTSIMHU, Ha3Hayalach Tepamusi OKTPeOTUAOM. JlaHHBIA BuA Tepamnuu ObuI
a¢pdextuBen B 70 % ciydaeB, 4TO COTJIaCyeTCs C JaHHBIMU JPYTUX UCCIICTOBAHUIA.
[TonmoxxuTenbHOTO pe3yibTaTa HEe yAajoch JAOCTUYb B HanOosiee TSHKEIBIX CIydasx,

IPU MaKCUMAaJbHBIX MOTEPSX MO JApeHaxy (Oonee 50 mu/kr).OTCyTCTBHE HAJEKHOTO
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ap¢dekTa OT KOHCEPBATUBHOM Tepamuu OKTPEOTHIOM OOYCIOBHJIO TOUCK APYTUX
BapHAHTOB KYMUPOBAaHHUS XWJIE3HOTO BHINOTA. B 3T0l CBS3M OBLIT MPUHAT 32 OCHOBY
YCHEIIHBIA ONBIT IPUMEHEHHUS CUPOJIUMYCa B JICYEHUH COCYAUCTHIX AHOMAJIUH, B TOM
gucie auMdarndeckux Maiab(opMmarii KUCTO3HOTO THHa [35], TMO3BOJIMBIINI
MPEANOJIOXKUTh TIOJyYEHHUE TOJIOKHUTEIBHBIX PE3YJNbTaTOB OT HCIOJIb30BaAHUSA
CUpOJMMyca B CJIydyae BO3HHMKHOBEHHUS XWIE3HOTO BbINOTa. B 3apyOeixHbIX
JUTEPATYypHBIX HCTOYHMKAX €CTh €AMHUYHBIE YIOMHUHAHUS OO0 YyCIEUTHOM
NPUMEHEHUU UMMYHOCYIPECCUBHOM  Tepanmuu TMpU  XWIE3HOM  BBINOTE Yy
HOBOPOXKJICHHBIX M JETEHl TpyJHOTO BO3pacTa, B OTEYECTBEHHOW JUTEpAType HET
no100HbIX onucanuil. [Ipenapar Ha3HavyaeTcs B COOTBETCTBUSIMU PEKOMEHIAIMSIMHU
[0 JIO3UPOBAHUIO CUPOJIMMYCa y JAeTel ¢ JIUM(}aTHIECKUMU MalbPopMalusIMu MO

KOHTPOJIEM KOHIICHTPAIIMX Npernapara B 1ia3me KposH. [36].

[HMH‘-IHE CBOBOHON UAKOCTW B EPIOLIHOWM MNW NAEBPA/IBHOM NOMAOCTH MO AAHHBIM Y31 ]

[ FOCNMUTANM3ALIMA B SKCTPEHHOM NOPAOKE ]

NYHKUWA U APEHUPOBAHME
BPIOLUHOM/NAEBPANIBHOM MONOCTH

[ LMTONIOTMYECKOE M BMOXMMMYECKOE MCCNEAOBAHWME XAPAKTEPA APEHAKHOM HMOKOCTH ]
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PI/IcyHOK 58. Cxema yteueHms MalMECHTOB C XMWJIC3HBIM BBIIIOTOM
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[TonmoxuTenpbHBIA pe3yiabTaT B BHJIEC KYNMHPOBAHUS XWJIE3HOTO BBIMOTA OBLI
JIOCTUTHYT BO BCEX CIIydasX HazHAueHUs Tepanuu cupoiumycom. Ha stom ¢done He
OBLJIO OTMEYEHO Pa3BUTHS OCJOXKHEHUH U TOOO0YHBIX 3(PheKToB, MOTpeOOBABIINX
npepeiBanus Tepanuu. [IpoBenenHass paboTa M CTAaTUCTUYECKHI aHANIM3 JaHHBIX
MO3BOJIIII pa3paboTaTh CXEMy JICUEHHS MAIMEHTOB C XWJIE3HBIM BBINIOTOM IEPUOJIA
HOBOPOKICHHOCTH U TPYJIHOTO BO3paCTa.

