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BBEJEHUE

AKTyaHLHOCTL TEMbI HCCJICAOBAHUNA

TpaHcIIaHTalMsT TICYEHU SIBIIICTCS €IMHCTBEHHBIM PATUKAIBLHBIM ~ METOJIOM
JICUEHUs MAalMEHTOB KaK B3pPOCIIOro, TaK M JIETCKOrO BO3pacTa ¢ TEPMUHAIBHOW CTaJueH
3a00JIeBaHUM TICUYEHH, a TaKKe Hepe3eKTa0eIbHBIMU OITyXOJISIMU MeUeHH, (DyIIbMUHAHTHON
MEYCHOYHOU HEIOCTATOYHOCTHIO M PSAJOM HACJIECJICTBEHHBIX OO0JIe3HEH OOMEHa BEIIECTB.
[82, 114, 138]. C y4eToM pacrnpoCTpaHSHUs METOJIOB PAHHEH JTUArHOCTHKH BPOXKICHHBIX
3a0o0JieBaHM, MNOTPEOHOCTh B TPAHCIUIAHTAIMU TICUEHU JAETAM pacTer. braromaps
COBEPIICHCTBOBAHUIO TAKTUKU TOJTOTOBKHU JETEH-PELIMITMEHTOB K TPaHCIUIAHTAIIUH,
XUPYPTUYECKUX TEXHUK, KOHCEPBATUBHOM Tepanmud W BO3MOXHOCTEH J1abopaTopHO-
MHCTPYMEHTAJILHOTO OOCJIEIOBaHUS, PE3yJIbTaThl MEIUATPUUECKON TpaHCIUIAHTAlUU
MEYEHU YJIYYIIAlOTCs, W TOKa3zaTreau BbDKHMBaeMocTu naocturaroT 80-90% mo JaHHbIM
pa3HbIX aBTOPOB.

B O®IbY «HaumoHaIbHBIA  MEAMIIMHCKUA  WCCIENOBATEILCKUM  LIEHTP
TPAHCIUIAHTOJIOTUM W MCKYCCTBEHHBIX OpraHoB uMeHu akaaemuka B.M. IllymakoBa»
MunznpaBa Poccum mporpamma TpaHCIUTAaHTALMM TIEYEHHW JETSIM SIBISIETCS BEAYIIEH B
MHUpE TI0 YKCTY TPaHCIUIAHTAIMI, BHIMOIHEHHBIX B OJHOM IIEHTPE, B TOJ, a Pe3yabTaThl
COIMOCTaBUMbI C MUPOBBIMH: CpPEAHSISI TOJIMYHAsl BBDKMBAEMOCTh cocTaBisieT 93%, a 3x-
aerusist — 10 90% [62, 105].

Takum 00pazom, B CBSI3U C MPOTPECCUBHBIM POCTOM YHCIA TPAHCIUIAHTAIMNA W
VIIYYIIEHUEM WX PpE3yJbTaTOB, BHUMAHUE YJIEISETCS HE TOJBKO XUPYPTHUUECKOMY H
MEIMKaMEHTO3HOMY AaCIeKTaM JIeYeHWs, HO M KadyeCTBY JKM3HU TMAIlMeHTOB, HX
bu3M4ecKoMy pPa3BUTHIO, a TakKXKe IMMOMCKY BO3MOXXHOCTEH paHHEW JUAarHOCTUKH
OCJIO)KHEHUW pa3BUTHS OCJIOKHEHUHM, B YaCTHOCTH JUCQPYHKIIMM TpaHCIIAHTaTa, C
MPUMEHEHHEM MUHHUMAJIbHO WHBA3UBHBIX METOJIOB.

bosnpmioit nHTEpEC MPEACTABISAET U3YyUYEHNE HEUPOTYMOPAIBHOU PETYJIISIIAA POCTA U
Beca JIeTell pelMITUEHTOB, a TaKkKe (PYHKIMU TPAHCIUIAHTAaTa IEYEHU — B TIEPBYIO OUEPE/Ih

3¢ dEeKTOB TOpMOHA POCTA, KaK HA AaHTPOTIOMETPHUIECKHE TTOKA3aTEN MAIIMEHTOB, TaK U Ha
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(YHKIMOHAILHOCTh U UMMYHOJIOTMUYECKYIO aKTUBHOCTh KJIETOK meudeHH. [IpoBeneHHbIE
uccinenoanusi, B yactHoctu B HMUL[ THUO um. IllymakoBa, yka3bIBalOT Ha HaJIM4ue
KOPPEJSLMU MEXKIy YPOBHEM TOPMOHA POCTA M AHTPONOMETPUYECKUMU IOKA3aTEISIMU
JNETEN-PEUITMEHTOB IIEYEHU C PA3HOU CTENIEHBIO TSHKECTU MEYEHOYHOM HEIOCTATOYHOCTH,
a Takke (PyHKIIMEH TpaHCIDIaHTaTa MEYCH! Y IeTEH U X BEDKUBAEMOCTHIO.

Takum o00pa3zoMm, oOIpeAeNeHuEe poJiM TOPMOHAa pocTa B HEUPOryMOpaibHOU
perymsinuu  GU3NYECKOro pa3BUTUS W (YHKIMM TpaHCIUIAHTaTa IMEYEHH, a TaKXKe ero
MIPOTHOCTUYECKON 3HAYMMOCTH MTO3BOJIUT NEPCOHATU3UPOBATH MOAXO/IbI K TEPAIUU ACTEH-
PELMITMEHTOB TEYEHH B TMOCJICONEPAllMIOHHOM TMepHoAe HM u30ekarb NPUMEHEHUS
VMHBA3UBHBIX METOJIOB JUATHOCTUKU B LEJSIX JaJbHEHIIErO YIIYYIICHUS pPE3yJIbTaTOB

HGI[H&TpH‘ICCKOfI TpaHCIUIaHTAaUX IICYCHU U ITOBBIMICHWA Ka9€CTBA KU3HU PCIIUITMCHTOB.

eab uccaenoBaHus

yJ'Iy‘HHI/ITB PE3YJIbTAThI H@I[H&Tpﬂ‘l@CKOfI TpaHCIUIaHTAluX TICYCHU ITYTEM H3Yy4YCHMUSA

¥ HAy4HOTO0 0OOCHOBAHUS POJIM TOPMOHA POCTa y JACTEH-PEIUIHEHTOB MTEYECHU.

3agaum ucciae10BaAHNuA

1. OxapakTepu3oBaTb  aHTPOIIOMETPUYECKHE  IIOKA3aTed  JIeTed  C
TEPMUHAIBHON cTaiuell 3a00JIeBaHUI TE€YEHW M UX CBS3b C TSDKECTHIO MEYEHOYHOMH
HEJOCTAaTOYHOCTH.

2. O1eHuTh YpOBEHb TOPMOHA POCTa B KPOBU JAETEH C 3a00JIEBAaHUSMU IIEYECHU B
TEPMUHAJIBHOM CTaAUM W IIPOBECTH CPABHUTEIBHBIM aHAJIM3 JTOrO0 IIOKAa3areis C
COJIEp’KaHNEM TOPMOHA POCTA Y 340POBBIX IETEN TOTO K€ BO3pacTa.

3. OxapakTepu30BaTh AHTPOIIOMETPUYECKUE ITOKA3ATENHN ACTEU-PELIUITUEHTOB
[IEYCHU U UX U3MEHECHUE M0CIIE TPAHCILIAHTALINH.

4. OneHUTh U3MEHEHNE KOHILIEHTPALMU FOPMOHA pOCTa B KPOBU JIETEW MOCIe

TpaHCIUTaHTaIMK NieueHu B paHHue (1 mecsir) u no3anue (1 rox) Cpoku mocse oneparym.
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5. [Ipoananu3upoBath CBS3b COAEPKAHUS U AUHAMUKU TOPMOHA POCTa B KPOBU
JeTeH-PEIMITUECHTOB MeYeHH C KIIMHUYECKUMU PE3yJIbTaTaMy TPAHCIUIAHTAIINH TICYECHH .
6. OmnpenenuTh MPOTHOCTUYECKYIO 3(PQPEKTUBHOCTH TOPMOHA pOCTa TpHU

TPaHCIUIAHTAIIUU IICYCHU ACTAM.

Haquaﬂ HOBH3HA

eHOBbIMH SIBISIOTCS JIaHHBIE O B3aUMOCBSI3M U COOTHOLIEHUM IOKa3aTeseu
(U3MUECKOTr0 pa3BUTHSI, YPOBHS TOPMOHA POCTA U TSHKECTU IEYEHOYHOM HEJOCTATOYHOCTH
y JeTed 10 TPAHCIUIAHTAlMM MEYEeHU M JUHAMUKE 3TUX IOKa3aTesiell y PEeLMIIMEHTOB B
paHHUE U OTAJICHHBIE CPOKHU MOCIIE TPAHCIUIAHTAIIUY.

¢ BriepBble MIPOBECHBI KJIMHUKO-1a00paTOpHbIE COIIOCTABJICHHUSA 151
OXapaKTEepPHU30BaHbI CBSI3U IMHAMUKHU YPOBHS TOPMOHA POCTa B KPOBHU JETEU-PELIUITUEHTOB
NIEYEHH C OCOOEHHOCTSIMU TEUEHHUS TOCTTPAHCIUIAHTAIIHIOHHOT'O NIEPUOJIA.

e BriepBble yCTaHOBJIEHO NPOTHOCTHYECKOE 3HAYECHHME IIOKA3aTessl KOHIIEHTpAluU
TOPMOHA POCTa B KPOBHU Yy JETEU-PEHUIIMUEHTOB MEYEHU M PACCUMTAHA JUATHOCTHUYECKU
3HaYMMasi IOPOroBasi KOHIIEHTpAIUsl TOPMOHa.

e HOoBBbIM SIBISIETCSI JOKa3aHHOE 3aKIIFOUEHUE O JEBATUKPATHOW BEIMYMHE PUCKA HE
MIEPEKUTH TIEPBBIM T'OJ MOCIE TPAHCIUIAHTALMHA Yy JETE C ypOBHEM T'OPMOHA pOCTAa,

IIPCBLIIITAOIINUM ITOPOroBOC 3HAYCHHC K KOHITY IICPBOI'O MCCALA ITOCJIC TPAHCIIJIaHTAITUH.

TeopeTuquKaﬂ H IIPAKTHYECCKAadA 3SHAYUMOCTD

OOHapyXeHHbIE M OXapaKTePU30BAHHBIE B HACTOSIIEH padOTe 3aKOHOMEPHOCTH
COOTHOILEHUSI YPOBHS TOPMOHA POCTA, AHTPOIIOMETPUYECKUX II0KA3ATEIEH U TKECTH
NEUYCHOYHOM  HEJOCTaTOYHOCTH Yy  JeTel C  BpPOXKICHHBIMH  3a00JI€BaHUSIMU
rernaToOMIMapHOi CUCTEMBI, a TaKXKe JaHHbIE 00 M3MEHEHUHU ATHX MapaMeTpoB MOCIE
TPAHCIUIAHTALMM OTPAKAIOT KIIFOUYEBYIO POJIb IEYEHH B HEUPOTYMOPAIBHOU PETYIIALIANA

(GU3MYECKOTO  pasBUTUS W SIBISIFOTCS  OOOCHOBAaHMEM  IMO3UTHMBHOTO  3(dekTa
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TPAHCIUTAHTAIIMM TICYEHU HA 3TH MOKa3aTeNd 3a cYeT (DYHKIMOHHWPOBAHUSI IENaTOIMTOB

TPAHCIUIAHTATa U BOCCTAHOBJICHUSI TOPMOHAJIIBHOU PETYIISLMU POCTA PELIUIIUEHTOB.
[IpakTHUeCcKkOe 3HAYCHUE UMEIOT JaHHBIE O MPEINKTUBHOW POJIU YPOBHS FOPMOHA

pocTa B KpOBM IIOCJIE€ TPAHCIUIAHTALMU;, O BEIWYMUHE IIPOTHOCTUYECKUA 3HAYUMOTO

IMOPOroBOIro 3HAYCHHUS 3TOI'0 IMOKA3aTCJIA B OTHOMICHUHU OTAAJICHHOTO IIPOrHO34a.

MeToa0/10THSI 1 METOALI HCCJICI0OBAHUSA

OOcnenoBaHre NalMEHTOB, Kak J0, TaK M IOCJIE€ TPAHCIUIAHTAMU II€YEHH,
IIPOBOAWIIOCH IO MPOTOKOJy, yTBepkKaAeHHOMY B HMMUI] THO, B KOTOpBI BXOMAT:
cOOp M aHaJIM3 aHAMHECTUYECKUX JAHHBIX, (PU3UKAIbHBIA OCMOTp, JaOOpaTOpHBIE
uccienoBanusi  (OMOXMMHUYECKHMII  aHaJM3  KPOBHM,  ONPENCICHHWE  YPOBHSA
anbdaderonporerHa B CHIBOPOTKE KpPOBH, OOIIMN aHalW3 KpPOBU, OIpPEACICHUE
XapaKTEpUCTUK CBEPTHIBAIOLIEH CHUCTEMBI KPOBH, KHCIOTHO-ILEJIOYHOE PABHOBECHE,
ra3oBbld M DJIEKTPOJIMTHBIM COCTaB KPOBH, OIPENEIICHUE TIPYINIbl KPOBH U pe3yc-
¢daktopa, MapkepoB BUpycHBIX renatutoB B, C, BUY, a Takxe uuromeranoBupyca u
BUpyca OnmreitHa-bapp merogom TP, peakius Baccepmana, HLA-tunupoBanue c
ONPENIEIICHNEM aHTUI€HOB TJIABHOTO KOMIUIEKca ructocoBMectumocTH | m I knaccos,
nepekpecTHass  JUM(OUUTOTOKCHMYECKass Mpobda ¢ KJIETKaMU KpPOBH  JOHOPA,
OaKTepUOJIOTUYECKUI TIOoCceB OMOJIOTMYECKUX cpen; sl mauueHToB ¢ ABO-
HECOBMECTUMBIM JOHOPOM — OIPEACICHUE TUTPOB E€CTECTBEHHBIX W HWMMYHHBIX
AHTUTPYNIOBBIX  AHTUTEN), HWHCTPYMEHTaJbHAasl JHArHOCTHKA  (yJbTPa3BYyKOBOE
UCCIICIOBAaHNE OpraHoOB OprolIHOM IIOJIOCTH u IIOYEK,
bubpor30(dharoracTpo1yoI€HOCKOIHUA, IEKTPO- U 3X0-Kapauorpadus, KOMIbIOTEpHAs
ToMorpadus TOJIOBHOIO MO3ra, OpraHOB TPYIHOW KIJIETKM U OPraHoOB OpIOLIHON
MOJIOCTU C BHYTPUBEHHBIM KOHTPACTHBIM YCHJIEHHEM), a TaKXe KOHCYJIbTAlluU
CHELUAIKMCTOB 10 OKa3aHMUAM (HEBPOJIOT, OTOPUHOJIAPUHIOJIOT , KApIUOJIOT U JIP).

Jnsa ompeneneHuss ypoBHA TOpPMOHA pOCTa B KPOBHU IIPUMEHSIICA METOJ
UMMyHOpepMeHTHOro  aHanuza.  OO0oOuieHue  pe3ysbTaToB  IPOBEIEHO  C

HUCIIOJIB30BaHHUECM MECTOA0OB CTAaTUCTUYCCKOI'O aHaJIn3a.
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OcHoBHbIE IMOJIOKE€EHHU S, BBIHOCUMbBIC HA 3aIIIUTY

1. Jns nerer ¢ TEPMHUHAIBHOM IEYEHOYHOM HEAOCTATOYHOCTBIO B MCXOJE
BPOJKJCHHBIX 3a00J€BaHUI TenaToOnINapHOil CUCTEMBI XapaKTEepPHBI 3aJepikKKa pocTa U
neUIUT Macchl Tela, KOTOpbhIE COMPOBOXKIAIOTCS 3HAYUTEIBHBIM IOBBIIICHUEM
YPOBHS TOPMOHA POCTa B KPOBH.

2. Crenenp HapyuieHus: (DU3MUECKOIO pa3BUTHUS JAETEH C BPOKICHHBIMU
3a00JIeBaHUSIMU TEMaTOOMIMAPHON CUCTEMBI MPSIMO CBS3aHA C TAKECTHIO NEUEHOYHOU
HEJIOCTaTOYHOCTH.

3. TpaHcrlaHTanyMss TIEYEHW JeTAM € TEPMHUHAJIBHOM  IMEYEHOYHOU
HEJIOCTATOYHOCTBIO COIIPOBOKIAETCS HOPMAIU3ALMEN YPOBHS TOPMOHA POCTA B KPOBU
JNETEeU-PELUIIMEHTOB U IIPUBOAUT K YJIYUYIIEHUIO aHTPOIIOMETPUUYECKUX MTOKA3aTeIeH 10
YPOBHS 3I0POBBIX JIE€TEH.

4, BennunHa ypoBHS rOpMOHA pocTa B KPOBHM JAECTEH 4YEpe3 MECHAL IMOCIE
TPAHCIUIAHTALMM II€YEHU SBIACTCA NPOTrHOCTUYECKUM HWHIMKATOPOM OTIAJIEHHOIO

pe3yibTaTa TpaHCIUIAHTAIMH (Yepe3 o1 oCiie ONepallHH).

CreneHb J0CTOBEPHOCTH M anipodanus pe3yjibTaToB

O 10CTOBEPHOCTH MIPE/ICTABICHHBIX JAHHBIX CBUJIETEIBCTBYET PENPE3CHTATUBHBIM
00BEM HWCCIICIOBAaHUH, TPOBEACHHBIM C WCIIOJIB30BAHUEM COBPEMEHHBIX METOJ/IOB
WCCJICIOBAHMSI M CTATUCTUYECKONW 00paOOTKM TaHHBIX.

Amnpobammusi  paboTel coctosack 14 ¢eBpans 2024 rToma Ha 3acenaHud
00BEIMHEHHON HAYYHON KOH(EPEHITNN KIIMHUYECKHUX, SKCIIEPUMEHTAIbHBIX OTACIICHUN
u Jaboparopuii  (emepasbHOTO TOCYJAPCTBEHHOTO OFOKETHOTO  yUPEKICHHUS
«HamoHanpHbI1 MEQUUMHCKAM HCCIEN0BATEIIbCKUMA LEHTP TPAHCIUJIAHTOJIOTUH U
HUCKYCCTBEHHBIX OpraHoB wumeHn akanemuka B.M. IllymakoBa» MunucTepcTBa

3apaBooxpaneHust Poccuiickont denepannu
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BHeapenue pe3yjbTATOB MCCJIEI0BAHUSA B IPAKTHKY

Pe3ynbrarsl nccnenoBaHus UCIONIB3YIOTCS B MEAUATPUYECKOM M XUPYPrUYECKOM
otaeneHun  Ne2  (enepanbHOro TroCyAapCTBEHHOrO  OIOJDKETHOTO  YUPEXKJICHUS
«HannoHanpHbIA MEQULIMHCKUN HCCIEAOBATEIILCKUN LEHTP TPAHCIUIAHTOJIOTUHA H
HUCKYCCTBEHHBIX OpraHoB wumeHun akanemuka B.M. IllymakoBa» MuHucrepcrsa
3apaBooxpaHeHust Poccuiickoii ®enepanuu, B ydeOHOM mpolecce Ha Kadeape
TPAHCIUIAHTOJIOTUA M HUCKYCCTBEHHBIX OpraHoB MHCTHUTyTa KIMHUYECKOW MEIUIIMHBI
umenn H.B. Cxmudocockoro ¢enepaqbHOro rocyaapCTBEHHOTO aBTOHOMHOI'O
00pa3oBaTEIBLHOIO yUpeKJeHUsl Beiciiero oOpazoBanus IlepBeiii  MockoBCKHit
roCyJ1apCTBEHHBIN MeIUIMHCKUN yHUBepcuTeT nmenn M. M. CeuenoBa MunHuCTEpPCTBA

3npaBooxpaHeHus: Poccuiickoit @enepanuu (CeueHOBCKUN YHUBEPCUTET).

JIMYHBIA BKJIA]I ABTOPA

ABTOp IpUHUMAJT YYACTHE B ONPEACIICHUH TEMBI M TIOCTAHOBKE 3a/1a4 MCCIICIOBAHN,
npoBeNT 0030p JUTEpaTyphl, KaK OTEYECTBEHHOW, TaK M 3apyOEKHON. ABTOPOM JIMYHO
chopMupoBaHa 0a3a JaHHBIX, MPOBEACHA CTATUCTUYECKas 00pabOTKa C MOCIEAYIOIIUM
aHAJTM30M PE3YJIbTaTOB; C(HOPMYJIMPOBAHBI BHIBOJBI M MPAKTHUYECKUE PEKOMEHIAIMH TIO

pe3yiibTaTaM UCCIICTOBAHM.

Ily0imkanum no TeMe AUccepTaAIUM

[To maTepuanaM uccneqoBaHUsl OMYOIMKOBAHO 6 Hay4yHBIX pabOT, B TOM YHCIE 5
CTaTel B KypHallaX, BKIIOYEHHBIX B llepeueHp peneH3upyeMbIX HAYUYHBIX W3JAHUN
OI'bY «HMHUL[ THUO um. ak. B.M. IlymakoBa» Mwun3npaBa Poccun, B KOTOPBIX
JOJKHBI OBITh OMyOJMKOBaHBl OCHOBHBIE HAyudHbIE pPE3yJbTaThl JUCCEpTAlil Ha
COMCKaHME Y4YEHOM CTENeHHW KaHAuaata Hayk (6 cTareil B M3MaHUSIX, UHIEKCUPYEMBIX

Scopus u Web of Science).
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O0BbeM u cTpyKTYpa padoThl

Juccepranys COCTOMT W3 BBEAEHHs, 0030pa JHUTEpaTypbl, IJIaBbl C OMHCAHHEM
XapaKTEePUCTUK MAIlMEHTOB M KCIOJIb30BAaHHBIX METOAOB HCCIEIOBAHUS, JBYX IJIaB C
pe3ynbTaTaMd  COOCTBEHHOTO  HMCCJIENOBaHUs, 6-TM  BBIBOAOB,  MPAKTHUYECKUX
pPEKOMEHIAMA W TIEPEYHsI WCIIOJIb30BAaHHOW JIMTEPATyphl, KOTOPBIA BKitouaeT 149
HMCTOYHUKOB, U3 HUX 16 oTedecTBeHHBIX M 133 3apyOexHbix. Pabora m3noxena Ha 100
CTpaHHUIAX MAITMHOMHMCHOTO TeKCTa, WiuttocTpupoBana 20 pucynkamu, 2 ¢hopmynamu u 10

TaOJIUIIAMU.
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I''TABA 1. TOPMOH POCTA ITPU TPAHCIIVIAHTAIIUM ITIEYEHU JETAM

(0030p s1uTEPATYPBHI)

1.1TpaHCHJIaHTaHI/Iﬂ NNeYeHN — paI[HKaJ]LHLIﬁ METOA JJCUCHUA NMAIIUCHTOB C

TEPMHUHAJILHOM cTaauel 00J1e3HU NeYeHn
Hcmopusa pazeumus mpancnianmayuu nedeHu 0emsam

TpancrnanTanys T€YEHH, KaK €AMHCTBEHHBIM paJWKaIbHBIA METOM JICUCHUS
NAlMeHTOB C TEPMUHAIbHOM  cTaaued  3a0o0jeBaHMIl  NEYEeHH, a  TaKkKe
Hepe3eKTaOeIbHbIMU OMMyXOJIIMH  TI€YEHH, byTpMUHAHTHON NICYCHOYHOMN
HEJOCTAaTOYHOCTBIO UM  PSAJOM  HACJIEICTBEHHBIX Ooyie3HE oOMeHa BEIIECTB,
NpUMEHSCTCS B TIeIUaTpuiIeckoi npaktuke yxe 60 et [82, 114, 138].

