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OBLIASA XAPAKTEPUCTHUKA PABOTbDI
AKTYaJIbHOCTH HCCJIEI0BAHUS

JIumparnyeckue Mab(HOPMAIUH - 3TO TATOJIOTHS CTPOSHHS JTUM(PATUICCKUX COCYI0B, BXOISIIUX
B CHEKTP COCYIJHCTBIX Majdb(pOopMalMié C MEIJICHHBIM IIOTOKOM U SIBISIFOIIUECS PE3yJIbTaTOM
BO3HHUKAIOIIMX HAa JTalne 5SMOpHOTeHe3a TeHETHYEeCKUX MyTranuid. KiuHu4Yeckre TposBICHUS
muMdaTtudeckux MainbhopMalrii 04eHb Pa3HOOOPa3HBI B CHIIY BBIPRXKEHHOW MO3aMYHOCTH NMPUYHHHBIX
mytauuit (Bouwman F.M., 2024, Blesinger, 2018). OxauM 3 TSDKENBIX MPOSBICHUN THM(AaTHYCCKUX
Malib(pOpMaIHii SBIISETCS JIMM(POpPEsi, B YACTHOCTU BHYTPEHHSIS, KOTIa XMJIC3HAs )KUIKOCTh CKAILTUBACTCSI
B TMIOJIOCTSX OpraHW3Ma. AHOMaIMU JUMQPATHYECKOH CHUCTEMBl MOTYT MPHBOAHMTH K CEPbE3HBIM
OCJIOXKHEHHUSM BIUIOTH JIO HEOJIArONMpUATHBIX MCXOJIOB, YaCTO BJICKYT 3a COOOW BBIPAXKEHHOE CHU)KCHUE
kadectBa >ku3Hu mamentoB (Ahlers C.G., 2021, Bellini C., 2018). Ilopo#i mamueHTbl ¢ JaHHBIM
CIIEKTPOM TMaTOJOTUH TPEOYIOT HEOMHOKPATHBIX XHPYPrHYSCKHX BMELIATEIILCTB B CHIIy BBICOKOTO
NPOIICHTAa PEUUIMBUPOBAHUS, YTO OOYCJIaBIMBacT HEOOXOJMMOCTh IPOBEICHHUS HCCIICIOBAHUM,
HAIpPaBJICHHBIX HA TIOUCK HOBBIX METOJIOB JICYUCHUSI.

Ha ceromusmHuii J€Hb CYINICCTBYET HECKOJbKO BapUAHTOB XHPYPIHYECKOTO JICYCHUS
auMpaTHIeCKUX Malb(GOpMalliidi, OJHAKO, HH OJWH W3 HHUX HE JaeT TrapaHTUHd OTCYTCTBHUS
peuuauBUpoBanus. [IpuMeHeHHE MallOMHBAa3MBHBIX METOJMK, TaKWX Kak BBEJICHHE B IOJOCTh
Malb(QOpMaIMK CKJICPO3UPYIOUIMX BEUIECTB, sBIseTcs 3(P(EeKTUBHBIM, HO WMEeT 3HAYUTEIbHBIC
OrpaHHYCHUS, CBS3aHHBIC C JIOKAIM3AIMel Mpolecca, KpoMe TOro, MPUMEHHUMO TMPEUMYIIECTBCHHO IS
kpymnHOkucTo3HbIX GopMm ([Tomsies 10.A., 2011, Hypmeer 1.H., 2020, Porwal P.K., 2018).

OOHapyXeHHe TPUYMHHBIX MYTalui MOCITYKHJIO CTUMYJIOM aKTHBHOTO MOWUCKA KOHCEPBATHBHBIX
METOJIUK, CIIOCOOHBIX 3(P(HEKTUBHO NOMOTHHUTH, a TIOPOH M 3aMEHUTh XHPYPrHYEeCKOE BMEIIATEIbCTBO
(Adams D.M., 2019, lacobas I. 2020, Petkova M. 2024).

Ha cerogusimHuii 1eHp HE CYIIECTBYET allTOPUTMa BHIOOpA METOAA JICYEHHs ISl IeTel mepuoaa
HOBOPOXJICHHOCTH M TPYIHOT0 Bo3pacta. Il HOBOPOXKICHHBIX M JIETEH IPpyIHOTO BO3pacTa ¢ XHIC3HBIM
BBIIIOTOM, HE pa3paboTaHo J0CTaTOYHO dPPeKTUBHBIX criocoboB neueHus (Agarwal S., 2022, Bellini C.,
2018, Church J.T., 2017, Hock M. 2021). BsimensnokeHHOE O0OyClIaBIMBaeT HEOOXOIUMOCTh
ONITUMHU3AIMH TTOIXO0A0B K JMAarHOCTUKE W JICUCHUIO PA3IMYHBIX (popM IuMpaTHYECKUX MambPopMarmi
U JienaeT mpooieMmy JedeHHs TuMdaTHYecKHX Manb(opManuii M XWIE3HOTO BBIIOTA JOCTaTOYHO
aKTYaJIbHOM [UTs M3yYEHUSI.

Crenenb pa3padoTAHHOCTH TEMBbI

[Maromorust nUMQaTHUECKON CHCTEMBI MMEET JOCTaTOYHO JUIMTENBHYI HCTOPUIO HW3Y4YCHUS
(batituarep B.®., 2017, Kammu A.Jl., 2020), B Hacrosimee BpeMsi B MPAKTHYCCKYIO ICSITEIHHOCTD
BHE/IPCHA MCYEPITBIBAIOIIAs KIacCU(UKAIUS COCYUCTHIX aHOMAIIMH, YIUTBHIBAIOIIAST PA3IMYHbBIC ACTICKTHI

U TIO03BOJISIONIASl YCTAaHOBUTH JUArHo3 B IIOJIHOM Mepe OTpaKalollUi XapakTep MaTOJIOrHYecKOro
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nporecca (Olive G., 2020, Kalwani N.M., 2021). Oxgnako nedyenue JTuMpaTHUCCKUX MaabPopmariuit
ocTaercs MOKa JOCTaTOYHO CJIOKHOM MpoOieMoi B CHIIy PEAKOCTH AAHHOM MaTOJOTHMH M IIMPOKOTO
CHEKTpa KIMHUYECKUX NposiBieHui. PazpaboraH psia XUpPYyprU4ecKMX M KOHCEPBATUBHBIX METOJIOB
JedeHusl uMQaTnieckux Maibhopmanuii npeumyiiecTBeHHo kucro3Horo tuna (donrom E.K., 2020,
3pikoBa MLA., 2022, Bagrodia N., 2015, Danial C., 2014, lacobas I., 2020), HO HeT HCCJCIOBaHHIA,
HalpaBJIEHHBIX Ha Pa3pabOTKy aJIrOPUTMOB JIEYEHHUS JAHHOW MNATOJIOTMU C YYETOM OCOOEHHOCTEH
nepuosia HOBOPOXKIEHHOCTH. J[eTH TIpyaHOro BO3pacTa C HPOSBICHUSMH MATOJOTUU JTUM(ATHIECKON
CHCTEMBl B BUJE XWJIE3HOTO BBHINOTa B Pa3JIMYHbIC TOJOCTH OpPraHU3Ma SBISIOTCS PEAKOW M KpaiiHe
CJIO’KHOM I'pyIIOi MallMeHTOB, ISl KOTOPBIX Ha CErOAHALIHUN JIeHb He pa3paboTaHo 3(p(PEeKTUBHBIX CXeM
neuyenus (Aspenbkuna E.B., 2014, Bouapos P.B., 2017, Kyuepos 10.1., 2019, Agarwal S., 2022, Church
J.T., 2017).
ean uccaenoBanus

ViydiieHue pe3yiabTaTOB JIEUCHHMsT HOBOPOXKICHHBIX M JeTell TIpyJHOro Bo3pacrta ¢
AMM}aTHYeCKUMU MaIb(OPMALUAMHU U XUIIE3HBIM BBIIIOTOM.

3agauu ucciae10BaHus

1. [Ipoananu3mpoBathb pe3yIbTaThI XHPYPTUYECKOTO, KOHCEpPBAaTHBHOTO u
KOMOMHUPOBAHHOTO JIEYEHUS HOBOPOXKICHHBIX W JIeTedl TIpyJHOro Bo3pacTa C JUMGPaTHUYECKUMU
MaJib(hOpMaIMsIMUA U XHUJIE3HBIM BBITTIOTOM.

2. Co31aTh MarHOCTHYECKUI aIrOpUTM 00CIEeTOBaHUS HOBOPOXKICHHBIX U JIETEH TPYIHOTO
BO3pacTa ¢ IUM(PATHIECKUMHU MaTb(OPMALIUIMHI U XHIJIE3HBIM BBIITOTOM.

3. Pa3zpaboTaTth TmOKa3aHHWA K KOHCEpPBAaTUBHOMY M KOMOMHHPOBAaHHOMY JICUEHUIO
auMdaTtuyeckux MaibGopMaluil y HOBOPOXKAECHHBIX U JIeTel TPYAHOTO BO3pacTa.

4. Pazpaborate W BHEAPUTH B TMPAKTHUYECKYIO JAEATEIBHOCTH MPOTOKOJ TPHUMEHEHHS
UMMYHOCYIIDECCUBHOM Tepalmuu Kak HOBOTO MeETOJa JIEYCHHs TMPH M XHWJIE3HOM BBINIOTE Yy
HOBOPOXKJICHHBIX U JIeTel IPyJHOr0 BO3pacTa.

S. OneHuTh BCTPEYAEMOCTh TE€HETHYECKOW MYTallMU CHEKTpa CHUHAPOMOB H30BITOYHOTO
pocta PIK3CA y HOBOpPOXXIEHHBIX U JIETE€H TPYTHOTO BO3pacTa ¢ TUMGPATHISCCKUMHA MaTb(HOpMAIUsIMU U
XHMJIE3HBIM BBIITOTOM.

Hay4yHnasi HOBM3HA

Bnepsele B Poccumiickoir  ®Pepepanuyu  yCHEIIHO  NPUMEHEHA  UMMYHOCYIIPECUUBHAS
KOHCEpBaTHUBHAs Tepanus MPpU XUIE3HOM BBIIIOTE Y HOBOPOKJICHHBIX U JIETeH IPYJHOrO BO3PacCTa.

Bnepseie B Poccuiickoit  ®enepauuu u3zydena Berpedaemocth Mytauuu  PIK3CA  y
HOBOPOXKJEHHBIX U JIeTeH IPyJHOI0 BO3pacTa ¢ JUMGPaTHIECKUMH MaJlb(hopMarHsIMH.