Bcem marnueHTaMm mpu BBISIBICHHH CBOOOJHOM >KUIKOCTH B OpPIOIIHOM MK
I'PYAHOMN MOJOCTU MO JAHHBIM UHCTPYMEHTAJIBHBIX METOOB MCCIIEIOBAHUS MMOKa3aHa
TOCIIUTAIM3AIMSA B AKTCPEHHOM TMOPSJIKE B CTAl[MOHAP XHPYPTrUYECKOro mpoduis,
OTMEHA OHHTEPAIbHOM HArpy3Kd, Ha3HAYEHUE MMAPEHTEPAIBHOIO MUTAHUS [0
(U3HONIOTMYECKUM MOTPEOHOCTSAM, MPOBEACHUS IPEHUPOBAHUS COOTBETCTBYIOLIEH
nosoctu. Jlns  omnpeneneHuss XapakTepa BbIIOTa HEOOXOJMMO MPOBEJIECHUE
IUTOJIOTUYECKOTO M OMOXMMMYECKOTO  HUCCIEJOBaHMs  IOJY4YEHHOHM  Tpu
JTPEHUPOBAHUU KUJKOCTHU. [Ipu mosydeHun >xuaKkocT B KoiaudecTse MmeHee 50 Mir/kr
MOKa3aHO Ha3HAYE€HUWE CHHTETHMYECKOro aHajora comaroctatuHa. [lo wmepe
KyIUpoBaHUsT TUMGOPEH ApEHaX yaalseTcs, dHTepalbHas Harpy3ka MOCTEIEHHO
BOCCTaHABIIMBAETCA 10 (PU3MOJIOTMYECKOr0 00beMa 3a CUeT CHEeIUaTM3UPOBAHHOU
CMECH C MOHMKEHHBIM COAEPKaHUEM JJIMHHOLIETIOUYEUHBIX TPUTIIMIIEPUAOB, JaHHAs
UeTa coOJtojlaeTcsl elle B TeyeHwe 1 mecsina, 3aTeM MNPOBOJUTCS MOCTENEHHOE
pacumpeHrue noTpeOieHHs )KUPOB BIUIOTh J0 (hU3MOI0THYECKOW HOpMBI. B ciyuae
oTcycTBUs 3 (deKTa OT Tepanuu OKTPeoTH0M B TeueHrue 10-14 cyTok mpoBoauTCS
Ha3HAUYEHWE HMMYHOCYNPECCUBHOW Tepanmuu B COOTBETCTBUU C KPUTEPHUSIMU
HaszHaueHus mnpemnapatoB «Of labely. Tlocne kynupoBanus numdopen Tepanus
CUPOJMMYCOM TPOJOJIKAETCS eie B TedeHue 8-16 Hemenb Ha (QoHE COOMIOIEHUS
0e3KupoBOM AWETHl. B TeueHue BCero mepuoja JICUEHUs MPOBOJAUTCA PETYISPHBIN
KOHTPOJIb KOHUEHTpALMK Ipernapara B IIa3ME€ KPOBH C LEJIBI0 CBOEBPEMEHHOU
KOpPpEeKLUMU 1103bl. B nanbHelIeM NpOBOAUTCS MOCTEIEHHOE BBEACHHUE YKUPOB 0
BO3pPACTHOI HOPMBI MOTPEOIICHUS.

Takum 00pa3oM, pe3ynbTaToM MPOBEIECHHOTO HCCIECIOBaHUS SBHJIACH

paspa60TKa M BHCAPCHHC B KIMHUYCCKYIO ITPAKTHUKY aJITOPHUTMa JICUCHUSA IMAlMCHTOB
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C KHCTO3HBIMH JUM(PaTHUYECKUMU Mallb(popMalusiMi NEpUoAa HOBOPOKICHHOCTH U
rpyaHoro Bo3pacta. Bnepseie B Poccun nprMeHeHa HIMMYHOCYTIPECCUBHAS TEPAITHS
IIPY XWJIE3HOM BBINIOTE Y HOBOPOXACHHBIX M JI€TEH I'PyAHOTO BO3pacTa, IPOBEICHA
OLICHKA pe3yJbTaTOB JEUYECHHS M pa3padoTaHa cXxema JEUYEHHs NAalUEHTOB C JAHHOU

aTOJIOTUEHN.
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HACTOAIIEE BpEeMs XHPYpPrHUecKoe JIeUeHUEe SBISETCS OCHOBHBIM (72,7%), a
cBoeBpeMeHHoe BbisiBiieHHe MyTanuu PIK3CA mo3Bonmio cpeau onepupoBaHHBIX
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KOMOMHHPOBAHHOE y MAIMEHTOB MEPHO/a HOBOPOKICHHOCTH U TPYTHOTO BO3PACTa.

3. [lepBuuHoe Ha3Haue€HHWE KOHCEPBATMBHOM TEpamuu CHPOJIUMYCOM
MOKAa3aHO npu  OOLIMPHBIX JIUM(PATHUECKUX TOPaKEHUAX, 3aTPardBaIOLINX
HECKOJIbKO ~ aHatomuueckux ooOmactedt  (9,1%). KomOuHHMpoBaHHOE JICUCHHE
OPOBOAUTCA B CIy4asX OTCYTCTBHUS pPaJUKaIbHOrO 3¢ (deKra OT XUPYpruyecKoro
neuenust (18,2%). Tepamus wuHrHOUTOPOM  (HOCHOTHIANIT-UHOZUTOIN-3-KHHA3KI
SIBJIIETCS BCIIOMOTATENIbHBIM KOMIIOHEHTOM XHUPYPrUYeCKOro JIEYeHHs] B INEPUOE
HOBOPOKICHHOCTH U Y JIeTel TPYTHOTO BO3pacTa.