[lepBas B MUpe TpaHCIUIAHTAIMs [€YEeHU peOEHKy Oblia rnpoBeAeHa B 1963 roay B
CHIA, ee Bemonumt Thomas Starzl perumnuenty 2 jet ¢ HUpPpO30M MEYCHU B UCXOJIE
OWJIMapHOW aTpe3uH, OAHAKO, B CBA3M C PAa3BUTUEM MACCHUBHOTO KPOBOTEUYEHUS BO
BpeMs OIlepalry, NAUUEHT He BbDKWI. Crenyromue 25 JeT OETSIM NpOdOJLKAIN
IPOBOANUTHCA TPAHCIUIAHTAI[MM TI€YEHW OT IOCMEPTHBIX JIOHOPOB, YTO, C YYETOM
HEOOXOAMMOCTH Toa0Opa JOHOpPa B COOTBETCTBUM C AHTPONOMETPUYECKUMH
NOKa3aTesIMU PELIUIIUEHTA, MPUBOJMWIO K BBICOKOW JIETAIbHOCTH MALlMEHTOB B JIUCTE
OYKHJIaHUS M3-3a OTCYTCTBHS MOIXOASIINX JOHOPOB [55, 86].

C uenpio paclMpeHus IyJa JOHOPOB MEUYECHH ISl MEeAUATPUUYECKUX MaIMEHTOB,
XUPYprd  pa3pabaTbiBadl  HOBbIE  TEXHHMYECKHE  BO3MOXKHOCTH  paboOThl ¢
TpaHcIuiaHTatoM. Tak, B Hawaine 1980-x rogoB omucaHa METOAMKA PEIyKIUU
TpaHCIUTaHTaTa Ha mpenapoBoyHoM croauke (Bismuth, Houssin), xorma Oblia
BBITIOJIHEHA MTPaBOCTOPOHHSSI T€MUTENATIKTOMUS, U JIeBasi J10Ji MEYeHU MCIOJIb30BaHa
I TpaHcIiaHTauuu pebOenky [31]. B nanpHeiimem Ha 0a3e JaHHOW TEXHUKU B
Iepmannn  Obita  BHenpena Meronuka —Split-tpancruianTanmu, CcyTth  KOTOpOW
3aKJII0YaeTcss B NPUMEHEHUM [iJIs TpaHCIUIAHTaMd O0O0OUX (parMeHTOB TOCIIE
paszencHusl TMApeHXMMbI IMEeYeHH JABYyM peuunueHtam [116]. [lanHas wmerojuka,

onmrcannasi Pichlmayr et al, Oputa conpspkeHa ¢ IIMTENHHONW WIIEMHEH TPAHCILIAHTATOB,
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YTO BEJI0 K BBICOKOMY PHUCKY HMX TMEPBUYHOW JUCPYHKUIMHU, a TaKkKe pa3BUTHUS
XUpyprudeckux ocnoxuenuit [22, 30, 39, 51, 53, 76, 81, 103, 109, 110, 111, 119, 121,
125]. B 1994 romy Rogers et al onucana TexHuka paszeicHus edeHu in Situ (B opraHnsMe
JIOHOpA) BO BpeMs ONepaliy Mo M3bATUIO TpaHciuiantata [124]. C BHenpeHHEM 3TOro
CIoco0a pasJielieHus TapEeHXUMBI JIOHOPCKOM TICUeHH, pe3ysbTaThl SPlit-rpaHcruianTarwii
CTaJIM CYIIECTBEHHO JIy4Ille W ObUIM COMOCTABUMBI C TAKOBBIMH TTPH TPAHCIUIAHTAIIMU TIO
KJIaccuueckor meroauke [37, 64, 67, 68, 131, 149].

[IpopslIBOM B MEIMATPUYECKOM TPAHCIUIAHTOJOTMM  CTAJIa  BO3MOXKHOCTh
TpaHCIUTaHTallMK (parMeHTa MeYeHu pPEOEHKY OT KUBOTO POJCTBEHHOTO JTOHOpA.
Pa3pabateiBaThCcsl MeTOAMKA Hadana eme B 1969 romy xupyprom B. Smith, ognako B
IIPAKTUKY TAKHAE ONEPally BOLUIM JIAIIG cIycTs 20 jeT, nepBbIMUA MX npoBesn B 1988
roay R.S. Raia u B 1989 rogy R.W. Strong [135].

Takske Obl1a pazpaboTaHa ene 0JJHa TEXHUKA TPAHCIUIAHTAUUU (pparMeHTa NeYeHH
— TaKk Ha3bIBaeMasl BCIIOMOTaTeNIbHAas 4YacTU4YHAs OPTOTONMHMYECKAs TpaHCIIaHTAIUs
neuenn (Auxiliary partial orthotopic liver transplantation: APOLT), xornaa
UMITIAHTAIUS JTOHOPCKOTO ()parMeHTa MEYeHU MPOU3BOIUTCSA O€3 TOJHOTO YIATICHUS
HAaTUBHOU nedeHu nanueHTta. O mepBoM ciydae Takoil TpaHciuiaHtaiuu B 1991 rony
cooommmm Gubernatis et al., 'y nmamueHTkm ¢ OCTpoi  TEYCHOYHOMH
HEJI0OCTaTOYHOCTHIO. BriocencTBur cOOCTBEHHAs IMMEUEHb IMAIMEHTKH BOCCTAaHOBHIIACH
¥ UMMYHOCYIpPECCHBHas Tepamnus Obuta npekpaiiena [69]. [Tposenenre APOLT moxer
OBITH 11€JIECO00PA3HO IS JIETe ¢ OCTPOM IMEUYEHOYHON HEAOCTATOYHOCTBHIO JIHUOO C
MeTabOoIMYECKUMH 3a00JIEBaHUsAMU TIeUueHU 0€e3 ee mopaxxeHus [57, 69, 128].

B nanpHenmiem, ¢ yiaydlieHUEM TPAHCIUJIAHTALMOHHBIX TEXHOJIOTHUM, KOJIUYECTBO
orepaluii MPOTPECCUBHO YBEIUYHMBAIOCH, TOCTUTas o0Iero yucia 6omee 30 ThicSY B
ron [104]. Tloka3aTenu BBDKHBAEMOCTH AETEH MOCJIE TPAHCILIAHTALIMK TIEUYECHU TAKKE
Bo3pociu ¢ 11%-39% B nepBeie roawl mpoBeaeHus onepanui [133, 134] no 80-90%
[18, 27, 57, 69, 115, 118, 128, 130, 148]. /lunamuKka BBDKUBAEMOCTH TpaHCIUIAHTATa

IIEYEHHU y JAETEN NPEACTABICHA HA PUCYHKE 1.
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Pucynok 1 - Veenuuenue evigicusaemocmu mpancnianmama nevenu y demeti ¢ 1985
no 2013 200 [33]

B Poccuu npoBeeHne poJCTBEHHON TpaHCIJIaHTaMU (parMeHTOB MEUYECHU Havaj
akanemuk C.B. ['oTbe, KOTOpBIII BHEC CYIIECTBEHHBIN BKJIAJ B JajbHEWILIEEC Pa3BUTHE
TpaHCILIaHTOJI0THH [3, 7].

BHeapenue B IpakTUKy U JaJbHEHIIEE IIUPOKOE PACTIPOCTPAHEHUE POJACTBEHHOM
TpaHCIJIAaHTalUM ~ (PparMEHTOB  MMEYEHH [O3BOJMJIO  CYLIECTBEHHO  COKpATHUTh
JIETAJIBHOCTh NALMEHTOB B 0’KUJAAHUU OIEPAlMH, & TAKKE ONTUMHU3UPOBATH MOJIXOMIBI K
CpPOKaM BBINOJIHEHUS TPAHCIUIAHTALMN PELMIIMEHTaM JIE€TCKOro BO3pacTa, B TOM YHCIIE
paHHEro, KOTOpbIe B CHJIy OOJIC3HM HMEIOT HapylieHue pocta u passutus [11].
Tpancmiantauust AeTaM ¢parMeHTa TE4YeHH OT 3>KHMBOrO POACTBEHHOTO JOHOpa

MMO3BOJICT MMOJIHOCTBIO YIOBJICTBOPATH HOTpe6HOCTI) B JaHHOM BHUJIC TCPAIIUU.

Coepemeuuoe cocmosinue mpancnjiaimayuu neueHu oemsam

B Hacrosiiee BpeMsi TpaHCIUIAHTAIMs IEYEHU CTalla CTaHAApPTOM Teparuu JIETen C
TEPMUHAIBHOM CTaJMeN OCTPHIX WMJIM XPOHUYECKHX 3a00JI€BaHUN MEUYEHHU, A TaKKE
MaIMEeHTOB C HOBOOOPA30BaHUSIMH TIEUEHU U HapyIieHueM oOMeHa BemiecTB. biaromgaps

YIy4HICHHIO HpeI[TpaHCHHaHTaHHOHHOﬁ IIOATOTOBKH, OT60py nmanmueHTOB, MCETOJaM
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KOHCEpBAIlUd OpPTaHOB, COBEPIICHCTBOBAHWIO HMMMYHOCYIIPECCHBHOM TEpamuu U
METOJIOB TIOCTTPAHCILIAHTAIIMOHHOTO HAOIOACHHS TPAHCIUTAHTAIUS TIEYCHH JIETAM
MTOKA3bIBACT BBHIJAIOIINECS PE3YIBTATHI.

B cBs13u ¢ 0COOCHHOCTSIMU CTpOEHUS, QYHKIIMM ¥ KPOBOCHAOKEHUS MEUYCHH, OHA
SBJIICTCA Hamboyiee HMMMYyHOTOJepaHTHBIM opranom [9, 19, 44, 92]. Yacrora
OTTOPKCHHM TpaHCIIAaHTaTa TMEYCHU BCTPEYAETCSI CYIMIECTBEHHO PEXE, UYeM JIPYTUX
CONMUIHBIX OpraHoB. brmarojaps OombIneil TKaHEBOH COBMECTHUMOCTH W MEHBIIEMY
BpEMEHEM HIIIEMHH TPaHCIUTAHTAaTa, a TakKKe OCOOEHHOCTSIM HMMMYHHOTO OTBETa B
paHHEM BoO3pacTe, NMPU TPAHCIUIAHTAIMK TIEUYEHU JCTSIM PAHHETO BO3pacTa OT KHBOTO
POJICTBEHHOTO JOHOpa HaOJI0MAI0TCs HanOOoJIee BBHICOKHE TOKA3aTely BBDKUBACMOCTH
PEIUITMEHTOB U TpaHCILUTaHTaToB. [9].

BeikuBaeMOCTh TMEYCHOYHOTO TpaHCIUIAHTaTa y JETEH, COTJIaCHO MHUPOBOM
cTaTHCTUKE, cocTaBiseT 85-90% B teuenue 5 jet u 77-80% - B Teuenne 10 met [104].
Ha pucyHkax 2 u 3 THpHUBEACHBI IMOKa3aTed BbDKUBAEMOCTH JIETEH-PEIUITUCHTOB

IICYCHU 110 JaHHBIM Pa3HBbIX aBTOPOB.

%
Study ES (95% CI) Weight
Year 2000 and above -
Venick RS et al (2010) — 0.79 (0.73, 0.84) 963
Tiao GM et al (2005) — 0.88 (0.78, 0.94) 9.19
Jain AK et al (2020) E € 097 (0.96,098) 10.24
Sundaram SS et al (2008) S 087 (0.72,0.96) 8.12
Grabhom E et al (2004) —%— 091 (0.78,0.97) 8.76
D’Alessandro AM et al (2007) —:4— 086 (0.77,0.93) 9.02
Armon R et al (2011) - 0.78 (0.74, 0.81) 10.01
Lucianetti A et al (2005) ——%— 094 (0.71, 1.00) 7.98
Subtotal (1*2 = 95.17%, p = 0.00) <> 087(0.79,095) 72.95
Before year 2000 5
Sokal EM et al (1990) - - 0.65 (0.38, 0.86) 4.70
Dunn SP et al (1993) —0—%— 0.80 (0.52, 0.96) 529
Cacciarelli TV et al (1997) —_— 0.78 (0.67, 0.87) 8.51
Van der Werf WJ et al (1998) —— 0.88 (0.75, 0.95) 855
Subtotal (142 = 28.47%, p = 0.24) <> 0.81 (0.73, 0.88) 27.05
Heterogeneity between groups: p = 0.232 i
Overall (1*2 = 93.27%, p = 0.00); <> 0.85 (0.78, 0.92) 100.00
f T T 1
1 0 1 2

Proportion

Pucynox 2 - Cymmapnas evlocusaemocms demetl panHe2o 8opacma 6 medenue 1 2o0a
nocjie mpaHCcniaHmayuu ne4enu, no OaHHbIM pazHevlix aemopos [15]



16

%
Study ES (95% Cl) Weight
Year 2000 and above :
Venick RS et al (2010) —— 0.75(0.69, 0.81) 2315
Kasahara et al (2017) : —&- 0.93(0.89,0.96) 2413

D'Alessandro AM et al (2007) 0.74 (0.63, 0.84) 20.45

Lucianetti A et al (2005)

+
Subtotal (1*2 = 91.40%, p = 0.00) <> 0.80 (068, 0.93) 8097
+

0.76 (0.50, 0.93) 1324

Before year 2000

Van der Werf WJ et al (1998) 0.77 (0.63, 0.88) 1903

Heterogeneity between groups: p = 0.706

Overall (1"2 = 89.25%, p = 0.00) 0.80 (0.69, 0.91) 100.00

| | I | |
-5 0 5 1 15
Proportion

Pucynox 3 - Cymmapnwiii koaghpuyuenm S-nemueti vidicusaemocmu oemell pamHe2o
803pacma nocie MpaHCnianmayuu nevelu, no OanHbIM pasuvix aemopos [15]

Pe3ynbTaThl nporpaMmsl 1o TpaHcIuiaHTauu nedenu aetsim 8 HMULL TUO um
akagemuka B.W IllymakoBa MoMHOCTBIO COOTBETCTBYIOT OOIIEMHUPOBBIM: TaK, CPEIHSS
roJMYHas BBDKMBAeMOCTh cocTaBiseT 93%, a 3x-nmetHsist — 10 90% [62, 105].

OpHako, HECMOTpPST Ha COBEpPUICHCTBOBAHWE TPAHCIUIAHTAMOHHBIX TEXHUK M
MOAXOJ0B K TEPANHUHU, KOTOPBIE MO3BOJWIHM YIYYIIUTh BBLDKMBAEMOCTh PELUINHUEHTOB
nocjie TPAHCIUIAHTAIlMH, COXPAHSETCSl PUCK Pa3BUTHUSL OCIOKHEHHUH, B OCOOEHHOCTH
nocjie  TpaHCIUIAHTAallMM  TI€YeHW  JeTsM  paHHero  Bo3pacta.  Hawubonee

PacCnpoCTpaHCHHBIMHU ABJIAIOTCSA 6I/IHI/IapHI)I€, COCYIUCTEIC, I/IH(I)GKHI/IOHHBIC.
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[lo nmaHHBIM JUTEpaTyphl, HanboOJiee YacCThIM COCYIUCTBIM OCJIOXXHEHUEM Y
JeTeil ABIsAETCA TPOMOO3 TMEUYCHOYHOW apTepHH, KOTOPBIH BCTpedaeTcs B MOPSJIKA
8% cnyuaeB [36, 148]. [laHHOE OCIIO)KHEHHE y JETEH pa3BUBAETCS CYIICCTBEHHO
Yaie, YeM BO B3POCJION MOMYJSALHU, U OOBIYHO pPa3BUBAETCS B TCUCHHE IMEPBOTO
Mecslla Toclie TpaHCIUIaHTanuu. Haumbonee MOABEPKEHBI PHCKY Pa3BUTHS
apTepuaIbHOr0 TPOMOO3a MAJICHBKUE [ETH, KOTOpHIC TOJYYWUIH TpPAHCILIAHTAT
1esoi moHopckoit neuenu [120, 149].

Takxke OgHUM U3 CePhE3HBIX COCYTUCTBIX OCJIOXKHEHUH, CIIOCOOHOE NMPUBECTU K
TpOMOO3y TpaHCIJIaHTaTa, SIBJISETCS HapylIeHWEe OTTOKAa KPOBH IO MEYEHOYHOM BEHE.
B paHHeM mNOCTTPaHCIUIAHTAIMOHHOM TIEPHOJE OHO MOXET OBITh OO0YCIIOBJICHO
nepernooM NMeYeHOYHOW BEHBI W3-32 OCOOCHHOCTEH pacIioIOKEHUsT TPAHCIIAaHTaTa B
OpromHo#M mosoctu. [49].

Tpom003 BOpoTHON BeHbl BcTpeuaercss B 5-10% cimywaeB, HauOoliee
MOJIBEPKEHBl PHUCKY €ro pa3BUTHS [JI€TH C MHOXKECTBEHHBIMH BPOXICHHBIMU
OPOKAaMHU Pa3BHTHSI, BKIIOYAs THIOIJIA3HI0 BOPOTHOM BeHBI [42].

bunmuapHble OCJIOXHEHUS B TIOCIE TPAHCIUIAHTAIIMM TICUYCHU Y JeTeH
BCcTpeuaroTes: B okojio 10% ciyvaeB [36, 148]. PaHHue W TO3AHHME OCJIOXKHEHUS
MOTYT OBITh CBSI3aHbI C TEXHHYECKUMHU OCOOCHHOCTSIMH MHTPAOTIEPAIIMOHHO HA dTaIe
PEKOHCTPYKIIMH JKEITYCOTBEICHUS, a TaKXKE CO CHIDKCHHBIM IMPUTOKOM KPOBH II0
IIEYEHOUYHOHN apTEPUH.

OcTtpoMy KJIETOYHOMY OTTOP)KEHHUIO TpaHCIJIaHTaTa TMojaBepkeHbl 110 60%
PEIMINEHTOB B TEYCHHE MEPBBIX JIET TMOCJe TPAHCIUIAHTALMHA, CTENEHb
BhIpaXXeHHOCTH BapbupyeT. [132] Crangaprom IHArHOCTHKH JaHHOTO COCTOSHHSI
SBIIACTCS ~ YPECKOXKHAs  MyHKIHOHHAs  OWOICHUS  TEYEHU. XapaKTePHBIMU
MOP(}OJTOTHIECKUMU  TPOSIBJICHUSIMH ~ OTTOPKEHHUsI  SBISIIOTCS  JiuMQouHas
UHOUIBTpALMS  TOPTAIBHOW  TPHAAbl, JHAOTEIUOJUT W  MAPCHXUMATO3HOE
noBpexacHue renaTonuToB [132].

Kpome TOro, mocne WHTpaonepanMOHHOW HWHAYKIMHA HMMYHOCYHPECCUBHOMN
Tepanmuy y  TaIlMeHTa 3HAYUTEJIbHO  MOBBIMIAETCS  BOCIPUUMYHUBOCTH K

I/IH(I)CKI_II/IOHHBIM arcHraM, 4YTOo MOKET HIPHUBOJIWTL K PA3BUTUIO I/IH(l)eKI_II/IOHHBIX



18

OCJIO)KHEHUH, KOTOpble Yy JIeTeil paHHEro Bo3pacTa SBISIOTCS (aKTOPOM,
OMPECISIIOMUM PUCK PA3BUTHS TSDKEJIOTO TIMOBPEXKACHUS OPraHoB, BIUIOTH J0

netanbHOro ucxona [11].

1.2 Iloxka3anus K TPAaHCIVIAHTAIIUN NMECYCHHU Y neTeﬁ

Y nauweHToB JETCKOTO Bo3pacTta Haubojiee 4YacTo TOKa3aHHEM K
TpaHCTUTAHTAIlHH CITY)KHT JEKOMIICHCUPOBAHHBIN IUPpPO3 MICYCHH,
c(hopMHUPOBABIIUICS B UCXOJE€ BPOKJICHHBIX XOJECTATUYECKUX 3a00JIeBaHUM, peXe —
IIPPO3 MEUYCHHU, ACCONMMUPOBAHHBIA ¢ HAPYIICHUSIMH OOMEHA BEIIECTB; KPOME TOTO,
MOBOJIOM JJIsl TPAHCIUTAHTAIIMM MOXKET CIYKHTh 00BEMHOE 00pa30oBaHHE ICUCHH,
OCTpasi IeYeHOYHasi HeJOCTATOYHOCTh, a TAKXKe peAKue 3a00JieBaHus 0€3 MopaKeHus
MCUYCHHW, TPU KOTOPHIX HAa YPOBHE TEMATOIUTOB HMeEETCs Me(PeKT BBIPAOOTKHU
(bepMEHTOB, MPUBOASIINNA K HAPYIICHUSIM CO CTOPOHBI apyrux opranos [13]. Jlms
HEKOTOPBIX M3 YKa3aHHBIX 3a00JeBaHUl pa3paboTaHa MaTOTCHETUUYECKas Tepanus, u
MOKa3aHUEM K TPAHCIUIAHTALMU TIEUYCHU MOXKET cTaTh €€ HedPEKTUBHOCTH JIMOO
HEBO3MOXHOCTB ee npoBeacHus [13].