BriepBble ompeneneHbl M HAaydyHO OOOCHOBAHBI MPEIUKTOPHl HEIP(HEKTUBHOCTH TEpAIUH

OKTPEOTHUIOM IIPU XUJIE3HOM BBIIIOTE Y HOBOPOXKACHHBIX U JAETEH IPyIHOIO BO3pacCTa.
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Teopernyeckas U NpaKTHYeCKasi 3HAYMMOCTD

Pazpa®oTtan M BHEIpeH B NMPAKTHUYECKYIO JEATEIBHOCTh JIETCKOIO XUpypra ajJrOpUTM BBIOOpA
METO/a JICUCHHUS] KUCTO3HBIX JIHM(AaTHYeCKUX Madb(PopMauuii W XHIE3HOTO BBINOTA, MO3BOJISIOLINHA
NOOMBATbCS HAWIYUYIIETO HCXOAAa Y TAlWEHTOB JaHHBIM CIEKTPOM TaTOJIOTUH B TEpuoje
HOBOPOKICHHOCTH.

Vcnonb3oBaHue pe3yibTaTOB JaHHOIO MCCIEJOBAHUS IO3BOJUT OCYLIECTBUTH BBIOOP TAKTHKH
BEJICHUS TAIMEHTOB, CIPOTHO3MPOBATh A(PPEKTUBHOCTH MPOBOJUMOIO JIEYCHHUS, BO3MOXKHOCTb
BO3HMKHOBEHHUSI PELIUIUBOB.

Pe3ynbrarsl IpOBEACHHOIO HUCCIIEI0BAaHUS BaXKHBI I NPAKTUYECKON EATENBHOCTH, IIOCKOJIBKY
HO3BOJISIIOT MAKCUMAJIBHO PAaHO BBIIOJIHUTh JUATHOCTHUYECKUI aJlrOPUTM B IIOJHOM 00bEME, B TOM YHCIIe
BBISIBUTh IIalIMEHTOB C paccTpOMCTBAMM CHEKTpa CHHAPOMOB H30BITOUHOTO pOCTa, IPOBECTH
HeoOxoaumoe JedeHue. B ciydae HEOOXOAMMOCTM Ha3HAUMTh TAapreTHYIO TEPANHUIo, YTO IO3BOJISET
YIAYYIIUTh IPOTHO3 U U30€XKaTh MOBTOPHBIX XUPYPIrHUECKUX BMEIIATENILCTB B JJaJIbHEHIIIEM.

Buenpenue pe3yJbTaToB padoThl B IPAKTHKY

IlonyyenHble B XOJ€ HCCIENOBaHUS pE3yJIbTAaTbl M BBIBOABI BHEAPEHBI B IPAKTHYECKYIO
JESTEIbHOCTh XUPYPrUYECKOTO OTAENECHUS HOBOPOXACHHBIX U JeTed rpyaHoro Bo3pacta PI'AY
«HannoHalbHBIN MEOUIMHCKUI HCCIIENOBATEIbCKUM ILIEHTP 310poBbA nerei» Munsgpasa Poccun,
XUPYpPrU4eckoro otneneHuss HoBopoxkaeHHbIX ['BY3 MO «MockoBCckHil 00NacTHOM LEHTP OXpaHbl
MAaTepUHCTBA M JAETCTBAa», Xupyprudeckoro otnaeneHuss OI'BY «DenepanbHbli HAyYHO-KIMHUYECKHUI
LEHTp AeTel U moJApocTKOB DeepabHOr0 MEIUKO-0HMOIOTHYECKOTO areHTCTBAY.

MetoaoJsiorus U METOAbI HCC/ICIOBAHUSA

ITpu BbIMONHEHUN pabOTHI MPOBENIEH JETabHBIA aHATU3 COBPEMEHHBIX JAHHBIX JIUTEPATYpPhI MO
TeMe JIEYEHHsI MALUEHTOB C IUM(PATHUYECKUMHU Maib(opMalusIMU U XUJIE3HbIM BBIIOTOM. MeToonorus
UCCJIEIOBaHMSI BKJIIOYaa B ceOsl aHaJIU3 PETPOCIEKTUBHBIX JaHHBIX MAI[MEHTOB C PA3JIMYHBIMU TUIIAMU
auMdatudyeckux Manb(popMalMid, HaXOAMBLIMXCS Ha JIEYEHHH B XHUPYPIUYECKOM  OTJIEIECHUHU
HOBOPOXKIECHHBIX U JeTell TpynHoro Bo3pacta PI'AY «HMMULL 300poBes aereii» Munsapasa Poccun B
nepuon ¢ okTsaOps 2017 mo aBryct 2024 roma. Pabora BhIMOTHEHA B Au3aiiHEe OJHOIIEHTPOBOTO
IIPOCTIEKTUBHO-PETPOCIEKTUBHOTO MCCaen0BaHusA. B uccnenoanne Bomum 42 manueHTa, pa3JIeiaeHHbIX
Ha gABe Trpymnmnbl. [lepByro TIpynmy coCTaBWIM MAalUMEHThl € KHCTO3HBIMH JIMM(AaTHYECKUMU
manbhopMmarsiMu (22 pebeHka), BO BTOPYIO TPYITY BKJIIOYEHBI MAllUEHTHl C XWJIE3HBIM BBIOTOM (20
JeTen).

CrarucTHUYeCKU aHAIN3 ITOJYYEHHBIX JAHHBIX MPOBOAWIIA B COOTBETCTBHM C COBPEMEHHBIMH
METOJAaMH CTaTUCTUYECKOrO y4deTa, BKIKYAs ONUCATEIBHBIE METOIBI, OLICHKY CTaTUCTHYECKOH
3HaYUMOCTH. OLIEHKY HMPOTHOCTUYECKOH 3((EKTUBHOCTH KOHCEPATUBHOM Tepamuy OCYLIECTBISUIA MPH

nomouy aHanuza ROC-kpuBbIX, ¢ BeIYMCIEHUEM NTOKa3zarens miowmaau nog ROC-kpuBoi, Ha3bIBaEMbIM
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AUC (AreaUnderCurve). Onenka 3(hpeKTUBHOCTH Tepamnuu MpoBoAmIachk 1mo merony Kamnana-Meiiepa.
Paznuuus nokasaresei CUMTAINCh CTATUCTUYECKU 3HAUMMBIMU IIPU YpOBHE 3HaUYMMOcCTH p < 0,05.
IToJs10xeHNs1, BBIHOCHMBbIE HA 3AIIHUTY

1. OCHOBHBIM METOJIOM JICUEHHSI KHCTO3HBIX JIMM(pATHUECKUX Malb(popManuidi B MEpPHOAEC
HOBOPOXKJICHHBIX U JIeTeH I'PyJHOI0 BO3PACTa ABISAETCS XUPYPrUUECKUM.

2. [Toka3aHueM K Ha3HAYCHHIO KOHCEPBATHBHOM Tepanuu JuMpaTHYECKUX Masb(opMaruii
SIBJISIETCSL OTCYTCTBHE BO3MOXHOCTHU PAIUKAIbHOTO XUPYPrUU€CKOI0 JIEUEHUS.

3. Jlumparudeckne ManbhopMauu y JeTel SBISIOTCS OJHUM H3 MPOSIBICHHIA PacCTpOICTB
CIIEKTpa CHHIPOMOB H30BITOUYHOTO pocTa U o0ycioBieHbl HamnuueM mytanuu PIK3CA. V nmanuentoB ¢
xwie3HbIM BbinoToM Mytanust PIK3CA He BosABIIsAETCS.

4. JleTsiM ¢ XUJIE3HBIM BBIIIOTOM IIOKa3aHa KOHCEpBATUBHAsSI aHTUIPOIHU(epaTUBHAS Tepanus
CHPOJIUMYCOM  TpH  HEIPPEKTUBHOCTH  JICUCHUS] CHHTETHYECKHMM  aHAJIOTOM  COMAaTOCTaTHHA
(OKTEpOTHIOM).

CreneHb 10CTOBEPHOCTH Pe3yJbTATOB

HccnenoBanne OCHOBBIBA€TCSI Ha COBPEMEHHBIX IPEACTABICHUSX O JUArHOCTUKE U JIEYCHUH
muMpaTuaeckux Manb(GopMaiuii y 1eTeil pa3InyHoOTo THIA, KOTOPhIe O0CYKIAIOTCS B OTEUECTBEHHON U
3apyOexxHoi nureparype. [loaroroBka mMarepuana, aHajau3 U MUHTEPIIPETALMsl TOJyYEHHBIX Pe3y/IbTaToB
IPOBE/IEHBl C HUCIOJIb30BAHUEM COBPEMEHHBIX METOJOB O0pabOTKHM HH(OpMAIMM M CTATUCTHYECKOTO
aHainza. M3nokeHHble B paboTe pe3yibTaThbl, MOJIOKEHMSI, BBIBOJBI U MPAKTUYECKUE PEKOMEHAALNU
HEOJIHOKPATHO MPECTABIEHBI Ha MEXIYHAPOIHBIX U HAIIMOHAIBHBIX KOHIPEccax.

Anpodanusi padboTsI

Marepuanbl AucCCepTallMM JOJ0XKEHbI, OOCYXKJIEHbl U TOJYYHWJIH OJOOpPEHHE Ha CIEAYHOIINUX
BCEPOCCUMCKUX W  MEXAYHapoAHbIX  KOoH(pepeHuMsx: Bcepoccuiickas  HaydHO-IIpakTHuYecKas
KOH(EepeHIIMs ¢ MeXTYHAapOIHBIM ydacTueM «JleTckas Xupyprus - Buepa, cerojiss, 3aprpa» k 100-neruto
co mHs poxaeHus akagemuka FO.D. McakoBa (MockBa, 23-24 mas 2023 r.), HayuHo - mpakTudeckas
KOH(epeHIUs NEeTCKUX XUPYpProB, aHECTE3UOJIOTOB M PEAHUMATOJIOTOB PECHyONUMKH Y30eKHCTaH C
MEXIYHApOJHBIM y4acTHEM «AKTyaJlbHbI€ BOIIPOCHI JIETCKON XUPYpPrum», MOCBSIICHHAs §5-NETHIO CO
nus poxaeHus npodeccopa A.C.CynaiimanoBa (VY36ekuctan, Tamxkent, 14-15 oktsaops 2023 1.), IX
®opym nerckux xupypro Poccun (Mocksa, 9-11 Hos0ps 2023 1.), IV 00beaunennsiit kourpecc POAOT
«AKTyanbHbIe TIPOOJIEMbl U MEPCHEKTUBBI PA3BUTHA JETCKOM OHKOJOTHH W reMaTosiioruu B Poccuiickoit
Deneparun — 2023» (MockBa, 23-25 Hos6ps 2023 r.), XI Beepoccuiickuii HaydHO-TIpaKTHUECKUI popym
«Heotnoxuast nerckas xupypruss u TpaBmarosnorus» (Mocksa, 14-16 despans 2024 r.), Hayunoe
3acenanne OO1ecTBa AETCKUX XUPYProB MockBbl 1 MockoBcukoi oomactu Ne639 (Mocksa, 28.03.2024
r.), III [llkona ¢ MeXIyHApOAHBIM Y4aCTUEM IO JUArHOCTUKE U JIEYEHUIO JAETEH C PEAKUMH OIyXOJISIMU