4. [IpumeHeHre HOBOTO METOJa TEpalmuHu XWJIE3HOTO BBIIIOTA IMOKA3ajio
abdextuBHOCTE B 100% cilyyaeB OTCYTCTBUSI TOJIOKHUTEIBHOTO pe3ylibTara OT
CTapTOBOM Tepamuu CHHTETUYECKUM aHAJIOTOM COMaTOCTaTHHa (OKTPEOTHUIIOM).
Cobmonenrie pa3pabOTaHHOM CXeMbl TMO3BOJSAET AU(GEepEeHIUPOBaTh MALMEHTOB,
KOTOPBIM TpeOyercs NEPBUYHOE Ha3HA4YCHHE KOHCEPBAaTUBHON
aHTUnpoiaudepaTUBHON  Tepanuu  cupojumycoM.  KonmuecTBO  XWUIIE3HOIO
otaensgeMoro 6osee 50 MI/KI/CYT SBISETCS CTATUCTUUYECKH 3HAUUMBIM MPETUKTOPOM
HEAI(P(PEKTUBHOCTH  TEpamuM  CHHTETUYECKUM  AHAJIOIOM  COMAaTOCTaTHHA

(oxTpeotuaom) (p<0,05).
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5. VY mnamuenToB ¢ JIuM@aTHYECKUMU Mallb(POpMalUSIMH BCTPEYAEMOCTh
myTtauu PIK3CA cocraBuna 85,7%, u3z Hux 78,6 % NpUXOOUTCA HA THN MYTALMH
E545K, sBnsromieiics HauOosiee dYacTod i JduM@aTHYecKux Malb(popmariuii.
MonekyIsIpHO-TEHETUUECKOE HMCCIICIOBAHUE XWJIE3HOM >XUAKOCTH Y NAlHMEHTOB C
XUJIOTIEPUTOHEYMOM M XWJIOTOPAKCOM HE MO3BOJISIET JOCTOBEPHO BBISIBUTH MYTAIIUIO

PIK3CA.
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HNPAKTUYECKHUE PEKOMEHJALINHU
[TaruenTam mepuoAa HOBOPOXKIECHHOCTH C  KHCTO3HBIMH  JTHUMQpaTHUECCKUMU
Majab(hopMalsiMUA U BBICOKUM PUCKOM Pa3BUTHS JKU3HEYTPOXKAIOIIUX OCIOKHEHUN
MOKa3aHO OIEpPaTHBHOE JICUCHHE C O0OS3aTENBHBIM MOJICKYISIPHO-T€HETHYECKIM
UCCJIeIOBAHUEM TKaHU yJaJeHHOro o0pa3oBanus Ha Hanuure myTtanuu PIK3CA.
[Ipy mnonaydyeHHUH TOJIOKHUTENBHOTO pE3yJbTaTa TI'E€HETUYECKOTO MCCIEI0BaHuUs,
NALMEHT JOJDKEH OBITh HAIIPABJIEH HA KOHCYJBTALUIO K IETCKOMY OHKOJIOTY, TaK Kak
IIPY BBISIBICHUU KIIMHUYECKUX MPOSBICHUHN CIIEKTpa CUHAPOMOB U30BITOYHOTO POCTa
MOKa3aHO Ha3HAYE€HHE TapreTHON TEeparuH.
[Ipy BO3HUKHOBEHUU B MOCJICONEPANIMOHHOM Tieproie JTUMpOopen Tepanuen rnepBoi
JUHUU  SIBJISIETCS. HA3HAYEHME CHUHTETUYECKOIO aHajora COMAaTOCTaTHHA —
OKTPEOTH/A.
[Tpu xmonepuToHEYyME/XUIOTOPAKCE MOIYYEHUE OTAEIAEMOr0 B KOJIMUYECTBE MEHEE
50 Mi/Kr/cyT sIBIsSieTCSl MOKa3aHHMEM K HA3HAYCHHIO OKTPEOTHIA, MPH IMOJIy4YEeHUHU
XUJIE3HOTO OTHENIEMOro B KoyinuecTBe Oosiee 50 MII/KI/CYyT MOKa3aHO Ha3HA4YCHHUE
UMMYHOCYIIDECCUBHOM  TE€palid  CUPOJUMYCOM,  JUIMTEIBHOCTh  Tepaluu
okTpeoTusoM 6onee 10 AHEN mpu OTCYTCTBUM TEHAECHIIMH K CHUKEHHUIO CYTOYHOIO
o0beMa OTAEAEMOTO SIBIISIETCS HELEIeCO00Pa3HOM.
[Tpy BO30OHOBIEHHM SHTEPATbHONW HArpy3KH MAlMEHTaM C XWJIE3HBIM BBIIOTOM
HEOOXOAMMO COOIOAaTh JUETy, HCKIIOYAIONIIYI0 TIPHUEM JKUPOB B TEUYEHHE

nocienyronux 1-3 mMecsies.
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