3aboyieBaHUSI W COCTOSIHUS, KOTOPHIE MOTYT OMPEACNISITh TOKa3aHUS K
TPaHCIUTAHTAIIMKM TICYCHU KaK pPAJAMKAIBHOMY METONYy JICUCHHS, TPEACTABICHBI B

tabmune 1.
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Tabauya 1 — Bo3mooicHvle npuduHbl Mpancnianmayuy nedenu y oemeti

I'pynnsl 3a00J1eBannii
NeYeHu

Ho3o0g0rum n cocTosiHus

XoJyecTaTUYECKUE
0oJie3HHu

ATpe3ust xKemueBbIBOAALINX ITyTel
BASM (Biliary Atresia Splenic Malformation) curapom u npyrue

BapUAHThI CPIHI[pOMaJIBHOI\/JI aTPE3nHU KCITUYCBBIBOAAIIUX HyTefI

HecunnpomanbHasi runorsiasus Kem4eBbIBOASIIMX ITyTel
CunzipoM AnaXusuist

[Iporpeccupyronuii ceMeWHbII BHYTPUIIEUEHOUHBIN XO0JIECTa3
OuUOPOXOITAHTUOKHCTO3

Cunnpom Kaponu

CKJIEpO3UPYIOUTNI XOJTaHTUT

Merabonuueckue
00JIE3HH C MOpakKEHUEM
[EYECHU

Jedumut anmbda-1-aHTUTpUTICHHA
Tupo3unemus

bonesns Bunscona-KonoBaosa
Bone3nn HakomeHus TIUKoreHa
I'emoxpomaro3

Hapymienue cunTe3a >KemuHbIX KUCIOT
I"anakrozemus

Jeduut TM30COMHOM KUCITON JINTIa3hI
Bbonesns I'omre

Bbone3ns Humanna-IIuka tin C
HekoTopbie MUTOXOHIpUAIbHBIE HAPYIIICHUS

Merabonnueckue
Oone3Hn 0e3 mOpakeHHs
[eYEeHU

Cunnpom Kpurnepa-Hasiipa

Hapymenus nykina MOueBUHBI

JleliHo3 («00JIe3Hb KIIEHOBOTO CHPOIIaY)
[lepBrunas runepokcamypust

CemeliHas TMIIEPXOJIECTEPUHEMMSI

BocrnanurenpHbie
0oJie3HHn

Bupycusle renarutsl (B, C)
AyTOMMMYHHBI} TeTaTUT
IlepekpecTHbIE ayTOMMMYHHBIE CHHIPOMBI

Hpyrue 3a0oneBaHus

Kpunrorenssiii iuppos

Cunnpom bagna-Kuapu
Bpoxnenssiii ¢pudpo3 neuenu
I'mctronmTo3 u3 kierok Jlanrepranca
[uppo3 neyeHu npu MyKOBUCLIMI03€
I'emaronmymbMOHAJIBHBIN CHHIIPOM
AHOMaNMM CTPOEHHSI BOPOTHOM BEHBI

Xonecra3, OOYCIOBICHHBI JUTUTENBHBIM  TapeHTEPATEHBIM
MUTaHUEM
. I'ecTanmonHOE ATOMMMYHHOE MTOPaKEHHUE TIEYCHU
° [TocnencTBust TpaBMblI IEYEHU
HoBooOpazoBanust . DXUHOKOKKO3
. AJBBEOKOKKO3
J Jlo6pokadecTBEeHHBIE OITYXOJIU TEYEHU
. I'enarobmactoma
. I'enarouemnmtonspHas KapITHOMa
o I'emanrnossnoreIroma
. Capkoma
o MeracraTiuecKkoe MopakeHue MeYeHu
Ocrpas MEYCHOYHAs | e OcTpblii JIEKApCTBEHHBIN renaTUuT
HEZ0CTAaTOYHOCTh . OrtpaBieHre TOKCUHOM OJIETHOW TIOTaHKU
[ ]

HenexapcTBeHHBIN TOKCUUYECKUI FENATUT
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Xonecmamuueckue 001e31u

Ha nepBoM mecTe 1o yacToTe NpUYMH TpaHCIIaHTauu nedeHu nersam (30-50%
CIydaeB) ObLIa U OCTACTCS aTPe3Us KEITUEBBIBOMSAIINX MyTeH — BPOKICHHBIA MMOPOK
pPa3BUTHS, XapaKTEPUIYIOIMIUICS BOCTIAIMTEIBHBIM IIPOIIECCOM B KETYHBIX MPOTOKAX
(BHYTpH- WM BHEIMEUCHOYHBIX), MPHUBOIAMNM K (uOpo3y OWIIMapHOTO ApeBa C
obnmuTeparuell JKETYHBIX TPOTOKOB M MPOTPECCUPYIOMEMY XOJEeCTaTUIECKOMY
HOpaXeHUI0 TKaHu nedeHu. [2, 43, 136]. Beigenstor 3 Tuna OuimapHO#l aTpe3uu
(PA) mo ypoBHIO OOCTPYKIIUM: OOCTPYKIIMS OOMIETO >KEIYHOrOo MpoToka — Tl |;
YKEITYHBIE MYTH MPOXOJUMBI JO 0OIIET0 MEeYEHOYHOTo poToKa — TUl |l; o0cTpyKIms
Ha ypoBHe BopoT neueHu — tun |11 (nanbonee pacnpoctpanenusiii, 10 90%). Takxke
OTJICJIHO BBIJCISAIOT CHHAPOMalIbHYI0 BA (HambOomee pacnpoctpanen Biliary Atresia
Splenic Malformation (BASM) cunapoM, XapaKTEepU3YIOUIUICSA 0053aTeIbHBIM
coyetanueM BA ¢ ManbdopmanusiMu cene3eHKU (MOJUCIIICHUEH, YABOCHUEM WIIH
OTCYTCTBHEM CEJIE3€HKH) U BO3MOXHBIM COUYETAHUEM C COCYJIUCTHIMU aHOMAJIUSIMU, B
TOM YHCJIE OTCYTCTBUEM HUKHEU MOJIOM BEHBI, @ TAKXKE MaJIbPOTALIMEN KUIICYHUKA U
aHOMAJIbHBIM PACIIOJIOKCHUEM BHYTPEHHUX OPTaHOB; KPOME TOTO, OMHCAaHBI Oojiee
peIKHEe CUHIPOMBI, AaCCOIMMPOBAHHBIE C MHOXXECTBEHHBIMU BPOXKJICHHBIMU
NOPOKaMH pa3BUTHUA), KUCTO3HYI0O BA u Bupyc-accounnpoBaHHyio BA (u3yuaroTcs
poJTh IIUTOMETaJoBUpYyca, poTaBupyca tuna C, ameHoBUpyca, peoBupyca tumna 3) [ 2,
6, 47]. Ilpu aTpe3un BHENEUYCHOYHBIX >KCIIYHBIX MPOTOKOB BO3MOXKHO IIPOBEACHHUE
NaJJTMATUBHOTO XMPYPTrHYECKOTO BMEIIATEIHCTBA — IMOPTOIHTEepocToMuM 1o Kacaw,
onHaKo, A((PEKTUBHOCTh OMepaluu HHU3Kasgs W BHocieAcTBuH y Oomnee 60%
MPOOTEPUPOBAHHBIX TAIMEHTOB (HOPMUPYIOTCS TIOKa3aHUS K TPAHCIJIAHTAINU
MCYCHW (BTOPUYHBIN OWIMAPHBIA IUPPO3, B TOM YHCJIE C OCJIOKHCHUSIMH, WU
peIUANBUPYIONIHI X0omanruT) [43, 46].

Taxke TOKa3aHWEM K TPAHCIUIAHTAIIMKM TIEYEHW MOXKET CTaTh CHHIAPOM
Anaxuwinga (CA) — MyJabTHUCUCTEMHOE 3a00JjieBaHHME C AayTOCOMHO-AOMHHAHTHBIM
TUIIOM HAcCJEOBaHUs, XapaKTEPU3YIOUIEECs COUYETAHHEM CHUHIpPOMA XOJIeCTa3a C

MHOXCCTBCHHBIMH ITOPOKaMH PAa3BUTHUA. BO3MOKHO BOBJICUHCHHC CCpana, COCYIOB,
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MOYEK, JIUIIEBOTO CKeJieTa, MO3BOHKOB, Ifia3, TOJOBHOTO MO3ra; TakKe HaOIoaeTcs
3anepkka pusnveckoro pazputus [21]. [Ipu oTCyTCTBHM ITUPPO3a MEUCHHU MMAIIMCHTHI
¢ CA MOTyT AIMTEIBHO MOJIy4aTh KOHCEPBATHBHYIO TEpANHI0 M HE HYXIATbCS B
TpaHCIUIAHTAallM¥, OJIHAKO, C YYETOM XapaKTEpHOrOo IS JaHHOTO JHarHo3a
MYYUTEIBHOTO KOXHOI'O 3yJa, PE3UCTEHTHOTO K CTaHAAPTHOM KOHCEPBAaTHUBHOM
Tepanu, B HEKOTOPBIX LEHTpax I OOJerdeHus 3yJa NalueHTaM MNPOBOJHIIMCH
ONEepaly HAPYKHOTO KEIYEOTBEICHUSA, a TAaK)KE HApPyUICHHE KAadyecTBa >KU3HU
MOTJIO TOCTYXUTh TIOKa3aHWEeM K TpaHciuiaHtanuu mnedenn [43, 136]. Ho
BO3MOXHOCTH KOHCEPBAaTHBHOM TEpalUu KOXXHOTO 3yAa y nmauueHToB ¢ CA BbIIIN
Ha HOBBIH YypOBEHb C BBEACHHEM B KIMHHUYECKYID NPAKTUKY I[penapara
Mapanukcubar — CeJeKTUBHOIO HHIHMOMTOpAa HATPUK-3aBUCHUMOTrO IEPEHOCUHKA
KETUYHBIX KHCJIOT TMOJB3JOIIHOM KMIIKM C HHU3KUM YypOBHEM abcopOiuu,
OJIOKUPYIOIIETO O00paTHOE HSHTEPOrernaTUYEeCKOe BCACBIBAHUE JKEIIUYHBIX KHUCIIOT.
Uccnenosanne ICONIC mokazano mnpojosbKUTEIbHbIE M KIMHUYECKH 3HAYHMMBIC
nokaszateian 3(Q()EeKTUBHOCTH B OTHOIICHHHM KOXHOTO 3yJla U perpecca 3aaep>KKH
(U3UYECKOTO Pa3BUTHUSA, YTO MO3BOJISIET KAYECTBEHHO M3MEHUThH MOJAXO0J K METOJaM
JIeYEHUs TaHHBIX MAIMEHTOB U HE MpUOerath K TpaHCIJIAHTAIMU y narueHToB ¢ CA
0e3 TepMUHAJIBHOW CTAaIuU MOpakeHus rmeueHu [4, 66].

['pynna xonectatuueckux 3abosneBanHuid (mo 15% oT Bcex mNpUYUH
HEOHATAJbHOTO XOJIECTa3a), KOTOpbIe TAaKKe MOT'YT HNPUBOAUTH K HEOOXOAUMOCTH
TPAHCIUIAHTALMM [I€YEHU — MPOrPECCUPYIOLIUN CEMEUHBIM BHYTPUIICYECHOYHBIN
xonectraz (IICBX). boiie3nb XapakTepuzyeTcss ayTOCOMHO-PELECCUBHBIM THIIOM
HAcJeJOBaHUs, B OCHOBE €€ JIeKHUT TEHETUYECKUH JedeKT, TPUBOASAIINI K
HapyuieHuo (QpyHKIHMOHUpOBaHUS OenkoB, ydyacTBytrouux B cekpeuuu (FIC1 mpu
[ICBX 1 Tuma) wimm tpancmopte (BSEP, MDR3 mnpu I[ICBX 2 u 3 Tumnos
COOTBETCTBEHHO) KEIMYHBIX KHCIOT W (ochomumumos. [1, 100]. HaumbGomnee
pacnpoctpaneHHbIMU sABJsAt0TCS [IBCX 1 1 2 TUMOB, HOMUMO CHUHApPOMA XOJIeCTasa C
dbopMHupOBaHMEM BTOPUYHOTO OWIMAPHOTO MHUPpPO3a IS JAHHBIX COCTOSIHHM
XxapakTepeH KoxHbIM 3yn, HO npu [ICBX 1 Tuma 3a0ojeBaHHEe MOXKET MPOTEKaTh

BOJ'IHOO6p33HO, HUMCECT BHCIICYCHOYHBIC IMPOABJICHUA (B OAsHHCTAasA auapesd,
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HEUPOCEHCOpHAsi TYroyXOoCTb, HU3KOPOCJIOCTh, MAaHKPEATUT) U ACCOLIMUPOBAHO CO
crearo3om nedyenu; npu [ICBX 2 Tuma ke TedeHue O0JIe3HH HEMpephIBHOE, 0€3
BHENICYECHOYHBIX MPOSBICHHUN, HO HMMEETCS NOBBILIEHHBIA PUCK Pa3BUTHSA
TernaTole/UTIONIAPHON KapiuHoMbl [1]. Pe3ynbTaThl TpaHCIUIAHTAIMU TEYEHHU IPH
[ICBX MoryT pa3HUTHCS B 3aBHCUMOCTH OT BapuaHTa OOJIE3HU: MO OMBITY OJHOTO
neHTpa B BbIOOpke u3 23 manueHTtoB ¢ [IBCX co 2 u 3 TUIIOM BBIKHBAaeMOCTb
TpaHCIJIaHTaTa 1 o01as BeKUBaeMOCTh cocTaBuia 89% u 100% cooTBETCTBEHHO, a
npu [IBCX 1 Tuna mnocneonepanMoOHHBIA NEPUOJ MNPOTEKAT OCIOKHEHHO: C
o0ocTpeHusiMHu npody3HOU auapeu, pazpuTueM (pubdpo3a U cTeaTro3a TPaHCIIAHTATA
neyeHn [56]. OmHako, B HEKOTOPBIX Cy4asx MOCIE TPAHCIUIAHTAUHU TICYCHH Y
nauveHToB ¢ [ICBX 2 tuna onucaH (EeHOTUNUYECKUA peuuauB OOJIE3HH —
amoummyHHoe BSEP-3a0oneBanue, o0ycinoBieHHOE BbIpaOoTKoi antuTena k BSEP
OenkaMm TpaHcILuIaHTaTa. BriepBeie Takoe coctosHue onucano B 2009 roay, ¢ Tex mop
umMeetcs 6onee 20 HaOMIOMEHNH, ¥ OOJBIIMHCTBA MAIMEHTOB COCTOSTHUE YJ1aBaJOCh
KOHTPOJIMPOBATh 3CKAJALMEN UMMYHOCYIIPECCUBHOM TEpaluu, OJHAKO 3 MalueHTam
noTpedoBagach peTpaHCIUIaHTaIMs TedeHu. [87] B Hacrosmee Bpems u3ydaeTcs
BO3MOKHOCTb NPUMEHEHUs mpenapara Mapanukcudar ajis KynupOBaHUS KOKHOTO
syna y nanuentoB ¢ [ICBX, B uccinenoBannu INDIGO moxazana >ppekTuBHOCTH
npenaparta npu 1 u 2 tunax [ICBX mmg Koppekuu KOKHOTO 3yJAa M IOKa3aTenen
(bu3MYeCKOro pa3BUTHS, UTO TaKXKE pACIIUPSAET TEPaNeBTUUECKUE BO3ZMOKHOCTHU MPHU

JTaHHBIX quarHosax [94].

Memaobonuueckue 601e31u

Bropas mo wactoTe Tpymnma 3a0ofieBaHWM, MPHUBOASIINX K HEOOXOIUMOCTH
TpaHCIUJIAHTAllUU TEYEeHH — HapylleHuss oOmeHa BemiecTB. [IpuymHON HaHHBIX
3a00J€BaHUI CIy’KaT MYTallMd B T€HaX, KOTOPbIe OKa3bIBAIOT BIMSHUE HA OOMEH
COOTBETCTBYIOLIMX BELIECTB: JIMIHMIOB, AaMHHOKHCIOT, METauioB, JuOO Ha
MUTOXOHJIpUajbHble (yHKIUU. YacTh HaciaeACTBEHHbIX Oomne3Hedt oomena (HBO)

BBI3BIBAIOT MOPaXEHUE TKAHU NEYEHU, MPUBOAS K OCTPOU WM XpOHUUYECKOH (popme
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NEYEHOYHOr0 3a00JI€BaHMs, a TaKK€ MOTYT NMPUBOJUTH K U3MEHEHUSIM CO CTOPOHBI
JpPYTUX OpraHoB U CHUCT€M (HEpBHOW CHUCTEMBI, JIETKHUX, IIOYEK, OIOPHO-
JNBUTATEIBHOIO ammnapara, cepAua) U oOyClIaBIMBaTh MOBBIIIEHHBI PUCK Pa3BUTHS
renaToLeUTIIOJIIPHOTO paka.

Hpyras kareropus HBO (cunapom Kpurnepa-Haiisipa, neiiunHo3, HapymeHus
LMKJIa MOYEBHUHBI) NMPHU OTCYTCTBUHU IOBPEXKACHUS NMEUYEHOYHOW TKAHU BBI3BIBAET
MeTaboIMUeCKUe HapylIeHUs, Hau0ojee ONacHble U3 KOTOPBIX — siJepHas JKENTyxa,
HE MOJJAIONIAsACS KOHCEpPBATHMBHOM Tepamnuu, npu cuHapome Kpurnepa-Haitsipa u
MeTaboIMUeCKUe KpU3bl MPHU JEHIIMHO3€ U HAPYIICHUSIX LHMKIAa MOYEBUHBI, KOTOPHIE
MOTYT MPUBOJAUTH K OCTPOM MUCPYHKIIMU OPraHOB U CUCTEM M HEBPOJIOTHUUYECKOMY
neuuuTy, KOTOpPBIA COXpAaHSAETCS U MOXKET MPOrPECCUPOBATh U BHE KPU30B. Takum
oOpazom, mnpu cunapome Kpurnepa-Haiispa 1 tuma (m 2 Tuma — B ciyyae
HEed(P(PEKTUBHOCTH KOHCEPBATHUBHOW Tepanuu (eHoOapOUuTanioM) TpaHCIIaHTaLMsS
ABJISETCS pPaJUuKaIbHBIM METOJOM JIEYEHHUS, a B Cllydae C JICMUMHO30M U
HapyILIEHUEM IIUKJIa MOUYEBUHBI — MOKET ObITh METOJIOM CHUJKEHHSI pHUCKa Pa3BUTHUS
MeTabOJIMYECKUX KPU30B 3a CYET YyCTpaHeHus Jepuuutra (PepMeHTOB Ha ypOBHE
NEYCHH, HO HE B APYTrux opraHax. [83]

[Ipu  nmepBuuHONl  rumepokcanmypum | Tuma Moxer moTpebOBaThCA
TPaHCIUIAHTALUsI HE TOJBKO MEYEHU, HO M TMOYKHU, BBUAY PA3BUTHS XPOHUUYECKOU
0oJie3HU TIOYEK Ha (hOHE M3OBITOYHOTO HAKOIUICHHS B MOYKax okcanatoB. C yyeroMm
BBICOKOTO pHCKAa pa3BUTHUSl T€X >K€ HW3MEHEHUW B TPAHCIUIAHTUPOBAHHOM IOYKE,
Haubouiee 11e1ecoo0pa3Hoi cunTaeTcsl MocieaoBaTeNbHass TPaHCIIAHTalKs cCHavyaia
neyeHu (ycrtpaHeHue (EepMEHTATUBHOM HENOCTATOYHOCTH M HOpMaiu3alus oOMeHa
okcanatoB), 3atem modku. [85] C 2020 roma ajapTepHATHBOW TPAHCILIAHTALIMH
MEUYCHU NPU NEPBUYHOM Trumnepokcainypuu | tuna crana tapretHas tepanus — FDA
Ob1  omoOpeH mpemnapar JliomacupaH, MpenCTaBIAIOMIMNA  CcOO0OM  Malyro
uHTephepupyoIyo pubOHyKIenHOBYI0 KuciaoTy (siRNA), npennasHaueHHYIO s
onokupoBkn reHa HAO. Ilpenmapar CcHMXaeT ypOBEHb TIJIMKOJIATOKCUIA3BI,
BO3JIEHCTBYSl Ha TuApOKcHauuaokcunasy 1 B remaroumrax nocpexncrsom PHK-

unteppepenunn. CHUKEHHE YPOBHS TIIMKOJATOKCHUAA3bl CHMXKAET KOJIHMYECTBO
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JOCTYIHOTO TJIMOKCHJIaTa — CyOCTparta JJisg MpOU3BOACTBA OKcanaToB. MccneqoBanue
ILLUMINATE mnoka3ano 3¢gheKTUBHOCTb Ipenapara B BHAE 3HAUYUMOTO CHUKCHUS

YPOBHS OKCaJIaTOB B IJIa3Me KPOBH M B MOYe€, a Takxke ero 6e3omacHocTs [101] .

Jlpyzue 6on1e3nu neuenu

[Ipyu o00BeMHBIX O0O0pa3oBaHHUSIX IEYCHU, HE TOMMAIONUXCS pPaTuKaIbHOU
pPE3CKIMH, TPH OTCYTCTBUM IPOTHUBOIOKA3aHMM MOXKET OBITh BBHINIOJHEHA
TpaHCIUTaHTaIMs medeHu. OqHaKo, TPY Mapa3uTaAPHBIX M OHKOJIOTHYECKUX OO0JIC3HSIX
MEUYCHHU TPAHCILUIAHTAIUS SBJISIETCS JIMIIB ATalloM B KOMIICKCHOM JieueHuHu. Tak, mpu
DXMHOKOKKO3€ M aJbBEOKOKKO3€ IOCJE TpaHCIUIAHTAIIUU IeYeHHU PEKOMEHIYEeTCs
MPOJO/DKCHHE TIpueMa IPOTUBOIAPA3UTAPHOTO Tmpemaparta [34]; a manmueHTaMm C
rernaro0JIacTOMOM  MHUIMAIIBHO ~ TPOBOJAUTCSA  IMOJMXUMHUOTEpAIUs,  3aTeM
oOclienoBaHue 1S ONPEICIICHUST BO3MOKHOCTH TIPOBEACHUS PATUKATBHON PE3CKIINH
OTMyXOJIM WM HeoO0XxoauMocTu TpaHciurantanmuu [111], m mocne Xupypruyeckoro
aTama jJedeHus (B TOM YMCJIe TPAHCIJIAHTAIlMM) TaK)Ke MOKa3aHO MPOBEJICHUE Kypca
XUMHUOTEpanuu 1l mpodUIaKTUKK penuauBa omyxoyu [95].