(Mockaa, 26 ampens 2024 r.), 11 Beepoccuiickuii popym «CocyanucTbie TaTOJIOTUU Y I€TEH U B3POCIIBIX )
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(bamkoproctan, Yda, 7-8 wumrons 2024 r.), 25 European paediatric surgeons' association congress
(bomonbs, 12-15 urons 2024 r.), I Beepoccutickuit GopyMm ¢ MEXIyHApOJHBIM Y4acTHEM «3I0POBbE
JIeTel — HalMoHaIbHBIA mpuoputer Poccum» (MockBa, 25-27 centsopst 2024 r.), IV Bcepoccuiickas
Hay4YHO-TIpaKTHUYecKas KoH(pepeHuus ¢ mexayHapoaasiM ydactueM «ORPHA-DA. Penkue GonesHu: ot
HCTOKOB K rnepcriekTuBam» (14—15 HosiOps 2024 r.), V O6benunennsiii konrpecc POJIOI «AkTyanbHbIe
npo0JieMbl M MEePCHEKTUBBI Pa3BUTHS JIETCKONH OHKOJIOTMHU U remarosioruu B Poccuiickoit denepaunu —
2024» (Mockga, 21-23 Hosi0pst 2024 1.).
IIy0nukanum pe3yibTaToB HCCIe10BAHUS

[To marepuanam nuccepranuu omyOJUKOBaHO 15 HayyHBIX paboT, B TOM uucie 4 B U3JAHUSX,
pexomenoBanHbix BAK npu MunuctepcTBe Hayku U Bbiciiero oopazoBanus Poccuiickoit ®@enepannu
JUlsl TyOJIMKalMyd OCHOBHBIX PE3YJIbTaTOB JHUCCEPTALlMM HAa COMCKAHUE YYEHBIX CTEIEHEeW NoKTopa U
KaHJuJaTa HayK 110 CIEeLHAIbHOCTH «/leTcKas Xupyprusi».

JIMYHBIA BKJIA] aBTOPA

Bxiag aBTopa COCTOMT B aKTMBHOM YYacTHUU B IPOBEJICHUU UCCIIEOBAHMS Ha BCEX €ro dTamax:
aHaJIN3€ OTEYECTBEHHBIX U MEXKIYHAPOJIHBIX HAYYHBIX UCTOYHUKOB JINTEPATYPHI IO TEME TUCCEPTAIUU U
NOJArOTOBKa 0030pa JIMTepaTypbl, MOCTAaHOBKE WEeNW M 3a1ad, (OpMHpPOBaHWU 0a3bl JaHHBIX,
o0cJeIoOBaHUM U JICYCHUH MAalMEHTOB, CTAaTHUCTUYECKOW 0OpabOTKE M HWHTEPIPETAlMU MOTYyYEHHBIX
pe3yNbTaTOB, Ha OCHOBAHUU KOTOPBHIX OBUIM CHOPMYTUPOBAHBI OCHOBHBIC TMOJIOKEHUS, BBIBOJBI H
PAKTUYECKHE PEKOMEHJAIMU JUCCEPTAllMOHHON paboThl, OOPMIEHUH HAy4YHBIX CTaTed M TE3HCOB,
y4acTHe€ B HAyYHO-TIPAKTUYECKHX KOH(PEPEHLHUSAX C JIOKJIaJaMHU, BHEIPEHHE B KIMHUYECKYIO NMPAKTUKY
pa3paboTaHHBIX PEKOMEH/IAIUN.

O0beM u cTpPYKTYpa AUCCEPTALMHA

JuccepranonHas padoTa u3JIoXeHa Ha 142 cTpaHHWIAX MAIIWHOMMCHOTO TEKCTa, COCTOUT W3
BBEJICHUS, 0030pa JINTEPATYPhI, IIaBbl, IOCBAICHHON MaTepuagaM U METOJaM UCCIIEJOBaHMsl, IByX TJIaB
COOCTBEHHBIX HCCIEAOBAHUN, 3aKIIOYCHHs, BBIBOJIOB M MPAKTUYECKHX pekoMmeHnanuil. Crnucok
JIUTEepaTyphl BKIOYaeT 151 MCTOYHUKOB, U3 HUX — 52 OTEYECTBEHHBIX aBTOPOB U 99 — 3apyOeKHBIX.
Pa6ota nponmtroctpupoBana 30 Tabnumamu U S8 puCyHKamH.

JTHYecKas IKCIePTU3a

UccnenoBanue ObI10 000pEHO JIOKATBHBIM HE3aBUCHMBIM ITHYECKUM KomuTeToM mipu OI'AY

«HMMUII 3n0poBbsa nerei» Munsapasa Poccun, npotokosn Ne 1 ot 01.02.2024 r.
COILEPKAHUE PABOTHBI

PaGora Obuia BhIMONIHEHA Ha 0a3ze (enepalibHOTO rOCyIapCTBEHHOIO aBTOHOMHOTO YUPEXKACHUS

«HanuoHabHBI ~ MEAUIMHCKUNA  UCCIENOBATEIbCKUM LEHTP 3I0pOBbI  JeTei» MuHHUCTEepcTBa

3npaBooxpaHeHust Poccuiickoit @enepaunn ([Jupekrop — 3acinyxeHHsli Bpau Poccuiickoit denepanumy,
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n.M.H., ipodeccop A.Il. duceHko) B XUPYPTHUECKOM OTICICHUH HOBOPOXKIEHHBIX M JETEH TPYIHOTO
Bo3pacrta (3aBenyromas otaenenneMm — K.M.H. A.C. ['ypckas).

JuccepranonHas padoTa BBINOJHEHA B COOTBETCTBHM C IUIAHOM HAayYHO-HMCCIIEJOBATEIbCKUX
pabor ®I'AY «HMMUIL] 3mopoBbs nereit» MunzapaBa Poccum 122040800144-8 «Ontumusanus
XUPYPTUYECKOI0 JI€UEHHUs] HOBOPOXKJICHHBIX M JIeTeH TPYAHOIr0 BO3pacTa € BPOXKACHHBIMU IOPOKaMH
Pa3BUTHS JKEJTYIOUHO-KUIIEYHOT'O TPAKTa.

O0bem, MeTOABI M TU3AIH HCCJICJOBAHUS

B wuccnenoBanue ObulM BKIIIOYEHBI Bcero 42 mammeHTa B Bo3pacTe A0 | roma, KOTOPHIM
IPOBOJWIOCH JIEYEHHUE KUCTO3HBIX JUM(pATHYECKHX Malb(OopMaluil U XUJIE3HOIO BBIIOTA 32 MEPHOJ C
okTs10ps 2017 mo aBryct 2024 ropa.

B cooTtBercTBUM C nu3ailHOM ucCcleoBaHHsS (PUCYHOK 1) MalMeHThl ObUIM pa3/ieleHbl Ha 2
TPYMNIBL: MAIUEHTHl ¢ JUMQPATHYECKUMHA Malb()OopMalMsIMA KUCTO3HOTO THMa (n=22) W TalHMeHTHI C

XHWJIE3HBIM BhIIOTOM (n=20).

~
,‘,—[ ObLee 4ACNO NALUEHTOB —y
NayueHTs! ¢ AMMaTUIECKUMHU n=42 A MawuueHTbl ¢ XMAe3HbIMU BbINOTaMK
mansdpopmauuamm n=22 n=20
\ s \
7 7 FeHeTHMueckoe p v N
Y3U obpasosaHus, uccnegoeaHue Y3WU, pentreHorpadus
KT + B/B KOHTpacTUpOBaHue \. 5 nneBpanbHoii/6ploLLHOI NONOCTH
\ \ + J
) " " . ) .
KoHcepBaTuBHOE Xupypruueckoe dpeHupoBaHue
n=2 n=16 nAesBpanbHoO/6GplolHOK NonocTu
\ y \ 7
A 4 I
( A
[ KomGuuposaHHoe ] BEMOXMMUWUYECKOE U LMToNorMyeckoe
neueHue n=2 uccnepoBaHue
\ 7
[ CKkneposuposaHue ] PagukanbHoe v
yaaneHve [ MNonHoe napeHTepanbHOE NUTaHUE ]
‘l’ )
[ Mopdonoruueckoe uccnegosaHmne ] KoHcepBaTUMBHaA Tepanua OKTPeoTUgoMm
n=20
¢ 7
[ MonoxutenbHblit acdekT ] [ OrcyTtcteue addeKTa
v
.
KoHcepBaTMBHaA Tepanua CMpoIMMYcoOM
n=6
7
\ )
!
[ AHanus nony4yeHHbIX JaHHbIX ]

Pucynoxk 1. /lu3aiin uccjie10BaHus.
[lepByto rpymmy cocTaBuiau 22 nanueHTa ¢ NpOCThIMU (MaKpPOKUCTO3HBIMH U MUKPOKHCTO3HBIMH )

auM(aTHYeckuMu  Madb(GOpMaLMsIMU Pa3IMYHON JIOKanu3auumud. B 1aHHOM rpynme mnpoBoJHiIach
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pa3paboTKa TOKa3aHWUH K BBIOOPY METOJa JICUCHUS KHUCTO3HBIX JIUM(paTHYECKHX Maiabdopmarui y
HOBOPOXKICHHBIX U JIETEH IPyIHOTO BO3pACTa.

B rpynmy manMeHTOB ¢ XWIE3HBIM BBIIOTOM Bomuid 20 MAalMEHTOB C  SIBJICHUSIMH
XWIOMEPUTOHEYMAa W XWIOTOPAKCa, TOCHUTAIM3UPOBAHHBIX B  XUPYPrUYECKOE  OTHEJICHUE
HOBOPOXICHHBIX U JIETEH TPyJHOTO Bo3pacta B mepuona ¢ okTsaops 2017 roga mo asryct 2024 roga. B
JaHHOW Tpynme NpoBOAMIACH pa3padoTKa aJropuTMa NPUMEHEHHUS KOHCEPBAaTHUBHOW Teparuw,
MOKa3aHUM K Ha3HAYEHUIO0 UMMYHOCYITPECCUBHOM TEPAINHU CUPOIHUMYCOM.

[TarenTam 00GeMX TpymIl MPOBOAMUIOCH MOJEKYISPHO-TEHETUYECKOE HCCIEIOBAHHE C IIEJIbI0
BBISIBJICHUSI MYTallMd B Te€HEe, Koaupyioulem anbda cyobenuHuny (ocGoTuauI-uHO3UTOI-3-KUHA3Bl U

MAaKCHUMAJIbHO PaHHETO O6Hapy)KeHI/I$I NanucHTOB C paCCTpOﬁCTBaMH CIICKTpa CHHAPOMOB HU30BITOYHOIO

pocra.