[Toka3aHuss W MPOTHBOIIOKA3aHUsA K IPOBEACHHUIO TPAHCIUIAHTAIUM TICUYCHHU

OTpaXCHBI B Ta0IHUIIE 2.
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Ta@zuua 2 — llokaszanus u npomueonoKkasaHusd K I’lpO@@@@HMiO mpancnianmayuu
neyernu

Ioka3anust

HpOTHBOHOKa3aHl/IH

ITeyenouyHo-KIE€TOYHASA
HEJIOCTAaTOYHOCTb:

KOaryJonaTus

TUIIOTIPOTEUHEMMUS

Hapacraromuii cuHapom xosecrasa
[Teuenounas sHieazonaTUs
Kimmangeckn 3HaYnMast
MOpTAIbHAS THUIEPTEH3UA U €€
OCJIOKHCHHUS:
acIuT
BAPUKO3HOE

pacuIMpeHHe  BEH

IIMIIEBOJIa, B OCOOCHHOCTH C
KPOBOTEUYECHHUEM
TUIIEPCIIEHU3M
CIIOHTaHHBIN OakTepuanbHbINA
IIEPUTOHUT

['enatopeHaIbHBIN CUHAPOM
['enaronynbMOHaIbHBIN CUHIPOM
CroliKasi TMITIOHATPUEMUS
[leyeHouHas ocTeonucTpodus
PenuauBupyromuii  XOJIaHTUT IpU
Hed(pheKTUBHOCTH
KOHCEPBATUBHOW TEpanuu

Huskoe kauecTtBO KU3HU (IIpU

HerhPeKTUBHOCTH WIn
HEBO3MO>KHOCTH IPOBEICHUS
KOHCEPBATUBHOU TEPAIIUHN ):
KOKHBIN 3y

3aJiepKKa pocTa

HEeXKeaTeIbHbIE b DexTsI
JMEeToTepanuu npu

META00INYECKUX O0JIE3HAX

AKTUBHBIN ~ MH(EKITMOHHBIH

Imponcecc, B TOM qucjic

cucteMHass  uMHpeKuus
CETCHC

[Tommoprannas
HEJIOCTAaTOYHOCTD oe3

IIEPCIIEKTUBBI perpecca mocie
TpPaHCIUIaHTALIUU

Tsxenslid HEOOpaTUMBIi
HEBPOJIOTHYECKUH 1ePUIIUT
Breneuenounoe
pacrpoCTpaHEHUE IEPBUYHOMN
OIlyXOJI1

BHCIICYCHOYHBIC MCTAaCTa3bl

TICYCHHU,

HeonepabenbHoe
3JI0KQ4€CTBEHHOE
HOBOOOpa3oBaHue
BHEIIEUECHOYHOM JTOKAJIN3aliuU
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1.3 ®uszuyeckoe pa3BUTHE JeTel-PelUNTUEHTOB NeYeHH
Jlemu ¢ mepmunanvnoui cmaoueii 001e3nell nevyeHu

Y nerell ¢ BpPOXICHHBIMU OOJIE3HSIMHU TENaTOOMIMAPHOM CHCTEMBI OTMEYAIOTCS
pa3Ho00pa3HbIe COUYETAaHHbIE HAPYIIICHHUSI TOMEOCTa3a, 00YCIOBIEHHBIC B IIEPBYIO OUYEPEb
HapylIeHneM TakuX (QYHKIUH T[e4eHHM KaK OCKOBOCHMHTETHYECKas, pEryJsTOpHasi,
JIe3UHTOKCUKAIIMOHHAST U JIP., YTO PEaTU3yeTcsi B 3aJEPiKKEe POCTa U JePUIIUTE MacCChl
TeNa, KOTOpbIe SBISIOTCS HauOoJiee OYEBUJIHBIMU BHEHNIHMMU  IPOSBICHUSIMU
XPOHUYECKOU NTEYEHOYHON HETOCTATOYHOCTH.

3aziepKka pocTa BCTpedaeTcst y OOJBIIMHCTBA AETEH, 0KUIAIONINX TPAHCIUIAHTAIIUIO
neucHu [24, 41]. JIns OneHKH aHTPOIIOMETPUYECKUX TMOKA3aTelie MaIMeHTOB JICTCKOTO
BO3pacTa MPOBOAMTCS CPAaBHEHHE JJIMHBI U MAacchl MX Tella CO CTaHAAPTH3HPOBAHHBIMU
MOKA3aTeNsIMKM, XapaKTEPHBIMU ISl JETE B 3aBUCHMOCTH OT IOJIa MU BO3pPAcTa, B TOM
YHUCJIE CTAHJIAPTHBIE OTKIIOHEHUWs. B Xxoze psaa WCCIIEOBAaHUN BBISIBIICHO, YTO CPEIHUMN
pOCT y AeTel ¢ TepMUHAIILHOW cTa/iuell 3a001eBaHus IEUEHN HAXOIUTCS B IMaNa3oHe OT -
1,0 mo -1,7 [24, 41, 113]. JlanHbIe O Bece AeTel 10 TPAHCIUIAHTALMK MOTYT HE OTpaXKaTh
WUCTUHHBIA YPOBEHb THUIOTPO(UHU, MOCKOJBKY 3a4acTyl0 MpU TEPMUHAIBHOW CTalluu
00JIe3HN TICUEHU U TIOPTATLHON TUIIEPTEH3UN O0HEM BHEKJICTOYHOM YKUIKOCTH YBEIUYCH
3a cyeT nepudepruieckruX OTEKOB MATKUX TKaHEW U acliuTa, YTO MaCKUPYyeT UCTUHHBIN BeC
NaIKeHTa.

Takum oOpa3oM, HapylIeHHE pOCTa TAIMEHTOB SBJSIETCS OoJjiee HAICKHBIM
MOKa3aTejeM HEIOCTaTOYHOCTH MHWTAHUS W HaAPYIICHUS CHUHTETUYECKOW IUChYHKIUU
nedeHu. M3ydeHne MeXaHu3MOB Pa3BUTHUS 3aJ€PKKU POCTA y JIETEN ¢ HUPPO30OM NEUYEHU
TI0KA3aJ10 €€ CBSI3b C PE3UCTEHTHOCTRIO K TOPMOHY pocTa [25].

Opnako ciemyer OTMETHTb, UTO B CHJTY OOJIBIIIOrO pa3HOOOpasusi OOJie3HEH TeYEeHH,
Pa3IMYHOMN CTETICHU TSKECTH W JUTUTEIBHOCTU 3a00JIeBaHMsI, HAPYIIICHHE POCTa HE BCET/Ia
CBSI3aHO C TEYEHOYHOM HEeIOCTaTOYHOCThIO. Tak, mpu HeKoTopbix 3aboneBaHusix (CA,
[ICBX 1 tumna) 3anepkka (pU3MYECKOrO PA3BUTHS U HU3KOPOCIOCTh SIBIISIIOTCS OJTHUM U3

CHMIITOMOB OOJIC3HH U HE CBsi3aHbI ¢ PpyHKImei neuenn [1, 117].
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HNHTepecHo, YTo y IeTel ¢ CHHAPOMOM AJIaKUIUIL HU3KOPOCIOCTh SIBJIIETCS OJTHUM
U3 CHUMIOTOMOB OOJIE3HM 3a CYET CHMKEHHOM BOCIPUMMYHMBOCTH K TOPMOHY pOCTa,
00yCJIOBJICHHOM BBICOKMM YPOBHEM ITUpPKyupyroriero I P-ces3piBatorero 6enka. [1o atoit
NpUYMHE, HECMOTps TO, YTO TMOCie TpAHCIUIAHTAlMU TE€YEHH y HUX HaOIromaercs
«IOoTOoHSFOIMI poct (catch-up growth), B otmaieHHON IEPCIIEKTUBE IS ICTEH ¢ TAaHHBIM
JIMarHO30M XapakTepeH pOCT Hibke cpenHenomysimuonHoro [35]. Takum oOpaszowm,
3ajiepKKa pocTa cama 1o cebde, 6e3 Ipyrux MmokazaHWid, HE MOXET PacCMaTPUBATHCS KaK
TIOBOJT JIJIS TPAHCIUIAHTAIMH TICUCHHU Y TTAIMSHTOB C JJAHHOM maToyioruei [77].

[Ipu [ICBX 1 Tuma Takke OpvYMHA 3a0EPKKA POCTa CBA3aHA HE TOJIBKO C
GyHKIIMEH MEeUYeHH, HO U C MU3MEHEHUSMH CO CTOPOHBI MOKEIYJOUYHOU >KEJIe3bl U
KHUIIICUHUKA, XapaKTePHBIMU JJIsi 3TOTO 3a00JIeBaHUs, B PE3yJIbTaTe 4YEro MallUeHTHI
CTpajaloT Tnpody3HO Auapeed C  pa3BUTHEM CHHApPOMa  MaibabcopOumw,
BBIDQKEHHBIMU  DJICKTPOJUTHBIMU ~ HApPYLMICHUSIMH U OEJIKOBO-IHEPreTUYECKON
HEJIOCTATOYHOCTHIO. llocime TpaHCIIaHTaMM NEYEHW JaHHbIE H3MEHEHHUS MOTYT
COXpaHAThCSA, JUOO Jaxe YCWIMBATHCS, YTO MPUBOAUT K 3HAUYUMOW 3a/IepiKKe
¢usnueckoro pazButus [70], a HEKOTOpble BapUaHThl TEHETHYECKHX MYTAIlH,
0OyCJIaBIMBAIONIUX JaHHBIA JUArHO3, aCCOIMUPOBAHBI C TOBBIIMICHHBIM PHUCKOM HE
TOJBKO YKa3aHHBIX OCJIOKHEHHM, HO U (OPMUPOBAHMS LHUPpPO3a TpPaHCILJIAHTATA
MEYCHU, IOATOMY IIOKa3aHUs K TPAHCIUIAHTAIMA Y TAaKHUX IMMAlMEHTOB JOJIKHBI

00CyX1aThCsl MHAUBUAYaIbHO [89].

ﬂemu-peuunueumbt nedyenu nocjie mpancnjiarmauyuu

I[To manmnHbeiM peructpa «lMccnemoBaHuss TEAUMATPUYECKOM TpPaHCIUIAHTALUU
MeYeHW», TIOCJI€ TpaHCIUIAHTAMK (QYHKIMS TI€YEeHW U HYTPUTUBHBIA CTaTyC
HOPMAJIM3YIOTCS, U POCT MALIMEHTOB yCKOpseTCs («IoroHsronmit» poct). Hadop Beca y
JeTel TOoce TPaHCIUIAHTAIMU TEYEeHU MPOUCXOMUT OBICTpee JHMHEWHOTOo pocTa, U
CpeIHHE 3HAYCHHS Beca MPUOIMKAIOTCS K HOPME K KOHIy TEpPBOTO TOJa IOCIe
tpaHnciutanTanuu [99]. OanHako, B psje Opyrux HAOMIOACHUN «IOTOHSIOIIUN» POCT Y

JNETCH-PEIMITMCHTOB HE MPOUCXOIMI JIO BTOPOro roja mocie omeparuu [24]. [etu
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MITaIIe 2 JIET JaXKe C BBIPAKCHHBIM Je(GUIMTOM pOCTa 0 TPAHCIUIAHTAI[MA MOTYT
JOCTHTaTh HOPMAJBHBIX IOKa3aTelieii pocra Tociie Hee, B OTJAMYHE OT JeTel Oosiee
cTapiiero Bo3pacta. J/[narHos marMeHTa J0 TPAHCIUTAHTALMU U MOCICONEPAUOHHbIC
OCJIO)KHCHHSI, B OCOOCHHOCTH CaxapHbId JuabeT, OTPHIATCIHHO BIUAIOT HA
HOpMaJIH3aIuio pocta [25].

B mHacrosimee BpemMs HET ONMyOJIMKOBAHHBIX HCCIEIOBAHUN  IIMTEIHHOTO
HAOJTIOJICHUS 32 aHTPOITOMETPUYECKUMH MOKA3aTeIsIMU JE€TEH-PCIIUITHEHTOB MTEYECHH U
IOTOMY TpPYAHO OIIEHHWTh, HACKOJIBKO ITOJHO BOCCTAHABIMBACTCS HX pOCT B
OTJaJICHHOM MOCTTPaHCIUIAHTAIIMOHHOM Tiepuojie. Hanpumep, 11 n1eTei-penunueHToB
MOYKH BBISIBICHO, YTO CYHISCTBYET MpobiieMa 3aJepKKH POCTa Kak J0, TaK U MOCIe
TPaHCIUTAHTAIIMH, KOTOpas CBsI3aHa CO MHOTHMH IPHUYHUHAMHU, B TOM YHCJIC C IPUEMOM
UMMYHOCYTIPECCaHTOB. J[JIs1 TakuX MalMEeHTOB pa3paboTaHbl PEKOMCHIAIUHM TI0
KOPPEKIIUH 3aIeP’KKU POCTa C TIOMOIIIBIO Mpernapara peKOMOMHAHTHOTO TOPMOHA POCTa
[78].

OtaenbHbIC JUIMTEIbHBIC MOCTTPAHCILIAHTAIIMOHHBIC HAOMIOICHHUS 3a JCThMH-
pelMUEHTaMH TI€YCHH IOKa3bIBAlOT, YTO MPH XOpOoIleld (GYHKIHUH TpaHCIUIaHTaTa
AHTPOITIOMETPHUYECKUE XAPAKTEPUCTHKH JETEH MOTYT MOJHOCTBIO BOCCTAHABIIMBATHCS U
HE OTJIMYATBCS OT 3J0POBBIX JETEll TOro K€ BO3pacTa. Pe3ynbTaThl pPa3sIHYHBIX
WCCIICIOBAHMM, ITOCBSIIEHHBIX H3MEHCHHMIO pPOCTa JAETed IMOCiae TpaHCIUIAHTAIUN

MIEYSHH TPEJICTAaBJICHBI B TaOIHUIIE 3.

Tabnuya 3 — Pocm oemeiti nocie mpancnianmayuu nevenu [73].

N Height SDS at OLT ~ Height SDS post-OLT A Height SDS At follow-up, y

Renz et al (32) 48 (<2y) -1.7 -0.3 +1.4 3

19 (2-7y) =22 -2.6 -0.4 3

29 (>7y) -1.1 -0.8 +0.3 3
Codoner-Franch et al (33) 131 -1.3 -0.9 +0.4 4
Bartosh et al (36) 221 -1.6 -14 +0.2 4
McDiarmid et al (34) 236 -1.72 -14 +0.32 5
Viner et al (35) 107 -12 —0.8 +0.4 7
Scheenstra et al (12) 64 -1.7 -1.2 +0.5 5
Alonso et al (31) 1143 -1.55 -0.68 +0.87 3
Birmingham (unpublished) 280 -1.19 -0.8 +0.39 10

OLT = orthotopic liver transplantation; SDS = standard deviation score.
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(DaKmOPbl, sjiuAaouiue Ha pesyjiomam mpancnianmauuu neuenu

HecMmoTps Ha BBICOKHE MOKA3aTENN BBKMBAEMOCTH PELIUIIMECHTA U TPAHCILIAHTATA,
MIPOJIOJDKACTCS TMTOUCK (PaKTOPOB, OMPEACIISIONINX PE3YIbTaThl TPAHCIIAHTAIINY TICYCHH
[74,102, 123].

B panHmx paboTrax Mo aHajan3y acCOIMHUPOBAHHBIX C BBIKHBAEMOCTHIO (haKTOPOB
OBLIO BBISBJICHO, YTO HAMOOJIEe BAXKHBIM SBIISIETCS COCTOSIHUE JETEU-PEIUITUEHTOB 10
TpaHCIUTaHTauu TnedeHu [26]. B mocnmeaHux wcciaemoBaHUSX TOKA3aHO, YTO PaHHSS
BBDKMBAEMOCTh JCTEH-PEIUIIUCHTOB TEUYEHH CBs3aHA C Maccod Tena peOeHKa,
nokasatesieM 1o mkaie PELD, strnonorueii 3a0oeBanus e4eHu, pa3BUTHEM TPOMOO3a
HOPTAJILHON BEHBI U MEPBUYHOMN nuchyHKIMU TpaHciuiantata [60, 74]. IlpuBencHHbIC
JJAHHbIE CBUJETEIBCTBYIOT O Ba)XHOM 3HAYEHUU JI1 BBDKMBAEMOCTH MAacChl Tella
pELMIUEHTA, KOTOpas MpsIMO 3aBUCUT OT TopMoHa pocta. CucTteMa TOpMOH pOCTa-
N®OP-1 KOHTpoOJMpYyET KJIETOYHBIM POCT M TECHO CBsA3aHa ¢ (PYHKIUEH IMEYEHHU, YTO
MOXET ONPEACIISThH €€ BIMSIHUE HA BbDKUBAEMOCTh PELIUIINUEHTA U TPAHCIUIAHTATA MOCIIEe
TpaHcIutanTanuu neuenu [107, 145].

[IporHo3upoBaHrue KpPaTKOCPOUHOM  BBIKHMBAEMOCTH  PEUUIIHUEHTOB  TOCIE
TPAHCIUIAHTALIMMU [I€YEHU UMEET MEPBOCTENIEHHOE 3HAYEHUE B TPAHCIIAHTOJIOTUHU, TAK
KAaK paHHss JIETaIbHOCTh MOYKET COCTaBIISATh OCHOBHYIO JIOJIIO0 OT oOmed 5 wim 10-
aetHer JnetanbHOCTH [3, 54]. OmHako, B Hacrosiee BpeMs HET OOIICIPUHITHIX
METOJ0OB TPOTHO3UPOBAHUSI BBIKMBAEMOCTH JCTEH-PEUUIIUCHTOB MEYEHU MOCIIe
TpaHCIUIAHTAIIMK, KOTOpPhIE IOMOIVIM OBl PAcCUMTHIBATH PUCKHM M aJalNTHPOBAThH
Tepanuio. Bamuauzanus MeETOAOB MPOTHO3UPOBAHUS HA OCHOBE OOBEKTUBHBIX
MoKa3aTeyel SBIAETCS TMEPCIEKTUBHBIM MOAXOJIOM K JaJbHEHIIEMY YIy4YIICHHIO
PE3yJIbTaTOB TPAHCIUIAHTAIIMH TeueHu aetsaMm [ 74, 102].

[IpuMeHsieMble B HACTOSIEEe BpeMs B TPAHCIUIAHTOJOTUM IIKalbl OCHOBAHBI,
[JIABHBIM 00pa3oM, Ha TEKYIIMX KIMHUYECKUX M OMOXMMHYECKHX I1OKa3aTelsax
pEeLMIMEHTa W JOHOpPAa W HAaNpaBJEHbl HA OLEHKY KPAaTKOCPOYHBIX PE3YJIbTAaTOB
TPAHCIUIAHTAILINM, TOT/Ia KaK TPAHCIJIAHTOJIOTHS HYKJAAETCS B MOJEINISIX OLIEHKHU CpPEJIHE

N JOJIrOCpOYHBIX IMPOTHO30B BLDKHMBACMOCTH TpPAHCIINIAHTATa W PCHUIIMCHTA, OLICHKHU
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PUCKOB OCTPOTO H XPOHHUYECKOTO TOBPEKACHHWS TpPaHCIUIAHTAaTa, a TaKkKe
3¢ (HEKTUBHOCTH KIMMYHOCYIIpecCHBHOM Tepamuu [97, 98].

JIJ1st OIIEHKH CTETICHH TSKECTH TICYCHOYHOW HEJOCTAaTOYHOCTH W MPOTHO3a JKU3HU
TJIABHBIM 00pa3oM TPHMEHSIOTCS JIB€ MPOTHOCTUYECKHE IIKAIbl: KIACCU(PUKALINS
Child-Turcotte-Pugh, (CTP, mo umenn co3nateneii) u mkaira MELD (ot anri. Model
for End-Stage Liver Disease — momens s TEpMHHAIBHON cTaauu 3a00JCBaHHUS
neuenn). lllkana MELD wucnone3yetcs ¢ 2000 roaa, koraa ee pazpadotanu B CIHIA u
BIICPBBIC MPUMEHUIIN JIUISI IPOTHO3UPOBAHUS 3-MECSYHON BBKUBACMOCTH Yy TAITUCHTOB
C XpoHMYECKMMHU 3a0oyieBaHUsSIMU TeueHU. Tawke oreHka mno tmkaite MELD
YYUTBIBACTCS TIPU OMNPEACICHUA CPOKOB BBITIOJIHCHHUSI TPAHCIUIAHTAIUNA TICYCHHU.
Onenka B JaHHOH MOJETH PACCUMTHIBAETCS HAa OCHOBAHHWHM TPEX JIAOOPATOPHBIX
noKasaTelied — YpOBHS KpeaTWHWHA, oOImero OunupyOMHa U MEXIyHapOHOTO

HOopManu3oBanHOTO oTHOoeHuss (MHO), mo cienyromeit popmyte [29]:

0,957 x In (kpeamunun me/on) + 0,378 x In (bunupyoun me/on) + 1,120 x In (MHO) + 0,643 (@8]

MELD — uyucnoBas mkana co 3HadeHueM oT 6 no 40. Yem Oonpiie OaiioB
HaOupaet naueHT no MELD, TeM Tskesnee ero cCoCTosiHuE U TeM 0oJiee OH HYKJ1aeTcs
B HEOTJIOKHOM ollepanuy. 3HAYEHHsI TPEXMECIYHOM JIETAIbHOCTH B 3aBUCUMOCTH OT
KojuuecTtBa OaysoB no mkaine MELD cocrtaBnstoT: 9 0anioB U MeHee — JIETaIbHOCTh
2,9%; 10-19 6amioB — neranbHOCTh 7,7%; 20-29 6annoB — jetanbHOCTD 23,5%; 30-39
oamnoB — netanbHOCTh 60%; 40 GamioB u Oosee — neranbHOCTh 81%. IlpuMenenue
JAHHOTO  TIOKa3aTensi pPEKOMEHJI0BaHO «PoccuiickuM — TpaHCIIAaHTOJIOTMYECKUM
obmectBom» (PTO) B HaMOHAIBHBIX KIMHHYECKUX pekoMeHmamusax «llocmepTHoe
JOHOPCTBO opranoB» 2016 roxa.

[Ikama PELD (pediatric end-stage liver disease) sBAsieTCS NPOM3BOIHBIM OT
MELD u npumeHsieTcs y nerei 10 12 et Ha OCHOBaHMWH HECKOJBKO MHBIX ITOKa3aTeNnen
C Y4YeTOM OCOOEHHOCTEeW TeueHus 3a00JIeBaHMI TEUYEHW B JIETCKOM BO3pacTe —
YUUTBHIBAIOTCS YPOBEHb ajibOymuHa, odmero ownupyomna m MHO. ®opmyna ans

pacuera oreHku 1o mkajue PELD:
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0.436 (echu sospacm menee 1 2o00a) — 0.687 X In (anv6ymun, g/dL) + 0.480 x In (obwuii
ounupyoun, mgldL) + 1.857 x In (MHO) + 0.667 (eciu umeemcs 3a0epaicka pocma) (2)

PesynbraT OKpyriserca OO0 JECAThIX AOJEH, MOcie 4ero yMHoxaercs Ha 10;
nabopaTtopHble pe3yabTaThl, coctaBisaoomue menee 1,0 — okpyrmstores go 1,0.
[Tpumenenue nokasarenss PELD pexomennoBano PTO.

[IporHo3upoBaHue  pe3yibTaTOB  TPAHCIUIAHTAMM  JAE€T  BO3MOYKHOCTH
UCIIONB30BaTh 0Oo0Jiee MEPCOHAIM3HPOBAHHBIA MOAXOJ K ONTHUMHU3AIMU TEpamuu Ha
PaHHUX CpoKax mocie onepaund. IIIUpoko MpuMeEHsseMble B HACTOSLIEE BPEMSI METO/IbI
IIPOTHO3UPOBAHMUS BBIKMBAEMOCTH ITALIMEHTOB C IEYEHOYHOW HEJOCTATOYHOCTBIO Ha
OCHOBE KOMIUIEKCHBIX IMOKa3aTene, Takux kak MELD, wmm pe3ynapTaThl
OMOXMMHMYECKUX HCCIIET0BAaHUM, OTpaXKaroIMX (PYHKIUIO NIEYEHU, HAIPUMEDP, YPOBEHb
anpbOyMHHa, HEAOCTaTOYHO J(P(DEKTUBHBI, OTYACTH OTO MOXKET OOBICHATHCS
IIPOBOJAUMOM VHTEHCUBHOU 3aMECTUTEIIbHOU Tepanuen B paHHEM
MOCTTPaHCIUIAHTAIIMOHHOM TMEPHOJIC y PEIMITUEHTOB TieueHu [71, 112, 143].

B nocnegnue gecATUNETHS] YCKOPUIIOCH CO3aHUE HOBBIX MPOTHOCTUYECKUX IIKaJ,
JUTSL yIy4IIEHUs MPECKa3aTeIbHOW CHUIIbI IIKaIbl CTadd KOMOWHUPOBATH C JAPYTHMHU
MPOTHOCTHUYECKH 3HAYMMbIMU (AKTOpaMHu, B PE3yJIbTaT€ YEro IMOSBHINCh UX
MO TUBUKAIH, KaXk1as U3 KOTOPBIX UMEET CBOU IPEUMYIIECTBA U HeocTaTKH [29].

OtcraBanue B pocTe M JAeQUIMT MacChl Tena y Jnaered ¢ 3a00yeBaHUSIMU
renaToOMIMapHOM CHUCTEMbI, OUYEBUAHO, CBsi3aH ¢ ropmoHoM pocta (I'P), kimroueBbiM
(bakTOpOM peryssii pocTa B OpraHu3Me 4eJ0BeKa, KOTOPbI MOXKET CIYKUTh BaXKHBIM

IMOKa3aTCJICM, OTPAXKAOIIUM COCTOSAHUC pe6eHKa IIpHU TPpAHCILNIAHTAIWH IICYCHHU.



32

1.4 Posib ropMoHa pocTa NpM TPAHCIJIAHTAIUM TeYeHU JAeTAM

Du3zuonozus 2OPpMOHA pocma

Cucrema TOpMOH pocTa/MHCYJIUHONOA00HBIH dakTtop pocta 1 (UDP-1) asnsercs
BAKHEMIIEN PETYJIATOPHOM CUCTEMOM OPTraHW3Ma, KOHTPOJIMPYIOIIEH KIETOYHBIN POCT,
oO0IHif MeTabOIM3M U TECHO CBsi3aHa ¢ PyHKIMeH neyenu [28, 59, 137].

BreipaboTka ropMoHa pocTa MpPOUCXOJUT B MepeAHed Jone rumnopusza ¢
OINPEJEICHHOW YaCTOTOM U aMJIMTY0M MUKOB, U3 TUIO(PHU3a B KPOBb TOPMOH MOCTYIAET
Kaxable 3-5 yacoB. B 3aBHUCHMMOCTH OT mozia U BO3pacTta, XapakTep CEeKpeluu ropMoHa
pocta oTiMyaercd, HauOosblee conaepxkaHue I'P B KpoBM ompenensieTcss B NEPHOJ
BHYTPHUYTPOOHOTO pa3BUTHs IUIOJA, @ IO MEpE B3pociieHHus 0a30BbId ypoBeHb [P, a
TaK)K€ YacTOTa W aMIUIUTyJa IMKOB €ro BbIpaOOTKM CHMKatTca. PedepeHTHbIe
3HAYEHHUS BEJIMYMHBI TOPMOHA POCTa B KPOBU ISl B3POCIIBIX COCTaBIAIOT 1-5 Hr/mi, a
s geteit 1-3 et — 2-10 ur/ma [16].

O¢ddextet I'P Ha oOpraHbl-MHIIEHH peaM3yIOTCAd 3a CYET (PYHKUMOHUPOBAHUS
CHCTEMBI, BKJIIOYAIOIIEH caM TOPMOH pPOCTa, €ro MEOUaTophl, B TEPBYIO OYEpeb,
MHCYIMHOTOI00HBIN (hakTop pocta 1 (MDP-1), a Takke Heckonbko pazHoBUaHOCTEH DP-
1-cBs3pIBarOIMX OENKOB, MpoTeasbl 1 MeMOpaHHble peuentopsl kK I'P u UOP-1. Crektp
TKaHEH-MUILIEHEH TOpMOHA poCTa JOBOJBHO HIMPOK Orarojiaps HaIMYMIO Ha MeMOpaHax
MHOTUX THUIOB KJIETOK CHEIM(UUECKUX TPaHCMEMOPaHHBIX PELENTOPOB; B YACTHOCTU OHU

UMEIOTCS Ha MeMOpaHax renarorutos [32, 147] u iumdormton [127, 141].

Pecynayus pocma

Opaum w3 TiaBHBIX d(dexkroB [P sBnsercs ero BiusHHME HA PETYISAIUIO
JMHEHHOTO pocTa B JIeTCTBE. Yepe3 CBOM peLenTopbl Ha rernaronuTax FOPMOH pocTa
peryaupyer mpoayKIUu0 HHCYIHHOMOA00H0TO (hakTopa pocta 1 (MDP-1) B meuenu, rae
cuntesupyercst 90% MUDP-1, koropsiii nupKynupyeT B KpoBu. B cBoto ouepens, UOP-1
uHruoupyet cunte3 I'P mo nmpuHiuny orpunareabHoi o0patHoi cBs3u [5, 48]. O6mas
CXeMa HeHporyMopaibHONl peryisiuu pocta yepe3 cuHre3 HWMOP-1 B neueHu

Mpe/CcTaBlieHa Ha PUCYHKeE 4.
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'MnoTtanamyc

ComartocTaTtuH

\

v, Munodus

¥

UDP-P TKaHU-MULLEHU

D
o (o

*UDP-1 — uncynunonooobmwviti axmop pocma 1, HUDP-CH — HDP-csazvisaowuii  Oeok,
HDP-P — peyenmop k HDP

Pucynox 4 — Cxema meiipocymopanvhou pe2yisiyuu pocma CUCMeMOU 20PMOH
POCMA/UHCYIUHONO0000OHbIU (hakmop pocma 1[63]

Kpome srtoro, I'P urpaer BaxkHyl0 pojib B KOHTpoJie oOmIero meradboinsma BO
B3pociion *ku3HU. Metabonudeckue 3¢ dextol ['P BKIIOUAOT yBETWUYEHUE JIUMOIU3a U
CUHTEe3 Oelika, a TaKKe CHUKEHUE YYBCTBUTEIBHOCTH K WHCYJMHY IEYEHOYHOU H
MBIIIEYHOM TKAaHEH W IIOIVIOIIEHWI0 HWMH TJIOKO3bl. [P o00ilamaer CHIbHBIM
JUNOJUTUYECKUM 3(D(PEKTOM MPEUMYIIECTBEHHO HA BUCLIEPATIBHYIO JKUPOBYIO TKaHb, C

MEHBIINUM BO3JICMCTBUEM Ha MTOAKOKHYIO dKUPOBYIO TKaHb.
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Bnusanue zopmona pocma na pynxkuyuio neuenu

[leueHp sBISETCSI OMHUM W3 CaMBIX KPYITHBIX BHYTPEHHUX OPraHOB 4YeJIOBEKa, Y
pebenka ona cocrtaisietr 4,4% Maccel Tena, uto B 1,5 paza Gosmbliiie, 4eM y B3pOCIOro —
2,8%. Crnemgyer OTMETHTh BaXHOCTh M MHOTOOOpa3ue (PYHKIMI TICUYCHH y TS paHHETO
BO3pAcTa: 3TO HE TOJBKO MPOAYKIWS KEITIH, OOmmi 0OMEH, JETOKCUKAIUSA, HO H, YTO
BOXHO I JICTCH-PEIUITMEHTOB, TICYeHh Pad0TaeT Kak MMMYHHBIA OpTaH, MOIICPKUBAsS
oOIIMii TOMEOCTa3 OpraHu3Ma.

['opMOH pocTa W MHCYITMHONOAOOHBIM (hakTOp pocTa 1 peryiupyroT MeTadboau3Mm
reraTolUTOB W WIPAIOT OIPENEICHHYI0 POJib B PETYJSIMH CTearo3a, BOCMAJICHUS U
¢bubpo3a neyenu [85].

Cucrema I'P/M®P-1 crnocobHa OCYIIECTBIATh pEryisiuio (udpo3a IMEYEHU U
Onaromapsi BO3JIEHCTBHIO dyepe3 TpaHcMeMmOpaHHbie perenTtopsl kK UDP-1, u ¢ moMoribio
peryimsuuu - apyrux  npoduoporenHbix  (pakropoB [40, 108]. Tak, BbIpakeHHBIH
npodubOporeHHplii  3)PEKT OKa3bIBACT AaKTUBAIIMSA 3BE3MYATHIX KJICTOK IICUCHH,
criocoOcTByromas obpa3zoBaHuio (uOPOOIACTOB TOJ BO3JACHCTBUEM OKCHAATUBHOIO
cTpecca, MOBBIICHHOTO YPOBHS BOCTAUTEIBHBIX ITATOKMHOB WM XPOHUYECKON TPaBMBI
[90]. Beuio BeisBiIeHO, uTo MDP-1 MeeT CBOWCTBO MHAKTHBHPOBATH 3BE3AUaThIC KIETKH,
TEM CaMbIM ITOJIaBJISIA TIporiecc (UOpPo3UpOBaHKS B edeHOUHOM TKaHu [88].

B xo1e nccnenoBanuil BBISIBIICHO, YTO Y MTAIMEHTOB B3POCIIOrO BO3pacTa ¢ HUPPO30OM
TICYCHU YPOBEHb TOPMOHA POCTA 3HAYUTEIILHO MPEBHIIIACT TAKOBOW Y 3I0POBBIX JIFOACH B
CBSI3W C HapylieHueMm BbIpaboTku M@PP-1 B medyeHn npu TEPMUHATBHOW CTaguM €€
3a0oneBanust [48]. Takxke Mmoka3aHO, YTO YK€ CIYCTsS HEICIIO IOC/C TPaHCIUIAHTAIUH
MEYCHU BEJIMYMHA YPOBHSA TOPMOHA POCTa B KPOBH B3POCIBIX PEIUITUEHTOB
HOpMayu3yeTcs, a koHreHTpanus UDP-1 — noseimaercs [61].

Coneprkanue TOpMOHa POCTa B KPOBH, KOTOPOE 3aBUCHUT OT (DYHKIIMH TICUCHH, TAKKE
OTpeneNsieT COCTOSHHUE OpraHa, Oyiarogaps YeMy MOKeT OBITh IPHUMEHEHO Kak
JIOTIOJTHUTENILHBIA (PAaKTOp OLIEHKH COCTOSIHUSI M (DYHKIIMM TICYCHH Yy TIAIUEHTOB C €€

XPOHUYECKUMHU 3a00s1eBaHusIMH [ 79].
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Ippexkmul 20pmona pocma Ha UMMYHHYIO CUCHIEMY

3HAUNTENBHOE BHUMAHUE MIPUBIIEKAET POJIb TOPMOHA POCTA B PETYIISLIMA UMMYHHOTO
otBera [84, 141]. U3BecTHO, YTO MMMYHHAS U HEHPOIHIOKPUHHAS CHCTEMbI UMEIOT O0IIIHe
JUTaHAbl U PELENTOPbl, YTO OOECHEeUMBACT WX B3aUMHYIO PETYJIHio. Tak, KIETKU
MHUKPOTJIMM B LEHTPAJbHOM HEPBHOM CHCTEME CHOCOOHBI BhIpaOaThIBATh MHOTHE
LIUTOKHUHBI, a KJIETKM MMMYHHOH CHUCTEMbBI MOT'YT HPOAYLMPOBATh HEUPOIHIOKPUHHBIE
TOPMOHBI, TAKHE KaK TUPOTPOIHBIH, TPOJIAKTUH, TOPMOH pocTa u Apyrue [65].

Takxe KJIEeTKH IMMYHHOM CUCTEMbI UMEIOT PEIENTOPhI K TOPMOHY pocTa, Ojaroaaps
KOTOPBIM PEAIM3YETCs €r0 y4aCTHE B IMMYHHOM OTBETE 3a CUET MPSAMOrO BO3JACHCTBHS Ha
OCHOBHBIE TUITBI UMMYHHBIX KJIETOK. A MHOTHE IIUTOKMHBI MOTYT OKa3bIBaTh BIIMSHUE HA
NPOAYKIIMIO TOPMOHA pocTta TurmoduszoMm: uHTepnehkuasr (I1L-2, 1L-6, IL-11, IL-1) u
LWIMapHBIA HEeWpoTpoduyeckuil (akTop CTUMYIHPYIOT BbIpaOOTKY TOpMOHa poCTa, a
Tpancopmupyromuit paxtop pocra 6era (TGF-b) u dakrop Hekposa omyxonu aibda
(PHO-a) MoryT nHrHOMpoBaTh ero cekpenuto [9, 50].

Kpome Ttoro, I'P ywactByer B pa3BUTMM HMMMYHHOM CHUCTEMBI, CTUMYJIUPYET
npoxykiuio 1mrokuHoB (IL-1, IL-2, IL-6, umutepdepona-c, TGF-b u ®PHO-a) [58],
T pepeHIIIPOBKY HEUTPO(PUIIOB 32 CUET YCHIICHHS SPUTPOIIOd3a U MPosMepaIiiiv KJIETOK
KOCTHOT'O MO3I'3, & TAK)KE CTUMYJTPYET MPOITUQEPaIHIo U SKCIIOPT TUMOIHTOB [9, 45].

Bmecre ¢ Tem, [P  mpemorBpamaer amonro3  ammMdouutoB  [140].
OKCIIEpUMEHTAJIbHBIE MCCIENOBaHMs IOKa3aJd, 4YTO Yy KpbIC, KOTOpBIE MOIy4au
JIEKCAaMETa30H WJIM TEPEHECIH XUPYPruYecKoe BMEIIATENbCTBO, BBEJACHHME Iperapara
TOpPMOHA poOCTa YIy4llalo UMMYHHBIA OTBET, YTO CBUJIETENBCTBYET O criocoOHocTH I'P
NPEJOXPaHATh KIETKW HWMMYHHOM CHCTEMBI OT HWMMYHOCYIPECCHUBHOIO JEHCTBUS

TJTFOKOKOPTUKOCTEPOUIOB. [84].

Bauanue COPpMOHA pocma Ha npodwzofcume/lbnocmb HCU3HU

B nocnennue necsatunetrs OONbIIOe BHUMAHKE YJCISICTCS MCCIICIOBAHUIO CUCTEMBI
['P/UDP-1 B cBs3M ¢ UX BIAMSHUAEM Ha TIPOIOJDKATEIILHOCTh M KAYeCTBO JKU3HU [23], uTo B

TOM YHMCJIC UTPACT BAKHYIO POJIb ITPU TPAHCIIAHTAILIUK TICUCHH.
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BBISIBIEHO HECKOJBKO MYTallMi, KOTOPbIE YMEHBIIAIOT CEKPELMI0O FOPMOHOB OCH
['P/UDP-1 u cBs3aHbl ¢ yIJIMHEHUEM >KU3HH Yy MbIiied. CBs3b HU3KoM akTUBHOCTH I'P C
JUTMTETILHOCTBIO JKU3HM Y MBIIIEH TMO3BOJIMIA MPEANONOKHUTh, YTO (hapMalieBTUIECKOe
uHTruOMpoBanue AerictBus I'P MoxeT 3aMeuTh crapenue. Takxke ObUTo 0OHAPYKEHO, YTO
y TeH-MOAN(UIIMPOBAHHBIX KUBOTHBIX ¢ HU3KMM ypoBHeM ['P, UOP nmm ux peuentopon
HU3Kasg KOHLIEHTpalUsi TOPMOHA pOCTa AaCCOLMMPOBAHA HE TOJBKO C OOJIbIIEH
MIPOJOJDKUTENILHOCTBIO KU3HH, HO U YCTOMYMBOCTBIO K OKCUIATUBHOMY CTPECCY, a TAKKE
C HU3KOM 4aCcTOTOM pa3BUTHS CaXapHOIo JuadeTa U 3JI0KAYECTBEHHBIX HOBOOOPA30BaHUH,
JIBYX OCHOBHBIX MPOOJIEM, CBSA3aHHBIX CO cTapeHHreM uesioBeka [72, 80]. V mromeit Taxke
ObUIM  WJIEHTHU(QUUMPOBAaHbl  NOJOOHBIE  MyTallMM, OJHAKO WX CBSI3b C
IIPOJOJDKUTENILHOCTBIO JKA3HU IO HACTOSIIIIETO BPEMEHH HE TTOKA3aHa.

HutepecubiM npumepom siisiercst Curzipom Jlapona (LS) — penkoe reHeruyeckoe
3a00JIeBaHUE 3HIOKPUHHOW CHCTEMBbI, BO3HUKAIOIIEE W3-3a MYyTAllMM T€Ha pEelenTopa
ropmona pocta (GH-R) 1 00b14HO CBsI3aHHOE C KapIMKOBOCTHIO, OKUPEHUEM U BHICOKUM
YPOBHEM TOpPMOHa pPOCTa B KpOBU. LS ydmre Bcero oOxapakTepu30BaH B CIIEKTPE
BpokaeHHOro jaeduiuta MOP-1. DnuaeMuonornyeckuil aHamu3 ToKasala, 4YTo Y
MAUEHTOB ¢ LS nmpakThUyecKky HUKOT/Ia HE Pa3BUBAETCA PakK, TOTJAa KaK y FeTePO3UTOTHBIX
YIEHOB CEMbM  PACIpPOCTPAHEHHOCTh paka aHaJOrMyHa  OOIIEd  MOMYJISILHH.
[TomHOreHOMHOE TTpOMIMPOBaHKE MAIMEHTOB ¢ LS mokasano, 4To reHsl, y4acTBYIOLIUE B
KOHTpOJIE KJIETOYHOTO IMKJIA, pOCTa U OHKOTEHHOW TpaHCc(OopMalliu, MOJABISIOTCS MPU
LS, 4ro, mo-BuAMMOMY, OKa3bIBaeT OOJBIIOE BIMAHKWE Ha MposMdepalrio, arnomnTos,
PEaKIMIO Ha OKCHIATHBHBIN cTpece | T.1. [142].

B psine pabot moka3zana cBs3b cuctembl [ P/UUDP-1 ¢ BEDKMBAEMOCTBIO PEIUIIMEHTA U
tpancmiantata [96, 107]. Tak, Obuia BbIsBIIeHa CBsA3b ypoBHe I'P u UDP-1 B kpoBu
B3POCTIBIX PEIUITUEHTOB MIEUYCHU TOCIIE TPAHCIUIAHTAIIMHU C BBIKHBAEMOCTBIO B TEUEHHUE 3-X
mecseB U 3-x Jer [126]. A uccnenoBaHus, POBEJACHHBIE B HamieM LIeHTpe, mokaszanu
CBsA3b cozepxkanus ['P B kpoBU JeTEN-PELIMIIMEHTOB NIEYEHU C BBDKMBAEMOCTBIO B TCUEHUE

6-Tu MecsitieB [8].
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3nauenue 2OPpMOHA pocma npu mpancniarmaunuu neuenu

B KIMHMYECKOM MpakTUKE HM3MEPEHHE YPOBHS TOPMOHA pPOCTa IMPUMEHSETCS B
OCHOBHOM TIpH OOCJICIOBAaHWU OOJBHBIX ¢ HapymeHusmu pocta [5, 91, 106]. OmHako
HIUPOKUIM criekTp 3((EeKToB ropMoHa pocTa MO3BOJSET MpeArnoiaraTb M U3y4darh
BO3MOXHOCTU WX HCIOJb30BAHUS JJIsi MPOTHO3UPOBAHUS U JUATHOCTUKU COCTOSHUS
MAIMEHTOB ¥ TIPY JPYTHX 3a00JICBaHUX, BKIFOUas Oosre3Hu neyenu [48, 139, 146].

Ponb ropMoHa pocTa npu TpaHCIUIAaHTALIMK IIEYEHU ACTAM 3aKII0YAETCs B PETYJISLIUN
AHTPOTIOMETPUYECKUX TOKa3aTeNIe, BO3AECUCTBUU HA (YHKIUIO MEYEHU U HMMYHHYIO
CHCTEMY, a TaKKe€ BIUSHHH HA Ka4eCTBO M IPOJOLKUTCIHLHOCTH ku3uu [17, 52, 80, 93,
129, 137, 141].