Kpurepun BrnroyeHus:

1. Bospact nanueHToB ¢ poxaeHus 10 1 roxa

2. Hanuuue xucto3Hoil muMdarnyeckoit Maab(popMalyy UM XUIE3HOTO BBIIOTa

3. [TuceMeHHOE MH(OPMUPOBAHHOE COIJIACHE POJUTENECH MM 3aKOHHOIO IIPEICTaBUTEIIS
HALAEHTA.

Kputepuu HeBKIIOUEHUS:

1. Otka3 poauTenei WK 3aKOHHOIO IIPEICTaBUTENS MTALMEHTA OT Y4aCTHs B UCCIIEIOBAaHUH.

Bonbiryro yacTh OOJIBHBIX COCTABUIIM MALIMEHTHI B BO3pacTe 10 3 Mecsles (Tabnuua 1), B rpynmne
HNanueHToB ¢ JuMdarndeckumu Mmanbpopmarusmu 71% (n=15), B rpynmne nHanyeHTOB € XWJIE3HBIM
BbIOTOM 70% (n=12). J{71s1 MalMeHToB ¢ XMJIE3HbIM BBIITOTOM BO3HUKHOBEHHME KIMHUYECKHUX MPOSIBICHUH
JI0 BO3pacTa 3 MeECSLEB SBIAECTCA OOHUM U3 KPUTEPUEB BPOKICHHOIO XapakTepa IIpoliecca BHE
3aBUCHUMOCTH OT HAaJM4usl ONEpPAaTUBHOIO BMEILATENbCTBA B aHaMHe3e. B o0eux rpynmax OTMEUEHO
HE3HaYUTeNbHOE MpeodianaHne MaiabuukoB, 54,5% (n=12) B rpymnmne nmanueHToB C JUM(aTUYECKUMU
ManbopMatsiMu 1 55% (n=11) B rpynme nanueHToB ¢ XUIE3HbIM BBIITOTOM.

Ta6auna 1. Pactipenenenue naimeHToOB MO BO3PaCTy

Bo3spacTt Ha MOMEHT I'pynna nanueHToB I'pynna nanueHToB
IPOBEJEHUS onepaluu | ¢ TuMpaTHYeCKUMH MaibhopManusMu (n=22) | ¢ XUJI€3HbIM BbIIIOTOM
(n=20)
n % n %
Ot 0 no 3 Mmecs1eB 16 12,7 14 70,0
Ot 3 1o 6 Mecs1eB 4 18,2 5 25,0
Ot 6 1o 12 Mecs1es 2 91 1 50

B Tabnwie 2 mpuBeIeHBI JaHHBIE O pacIpe/IeICHUH MalMEeHTOB B 3aBUCHUMOCTH OT JIOKAJTU3aIIH
muMmparudeckoil Manbdopmaru. Ilopaxkenue omHOM aHaTomMuuyeckod obnmactu Bcrpeuaercs B 77,5%

ciyudaeB (n=17), pexe BOBICUECHHBIMH B IPOIECC OKA3bIBaeTCs JIBE U 0OJiee aHATOMUYECKHX OOacTeit
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(22,5%, n=5), npu STOM BOBJIICYCHHBIMH B MATOJOTMYCCKHI IPOIECC OKAa3bIBAIOTCS B OCHOBHOM
YeIOCTHO-IIUIEBas 00acTh U mes. Hanbonee yacThIMu B HaIlIeM KCCIICOBAaHUH SIBUJIMCH 00pa30BaHus,
ucxopsmme u3 opeokeriku kummk (32,5%, n=7).

Ta6auna 2. PactipesienieHre MaueHToB ¢ KUCTO3HBIMHU (popMaMu TUM(paTUIECKIX

Manb(QopMaluii 1Mo JoKaIu3auu npoiecca

KomnnuectBo Jloxanm3anus npoiecca KonuuectBo (n=22)
MTOPaKEHHBIX n n % %
AHATOMMYECKHX BCETO BCETO
obnacreit
[Topaxenue YemrocTHO-IUIEBAS 00J1aCTh 2 17 9,0 77,5
OJIHOM Oo6nacrs 1eu 4 18,0
aHaTOMHUYeCKoH | [ToaMplmeyHas 00JIacTb 2 9,0
obactu BpbuKeiika KHIIKH 7 32,5
3a0prIONIMHHOE TPOCTPAHCTBO 2 9,0
[Topaxxenue O06nacThb 1Ieu + MoaMBIIIeYHas 1 5 45 22,5
0oJiee OTHOM o0Jacte
aHAaTOMHUYECKON YemrocTHO-IUIEBAs 00J1aCTh + 2 9,0
obnactu 001acTh 1en
OO6nacth men + cpeJoCTCHUE 1 45
BepxHue KOHEYHOCTH +TyJI0BUIIE 1 4,5

B rpyrime nanueHToB ¢ XWIe3HBIM BBITIOTOM Pa3BUTHE XUJIOMEPUTOHEYMa OTMEUEHO B 13 cirydasix
(65%) u pazButue xunoropakca B 7 ciydasx (35%). BoapIIMHCTBO MAIMEHTOB ¢ XMJIOTOPAKCOM MMENH B
aHaMHe3e OMepaTUBHOE BMEMIATENHCTBO (N=6), MAIMEHTHl C XWIONEPUTOHEYMOM B 7 CIydasx UMeENH B
aHaMHe3€ OINepaTUBHOE BMENIATENbCTBO, Yy 6 TAIMEHTOB ONEpPaTHBHBIX BMEIIATENbCTB IO
BO3HUKHOBEHUS XHJIE3HOTO BBIITOTA HE TIPOBOIHIIOCH.

CornacHO JaHHBIM TECTAIMOHHOTO BO3pacTa OOoJbIIas YacTh MAIMEHTOB OBUIH JOHOIICHHBIMH,
OJIHAKO, 9TO HE MO3BOJIAET C YBEPEHHOCTHIO HCKIIOYUTHh HAIWYHE XHIIE3HOTO BBINIOTA, CBSI3aHHOTO C
HE3PENOCThIO TUM(ATUYECKON CHCTEMBI.

Tadauua 3. [lokazaTenu Bo3pacTa U TMOCICONEPAITMOHHBIX CYTOK Ha MOMEHT BO3HUKHOBEHHS

XHJIE3HOT'O BBIIIOTA

[TokazaTenu M=+ SD /Me 95% AN/ Q1 —-Q3 n min max
Bospacr (cyr) 33 8123 20 0 347
CyTku nocse onepanuu 12 816 13 3 22

Taxxe naneko He y BceX MAlMEHTOB MOKHO OBLIO BBISIBUTH B3aUMOCBSI3b Pa3BUTHA JTUMGOpEU C
IIPOBEICHUEM OIEPATUBHOTO BMEIIATENBCTBA, YUNUTHIBAS IOCICONEPANNOHHBIE CYTKH U JIOKAJIU3ALHI0
(tabmuna 3). Mcxons u3 Bo3pacTa MalMeHTOB HA MOMEHT BO3HMKHOBEHHS XMJIE3HOTO BBINOTA, HATUYHS
WIN OTCYTCTBHSI ONIEPaTUBHOTO BMEIIATENILCTBA B AHAMHE3€ U MOCIIEONEPALMOHHBIX CYTOK, B 85% (n=17)
XHWJIE3HBIN BBINOT ObUT paclieHeH KaK MepBUYHBIH.

Bcem namueHTaM Ha AMAarHOCTMYECKOM JTalle BBIIOIHSIICS CTaHJApTHBIA HAOOp J1a0OpaTOPHBIX
UCCJICIOBAHNM,  YJIBTPa3BYKOBOE peHTtrenorpadus, 00BEMHBIMU

HUCCICIOBAaHUC, nmanueHramMm ¢C
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00pa30BaHUSIMHU JIOMOJHUTEIBHO HCCIEA0BAJICS YPOBEHb OHKOMAapKEepOB, MPOBOAMIACH KOMIBIOTEPHAS
ToMorpadusi ¢ KOHTPACTUPOBAHUEM.

B uccrnenoBaHuu UCIIOIb30BAIMCH CTAHJAPTHBIE METOIMKH CKIIEPO3UPOBAHUS KPYIHOKHCTO3HBIX
auMparndeckux ManbpopMmanuil (BBIOJIHEHO 7 TMAIeHTaM C IOBEPXHOCTHO pPacIoJIOKEHHBIMU
auMpaTHUYECKUMH Mallb(pOopMalMsIMK), PAAUKAIBHOTO YAAJCHHUS W pPe3eKIHH OOBEMHBIX 00pa3oBaHU
(BbIMOSIHEHO Yy 13 MalMEHTOB, BYM MAlMEHTaM IPOBEIACHO OMEPATHBHOE BMEIIATEILCTBO OTCPOUCHHO
HOCJIC TPOBEICHHS CKIICpO3upoBaHus). [lepBUYHOE Ha3HA4YeHWE KOHCEpBAaTHBHOW Tepamuu (N=2) B
craproBoii nmo3upoBke 0,1 Mr/c B nBa mpueMa C TMOCTCIICHHBIM TUTPOBAaHUEM JO JOCTHKEHUS
KOHIICHTpAIlUH TIpenapara B mia3me Kkpou 10-15 Hr/mi.

Ha ¢done numdopen nammentaMm Ha3Hayanach SHTEpajbHas May3a, MapeHTepaTbHOE MUTAHUE 1O
($U3MOIOrMYECKUM MOTPEOHOCTSIM B COOTBETCTBMM CO CTAHJIAPTHBIMHU BO3PACTHBIMU PEKOMEHIALUSMHU.
Boccranosnenue sHTepanbHON Harpy3ku Iocjae KyIUpOBaHUS JU(MOpPEN MPOBOJMWIOCH MTOCTENIEHHO 32
CYET CHEUUATU3UPOBAHHON MOJIOYHOM CMECH C TMOHUKEHHBIM COJIEPKAHUEM JUTMHHOIENIOYEYHBIX
TPUTJIULIEPUOB U MOBBILIEHHBIM COJIEPKAaHUEM CPEIHELETIOYEYHBIX TPUTIULEPHIOB.

CraTucTudeckas 00padoTka JaHHBIX

CrarucTuueckuil aHajau3 JaHHBIX MPOBEACH C HCIONb30BaHueM mporpammbl StatTech v. 4.6.1
(pa3zpabotuuk - OOO "Crarrex", Poccus).

KonnuecTBeHHBIE JaHHBIE OLICHEHBI HA MPEAMET COOTBETCTBUS HOPMAIBHOMY PACIpPEIEICHHIO C
nomompto  kpurepuss  [lanupo-Yunka.  KonmyecTBeHHbIE — AaHHBIE, HMEIOLNIME  HOPMAJIBHOE
pacmpeneneHrne, ONMUCaHbl C IMOMOUIbI0 CpeAHuX apudmernyeckux BenuuuH (M) M CTaHIapTHBIX
otkyoHenuit (SD), rpanuna 95% noepurtensHoro uHTepBana (95% JW). B caydae otrcyTcTBHS
HOPMAaJILHOT'O pacIipe/ie/IeHUs] KOJIMYEeCTBEHHbIE II0Ka3aTeNId ONKUCAHbl C UCTIONIb30BaHUEM MeuaHbl (Me)
u HwxHero u BepxHero kBaptuied (Ql — Q3). CpaBHeHuMe JBYX TpYII IO KOJHYECTBEHHOMY
MO0KA3aTeNto, MEIOLEMY HOPMaJIbHOE paclpe/iesieHle, IPU YCIOBUM PAaBEHCTBA JMCIEPCUN BBITIOJHEHO
¢ nomoulpto t-kpurepus CtbrofeHTa. CpaBHEHHE [BYX TIPYNI IO KOJUYECTBEHHOMY I10KA3aTelo,
pacrpeeneHue KOTOpOoro OTINYaloch OT HOPMAJIBHOTO, BBINOJIHEHO ¢ nomoupio U-kputepus MaHHa-
YutHu. J{ns OlleHKN AMarHOCTUYECKONW 3HAUMMOCTH KOJIMYECTBEHHBIX MPU3HAKOB MPU IPOrHO3UPOBAHUH
ONPEACNICHHOTO0 HCX0Ja, mNpumeHsyica wmeron aHanm3a ROC-kpuBbiX. Paznendroniee 3HaueHue
KOJIMYECTBEHHOTO MpHU3HaKa B Touke cut-off onpeznensnock no HauBbIcIeMy 3HaUeHHIO UHAeKca FOaeHa.
KareropuanbHble naHHBIE ONUCHIBAJIMCH C YKa3aHHWEM aOCOJIIOTHBIX 3HAUEHUH U MPOIEHTHBIX JOJIEH.
CpaBHeHUE MPOIEHTHBIX J0JIEH MPHU aHAJIM3€ YETHIPEXIOIBHBIX TAOJIHUI] CONMPSKEHHOCTH BBITOIHSIIOCH C
MOMOIUIBIO TOYHOTO Kputepust ®uiepa (mpu 3HaAUYEHUAX oxuaemoro sisneHus mexnee 10). B kauectse
KOJIMYECTBEHHOW Mepbl 3(deKTa Mpu CpaBHEHUH OTHOCUTENIBHBIX IOKa3aTeleil HaMU HCIOJIb30BaJICs
MoKa3aTellb OTHOIIECHUsS IaHcoB ¢ 95% noeputenbHbiM uHTepBajioMm (OLL; 95% JU). B cuyuae

HYJICBBIX 3HAUCHHUH YKrcia HaGJIIOI[eHI/Iﬁ B sS4YeMKax TaGHI/II_IBI CONPAKCHHOCTU paCyYCT OTHOMICHUA IAHCOB
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BBITIOJTHSIICS C TIONpaBKoW XonaeH-DHckoMO. CpaBHEHHE Tpex W 0oJiee TPYII MO KOJIUYECTBEHHOMY
MOKAa3aTeNio, pacnpeesieHue KOTOPOro OTIMYaJOoCh OT HOPMAaJIbHOTO, BBIMOJHSIOCH C MOMOUIBIO
kputepus Kpackena-VYosunca, aniocTepuopHble CpaBHEHUS — C TOMOLIbI0 KpuTepus [laHHa ¢ monpaBkoi
Xomma. Onenka ¢(yHKnuM 3((EKTHBHOCTH Tepanuu NpoBoAmiach mo Merony Karutana-Meiiepa.

Paznuuus cuutanuch CTaTUCTUYECKU 3HAYMMbIMU 1ipu p < 0,05.

PE3YJIbTATBI UCCJIEJOBAHHUSA U UX OBCYXJIEHUE
AHaJIN3 JIeYeHUs NAMEeHTOB ¢ JUM(aTHyecKNMH Maab(opManusiMu
B rpymnme manumeHTOB C KHCTO3HBIMH JUMQATHYECKMMU Maib(popManusMd Hauboliee 4acTto
BCTpEYAINCh KPYIHOKHUCTO3HbIE (hopMbl. [Ipu oLeHke mokazaTesneil o0mmero 1 OMOXMMHUYECKOTO aHalIu3a
KPOBU OBIJIO BBISABJIEHO, YTO 00BEM 00pa30BaHMs, COOTBETCTBEHHO MATOJOTMYECKUE MOTEPU B MOJIOCTb
00pa30BaHMsl, CYIIECTBEHHO BIUSIOT TOJIbKO Ha MOKA3aTeNu albOyMHUHA y HOBOPOK/IEHHBIX (Tabmuna 4).

Ta6auna 4. Ananus 1a00paTOpHbBIX NTOKa3aTesIeil B 3aBUCUMOCTH 0T 00beMa Malib(hopMaluu

O6nem oOpazoBanus (cM3=mu1)
IToka3zarenu Kareropuun Me 0l_03 N p
Vposeup | [LOPMAIBHBIH YPOBCHE | 5 4 18,20 — 119,70 9
5 reMorio0omnHa 0,064
FEMOTITODHHA AHemus 282,30 58,60 — 316,00 7
Jletikonenus 251,45 83,57 — 299,62 6
SipOBeHL HOpMaJ'IUBHBII/I YPOBEHb 31,00 24,00 — 58,60 v 0,205
JIEKKOLIUTOB JIEUKOIUTOB
Jletikonuros 119,70 63,05 - 223,15 3
Vposenp | |1OPMAIBHEIA YPOBCHE | o) 4, 15,70 — 90,98 8
6 anpOyMHHA 0,016*
AIOYMHHA ['umoansO0yMuUHIMHUS 251,45 37,38 - 310,70 8

* — pa3nuuus nokasarenei cratuctudeck 3HauuMsl (p < 0,05)

Bri0op MeToa neyeHus 3aBUce OT pacloyIOKEHUs], XapakTepa JIuM(paTHUeCKod Malb(hopMaluu,
o0beMa nopakeHus. [IpakTuyecku BceM MaleHTaM JaHHOW IPYMIIbI, BOIIEAIINM B Hallle MCCIelI0BaHUE,
BBIMIOJIHEHBI OllEepaTUBHbIE BMemaTenbcTBa (n=20), Jumib 2 MalnMeHTaM CTapToBO Oblla Ha3HAveHa
KOHCEpBATHBHAs Tepanus B CBA3M C HEBO3MOXKHOCTBbIO BBIIIOJIHEHUS OINEpalMd B CUITY
pacpoCTpaHEHHOCTU NIOPAKEHHUS.

Taﬁ.lmua 5. Hanuuue oclioKHEHUI B 3aBUCHMOCTH OT JIOKaJIM3alluiu Ipornecca

Jlokanuzanust MaabhopMauu n (%)
O0J1acTh 1IIer U CPeJIOCTEHUE 1(12,5)
Bpromnas nonocts 6 (75)
3a0pIOMMHHOE MPOCTPAHCTBO 1(12,5)

VY 40% mnarmuenToB (n=8) B mpemoneparmoHHOM TMEPHOIe OTMEUYAIOCh Pa3BUTHE OCIOXHEHUU B
pe3ynbTaTe CHABIICHUS >KU3HEHHOBAXXHBIX OPraHOB OOBEMHBIM OOpa30BaHMEM B BHUJE ABIXATEIbHOU

HEJI0CTATOYHOCTH, YACTUYHOW KUIICYHON HENPOXOAMMOCTH, NAPOKCH3MAIBHOW TaXuKapIuu (Tadbmumna 5).
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B 0CHOBHOM K Pa3BUTHIO OCJIOKHEHUI MPUBOAUIN KPYITHOKUCTO3HBIE 0Opa3oBanus (n=6, 75%).

OpHosTanmHoe XHpyprudeckoe JjeudeHue mposeneHo 85% mamueHtoB (n=17), 15% mnamueHToB
noTpedoBaJIOCh ABYXATANHOE JiedeHne (n=3). Y AByX NAlMEHTOB BBISBICHBI PELUIMBBHI B OTIAAJICHHBIC
CPOKM TIOCJI€ IIPOBEAECHHOIO OIEPATHUBHOIO BMEIIATENbCTBA, JaHHBIM IIallUEHTAaM HA OCHOBAaHUU
MPOBEJICHHOTO MOJIEKY/ISIPHO-TEHETUYECKOTO HCCIIEOBAHMS U BBISBICHHBIX KIMHUYECKUX INPU3HAKOB
PacCTpOMCTB CIIEKTpa CHHIPOMOB H30BITOUYHOrO pocra ycraHosieH auarHo3 CLOVES-cungpom. B
OCTAJIBHBIX CIy4asiX PeUUAMBOB 3a MEPHO HAOMIOACHUS He BbIsBiIeHO. [locie mpoBeaeHHOTO yaaneHus

oOpazoBanus B 5 (35,7%) cinydasix BBISBICHBI OCIOKHEHHS B BHJIE MTOCICONEPATMOHHON JuMbopen, B 9

ClTy4asix 1Mocje MPOBEICHHOTO OMEPATHBHOTO JICYCHUSI OCIOKHEHHI He 0TMeUaioch (Tabuia 6).

Tabaunma 6. Pacnpez[eneHI/Ie MNalfMCHTOB B 3aBUCHUMOCTU OT JIOKAJIMU3allUd YOAJICHHOI'O

00pa3oBaHus, NOCIEONEPAIMOHHON TMMGOpEn U Xapakrepa Maib(opmannu.

Jlokanuzanms n (%) [T/o mumdopest Xapakrtep Manb(hopMaruu
n (%) Menkokucto3Has | CmemranHas | KpynmHokucTo3Has
n (%) n (%) n (%)
O6nact mien | 4 (28,6) - - - -
Moameimeunas | 1 (7,1) 1 (20) - 1 (20) -
o0acThb
Bpromaas 7 (50) 4 (80) 2 (40) - 2 (40)
MI0JIOCTh
3aopromuanoe | 2 (14,3) - - - -
MPOCTPAHCTBO

C nenpio KynupoBaHus JUM(Open Ha IepBOM FTarle MPOBOAMIOCH Ha3HAYEHHE KOHCEPBATHUBHOMN
Teparnuy CUHTETUYECKHM aHAJIOTOM COMAaTocTaTHHA OKTpeoTHaoM. B 4 (80%) ciyuasix naHHas Teparmus
Obu1a P deKTUBHA, KyUpOBaHHE JTUMMOpEN TOCTUTATOCH Ha 3-4 cyTKH, B | ciaydae B BUIY OTCYTCTBUS
MIOJIOKUTEIBHON JIMHAMUKHA Ha3HA4€Ha MMMYHOCYIIPECCHBHAsl TEPANHs CHUPOJHMMYCOM, KyNHpPOBAaHHE
auMdopen T0CTUTHYTO Ha 3¢ (HeKkToM Ha 6 CYTKH.