Hecmotps Ha Oonblnoe uucio uccienoBaHwii ponu [Py nmereil u B3poOCIBIX,
KOJIMYECTBO pabOT, MOCBAIICHHBIX BiIUsHUIO ['P Ha pe3ynbTarsl TpaHCIUIAHTAIIMK TICUEHU
netsiM HesHaunuTenbHO [96, 106, 122]. M3ydeHne HeHpOryMOpanbHOU perysisinui (QyHKIUH
TPaHCIUIAHTAaTa y JETEU-PEUUIIMEHTOB NEYCHU IPEACTABISIET KIMHUYECKUM W HAay4YHBINA
MHTEPEC, B TOM YUCJIE JIJIs ONIPENIEICHUSI BOBMOKHOCTH U 11EIeCO00Pa3HOCTH MPUMEHEHUS
TOPMOHA POCTa B IMArHOCTUYECKUX U TEPANEBTUYECKUX IIETISX, a TAKXKE JJIsi TOHUMAHUS
CBsI3el MKy HEHpPOIHJIOKPUHHOW CHCTEMOW M (haKTOpamMu, BIUSIOIIMMHU Ha (PYHKIIHIO
nepecaxeHHoM neueHu [61].

YpoBeHb TOPMOHA pOCTa B KPOBU JAeTel C 3a00JICBaHUSIMHU TE€YEHU MOXKET OBITh
MPAKTUYECKH TPUMEHUM JUI OIICHKH CTENCHM HapyIIeHUs (DU3MYECKOTO Pa3BUTHS, a
TaKKe JiI1 MOHUTOPUHTA BOCCTAHOBJICHMsSI TopMOHabHOM ocu [P/UDP-1 mnocne
tpauciuianrtamuu [8, 9, 10].

bonpmioe 3HaueHHE MMEET WM3YyYEHHE POJIM TOPMOHA POCTa B HEUPOTYMOPAIBHOU
perymsiiuu pyHKIMKY TPaHCIUIAHTUPOBAHHOM MEYEHH Y JIeTel paHHEro BO3pacTa, Tak Kak
OHO OTKPOET HOBBIE BO3MOXXHOCTH OILEHKA  (DYHKIIMOHAIBHOW  CIIOCOOHOCTH
TpaHCIUIAaHTaTa HEWHBA3UBHBIMM METOJaMH, a TaKXKe CO37acT BEKTOp JUIS Pa3BUTHS

NepCOHU(PUIIMPOBAHHON TEPATTHH.
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IJTABA 2. MATEPUAJIBI U METO/IbI UCCJIEJOBAHUA
2.1 XapaKkTepuCTHKA NAIMEHTOB, BKJIYECHHbIX B HCCIC0BAHUE

C mas 2008 roga (Hayano mporpaMMbl TpaHCIUIAHTalMU TedeHu aetsim B OI'BY
«HMUL TUO um ak. B.W. IllymakoBay M3 P®) o maii 2023 roga BeimonneHo 1204
TpaHCIUTAHTAIIMKM TI€YEHU TalueHTaM jAeTckoro Bospacta: 1059 rtpancmnantamuii ot
KHBOT'O POJICTBEHHOTO J0HOpa (88%), B ToM urcie 17 CHMyJIbTaHHBIX TPAHCIIIAHTAIHI
(dparmeHTa He4eHHn M NMOYKM M |1 — (QparmeHTa NMeYeHU W TOHKOM KHUIIKU; u 145
TpaHCIUTAaHTAIlMKA OT mocMepTHOro noHopa (12%), B Tom umciae 9 CHUMyJIbTaHHBIX
TpaHCIUIaHTAlMI MeueHu (Mubo ee ¢parMeHTa) M MOYKH, a Takxke | cuMylbTaHHas
TPaHCIUIAHTALIMS [IEYEHU U MOKETYIOYHOM KeJe3bl U | — MeUeHU U JIETKUX.

B onucanHoe Hamu uccienoBanue ObLIM BKItoueHbl 104 pebeHka, u3 KOTopbix 43
MajbuMka U 61 neBouka, B Bo3pacTte 10 5—TH Jyetr (60 mecsieB) C TEpMUHAIBHOU
CTaJue pa3NuyHbBIX 3a0o0yieBaHUIl medeHu. B cTpykTypy 3a0ojieBaHMIl BXOIWIIU:
aTpe3ust xkemueBbBOAATMX MmyTel (AXKBII, n=63), rumommasus KeadeBBIBOIAIINX
nyteir (IDKBII, n=10), nporpeccupyomnuii ceMeiHbIii BHYTPUIIEYCHOYHBIA XOJIeCTa3
(IICBX, n=10), cunnpom Anaxusist (n=7), 6one3ns u cuuapom Kaponu (n=5), a Takxke
octaibHble (N=9), YHCIO KOTOPHIX HE MpeBBINANO 3X ciay4aeB: AehuiuT anbda-1
AHTUTPUIICUHA, B TOM uuciie (yapmuHanTHas ¢opma, cuHapom Kpurnepa-Haiisipa,
TUpo3uHeMus, Oone3nb ['mpke, cunapom banna-Kuapu, remaroOiactoma, aHomamus
pa3BUTHUSL BOPOTHOU BEHBI.

['pynmny cpaBHEeHHS cocTaBWIM 16 mpakTUYECKH 3M0pOBBIX AeTeit (7 meBodek u 9
MaJIbYMKOB) B Bo3pacte OoT 3 1o 25 (MemuaHa - 12) mecsieB, 00CIICIOBaHHBIX TOCIE
JedeHusl AUCcOaKTepuo3a KHUIIEYHHUKA. AHTPONOMETPUUYECKHE TMOKa3zaTenu AeTell u3
IPYIIbI CpaBHEHUS (BeC M POCT) BXOAWIH B 25 — 75 MEpUEHTUIN, YTO COOTBETCTBYET

Cp€aAHNM MONMYJIALNOHHBIM 3HAYCHHAM.
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2.2 MeToabl 00c/1e10BAHUSA NAIIUNEHTOB

O6CJ'ICI[OB3HI/I€ [MaOUCHTOB OO0 TpaHCIUIAaHTAlMM IICYCHU IIPOBOJAHIIOCH IIO

YTBEPKACHHOMY IIPOTOKOIY, KOTOPBI MpUBECH B Ta0nuie 4.

Tabnuya 4 - Ilpomoxon obcredosanus Oemeli-peyunueHmo8 neyeHu nepeo
mpaucnianmayuetl
Ilpuem COop 1 aHaJIN3 aHAMHECTUYECKUX JTaHHBIX

eépaua-neouampa

DOU3UKAIIBHBIA OCMOTP

Jlabopamopnuie
Memoowl
uccieooeanus

buoxumudeckuil ananusz Kkposu: ounupyouna u ero ¢ppakuuu, ACT,
AJIT, ITT, kpeaTuHuH, MOYEBHUHA, OOHUK O€NOK, ambOyMUH,
TJII0K03a + YPOBEHb MUKPOXJIEMEHTOB JIJIsl KOHTPOJIS UX Aeduimra +
ypoBeHb anb(padeTonpoTenHa B CHIBOPOTKE KPOBU

OO6muit aHanmu3 KPOBHU: IPUTPOIUTHI, TPOMOOLHUTHI, JIEUKOIMTHI C
MOJICYETOM JICHKOIIMTApHOI (OPMYIIbI, TeMOTTIO0UH

OrmpeneneHne XapaKTEPUCTHUK CBEPTHIBAIOIIEH CHUCTEMBI KpPOBH:
ypoBeHb  (¢uOpuHOreHa, antutpomOuna-Ill, npoTpoMOUHOBHIN
uaaexc, MHO, AUTB

KucnorHo-menoynoe cocTosiHuEe, ra30BbI U JJIEKTPOJIUTHBINA COCTAB
KpOBHU

['pynma xpoBu u pesyc-(hakTop; MapKepbl BUPYCHbIX renatutos B, C,
BUY; peakuusa Baccepmana; BoisiBnenne JIHK nuromeranosupyca B
kpoBu metogom I[P

NmmyHnonornueckoe oOcrnenoBaHue: HLA-tunupoBanue
(ompenenenue AHTUT€HOB TJIABHOTO KOMILIEKCa
ructocopmectumocty I m Il kmaccoB),  mepekpecTHas
TUMQPOIMTOTOKCUIECKast Tpoda ¢ TOHOPOM

JIJ'ISI PECHUIIMCHTOB, TOTOBANIUXCA K TpaHCIUIAHTAIUU OT ABO-
HECOBMECTUMOI'O JOHOpPA: ONPCACICHUEC THUTPOB CCTCCTBCHHBLIX H
HUMMYHHBIX aHTUTPYIITOBBIX aHTHUTCII

BbakTtepuonornuecknii moceB OMOJOTMYECKUX cpea (Mova, KPOBb,
MOKpPOTa IIPY €€ HAJMYHH); KIMHUYECKUI aHAIN3 MOYU

Hucmpymenmanvhote
Memoobl
uccieooeanus

VY bTpa3ByKOBOE HCCIEA0BAHNE OPTaHOB OPIOIIHOM MOJIOCTH U TIOYEK

dubpor30daroracTpoIyo 1€ HOCKOHS

DnexTpo- U Ixo-Kapauorpadus

Pentrenorpadust  rpynHOMl  KIETKM, ~ OpIOIIHOW  TOJIOCTH;
KOMITBIOTEpHasi TOMOTpausi TOJIOBHOTO MO3Ta, TPYJHON KIETKH H
OpIOIIHOM TOJOCTH C BHYTPUBEHHBIM KOHTPACTHBIM YCHIICHHEM

Koncynemauuu
cneyuanucmog

Hesposior, KkapauoJyior, OTOPUHOJIAPUHIOJIOr W  JpyrHe 1o
IIOKa3aHUIM
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2.3 lloaroroBKa AeTeil-peMNIMEHTOB MeYeHH K TPAHCIIAHTAUMHT

Ha sTane moAroToBky K TpaHCIIAHTALMU MEYEHU MPOBOAMIIOCH MOATBEPKICHHUE
paHee yCTaHOBJICHHOTO JHUarHo3a, Teparuvs UMEIONINXCS OTKIOHEHUN U MPOQHUIIaKTHKA
Pa3BUTHA OCIIOKHEHUH, a TAK)KE UCKITIOYEHNE ITPOTUBOINOKAa3aHUM K TPaHCIUIAHTALlUU.

[Io pe3ympraram  OOCJE€IOBaHMS  Ha3HAyajlach  KOMIUIEKCHAas  Tepamnus
(mpoduakTuueckass  aHTUOAKTEepHalibHAs, MPOTUBOTPUOKOBAs, 3aMECTUTENbHAs
TpaHcy3uoHHass (IO  TOKa3aHWUSIM  TpaHCPY3UHM  PAacTBOPOB  albOyMHUHa,
CBEXE3aMOPOKEHHOM  IUIa3Mbl, 3PUTPOLUTAPHOM B3BECH, TPOMOOKOHIIEHTpATA),
JUYpETUYECKasl MO KOHTPOJIEM DJIEKTPOJIMTOB CBIBOPOTKM KpPOBH M BOJHO-
AJIEKTPOJIUTHOTO OaslaHca, XOJIepeTUUYECKas, FaCTPOIPOTEKTUBHAS, CUMIITOMATHYECKas;
0 IMOKa3aHUsIM — MpuMeHeHue L-aprununHa-L-acraprata, WMMYHOIJIOOYJIMHA IS
BHYTPUBEHHOTO BBEJICHUSI); & TAKXKE MPOJ0JDKAIOCH ITHOTPOITHOE U MTATOTCHETHUECKOE
JIeYeHHE OCHOBHOTO 3a00JIEBaHUS.

[Ipy moAroToBKE K TPAaHCIUIAHTAlMM OT HECOBMECTHMOro mno cucreme ABO
JIOHOpA TMalMeHTaM MPOBOJMINCH TpPaHCPY3UU CBEXKE3aMOPOKEHHOM IJIa3Mbl, HE
CoJiepIKaIleil aHTUTPYIIOBBIX arrTFOTHHHHOB (rpynmsl AB(1V), n=19), nmo nokaszanusm
— ceanchl mia3madepesa (N=4), BBeneHHE NpenapaTa MOHOKIIOHAIBHBIX AHTHTEN K
TpancMeMmOpanHomy antureHy CD20 (putykcumal, N=2) moa KOHTPOJEM YPOBHS
AHTUTPYNIOBBIX aHTUTEN. LleaeBbIM mMoka3zareneM YpPOBHSI arrJOTUHHHOB, COTJIACHO

npoTokoity, pazpaboranaomy B HMUIL TUO, cunrancs tutp 1:8 u nmwke [12].

2.4 TpancniiaHTAUSA NTeYEeHH

Bcem pernunmenTam, BKJIIOYEHHBIM B HCCIEIOBaHME, OblIa IIPOBEACHA
TEMaTIKTOMUS C COXPAHEHHEM HHUKHEM ITOJIOM BEHBI C MOCIEAYIOMIEH UMILIAHTALIUEH
JIOHOPCKOTO  ()parMeHTa TI€YEHH B OPTOTONMHYECKYIO TMO3HUIHMI0. MOHUTOPUHT
XapaKTEPUCTUK  KPOBOTOKAa  MPOBOJWICA  MHTPAONEPALMOHHO C  TMOMOIIBIO
YJIBTPA3BYKOBOI'O HCCJEIOBAaHUSA. PEKOHCTPYKLMS JKETYEOTBEACHUS BBINOJIHSIACH

MIOCJIE PEBACKYJIAPU3ALMY TPAHCIUIAHTATA HA BBIKJIIOUEHHOM IETIIC TOLIEW KUIIKH.
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2.5 BeieHne nanueHTOB B MOCTTPAHCIJIAHTALIMOHHOM Tepuoje

Jleuenne B YCIOBUAX OTACICHUA pCaHUMAIlUU H WHTCHCUBHOM TCpallnu

OCYULIECTBJISUIOCH B T€YEHUE MEpPBBIX 12-16 yacoB mocie yCHemHO 3aBEpIICHHOIO

OIICPAlIMOHHOI'O0 JTalla, B CJIY4a€ OTCYTCTBUA pPAHHHUX OCHO}KHCHHﬁ, IIOCJIC 4YCTO

nanbHelee  HaONOJeHUE, JICYeHHEe M yXOA  MPOBOAWIMCH B  OTACICHHUH
adfoMuHaNBHOM  xupypru u  Tpancmiantaiuu HMUAUIL[ TUO. 7 nepBsix
IIOCJICOIIEPALIMOHHBIX CYTOK MPOBOAWJICA HEINPEPBIBHBIN MOHUTOPUHI BUTAJIBHBIX

¢ynkumii ¢ koHTposieM KIIC BeHO3HON KpOBM M BOAHO-3JIEKTPOJUTHBIX OanaHCOB

Kakaple 6  dacoB. [IpoTokonm — o0OclieioBaHWs ~ PELMIIMEHTOB B PaHHEM
MOCJICONEPAIIMIOHHOM TIEPUO/IE MIPEACTABJICH B TaOIUIIE 5.
Tabnuya 5 —  JlabopamopHo-Ouacnocmuyeckue  Memoovl 6  PAHHEM

nociueonepayuOHHOM nepuode

Oo0caexoBanue

KpaTHOCTL MMpoBEACHUA

KIIC BeHO3HON KpOBH, KOHTPOJIb BOJHO-
AIEKTPOJIMTHOTO OaiaHca

1-7 cytku — 1 pa3/6 yacos

7-14 cytku — 1 paz/12 yacos
14-21 cytku — 1 pa3/24-48 yacos
Jlanee — Mo mokazaHUsIM

OOmuit  aHaiMM3 KPOBU C TOACUYETOM
JEHKOIUTAPHOU (HOPMYIIBI

1-10 cytku — 1 pa3/24 yaca

10-21 cytku- 1 paz3/48 yacoB (B cimyuae
MJIAHOBOTO TEUEHUS)

Jlanee — o mokazaHUsIM

buoxumuueckui aHaiau3 KpoBU

1-10 cytku — 1 pa3/24 yaca

10-21 cytku- 1 pa3/48 yacoB (B cimyuae
MIJIAHOBOTO TEUCHHS)

Jlanmee — mo moka3aHUsIM

Koarynorpamma

1-10 cytku — 1pa3/24 yaca

10-21 cytku — 1 pa3/48 4dacoB (B ciydae
MJIAHOBOTO TEYEHUS)

Jlanmee — mo moka3aHUsIM

KoHueHTpanuss ypoBHSI aHTHUIPYIIIOBBIX
antuten (B ciydae ABO-HecoBmecTUMOM
TPAHCIUIAHTALINH )

1-10 cytku — 1 pa3/24 gaca

10-21 cytkm — 1 pa3/48 dacoB (B cimydae
MIJIAHOBOT'O TEUCHHS)

Jlanee —1o nmokazaHUsIM

Konnenrpamust takponumyca (uepe3 12
4acoB IOCJIE MpUeMa Mpenapara)

1 pa3/48 yacoB mociue BBeJEHUS IIpenapara
B T€paNUIO

OmnpeneneHue peIuIMKaIu
[IUTOMETaJIOBUpyca B KPOBHU METOJOM

TILP

1-10 cytku — 1 pa3/72 yaca
10-21 cyTtku — 1 pa3/1 venemnto
Jlanee — 1o mokazaHusiM
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Ilpooonocenue mabauyvt 5 — Jlabopamopro-ouasnocmuieckue mMemoowvl 8 paHHeM
nOC1eonepayuoOHHOM nepuooe

O0ciienoBanne KpatHocTh npoBenenust

Onpenenenue peIUIMKauuu Bupyca | 1-21 cytku — 1 pa3/2 nenenu
OmnireitHa-bapp B kpou metoaom [P Jlanee — 1o nokasaHusim

bakTepuonornyeckue  MOceBbl  KpoBH, | 1-7 cyTku — 1pa3/24 yaca
MOYM, YAQJICHHBIX BHYTPUCOCYIUCTHIX | [lanee — mo moka3zaHusm
KaTeTepoB U OTACNIIEMOro JIpeHaxeu (mpu
HAJTUYUN) C OTIpeJIeTICHUEM
YyBCTBUTEIIBHOCTH MHUKPOOPTaHU3MOB K
IPOTUBOMUKPOOHBIM IMperapaTam

V¥ 3-nonmneporpadus C ouieHkoi | 1-7 cytku — 1 pa3/6 yacos

XapaKTePUCTHK KPOBOTOKOB MO cocydam | 8-10 cytku — 1 pa3/24 gaca

TpaHCIUIAHTATa MeYEHU Hanee — 1 pa3/48-72 wyaca, 1O
MOKa3aHUsIM

VY3U Tpancmiiantata rmedeHu, opraHoB | 1-10 cytku — 1 pa3/24 yaca
OpIOIIHOM MOJOCTH, OIlleHKa Hanuuus | Jlanee — 1o nokasaHusiM
KUJKOCTH OpIOIIHOW U TUIEBPAJIbHON

IIOJIOCTEN

Pentrenorpadus OpraHoB rpyaHoi | 1-4 cytku — 1 pa3/24 yaca
KJICTKHU Jlanee — 1o noka3aHnusim
Hpyrue (MCKT, MPT opranoB u cuctewm, | [lo nokazanusim

OOI'JIC, aHruorpadus COCYJIOB

TpaHCIUIAaHTATa U Tp.)

2.6 MenukaMeHTO3HOeE JieYeHHe B PaHHEM I0CJIeonepallHOHHOM MepHoIe

B ciayyae HEOCHIOXKHEHHOTO TEUYEHHUS PAHHETrO IOCIEONEpPallMOHHOTO IepHoJia
JIETH-PEIUIHUCHTHl TICYCHNU TMONyYald CTaHAAPTHYIO TEpanuio B COOTBETCTBUU C
npotokosiamu HMUILL THO:

¢ IMMyHOCYIIPECCUBHYO;

e ludy3nonHo-TpancPy3noHHYIO (TITIOKO30-COJIEBBIE PACTBOPHI C J00ABJICHHEM
anekTpoiauToB moj koHTposiem KIIC kpoBH © BOJHO-3JEKTPOJIMTHBIX OanaHCOB;
CBEXE€3aMOpO’KEHHAsl TJla3Ma, PacTBOPHl albOyMHHA; 3aMECTUTENIbHas TpaHCy3us

SPUTPOLIUTAPHON B3BECH O MOKAZAHUSIM);
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o AHTHOAKTEPHAIBHYI0 — TOJ] KOHTPOJIEM JMHAMUKH KIWHUYECKHX JaHHBIX U
71a00paTOPHBIX MapKEPOB HHPEKIIMOHHO-BOCTIAIUTEIHHOTO TIPOIecca, ¢ KOPPEKIUen 1o
MOKa3aHUsM C YIETOM PE3yJIbTaTOB OaKTEPHOIOTHUYECKUX HCCIICIOBAHUI;

e [IpoTuBOrpHOKOBYIO (C TPODUTAKTUICCKON WU JICUeOHOMN 11EIIbIO);

e [IpoTuBOBUpYCHYIO (C TPOGUITAKTUICCKON WU JICUCOHOM 11EJIbIO);

e AHTHArpeTraHTHYI0, AaHTUKOATYJSIHTHYI0O W Ba30AWJIATHPYIOIIYIO —  JUIS
npo(UIAKTUKY WIH JICUEHHUsSI TpOoMO03a COCYI0B TPAHCILIAHTATA;

® X 0JIEPETUYECKYIO;

¢ ['acTpONpPOTEKTUBHYIO;

e CUMNITOMAaTUYECKYIO.

Pexxum mnutaHus 10 4 CyTOK IMOCie TpaHCIUIAHTAllUU MPEACTaBIsLT  COOOM
SHTEPAIBHYIO Tay3y, JOTAlMs MUTATEIbHBIX BEMIECTB OCYHIECTBISAIACH BHYTPUBEHHO.
Haumnast ¢ 5-X CyTOK BBOJWJIOCH HSHTEpAIbHOE KOPMIICHHE C MajbiX OOBEMOB, C
IIOCTEIIEHHBIM paclIMpEHUEM M0 mnepeHocuMocTH. llocne mepexoma Ha SHTEpaIbHOE
IIUTAHWE BBEJICHUE JICKAPCTBEHHBIX IIPENAPATOB IIOCTENEHHO IEPEBOAMIIOCH Ha

MEPOPaAJIbHBINA PEKUM.
Hmmynocynpeccuenan mepanus

[IpoTokon ummyHoCynpeccuBHOM Tepanuu, npuHATelii B HMULL TUO, Britouaer:
1. HWHayknuio WMMYHOCYNPECHH: HWHTPAOMEPAIMOHHO TIpu penepdy3un
TpaHCIUIAaHTaTa, BCEM PELMITUEHTAaM BBOJAWICS Oa3mIMKCcUMald B CTaHIapTHOM J103€ U
METUJIIPETHU30JI0H B pacyeTHou go3e 10 mr/kr. Ha 4-e cyTku mocnie omepanuu
MPOBOAWIOCH BTOPOE BBEACHHE Oa3uiiMKCcMMala, B COOTBETCTBUHM CO CTaHJIAPTHOM
CXEMOU BBEJICHUS Ipenapara.

2. TloanepxuBaroOIyl0 HMMMYHOCYIPECCHBHYIO TEpalui0: HHTUOUTOPHI
KAJIbLIUHEBPUHA (TaKpOJIMMYC HWJIM UUKIOCHOPUH A), TIIIOKOKOPTHUKOCTEPOUIBbI,
npenapatbl MUKO()EHOIOBOU KUCIIOTHI (IO TIOKA3aHUSM).

LleneBass KOHUEHTpaUWsi TakKpoJMMyca B KpPOBM B TIE€PBbI MeCSl IOCIE

TpaHCIUIAaHTAIMK cocTaBsia 7-10 Hr/miL.
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2 malrpeHTa U3 BOILIEAIIUX B MCCIIEOBAHKE MOYUMIIM TaKKe CEaHChl Tuia3Madepesa
nociyie TpaHciuiantauuu ot ABO-HECOBMECTMMOro IOHOpa B CBSI3U C POCTOM YpPOBHS
AHTUTPYIIIIOBBIX aHTUTEI.

[IpoTMBONOKa3aHMEM K HA3HAYEHUIO WM NPOJOHTHPOBAHHOMY IPUMEHEHHIO
TJIIOKOKOPTUKOCTEPOUAHBIX TMPENaparoB ObLIO Pa3BUTHUE OCIOKHEHUUA CO CTOPOHBI
KumeyHuka (mepdoparysi, CBHUII, KPOBOTCUCHUE) W/WIM TIKEIBIX WH(HEKITMOHHBIX
OCJIO’KHCHUH.

[Ipy  moOsSBIEHUM  TPU3HAKOB  PEAKIMM  OTTOPXKEHUS  TpPAHCILUIAHTATa,
MMMYHOCYIIPECCUBHAS TepaIvsl YCUINBAJIACh, B 3aBUCUMOCTH OT CTENEHHU BBIPAKEHHOCTH
71a00PaTOPHBIX OTKJIOHEHU MPOBOAWIACH ITYJIbC-TEPAIUs TIIIOKOKOPTUKOCTEPOUIAMHU B
pacueTHOM 103€ 20 MI/KT Beca B CyTKU B T€UEHUE 3 JTHEH C MOCTENEHHBIM MOCIIEAYIOMIUM
CHIDKEHUEM, BBOJIWIIMCH MpernapaThl MUKO(EHOJIOBON KUCIIOTHI, a IIeJieBasi KOHIICHTPAIHSI

TaKpoJIMMyca noBbimanacs 10 10-12 Hr/mi.

2.7 OnpenesieHHe KOHIEHTPALMU TOPMOHA POCTA

ConepkaHue TOpMOHA POCTa OINPENETSUTM B CHIBOPOTKE KPOBH, IMOJyYEHHOW W3
nepudepruecKoil KpoBu mocse 1neHTpudyrupoBanus mpu 1,5-2,5 Teicsiyax 060poTax npu
KOMHAaTHOM Temnepatype. buomarepuan HaOupanu B  IuiacTUKOBbIe Tpodupku (BD
Vacutainer, Becton  Dickinson, CIIA) ¢  aHTUKOaryjasHTamMu:  TEMapHH,
stuneHauamMuaTeTpaykcycHas kucinora (3JITA), nutpar Harpus. [lomydenHsii obpaser
IUIa3MBI KPOBH MOMEIIAICS B MOPO3WIbHYIO Kamepy mpu Ttemmeparype -50°C, rime
HAXOJWJICS IO Hayana U3MEPEHUsL.

HccrnenoBanue  ypoBHS ~ TOPMOHa  POCTa  NPOBOJWIOCH  C  ITOMOIIBIO
MMMYHO(PEPMEHTHOTO aHaJIM3a C KCIHOJB30BaHUEM CleIU(pUUecKoro Habopa peareHTOB
(DBC, Kanana) B COOTBETCTBMM C WHCTpyKUUEH. M3MepeHne onTHYecKOW IUIOTHOCTH
PEaKIIMOHHOM CMECH MpPOBOAWIOCH Ha JiuHE BoJHBI 450 HM € [OMOMIBIO
cnektpodoromerpa. Jnamazon ompeaensieMblx KoHieHTparmii — ot 0,2 mo 50 Hr/mu.

Amnanutudeckas YYBCTBHUTCIILHOCTb METOZAa COCTABJIAIa 0,2 HI/MIL.
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Ha pucynke 5 wu300paxkeH mpuMep CTaHAAPTHOM KaIMOPOBOYHOM KPHUBOM,

BBICTpOCHHOﬁ C IIOMOMIBIO 6 IMOCJICAOBATCIIbHO PA3BCACHHBIX KaJII/I6paTOpOB.

2]
th =

W

Onrnieckas IIOTHOCTD
[}

0.5
0
0 500 1000 1500 2000 2500
KonneHTpanmns, nr/mMI
Pucynox 5 - [lpumep cmanoapmuou KaiubpPoBOUHOU KPUBOU, BbICIPOEHHOU C

nomowptlo 6  nOCIe008aAMENbHO  PA3BEOCHHbIX  Kanubpamopos, O  USMepPeHUsl
ouomapkepos

2.8 Onpenesienne nuarHocTuyeckoi 3¢gGeKTHBHOCTH TOPMOHA POCTA

Jlns oneHku mokaszatenielt uHpopMaTtuBHOCTH TecTa npoogwin ROC (ot adrm.
receiver operating characteristic - paboyas XapakTepuCTHKa TPUEMHHUKA) aHAJIU3.
[Tnomane mox kpuBoit ROC otpakaeT BEpOSATHOCTh, C KOTOPOH TECT CIIOCOOEH OTICIIUTh
OJIHy TPYIILy MAalMEHTOB OT ApYyroi. B kauecTBe HyJNeBOW TMIOTE3bl PUHUMAIIOCH, YTO
wiomane nox kpuBod ROC He ormimuaerca ot BenmuuHbl 0,5. IIoporoselii ypoBeHB
Ovomapkepa, OTACSIONMM OOJILHBIX OT 30POBBIX, OINPENENSUIM MPHU MOCTPOSHUU
rpaduKOB 3aBUCHUMOCTEM YYBCTBUTEIIBHOCTH U CHEUU(DUYHOCTH OT KOHLIEHTpPALUH
onomapkepa B kposw [103].

JINarHOCTUYECKYI0 YYBCTBUTENIBHOCTh M CHEUUM(UYHOCTH TECTa, a TaKkKe
ONTUMAJILHOE TMOPOrOBOE 3HAYEHHE OHOMapKepa OIpelesuid B TOYKE MaKCUMaJIbHOU
CYMMBbl YYBCTBHUTEIBHOCTH M crneuupuuHocTH. COrigacHo OOILENpUHITON METOIHKE,
YyBCTBUTEJILHOCTh TECTA OMNPEACISIIM KaK JOJI0 OOJIbHBIX C IOJIOKUTEIbHBIM TECTOM
cpenr Bcex 3a00NIeBIIMX, a CIEHU(PUYHOCTh TECTa OMPENENSIM KaK JIONI0 370POBBIX C

OTpHULATCIIbHBIM TECTOM CPEAN BCCX 310POBLIX.
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OtHocutenwpHbId  puck, RR (relative risk), paccuuThiBaii ¢ TMOMOIIBIO
YEThIPEXIOIbHON TaOIMIIBI COMPSKEHHOCTH JJISi TIOPOrOBOTO 3HAYEHHUS KOHIIEHTPALUU
Mapkepa u oneHuBa 95% noBepurenbHbii uHTEepBan (/). 3nauenne RR cuumranm
CTaTUCTUYECKH J0CTOBEpHBIM (p <0,05), ecnu HkHssA rpanuna JJW 6bi1a Beie 1. Taxoke
pacCcUMThHIBAIA TOYHOCTh TecTa (Ac, accuracy), IpOrHOCTUYHOCTH ToJioxkuTeasHoro (PPV,
positive predictive value) m otpumarenmsHoro pesynbraroB (NPV, negative predictive
value). TouHocTh MeTOAa — 3TO JOJS MPABWIBHBIX PE3YJbTATOB, OTHOIIEHUE 4YHCIIA
WCTHHHO TIOJIO)KUTEIBHBIX M HWCTUHHO OTPHIIATENILHBIX PE3yJIbTaTOB K OOIIEMY YHUCITY
o0cyieIoBaHHBIX. [IPOTHOCTUYHOCTH TMOJOKHUTEIBHOTO pe3yjbTara - BEPOSTHOCTh
3a00JIeTh TPH TIOJOKUTEITLHOM TECTe, JOJI1 HWCTHHHO IOJIOKUTEIBHBIX KO BCEM
TIOJIOKUTEILHBIM. [ [POrHOCTHYHOCTh OTPHIIATEIIFHOTO pEe3yJIbTaTa — BEPOATHOCTH HE
3a00JI€Th TPH OTPUIIATEIILHOM TECTE, JIOJIi HWCTHUHHO OTPHIIATEILHBIX KO BCEM

OTpHIIATEIBHBIM JaHHBIM TecTa [10].

2.9 CtaruCTHYECKUHA aHAJIN3

OOpaboTKa MOJYYEHHBIX JAHHBIX BBINOJIHSJIACH C MCIIOIb30BAaHUEM MPOrPAMMHOIO
obecnieuenust Microsoft Office Excel ¢ makeToM npukmagHbIXx HporpamMm Jjisi Hay4HO-
texanueckux pacueroB IBM SPSS STATISTICS 20 (IBM SPSS Inc., CIIIA). /lanHble
BBIOOPKU TNPEJICTABIICHBI B BUAE CPEAHEr0 apHU(PMETHUECKOTO M CTAHJAPTHOTO OTKJIOHEHUS
(M£SD), BepxHHME W HWXHHE TpaHUIBl 95%-0r0 OBEpUTENLHOIO HWHTEpBaia JUIs
NapaMETPUYECKUX MEPEMEHHBIX, a Ul HENapaMETPUYECKHX MEPEMEHHBIX — MEIUaHa U
MHTEPKBAHTWIbHBIA pa3Max ¢ 25-ro 10 75-b1ii nmpoueHTUIb. CTaTUCTUYECKYI0 00pabOTKY
NOJYYEHHBIX JIAaHHBIX TMPOBOJWIM METOJAaMH HEMapaMeTPUYECKOM CTATUCTUKU: ISt
CPAaBHEHUSI HE3aBUCUMBIX IEPEMEHHBIX MpuMeHsiM U-kputepuil MaHHa-YUTHH WM
Kpackana-Yomnnuca, mpu CpaBHEHHM 3aBUCHUMBIX BBIOOPOK pACCUMTHIBAIM MAPHbBIN
Kputepuii Buikokcona. [Ins  OUEHKHM CBSA3M  KOJIMYECTBEHHBIX M KAa4E€CTBEHHBIX
HOPSIIKOBBIX MPU3HAKOB PACCUUTHIBATIM KOA(D(GUIIMEHT paHToBON Koppemsiiuu CrupMeHa.
B ciyuae BepositHocTH ommbku (p<0,05), pa3nuuus 3aCUUTHIBAINCH 34 CTATUCTUYECKU

3HA4YUMBIC.
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IVIABA 3. KTIMHUYECKUE MOKA3ATEJIU Y JIETEM C IEYEHOYHOM
HEJOCTATOYHOCTBIO 1 UX CBA3b C YPOBHEM I'OPMOHA POCTA

B Hacrosdmien riiaBe mpencTaBiICH aHAIW3 KIMHUYECKUX IMOKa3aTeled y JIeTeu
paHHEero Bo3pacTta C 3a00JieBaHUSIMHU I[E€UEeHW 10 TpaHciantanuu. [lpuBeneHo
OMMCAaHUE ATUOJOTHYECKUX (HAKTOPOB 3a00JIEBaHUI T[EYEeHHU, paclpeesiecHue
MAIMEeHTOB M0 MOJy U BO3PACTy, OLIEHKA TSHKECTH cOCTOstHUS 1o mikane PELD.

[IpencraBinen ananmu3 ypoBHs [P y nereit ¢ 3a0ojeBaHUSIMH TEUEHH JO
TPAHCIUIAHTAlMM W TPAKTUYECKU 3JO0POBBIX JIETEM TOTO K€ BO3pacTa; MPOBEACH
CPaBHUTEIIbHBIM aHAN3 CBA3U YPOBHS [P C KIIMHUYECKUMHU TMOKA3ATEIAIMU JIETEU C

MIEYCHOYHOM HCOO0CTATOYHOCTBIO.

3.1 Knunnueckas XapaKTepUuCTHKA NMAIIHCHTOB, BKJIIOYCHHBIX B HCCJI€I0OBAHHUE

B onucannoe Hamu ucclienoBanue Obln BKIOUeHbl 104 pebeHka B Bo3pacTte 10
5-tu ner (Tabnuia 6) C TepMUHAIBHON CTaAMeH pa3InuHbIX 3a00JIeBaHuil TieueHn. B
CTPYKTYpy 3a00JieBaHUN BXOJIWJIM: aTpe3us xemdeBbiBoAsAmux mnyrteil (AXBII,
N=63), runormnazusa xemueBbiBoasmmx mnyteit (IKBII, n=10), mporpeccupytomuii
ceMeiHbIi BHyTpunedeHouHbIi xonectas (IICBX, n=10), cunapom Anaxuiis (n=7),
6osie3Hp U cuHapoM Kaponu (n=5), a Takxke octanbHble (n=9), YKCIO KOTOPBIX HE
nmpeBblmanoe 3x ciaydaeB: gepuuut anbda-1 aHTUTPUIICMHA, B TOM 4YHCIIE
dbynpmunanTHas ¢opma, cungpom Kpurnepa-Hailispa, Tupo3unemus, 00Je3Hb

['upke, rematobacToMa, aHOMaIUsl pa3BUTHUSI BOPOTHOM BEHHBI.
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Ta@zuua 6 —Xapakmepucmuka peuunuernmoes, 6KJIO4Y€eHHbLX 6 ucceoo8atue

Bcero (n,%) 104 (100%)
Mo (n,%)

-MYXCKOH 43 (41,3%)
-)KECHCKHUI 61 (58,7%)
Onenka no mkauae PELD 16,9+8,5
Bospacr, aer 1+1,1
Bec, kr 8+2,3
Poct, cM 71,3+8,3
Jnarnos (n,%):

ATpe3us )KeTIeBBIBOISIINX ITyTEeH 63 (60,6%)
['unoriasust >KeT4eBBIBOISIIIUX Ty TEH 10 (9,6%)
[Tporpeccupyromuii CeMCIHBIN 10 (9,6%)

BHYTPUIICYEHOYHBIN XOJIECTA3

Cunapom ANaKunis 7 (6,7%)
bonesns u cunapom Kaposu 5 (4,8%)
Hpyrue (nedunur anbda-1 aHTUTpUIICUHA, B 9 (8,7%)

ToM uyucie 1 dynemuHaHTHas  (Qopma,
Tupo3uHemus, cuHapoM Kpurnepa-Haiispa,
6one3np ['mpke, remarobiracToMa, aHOMAaUs

Pa3BUTHSI BOPOTHOM BEHBI)

CoBMeCTHMOCTH IOHOpA U penunueHTa no cucreme ABO (n,%0):

ABO-coBmMecTHMBIE 85 (81,7%)

ABO-HecoBMeCTHMBIE 19 (18,3%)

*PELD - Pediatric End-stage Liver Disease
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CpenHuii Bo3pacT petuunueHToB coctaBun 1+1,1 (meauana 0,67) net, cpeanuii Bec
Ha MOMEHT MPOBEICHUs TPaHCIUTaHTauu — 8+2,3 (MeauaHa 7) Kr.

C uenbl0 OLIEHKH COCTOSHHUA H CTpaTU(PUKAIMM PUCKOB JETATBHOCTU [0
TpaHCIUIaHTallMK HMcmoib3oBanack mkaga PELD (The Pediatric End-stage Liver
Disease), koTtopasi mpuMeHsieTcst y aeTeil 10 12 JeT mjs OIeHKH TSHKECTH TeUYSCHOYHOM
HEJOCTATOYHOCTH W BEPOSTHOM BBDKMBAEMOCTH B TEUYEHHE 3 MecsleB, U ObLIa
pazpabotaHa i OOBEKTUBHOIO ONpENENCHUs MPUOPUTETHOCTH KAHAWJATOB Ha
TPaHCIUIAHTAIIMIO TTeYeHN y neTeit. Ananornyno mkaine MELD (Model End-stage Liver
Disease), omenka mo mikaie PELD paccuuThiBaeTcs ¢ y4eTOM YpOBHSI MapKEpOB
(GyHKUMM nedyeHH (aabOyMHHA, OUIUPYOMHA W MEXIYHAPOAHOTO HOPMAJIM30BaHHOTO
OTHOIIICHHUS MPOTPOMOMHOBOTO BpeMeHH) U 3a1epxku pocta [38]. Cpennee 3HaueHHE
no mkaie PELD y BhIOpaHHBIX pelMIHEHTOB cocTaBuiio 16,9+8.5 GamioB (Memuana
17,3).

TpancmianTanys MPOBOAWIACH MAIMEHTaM C TEPMHUHAIBHOW cTagued OoJie3HH
NEYEHH B HCXOJE€ CIEAYIOUMX 3a00JIeBaHUM: aTpe3us >KEeTUYEBBIBOASAIIMX IMyTel
(AXKBII, n=63), runomnasus xemueBbiBoasmux nyred (IOKBII, n=10),
MPOTPECCUPYIOLINNA ceMeiHbIN BHyTpuIieueHouHbId xonectas (IICBX, n=10), cuaapom
Anaxunis (n=7), 6one3db U curapoM Kaponu (n=5), a Takxke Ipyrux 3a00JeBaHUM,
0003HAYEHHBIX KaK «OCTaJIbHbIE» (N=9), YMCIO KOTOPBIX HE MPEBHIAIO 3X CIy4YaeB:
nebunut anbda-1 aHTUTpUIICHHA, B TOM uucie (yrabMUHAHTHas ¢Gopma, CHHAPOM
Kpurnepa-Haiispa, Tupo3unemusi, ©Oone3nb [upke, remaroOnacTtoMa, aHOMAaJMs
Pa3BUTUS BOPOTHOU BEHBI.

CrpykTrypa 3a0ojieBaHUN JeTeil — MOTEHLUUAJIbHBIX PELMUIMEHTOB IE€YEHH

MpeCTaB/IeHa Ha PUCYHKE 6.
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CTPYKTYPA 3AE0/IEBAHUN PELUMUEHTOB

OcTtanbHble
bonesHb n 10%

Cungpom Kaponu
3%

AXBN
56%

rBMN
9%

Pucynox 6 — Cmpyxmypa 3a6o0nesanuii Oemeii — NnOMEHYUATLHBIX PEYUNUESHMOB8 NedeHU
(A2KBII — ampesus socenuesvieoosiuux nymet, 1 JKBII — cunonnasus scenuesblé00auux
nymeii, [ICBX — npoepeccupyrouuii cemetinblii 6HympuneuyeHo4Hblil X01ecmas)

Hawnbomee 4dacThIMH OJTHOJOTHYSCKUMH (aKTOpaMd IMppo3a TECUCHH Y
MAIlMEeHTOB, BOIIEAIIMX B HCCIEJOBAaHUE, CTajJd XOJIECTaTUYECKHE 3a00JICBaHUS
renatoOumuapaon cucteMel (91,3%, n=95), BxkIOUarOmUe BPOXKICHHBIE TOPOKHU
Pa3BUTHS JKETYCBBIBOAAIINX MyTeH (aTpe3us U TUIOTUIAa3Ms), a TAKXKE CHHIPOMAIIbHYIO
OWJIMapHyI0 THUIIOIJIA3UI0 B CTPYKTYpe CHHIApOMa AJIaKWJUlb, MPOTPECCUPYIOMINNA
CEMEUMHBIN BHYTPHUIICUCHOUYHBIN XOJIECTa3 M KUCTO3HbIC O0Je3HM TeueHu (0oJe3Hb U
curapoM Kapomn). Crenyromumu mo vacrtore BcTpedaemoctd (6,7%, n=7) cramm
MeTabonuyeckue 3abosieBanust (nepuuut anbda-1 aHTUTpUIICMHA, B TOM YHCIIC
dbynpmuHa"THas Gopma, cunapom Kpuriepa-Haiispa, tuposunemus, 6ome3ns ['upke).
['emarobmacToMa ¥ aHOMaNMs Pa3BUTHS BOPOTHOW BEHBI BCTpedasuch B 1 ciydae
Kkaxapii (1%).

B 3aBucuMOCTH OT COBMECTMMOCTH JIOHOpPA U PEIUIIUEHTA MO TPYIIE KPOBHU
cuctembl ABO, Bce BBINOJHEHHBIE TPAHCIJIAHTAIIMK ObUTM pa3/ielieHbl Ha 3 TPYIIIbI
(rabmuua 7):  ABO-uaentuunsie, ABO-coBmectumbie, ABO-HecOoBMeCTHMBIE

(pucyHoK 7).
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Tabnuya 1 - BuObl 6bINOJIHEHHVIX MPAHCHAAHMAYUL 6 3A8UCUMOCMU  OM
COBMECMUMOCIU C OOHOPOM NO 2pynne Kposu cucmemovl ABO

CoBmecTumocTs 1o  rpynme | Ynciao naumeHTos, (n) %
kposu ABO

CoBMecCTHUMBIE 25 24
HecoBmectumble 19 18,3
W nenTuyHbie 60 57,7

OcHoBHYIO 4YacTh cocTaBuwid ABO-uaeHTHuHble TpaHciuiantanuu (57,7%) —
TpyIIa KpOBH [IOHOpAa W PEIUIUEHTa COBIAJana, CICAYIONUMH 110 YacTOTe
BcTpeyaeMoctu (24%) cramu ABO-coBMecTHMBbIC TpaHCIUTAaHTAIlMKU (B 3TOM cCiydae
JIOHOPOM OBLIT YEJIOBEK C IPYIIION KPOBH HE MJACHTHUYHON, HO COBMECTHUMOMN C IPYIIION
KpoBH penunuenTa). Pexxe Bcero Bcrpeuanuch ABO-HecoBMeCTUMBIE TpaHCIUIAHTAIIUN
(18,3%), mpu KOTOPBIX B JI0- U TOCICONEPALIMOHHOM TIEPUOIC MPOBOAMIICS PETYIAPHBIN

MOHHUTOPHHI YPOBHA aHTHI'PYIIIOBBIX aHTUTECI B CBIBOPOTKE KPOBHU PCUHUITMCHTOB.