[IpenmnonoxeHnne o BIMSHMM XapakTepa M o0beMa 00pa30BaHUs Ha BEPOATHOCTb Pa3BUTHUS

HIOCJICOTIEPAIIMOHHOM JIMM(OPEH HE BBIIBUIIO CTaTHCTHYeCKOW 3HaumMoctu (P>0,05) (Tabmumr 7 u 8,

PHCYHOK 2).
Ta6auna 7. Ananu3 BiusHUS 00beMa 00pa30BaHMs HA PA3BUTHE MOCICONIEPAIMOHHON JTUM(BOpEn
KaTeropiu O06wem obpazoBanus V
P Me 01-03 n P
OTCcyTCTBUE OCIIOKHEHUHN 56,20 30,10 — 249,40 6 0.439
ITocneoneparmonnas mumdopest 220,60 170,15 — 251,45 3 '

Tabauna 8. Ananus BiAMsSHHS XapakTepa Malb(opMalMM Ha pPa3BUTHE IMOCIEONEPAMOHHON

aumdopen
Kateropun XapaxkTep ManbpopuMaIin 0
Menkokucro3nasa | KpynHokucro3nas | CmemniHHas
OTCyTCTBHE OCIOKHEHUI 2 (50,0) 10 (76,9) 1 (50,0) 0.502
ITocaeoneparmonHas TumMdopest 2 (50,0) 3(23,1) 1 (50,0) ’
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Pucynox 2.  Bamsinne xapakTtepa M o0bemMa MaibopManmuMM Ha PUCK  PA3BUTHUSA
IocaeonepauoHHoN TuMpopen

MonexysIpHO-TeHETHYECKOEe HUCCIeoBaHus ¢ meibio  Bepudukamuu wmytanun PIK3CA,
BBINOJIHEHHOE 14 manueHTam, MoKa3ajio Hajauuue MCKoMoW myTanuu B 85,7%. AHaiu3 TOYEK MyTalMuu
noka3zaJ (pUCyHOK 3), YTO Ul KMCTO3HBIX JIMM(aTUYeCKHX Maib(opMaiuii XxapakrepHa Hanuboee 4acto
BcTpevaromasicss mytauus ES45K, ee nHannuue BoisiBieHo B 9 ciydasx (75%), B aByx ciydasx (16,7%)

orMeueHa myTanus B Touke ES42K, B onnom cirydae (8,3%) Q546R.

10 75 %
9
8
- n MenKOKUCTO3Has
¢ " manbdopmauma
5
4
. KpynHOKMCTO3Has
16,7 % . ManbdopmaLma
2 1 83%
1 i
0 _
E542K E545R Q546R

Touka myTaumm

Pucynok 3. Pactipenienenue mo ToukamMm MyTaIuu

Mytamuss PIK3CA B Touke ES545R ¢ oamHakoBOW 4YacTOTOW BCTpEUYaeTcs B KpPYHMHO- |
MEJIKOKHCTO3HOU Manb(opmanuu. [IBym nmanueHtam (9%) 1no COBOKYMHOCTH KIMHHUYECKHX MPOSBICHUN
ob1 BhicTaBieH nuarHo3 CLOVES-cunapoMm, y 000MX MallMEHTOB OMPEIETICHBI MYTAllUUd B «TOPSYUX

TOYKax».
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[IpoBeneHHOE WCCIEAOBaHUE TMO3BOJUIIO Pa3paboTaTh aJITOPUTM BEIEHHUS TAIMEHTOB TMEpHUOia

HOBOPOXKJICHHOCTH U TPYIHOTO BO3pacTa ¢ KUCTO3HBIMH JTUM(PATHUECKUMU MaibpopMalusaMu (pUCYHOK

4).

¥3M, KT C KOHTPACTMPOBAHWEM |

Her KPYNHOKMCTO3HARA aa
MAb®OPMALIMM
P HeT NOBEPXHOCTHAA aa
N NOKAIM3ALIMA v |
% I BMONCHA |
-~ vmgsuumﬁsum 2 v
PE3EKLMA 1 CKNEPO3UPOBAHMUE

A3 NOC/EONEPALMOHHAR —— HeT

nnmmol:;zﬂ Her PEFPECC A

r OBPA30BAHMA —
4 i ; §
MOBTOPHOE
KOHCEPBATUBHASA TEPANWA CKNEPO3MPOBAHME
Het PEFPECC Aa
o OBPA30BAHMA ]
< T g\
v
MOP®ONIOTUYECKOE
WUCCNEAOBAHME
MOJIEKY/IIPHO-TEHETUYECKOE
MCCNEAOBAHME
v
Aa MYTALMA HeT
¥ PIK3CA
A KAMHWUYECKUE Her
NPOABNEHWA
PROS
L 4 \ 2 v
HA3HAYEHME MHTUEMTOPA ’ HABIO/EHME
PIK3, mTor

Pucynok 4. Anroput™ BeieHUs TALIUEHTOB C KUCTO3HBIMU JIUM(paTUYECKUMHU Mallb(hopMaIusiMU

[Ipy MOBEPXHOCTHOM pAaCHOJIO)KEHUH KPYIMHOKHUCTO3HOW Manb(opMaluu JIOCTYIHOM IS
NPUMEHEHHUS  MAaJIOMHBAa3UBHBIX  CIIOCOOOB MBI  CYMTaeM  II€JIeCOOOpa3HBIM  HCIIOJIb30BAHUE
CKJIEpO3HpOBaHus, Haubosnee »(¢eKkTUBHOrO U OezomacHOro Merona. JIumpb B ciydae OTCYTCTBHUS
perpecca 00pazoBaHMs IOCJIE€ MOBTOPHBIX MPOLEAYpP CKJIEPO3UPOBAHUS IMOKA3aHO yJaJleHUue WU
pe3ekiust 00pa3oBaHUs, AOMOJHUTEIBHOE Ha3HAYEHNEe KOHCEPBATUBHOM Tepanuu. [Ipu MeIKoKHCTO3HOM
XapakTtepe 00pa30BaHUS WM MPH OTCYTCTBUU BO3MOKHOCTH BBIIIOJIHEHUS CKJIEPO3UPOBAHUS METOJOM
BbIOOpa SBIIAETCS yJalieHHe/pe3eKluss TKaHH Majdb(popMaluud C O00s3aTeNbHBIM MOCIETIYIOIUM
MOP(OJIOTHYECKUM,  MMMYHOTUCTOXMMHUYECKHMM  HccieqoBaHueM.  [IpoBeneHne  MOJIEKYISPHO-
FeHETUYECKOTO HCCIIEOBAHUS II0KAa3aHO BCEM MNalUEHTaM ¢ JUMGaTHYECKUMHU MabQopMaiusiMu
NIEpHO/1a HOBOPOXKIEHHOCTH U IPYJHOTO BO3PACTA JJII CBOEBPEMEHHOIO Ha3HAUYEHMS TAPT€THOM Tepanuu

B CJIy4ae BBIBJICHHUS PACCTPOMCTB crieKTpa CUHAPOMOB n30biTouHoro pocra (PROS). Ilpu orcyrcTBum
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peLMANBOB W TPOSBICHUH CHEKTpa CHHAPOMOB H30BITOYHOTO pPOCTa MOXKHO KOHCTaTUPOBATH
BBI3JIOPOBJICHHE.

HecmoTpss Ha o0OlIyl0 TEHACHIMIO CMEUICHHS BbIOOpa METOJa B CTOPOHY KOHCEPBATHBHOM
Tepanuu, AJs JeTed TPyJHOrO BO3pacTa XUPYPrHYECKOE JICUEHHE BCE-TaKH OCTAE€TCS OCHOBHBIM.
KoncepBatuBHas Tepamuss MoOXKeT OBITh Ha3HAYCHA TOJBKO TIPH OTCYTCTBHHM pHUCKA Pa3BUTHS
KHU3HEYTPOXKAIOIMX OCIOKHEHMH W B Cllydae HEBO3MOXKHOCTH IIPOBEICHHS  ONEPATHBHOTO
BMEIIATENBCTBA.

['pynny nDanueHToB ¢ XWIE3HBIM BBIIOTOM (XmwiioTtopakcoM B 7 (35%) cayudasx wu
xuinornepuroneymom B 13 (65%) cayuasx) cocraBmim 20 dgenoBek Ilpm  mccaemoBaHHMU
AQHTPONIOMETPUYECKUX JAHHBIX HE YAAIOCh YCTaHOBUTH CTAQTHCTHUECKH 3HAYMMBIX DPa3IHYUid Cpeau
NAlMEHTOB C TEPBUYHBIM W BTOPHYHBIM XWie3HbIM BbimoToMm (P>0,05). Bcem mnamnmeHtam ObuUIO
BBIIIOJIHEHO JPEHUPOBAHHE COOTBETCTBYIOIICH IIOJIOCTH MO0 CTAaHAAPTHOH METOAMKE, Ha3HAYeHO
NapeHTepAIbHOE THTAaHHE 1O (U3IUOJIOTUYECKUM IOTPEOHOCTAM M KOHCEpPBAaTUBHAs Teparus
okTpeoTnzoM. Ha prcyHke 5 mpezacraBiieHa TUHAMHKa IpoOLECCa y IALUEHTOB, Y KOTOPBIX TEpaIHs
okTpeoTu oM Obl1a 3 dextuBHa (prucyHok SA) u Heapdekrusna (5b).

400

700
350

600
300

250 500

200 400

150 300

200

100

KonudecTso oTaenaemoro no gpeHaky (ma)

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

CyTKM Tepanuu oKTPeoTUAOM

Pucynok 5. /lunamuka mocyTO4HOIrO KOJMYECTBA XHMJIE3HOTO OTAENSeMOro (Mi) Mo JIpeHaxy y
NalMEHTOB, Y KOTOPBIX Tepanus OKTpeoTu oM Obu1a 3pdextruBHa (A) u HeapdextunHa (B).

Tepamust okTpeoTwpOM B HameMm wHcciienoBaHuu Obiia d¢pdextnBHa B 70% ciyuaeB (n=14),
orcyrcTBUe 3(@deKTa OT Tepamuu HE OTMEYaNoch B HaWOoliee TSDKEIBIX CIydasX, MPH HaTHIUH
MaKCHUMAaJbHBIX ITaTOJIOTHYECKUX IMOTeph. AHAIM3 psga TOKa3aTeneld BBIIBHI, YTO CTAaTHCTHYECKH
3HAYUMBIM TPEIUKTOPOM HEeIY(HEKTUBHOCTH TEparuu OKTPEOTHIOM MOXKET SIBISATHCS KOJIUYECTBO

OTACIIKACMOTrO IO APCHAXKY B IICPECUCTC HA KUJIOT'PAMM MACChI TCJa.
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Tadauua 9. Brusaue konmnuecTBa XuiIe3HOH XUAKOCTH Ha 3P EKT OT Teparuu OKTPEOTHIOM

0
[Tokazarens SddexT ot Teparmu M=£SD/Me 95% I/ n p
OKTPEOTHIOM Q1-Q3
Her 8,50 3,00 - 18,12 6
uro3 (10x9/m) T 8.43 140 1121 14 0,564
Her 81,42+ 1224 | 68,57 — 94,26 6
0 s s ] [}
ot () Tla 82.81:963 | 7725_8837 | 14 | 0788
Tpurnunepuapt Her 13,32 3,05-22,95 6 0.458
(MMOJITB/1T) Ja 1,91 1,20-4,13 14 '
KoanuectBo Hert 76 56 — 107 6
*
OTEISIEMOrO Jla 17 12 - 26 14 < 0,001
(MI/KT)
MaxkcuMansHOoe Her 390 238 — 558 6
KOJIMYECTBO *
OTIIENISIEMOrO Jla 50 40 - 102 14 0,001
(mMa/cyT)

* — pa3nnuus nokasarenei craructuueck 3HauuMsl (p < 0,05)

[lpy anHamu3e BIWSHUS KOJMYECTBA OTACIAEMOTO B IEPECYeTe Ha KHJIOIPAMM MACChl TEla,
MaKCHMAJIbHOTO KOJHMYECTBA OTIACIAEMOro Ha 3(dexT OT Tepamuu OKTPEOTHIOM, ObLIM YCTAHOBJICHBI
cymectBennbie pasiauuns (p<0,001) (ucnonvzyemvie memoowi: U-kpumeputi Manna—Yumnu) (tTabmuma 9
U PHCYHOK 0).

250
600

=]
[=3
(=]

400

@
=3

3¢ QeKT OT TeparnH OKTPEOTHIOM
B3 orcyrersre addexra
ES nonoxntensublii addext

100
200

W
[=]
-

KOJIMMECTBO OTAENAeMOro (Mi/Kr)

A -—

IMQJIBHOC KOJIMYCCTBO OTACIIACMOIO 10 JAPCHAXKY B CYTKH (]\

PucyHnok 6. Ananus 3aBUCUMOCTH NONy4eHUsS 3PPeKTa OT Teparnuu OKTPEOTUIOM OT CYTOYHOIO
KOJINYECTBA OTIEJIAEMOro IO JPEHaXy B IepecueTe Ha KWIOTpaMM Macchl Tena Macchl Tena (A),
MaKCHUMaJIbHOTO KoJmdecTBa otaeisiemoro (b).

Takum 00pa3oM, YCTaHOBJIEHO, YTO KOJMYECTBO XHJIE3HOTO OTAEISEMOro y TAalKueHTOB, Yy
KOTOpBIX Tepamnus Obuta 3 (PeKTHUBHA CYIIECTBEHHO HHXKE, IO CPABHEHHIO C MAllMeHTaMH, KOTOpPbIE MpHU
Ha3HAYeHUM CTapTOBOI Tepamuy HE WUMENH B WUTOTe CTOMKOW TEHJEHLUMU K CHUKEHHMIO KOJINYECTBO

OTACITACMOTO.
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[Ipy oueHke 3aBUCHUMOCTH BEpOSTHOCTH Hanmuuus 3¢d@dekra OT Tepanuu OKTPEOTUIOM OT
CYTOYHOT'O KOJHMYECTBAa OTAENSAEMOr0 Ha KHUJIOTpaMM Macchl Teia ¢ momourpio ROC-ananuza Obuia

HOJTy4eHa ClIeAyroIasi KpuBas (PUCYHOK 7).

1,00
|

0,75

0,50

'-Iym:‘l‘}m‘['eJIbHOC'l‘h

0,25

0,00
0,00 0,25 0,50 0,75 1,00

1 - CneuucpuaHOCTH
Pucynok 7. ROC-kpuBas, xapakTepu3yromas 3aBUCHMOCTb BEpOATHOCTH 3(]dexTa Tepanuu
OKTPEOTHIOM OT KOJIMYECTBA OTAENSIEMOr0 Ha KHJIOTPaMM MacChl Tela
[Mnomane non ROC-kpuBoit cocraBuna 0,988 + 0,032 ¢ 95% JAU: 0,924 — 1,000. [lonyyeHHas
MojieJb ObliIa cTaTucTuyecku 3Haunmoi (p < 0,001).

Ta6auna 10. [ToporoBbeie 3HaYCHHUS KOJTUYECTBA OTILIIEMOTO

IToporoBoe UyscTtBuTenbHOCTh | CrienupuIHOCTH

3HAYCHUE (Se), % (Sp), % PPV NPV
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
51 92,9 100,0 100,0 85,7
18 57,1 100,0 100,0 50,0

[ToporoBoe 3HaueHHE KOJIMYECTBA OTACISAEMOT0 B TOuke cut-off, KOTOpOMY COOTBETCTBOBAJIO
HaMBbICIIee 3HaueHHe uHuaekca FOaena, coctaBuno 51 mi/kr corimacHo Ta6muie 10. ITonoxutenbHBIN
3 dexT OT Tepanmuu OKTPEOTHOM IMPOTHO3UPOBAJICS NPH 3HAYCHUH KOJMYECTBA OTMAEISIEMOTO HIDKE
JAHHOW BenWYWHBL. YyBCTBUTENBHOCTh M CHENMPUIHOCTH Mojenu coctaBwin 92,9% u 100,0%,
COOTBETCTBEHHO, YTO MPOJAEMOHCTPUPOBAHO HA PUCYHKE 8.

CornacHo NoJIy4YeHHBIM JaHHBIM KOJMYECTBO OTAENISIEMOrO B Mepepacuere Ha KUJIOrpaMM MaccChl
TeJa MOXXHO CYUTATh MPOTHOCTUYECKUM TMPHU3HAKOM MOIy4deHus 3G ¢deKTa OT Tepanuud OKTPEOTHUIOM, B
COOTBETCTBUHU C TPOBEJICHHBIM aHAJIM30M KOJIMYECTBO OTAesieMoro Oosiee SO MII/KT OYIET SBISITHCS

He6HaFOHpHHTHBIM MMPOTHOCTHUYCCKUM IIPU3HAKOM.
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Pucynok 8. AHanm3 4yBCTBUTENBPHOCTH W CHEUU(MUYHOCTH TPEAUKTOPA B 3aBUCUMOCTH OT
MIOPOTOBBIX 3HAYEHUI KOJIMYECTBA OTACIEMOr0 Ha KI' MacChl TeJa.

[TanmeHtam B JaHHOHM TpyIIe TakKe MPOBOIMIOCH TEHETHYECKOE HMCCIICOBAHUE HAIIPaBICHHON
Ha nouck myrauuu PIK3CA, B kauecTBe MaTepuana UCIOIb30Balach XUJIe3Has KUAKOCTh. BBINOIHEHO
uccienoanue 8 (40%) nmaueHTaM, OCTaJIbHBIM NAllUEHTaM IPOBECTH UCCIIEJOBAaHUE HE yIalioCh B CHUILY
OTCYTCTBHA BO3MOKHOCTHU IOJYUYCHHSA MaTcpualia pPCTPOCICKTUBHO, MATCpUATIOM JIA HCCICAOBAHUA
CIIy’)KWJIa XWJIe3Hasl KMJKOCTh. BBIABUTH Hanmuuue MCKOMOW MyTallMM HE yIanoch. MBI CUMTaeM, 4TO
HOJy4eHHbIE HAMU OTPHIIATENIbHbIE PE3yIbTaThl HE CIEAYEeT CUUTATh BIIOJIHE JOCTOBEPHBIMH, TOCKOJIBKY
HCCIICAOBAaHHAA XWJIC3HAA JKUAKOCTb COACPXKUT B OCHOBHOM J'[I/IM(bOHI/ITI)I, HC TpUHALICKAIIUC
HOpa)KCHHOI\/’I TKaHU. I[J'ISI MOJIYYCHHA KOPPCKTHBLIX JaHHBIX HCO6XO)II/IM Marcepurajl, KJICTKH KOTOpPOTro
HNOTEHIMAJIBHO COJIepXkKaT B ce0e MyTalluIo, B JAaHHOM ClIydae 3TO JUM(IHAOTeNHAIbHbIE KIeTKU. Takum
o0pa3oM, HEOOXOAMMO PacCMOTPEHHE BOMPOCA O BO3MOXHOCTH BBIIEIECHUS U3 JAPEHAKHOU >KUIKOCTHU
J'II/IM(bSHJIOTe.]'II/IaIIBHI)IX KJICTOK U I/I36I/IpaTeJ'II)HOG HX KYJIbTUBUPOBAHUC IJI MOJICKYJIAPHO-TCHETUICCKOT'O
MICCIIEJOBAHMS.

OtcytcTBUE HafiekHOTO 3 (deKTa OT KOHCEPBATUBHOM Tepanuu OKTPEOTHIOM OOYCIOBHIIO TIOUCK
JPYTUX BapUAHTOB KYMUPOBAHMs XWJIE3HOTO BBHINOTA. B 3TOH CBSI3M ObLT MPUHSAT 32 OCHOBY YCHELIHBIN
OIIBIT MMPUMCHCHUA CHPOJIMMYCa B JICHCHHUH COCYIUCTBIX aHOMaJIPIﬁ, B TOM 4YHCIJIE J'II/IM(l)aTI/I'-IeCKI/IX
MaJ'II)(bOpMaI_[I/II\/'I KHCTO3HOI'O THIIA, MTO3BOJIMBIITHH MNPCAIIOJIOXKUTE TMOJIYYCHHE ITOJOXKUTCIbHBIX
pe3yibTaTOB OT WCMOJb30BAHUS CHPOJMMYCa B Cllydae BO3HHMKHOBEHMsS XMJIE3HOIO BBINIOTA. B
3apy6e>1<Hblx JIUTCPATYPHBIX HCTOYHUKAX C€CTb CIAWHUYHLIC YIIOMHWHAHHWA 00 YCIICIHOM MPUMCHCHUN

MMMYHOCYTIPECCUBHOM TEepanuu MpU XUJIE3HOM BBINOTE Y HOBOPOXKJIEHHBIX U JETel TpyJHOTO BO3pacTa,
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B OTCYECTBEHHOHN IMTeparype HeT MOJoOHBIX omwmcaHuil. [Ipemapar Ha3HauaeTcs B COOTBETCTBHSMH
PEKOMEHIANUSAMH TI0 JIO3UPOBAHHUIO CUPOJIMMYca y JeTed ¢ TMM(AaTHIeCKUMU MallbHOpMAIHsIMUA IO
KOHTPOJIEM KOHIIEHTpAllMd Tpernapara B Iia3Me KpoBH. [lOJIOKHTENbHBIA pe3yabTaT B BHJE
KYIUPOBAHUS XUJIE3HOTO BHITIOTA OBUT JOCTUTHYT BO BCEX CITyYasiX Ha3HAYCHHS TEPAIUU CHPOIUMYCOM.
Ha stoM ¢doHe HE OBUIO OTMEYEHO PAa3BUTHS OCJIOXHEHUW M MOOOYHBIX A(P(HEKTOB, MOTPeOOBABIINX
npepbiBaHus Tepanuu. [IpoBegeHHas paboTa U CTATUCTHYECKUI aHAIN3 JAaHHBIX TO3BOJIMI pa3padoTaTh
CXeMy JICYCHHSI MAIMEHTOB C XWJIE3HBIM BBHIMIOTOM IEPHOJIa HOBOPOXJICHHOCTH M T'PYAHOTO BO3pacTa.

Cxema npejicTaBieHa Ha pUCyHKe 9.

[HMHHHE CBOBOAHON MUAKOCTA B BPIOLUIHOM MW NJIEBPAJIBHOM NOAOCTA MO AAHHLIM V3K ]

[ FOCNHUTANM3ALWA B SKCTPEHHOM NOPALKE ]

NYHKUMA U APEHUPOBAHME
BPHOLLUHOI/NNEBPA/IBHOM NONOCTH

[ LIMTONOrMYECKOE U BUOXMMUYECKOE MCCNEAOBAHMUE XAPAKTEPA IPEHAMHOMN XMUOKOCTU ]

v
[ OMPEQENEHUE KOMMYECTBA OTAENAEMOTO HA KI MACChI TENA ]
v
[ BOJIEE 50 MA/KK ] [ MEHEE 50 MJI/KI ]
OTCYTBHE MONOXUTENLHOM OKTPEOTM/L 10-14 [HEA KYMWPOBAHME IMM®OPEM | w =
[MHAMMKN o _=23
0o w
< ISc ¥ 5
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g v 515z
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= = MeE
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lﬁ_ w BOCCTAHOB/IEHME IHTEPAJIbHOM MNOCTENEHHOE BOCCTAHOB/NEHME i
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2 § = £ @
z < " ¥ S8Z8S
=g =g d
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0 "l’ ‘li U 5 UZ-I' g
= < WO
9 COB/IOAEHUE COBNIOAEHUE AMETHI E gIs
= [OMETBI 2-3 MECALIA 1 MECALL GO =EE
e \ / Q
N [ OTMEHA TEPAMUK ]
[ BOCCTAHOB/IEHUE SHTEPAZIbHOW HATPY3KM B MOIHOM OBbEME ]

Pucynok 9. Cxema yiedeHusl MaleHTOB C XWJIE3HBIM BBIITOTOM
Takum o00pa3oM, pe3yinbTaTOM IPOBEACHHOTO HCCIEIOBAaHUS SBWIACh pa3paboTKa M BHEJpPEHHUE B
KJIMHUYECKYI0 MPAKTUKY aJropuTMa JIEYeHHs MAIMEHTOB C KHCTO3HBIMH JIMM(pATHUYECKUMHU
Manb(QopMaIsaIMu Mepruojia HOBOPOXKACHHOCTH U IpyAHOTo Bo3pacta. Bmepseie B Poccun nprmeHneHa
MMMYHOCYTIPECCUBHAS TEpPAINs MPU XWIE3HOM BBINOTE Y HOBOPOKJIEHHBIX U JETEH I'PyIHOIO BO3pacCTa,
IpoBe/eHA OIEHKA pe3yabTaToOB JIEUEHUS M pa3zpaboTaHa cxema JIeYCHHs MAaleHTOB C JaHHOM

aTOJIOTHUEN.
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BbIBO/IbI

1. AHanu3 pe3yabTaToOB JIEYCHHUS] HOBOPOXKACHHBIX U JIeTel TpyaHOro Bo3pacTa C
KHACTO3HBIMH JIUM(PATHYECKUMH Majb(OpMalUsIMU TOKa3all, YTO B HACTOSIIEE BPEMsI XHUPYPTrHUECKOe
JedeHue sBseTcsl OcHOBHBIM (72,7%), a cBoeBpemeHHOe BblsBiaeHHEe MyTrauuu PIK3CA mno3Bosmio
Cpeau OnepUpoOBaHHBIX HaIMEeHTOB B 21,4% cinyyaeB HAa3HAUWUTH TAPTETHYIO TEPANMIO U CHU3UTH PHUCK
PEeLUIUBOB JUM(paTHUECKON Malb()OpMalIUK U OCIOXKHEHHH CIIEKTpa CHHIPOMOB U30BITOYHOTO POCTA.

2. CoOmoienne pa3pabOTaHHOTO aITOPUTMA BEIACHHS MAlMEHTOB C JTUMQPATHICCKHUMHU
MaJib(hOpMAaIHSIMUA TTO3BOJIHIIO TIEPCOHATTM3UPOBATh TAKTUKY BEJICHUS U 00OCHOBATH BBHIOOp BU/IA JICUCHUS
— olepaTUBHOE, KOHCEPBAaTUBHOE WM KOMOWHUPOBAHHOE y IMALIMEHTOB MEepHOo/ia HOBOPOXKICHHOCTH U
TPYAHOTO BO3pacTa.

3. [lepBuyHoe Ha3HAUY€HHWE KOHCEPBATHBHOM TEpalmuH CHPOJUMYCOM IIOKAa3aHO IIPH
OOMIMPHBIX JMM(pATHUECKUX TOPAKEHUSIX, 3aTParuBalOIIMX HECKOJIBKO aHATOMHUYECKHX oOacTeit
(9,1%). KomOuHupOoBaHHOE JI€YEHHE MPOBOAMUTCA B CIIydasX OTCYTCTBHS PaJuUKalbHOTO 3(ddexta oT
xupyprudeckoro nedeHus (18,2%). Tepanust uHruOUTOPpOM PoCcHOTHANI-UHOZUTON-3-KUHA3HI SBISIETCS
BCIIOMOTATEIbHBIM KOMIIOHEHTOM XHPYPTUYECKOTO JICYCHUSI B TEPUOJE HOBOPOKACHHOCTH M Y JIETEH
TPyIHOTO BO3pAaCTa.

4. [IpuMeHeHre HOBOTO METO/a TepaluH XHJIE3HOrO BBINOTAa MoKa3ano 3()PeKTUBHOCTH B
100% ciyyaeB OTCYTCTBHS MOJIOXKHMTEIBHOIO pe3yiabTaTa OT CTapTOBOM Tepanmuu CHUHTETHYECKUM
aHajorom comaroctatuHa (oktpeotunom). CoOmromeHue  pa3pabOTaHHONW  CXEMBI  TTO3BOJISET
T epeHMpoBaTh MAIMeHTOB, KOTOPbIM TpeOyeTcss TMepBHYHOE Ha3HAYeHHWE KOHCEPBATHBHOMN
a"HTUnpoiudepaTuBHoi Tepanuu cupoiaumycoM. KommuecTBo Xwmiie3Horo otaensemoro 6oiee 50
MII/KT/CYT ~ SIBIISI€TCSI  CTaTUCTMYECKH  3HAUMMBIM  TPEIUKTOPOM  HEI(P(HEKTUBHOCTH  Tepanuu
CHHTETUYECKUM aHAJIOTOM comaTocTatuHa (oKTpeoTuaoM) (p<0,05).

o. VY nanuentoB ¢ nuMdatudeckumMu MainbdopmanusMu BerpedaemocTh Mytanuu PIK3CA
coctaBuia 85,7%, u3 Hux 78,6 % npuxoautcs Ha Tun mytrauuu ES45K, sisromeiics Hanbosee yactoit
i auMdatudeckux Maiabpopmanuil. MonekyasipHO-TeHETHYECKOEe HCCIeI0OBAaHNE XUIIE3HOM JKUKOCTH
y TAIMEHTOB C XMJIOIEPUTOHEYMOM W XWJIIOTOPAKCOM HE MO3BOJSIET JOCTOBEPHO BBISIBUTH MYTAIIHIO
PIK3CA.

INMPAKTUYECKHUE PEKOMEH/JALIMU

1. [TanmenTam  mepuoja  HOBOPOXKACHHOCTH € KHUCTO3HBIMH  JUM(paTHYECKUMHU
Malb(GOpMAIMsIMM M BBICOKMM PHUCKOM DPa3BUTHS SKU3HEYTPOXKAIOUIMX OCJIOKHEHHH TOKa3aHo
OTIePaTUBHOE JICUYCHHE C 0053aTEILHBIM MOJICKYISIPHO-TEHETUIECKUM MCCIICIOBAaHIEM TKaHU YIaJICHHOTO
obpazoBanus Ha Hamune mytaruu PIK3CA.

2. [Tpy MOMyYEeHUH MOJNOKUTEIBHOIO pPe3yabTaTa T€HETHYECKOrO HCCIEeNOBAHMSA, MALUEHT

JOJDKCH OBITh HampaBJICH Ha KOHCYJIbTAOUIO K JCTCKOMY OHKOJIOrY, TaK KaK IIpU BbIABJICHUU
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KJIMHUYECKUX MPOSBICHHUM CIEKTpa CHUHIPOMOB HM30BITOYHOTO POCTAa MOKA3aHO Ha3HAYEHUE TapreTHOU
Tepanuu.

3. [Tpy BO3HUKHOBEHUH B MTOCIICONEPAIMOHHOM MIEproIe TUMGPOPEH Tepanuei nepBoi JINHIH
SIBJISIETCS. HA3HAYEHHE CUHTETUUECKOI0 aHAJIOra COMaTOCTaTUHA — OKTPEOTHIA.

4. [Tpu xuonepuTOHEYME/XUIOTOpPAKCE MOJIyYeHUE OTIEISIeMOro B KoJuuecTBe MeHee 50
MJI/KT/CYT SIBIIIETCS TOKa3aHUEM K Ha3HAUEHUIO OKTPEOTU[IA, IPU MOJYyYSHUH XUIE3HOTO OTAEISIEMOro B
KosmdyecTBe Oosnee 50 MII/KI/CyT MOKa3aHO Ha3HAUYEHHUE MMMYHOCYIPECCUBHOM Tepamuu CHPOIUMYCOM,
JUTUTEIILHOCTh TEpamuu OKTpeoTHaoM Oonee 10 mHEW mpuU OTCYTCTBHHM TECHICHIMU K CHIDKCHUIO
CYTOYHOTO 00BbeMa OTAEIISEMOTO SIBISIETCS HELEIeco00pa3HOM.

5. [Ipy BO30OHOBJIEHHMU »HHTEPAJIbHOW HArpy3KH TMAlMEHTAM C XHIJIE3HBIM BBIIIOTOM
HE00X0UMO COOI0aTh JUETY, UCKIIYAIOIIYI0 IIPUEM KHUPOB B TEUEHUE MOCIeAyoMX | -3 Mecsies.
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CIIMCOK COKPALIIEHUIA
PIK3CA — reH, kogupyromuii cyobeuHHITY anbda GochoTHIuI-uHO3UTOII-3-KUHA3HI

PROS — PIK3CA-related overgrowth spectrum (PIK3CA — cBsi3aHHBI# CIIEKTP CUHAPOMOMB

M30BITOYHOTO POCTA)

CLOVES-cunapom (OMIM#612918) — Congenital Lipomatous Overgrowth, Vascular

malformations, Epidermal nevi, Skeletal anomalies —