HECOBMECTUMBbIE
18,3% COBMECTUMbIE
24%

NMOEHTUYHBIE
57,7%

B ABO-coBmecTUMble B ABO-naeHTUYHbIE ABO-HecoBmeTUMble

Pucynox 7 — Buovl 6vblnoiHeHHbIX MpPAHCHAAHMAYUU 6 3A8UCUMOCIIU OMm
coemecmumocmu no epynne kposu (ABO)
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®dparMeHT TeYeHu ObUI MOJYyYeH OT POACTBEHHOro jaoHopa B 96,1% cmydaes,
octanbHbie 3,9% neTeill 10 omnepalnuy HaXOIWIUCh B JIMCTE OXKUJAHUS OpraHa OT

IIOCMEPTHOTO JJOHOPA BBHJTY OTCYTCTBHS POJCTBECHHBIX JIOHOPOB (Tadimia 8).

Tabauya 8 - Buowvl 00HOpo8 ¢hpacmenma neuyeHu O NAYUEHMOS, BKIIOYEHHBIX 8
uccineoosanue

Buo oonopa gppacmenma neuenu YucJio nanueHTos, (N) %
PoncTBenHbrit 100 96,1
[TocmepTHBII 4 3,9

OCHOBHYIO 4aCTh COCTaBWJIM TPAHCIUIAHTALUUA OT POACTBEHHOT'O JIOHOPA.
Bo Bcex ciywasix ¢parMeHT TpaHCIUIAHTUPOBAHHOM MEUYeHH ObUI TMPEACTABIICH
JIEBBIM  JIaT€paJIbHBIM ~ CEKTOPOM, 4YTO  OOYCJIOBJIEHO  aHTPOIOMETPHUUYECKUMU

MMOKa3aTCJIsIMA U BO3PAaCTOM PCUHUIIMCHTOB K MOMCHTY TPaHCILJIAHTALIUH.

3.2 CpaBHUTEJbHBII aHAJIN3 AHTPONOMETPUUYECKHUX MOKA3aTeeil U YPOBHA
TOPMOHA POCTA y JeTeil ¢ 3200/1eBAHUAMHU MEYEeHHU /10 TPAHCIVIAHTALMH U

310POBBIX JeTel

Bo3spacT 1 moJyioBo cOCTaB IE€TeN-pPEHUIUEHTOB, BKIOUYEHHBIX B UCCIENOBAHNUE,
U JIeTel B TpyIIie cpaBHEeHUs He paznuyanack (p = 0,78 u p = 0,84, cooTBeTCTBEHHO). B
IPYIIy CpPaBHEHUS BOILUIA 16 MpPaKTUYECKH 30POBBIX JeTel, 9 MaJlbUUKOB U 7
JIEBOYEK, MPOXOJMBIIMX OOCJIEIOBAHME IOCJE JICYECHUS! AUCOAKTEpPHO3a KUIICYHMKA.
Menuana Bo3pacta JeTel B rpymnie cpaBHEHHs cocTaBisiia 12 (6-25) mecsiies.

Cpennuid pocT NallMEHTOB, BKIIOYEHHBIX B UCCIEAOBaHMUE, cocTaBisut 71,2 £+ 8,3
CM U OBLJT 3HAYMMO HUKE CPEIHETO pepepeHTHOro 3HAUCHUS JIs 3/I0POBBIX JIETEH TOTO
e Bo3pacta (mo ganHbiM BO3 — 75 +£ 6 cm, p = 0,00). Macca Tena pelMnueHTOB

cocTaBiisiia 8 £ 2,3 Kr 1 OblJIa HIXKE, YeM Y 3JI0POBBIX aererd — 9,5 + 2 xr, p = 0,00.
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10 CpaBHCHUIO C

N BE€Ca TCJla IMAallMCHTOB

pacnpeniesieHus: pocTa

['ucrorpamma

BYIOILIIMX TTapaMETPOB Ha OCHOBaHUU kputepueB BO3 s nereii Toro

KPUBOM JIOJIKEHCT

Q

JICTaBJICHA Ha PUCYHKe 8.

O

e BO3pacTa 1p

b

90 95 100 105 110 115
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.
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usi pocma (A) u eeca mena (b) oemeii c
Kpugou H

Pucynox 8 - I'ucmoepamma pacnpedenen
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['mcrorpammsl pacrpeneneHusl pocTa U Beca y JieTell ¢ 3a00JIeBaHUSIMM [1€YEHU
3HAYUTENIbHO OTJIMYAIOTCS OT KPUBBIX HOPMAJIBHOIO PACHpPENENICHUS U CMEIICHbI B
001aCcTh HU3KUX 3HAYCHUI.

B HacTosmem wucciaenoBaHUM y JeTeil ¢ 3a00JEBaHUSIMU II€YEHU BbISBICHA
3HAUMTEIbHAA 33J€pKKa POCTA U BECA TeJla M0 CPABHEHUIO CO 3JOPOBBIMHU JETHMU, YTO
Hanbosiee BEPOSATHO CBSA3AHO C TSDKENBIM 3a00JICBaHUEM I€YEHH U OOYCIIOBJICHO
COUYETAHMEM PA3JIYHBIX (DAKTOPOB, BKIKOYASI CUHAPOM MaibaOCOpPOIMM MUTATEIbHBIX
BEIIECTB B KWIIEYHUKE M HApylIeHHe HuX Merabonu3Ma Ha (OHE NEYEHOUHOU

HCIOCTATOYHOCTH.

3.3 AHAJIM3 CBSI3U AHTPONOMETPUUYECKHUX MOKa3aTesieil y geTeil ¢ 3a00/1eBaHUSIMH

MEYCHH 0 TPAHCIVIAHTAIUHU C THAKECTHIO ne4yeHoYHOoM HEeJA0CTATOYHOCTH

Jns  OUEeHKM HanuuMs KOPPEJLSILUU AHTPONOMETPUYECKHUX IOKa3aTelerd ¢
VUCXOIHOU TSKECTBIO COCTOSIHUS ITALIMEHTOB, NPOBEACH aHAIW3 CBSI3M pOCTa M Beca

JeTel 10 TpaHCIUIAaHTAIlMU MEUEeHH ¢ BEIMYMHON otieHku 1o mkaine PELD (pucyHok 9).
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Kak Bu1HO Ha rpadukax, okaszareau pocTa U Beca MAlUEHTOB ¢ TEPMUHAIbHON
crangued OoJie3HEH TMEeYeHW Iepel]] NPOBEJCHUEM TPAHCIUIAHTALUU JOCTOBEPHO
HETaTHBHO KOPPENUPYIOT ¢ oreHkoi mo mkaine PELD: yem Himke OblT ypOBEHb MAacChl
U JUIMHBI TEJla y NAlUEHTOB, TeM OOJIbLIE OTMEYaJOCh KOJIMYECTBO OaylIoB ILIKaje
PELD.

[lonydeHHBIM pe3yabTaT IO3BOJIAET IPEAIonararb, 4TrO Hapsay C APYyrUMU
WU3MEHEHUSAMH, UMEET MECTO HAPYIICHHE TOPMOHAJIBHOM PEryJsilMM pOCTa y AETEH

JAHHOW TPYTIIIBI.

3.4 OnpenesieHue YPOBHSI TOPMOHA POCTA Y eTeil — MOTeHIIHAJbHBIX PelUITHEHTOB

A0 TPAHCIUVIAHTAIIUNA IICYCHN

Yposenb ['P B m1azme KpoBH JieTeit ¢ 3a001eBaHUSME TieueHU coctaBisut 4,3 [1,6
— 7,2] ur/mi 1 ObLI JOCTOBEPHO BBIIIE, YEM Yy 30POBBIX ACTEH TOro ke Bo3pacta — 1,2
[0,3 — 2,4] ur/mna, p = 0,001. [Janubie o xoHueHTpanuu ['P mpencrarieHsl B BUC

MeJMaHbl U MHTEPKBAPTUILHOTO pa3maxa (pucyHok 10).

15 | = _
p= 0,001
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0  —— 1 ]
— Khachan
L 28%-T5%
T Hon-Outer Rangs
3N0POBLIE  pPEUMNUEHTE
Pucynox 10 — Vposenwv copmona pocma 6 Kposu 300posvix Oemei U ¢

3abo1e6anuem neyetu
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Pesynprar aHanm3a nokasal, YTO HECMOTPS Ha BBICOKUI YPOBEHb FOPMOHA POCTa
B KPOBH JIETEH-PEUIIMEHTOB, Y HUX UMEETCS 3aJepKKa pocTa U 1e(ULUT Macchl Tela.
CpaBHHTEBHBIN aHAJIW3 YPOBHEH FOPMOHA POCTa B KPOBU JETEH C Pa3Iu4YHOU
ATHOJIOTMEN 3aboseBaHMs IeueHM ¢ nomolibio Kputepus Kpyckama-Yoneca s
HECKOJbKMX HE3aBUCUMBIX II€PEMEHHBIX HE BBIBHJI CTAaTUCTUYECKHM 3HAYMMBIX
pa3uuui B cojepkanuu ropMoHa pocrta (p = 0,16) (pucynok 11).
20

18 p=0.012

FopMOH pocTa, HIfMN

— Median
¥, L] 25%-75%
C ANAANNS pyTHe BT T Hon-Outer Range
AMEN . BaAnepa i Kaponi

*A)KBII — ampesus scenuesvieooswux nymei, 1 7KBII — eunonnazus scenuesbl8oosawux nymeti

Pucynok 11 — Vposenv copmona pocma 6 kposu demeii ¢ paznudHou smuono2ue
3abonesanuss neuenu, p = 0,012 6 cpasuenuu c ypoeuem y Oemeli ¢ ampesuell
JHCeNYesbl8oo0AUUX nymell

[TomapHoe cpaBHEHHE KOHIIEHTPAllMM TOPMOHA POCTa B TpyHmax ¢ pa3lIdndHBIM
JMAarHO30M C TIOMOIIBbIO KpUTepuss MaHHa-YUTHU MOKa3aja0 JOCTOBEPHOE pa3nuue B
YpOBHE TOPMOHA POCTa B KPOBH B 3aBUCUMOCTH OT AMAarHo3a. Tak, ObUIO BBISBICHO, YTO
KOHLIEHTpalusi TOPMOHA pOCTa B KPOBHM JE€TEH ¢ TEPMUHAIBHON cTagueil 0oJie3HU
neueHu B ucxoqe AXIIB Obuia 1OCTOBEPHO BBIIE, YEM Y MALMEHTOB C MEYECHOYHOU
HEJIOCTAaTOYHOCTBbIO B HCXO0/€ Apyrux 3aboneBanuil (Oone3ns ['umpke, aHoMaius
pa3BUTHA  BOPOTHOM BeHbl, cuHApoMmbl Kpurnmepa-Haiisipa wu  banna-Kuapw,

renatobnacToma, nehunut anbpa-1 aarurpuricuna), p=0,012.
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Taxke ObLI IMPOBCACH CpaBHI/ITeJIBHbIﬁ aHaliu3 COACpKaHUA IOpMOHa pPOCTa B

KPOBH JIETEH pa3HOro 1oJjia ¢ 3a00JIeBaHUSIMH ITeYCHH (PUCYHOK 12).

lopMoH pocTa, Hr/mn

0 — Median
[_125%-75%
—T_ Non-Outlier Range

KEH MY

Pucynok 12 - Vpoeenv 2opmona pocma 6 xposu demeiu ¢ 3a06071€6AHUAMU NEYEHU 8
3a8ucumocmu om noad

[TonydeHHBIN pe3yJbTaT MOKA3aJI, YTO COJEPHKAHNE F'OPMOHA POCTA HE 3aBUCEIIO
OT 10Jia MAlUEHTA.

B npencraBiieHHOM pa3jienie HACTOSLIEr0 UCCIIEIOBAaHUsl YCTAHOBIEHO, YTO JIETH,
CTpaJaroIlye TEPMUHAIBHON EYEHOYHOW HETOCTATOYHOCTBIO B UCXOJE BPOKIECHHBIX U
HACJIEJICTBEHHBIX 3a00JIeBaHUN, UMEIOT Je(UIIUT pOCTa U MACChl TeJa; IPU CPAaBHEHUU
C aHAJIOTMYHBIMU MTOKA3aTeNIIMH Y 3[I0POBBIX JIETEH TOrO K€ BO3pacTa.

BbIpa)Xe€HHOCTh OTCTaBaHWSA B POCTE M Macce Tejla y JeTel — MOTEHLUHAIbHBIX
PELUIIMEHTOB TIE€YEHU 3aBUCUT OT TSKECTHU 3a00JIeBaHUSI TEYEHH: HMEET MECTO
KOppEeJAIs BEIMUYMHBI TUX TTOKa3aTese ¢ oneHkou no mkane PELD.

W, HakoHel, yCTaHOBJIEHO, YTO, HECMOTPS Ha JIe(UIUT pOCTa U Macchl Telna,
YPOBEHb TOPMOHA POCTA B KPOBU JIETEH 10 TPAHCIUIAHTALIUU [TE€YEHU JOCTOBEPHO BHIIIIE,
YEM Yy 3JI0pPOBBIX AETEH, aHTPONOMETPUUYECKHE IOKA3aTEIN KOTOPBIX COOTBETCTBYIOT
pedepenTHbiM 3HaYeHUSM (TI0 TaHnHBIM BO3). JlocToBepHO Oo0Jiee BhICOKMA ypoBeHB I P

oOHapyxuBaeTcsi B kpoBu jaeteit ¢ AXKBII.
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IVIABA 4. KTIMHUYECKHUE IMOKA3ATEJIU Y JIETEH-PELIUIIMEHTOB
ITOCJIE TPAHCIIVIAHTAIIMUA ITEYEHHU U UX CBA3b C YPOBHEM
I'OPMOHA POCTA

B HACTOSAILIEH rJIaBe IIpEACTaBIICHA XapaKTepHUCTUKA TEYCHHUS
MOCJICONIEPALIMOHHOIO  MMEpUoJa Yy  JIETEU-PEHUNUEHTOB mnedyeHdu. [lomydyeHHbie
pe3yJbTaThl MPOAHAJIM3UPOBAHbl M  CONOCTABIEHBl C JAHHBIMH KJIMHUYECKHUX

oOcre10BaHui, Je4eHrneM 1 ypoBHeM ['P.

4.1 Kaununueckas XapaKTEPUCTUKA TCUCHHUA MOCTTPAHCIIJIAHTAIIMOHHOTO

nepuoaa

TedyeHne NOCTTPAHCIUIAHTAIIMOHHOTO TEPHOJAa y JIETeH-PEIUIIUEHTOB TICYCHH
pas3nuYaceTcs B 3aBHUCHUMOCTH OT WHAMBUAYAJIbHBIX OCOOCHHOCTEHW OpraHu3Ma, B TOM
YHCJIE YPOBHSI Pa3BUTHUSI OPraHOB M CUCTEM Yy JIETEW MEPBOTO ToJia XKU3HM, a TAKKE
TakuX (aKTOPOB KaK XOJ ONEpaIfu, MPOJ0JLKATEIFHOCTh HAPKO3a U MCKYCCTBEHHOM
BEHTWJISAIIAN JIETKUX, BO3MOXXHOCTH JBIXaTCIbHON peadruTanuu U p. Puck pa3BuThs
HEXEJIATeNbHbIX COOBITUH 1O JaHHBIM JIMTEPATYPbl KOPPEIHUPYET C TAKECTHIO
COCTOSIHMSI ITAIIMEHTA JI0 TPAHCIUTAHTAIIUU B CTENICHBIO AeduiuTa Maccel Tena [20].

TakTuka Tepamud W BBIXQKHUBAHUS JICTCH-PEIUIIUEHTOB IICUEHU TOCTE
TpaHCIUTAHTAIIMK, B OCOOEHHOCTH Y JETe paHHEro BO3pacTa, BKIIOYAET Kak
MOJIAKOMIIOHCHTHYIO KOHCEPBATHBHYIO TEpamuio, TaKk W (QHU3NYCCKUE METOIbI
peabmwmranuu. OpHaKo, HECMOTPS HA KOMIUIEKC TMPOBOJSAIIMXCS JICUEOHBIX U
MPOPHIAKTHIECKUX MEPOTPUATUN, OCIOKHEHHUS BCTPEUAIOTCS KaK B PaHHEM, TaKk U B
MO3/THEM TOCIICOTIEPAIIIOHHOM MEPHOJIE, YTO TpeOyeT NMHAMUYECKOTO HaOIIOICHHUS 32
MalMeHTaMy, a TakXKe JUKTYeT HEOoOXOJMMOCTh TOWMCKAa JIA0OPAaTOPHBIX MapKEepOB-
MPEIUKTOPOB IS IEPCOHAIM3AIMHY TTOIX0/1a K TepaIlvHu.

B Hamem wmcciaenoBaHUM OCIOXHEHHsI PaHHETO IMOCIEONEPallMOHHOTO TIEpHUoaa
pazBumuch 'y 58 gereit  (55,8%), u® BKIOUANIM  CIENYIOIIME  BapUAHTHIL:

MMMYHOJIOTHUECKHE (OTTOpKeHUEe TpaHciuiantara) — 9 (8,7%), uHdpekuronusie — 36
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(34,6%), cocynuctele (cTeHO3, TpomM0OO3 JMOO KPOBOTEUEHHUE U3  COCYJIOB
TpaHciutantara) — 18 (17,3%), OunmapHble OCIOKHEHHsI (HEMOJHBIM HapyKHBIH
KETYHBIA MO0 KEITYHO-TOHKOKHUIIICUHBIH CBHUII, CTPUKTypa OWIHOIUTECTHBHOTO
anactomo3a) — 30 (28,9%), Taxxke KuIlleyHash HEMPOXOJUMOCTb WM Tepdopanus
TOHKON nub0 ToJIcTON Kumku — 7 (6,7%) W JApyrue OCHOKHEHHUS (IpIXxaTeiabHas
HEJ0CTAaTOYHOCTh, B T.4 Ha (JOHE aTEIEKTa30B CETMEHTOB WJIH JI0JIEH OJTHOTO HIIM 000X
JETKHMX, JIETOYHOE WJIM JKENyJO0YHO-KUIIeUHble KpoBoTeueHnus) — 16 (15,3%).
JuchyHKIMS TpaHCIUIaHTaTa B MO3HEM MOCICONEPAIIMOHHOM TEpUOJIe pa3BUIACh y 8

narueHToB (7,7%). CTpykTypa OClIOKHEHHUH MpeicTaBlieHa Ha pucyHke 13.

[Opyrve

OncdyHKLMA TpaHcnaaHTaTa

KuwweyHaa HenpoxoanmocTb unu nepdopaumsa
MmmyHonornyeckme

Cocyauctole

BunuapHble

NHbeKyMoHHble

o
(%]

10 15 20 25 30 35 40

Pucynox 13 — Cmpykmypa ocnodicnenuti 8 nOCMmpanchiaHmayuoHHOM nepuooe y
NAayueHmos, GKII0UEHHbIX 8 UCCIe008aHUE

Cpoxk Habmonenus coctaBui 8,9 £ 4,5 net (ot 0 no 14,1 ner), 3a Bech nepuosa
JeTanbHbIi ucxoa 3aduxcupoBaH y 22 narnueHtoB (21,2%), y ocTajabHBIX MAllUEHTOB
(GYHKIMS TpAHCIUIAHTaTa OCTACTCsl CTa0MIIbHOIA.

Y O peuunueHToB MOCH€ TPAHCIUIAHTALMM PA3BUIIOCH OCTPOE OTTOPIKEHHE
TpaHCIJIaHTaTa TiedeHU. JluarHo3 ObUT yCTaHOBJIEH HA OCHOBAaHUHM KIMHHUKO-
7a00paTOPHBIX JaHHBIX (IIOBBILIEHUE YPOBHS II€YEHOYHBIX TpaHCAMHUHA3 W/WIH
CBIBOPOTOYHOTO OWIMpPYyOMHA; KIMHUYECKH — MKTEPUYHOCTh KOXH U  CKIEp,

axOoJIHUS/TUTIOXOJINS CTyJIa, UHOTA KOXKHBIH 3y1).
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Cpeau naHHOUM rpymmbl ManueHToB Obuio 4 Manpuuka (44,4%) u 5 neBouek
(55,6%), TpaHCIUIaHTAIlMM OBUTA BBIMTOJHEHBI IO MOBOJY XOJECTaTUYCCKHX OOJIe3HEH
(AXBII, I"XBII, [ICBX) 7 nauuentam (77,8%), 1 nmauuenty (11,1%) TpancrnanTanus
npoBeneHa no nosoxy Oonesnu I'mpke m 1 (11,1%) — mo moBoxy (yiabMUHAHTHOM
dbopmbl HeoCcTaTOYHOCTH anb(ha-l-antutpuricuna. 7 penunueHToB (77,8%) momydwim
¢parment mneuenu oT ABO-coBmectumbix poHopoB, 2 (22,2%) — ot ABO-
HECOBMECTUMBIX.

Y 0gHOTO ManreHTa, MOTYYHBIIETO TPAHCIIAHTAT OT I0HOPa, HECOBMECTHMOTO 10
IpymnIne KpoBH, OTTOP’KEHUE TPAHCIUIAHTaTa MEYEHH ObLIO CBSA3aHO C POCTOM YPOBHS
rpynmnocnequpuyeckux aHTUTEeN, 4YTO MOTPeOOBAIIO MPOBEICHUE alapaTHOro
oOMeHHOTO M1azMazamelenus (mpoueaypsl miasmadepesa) ¢ ucnosibzoBanuem C3I1
AB(1V) rpynmsl, 61arogapsi 4eMy JOCTUTHYTa TMOJIHASL DJIMMUHALNS aHTUTPYMIOBBIX
anTuTeNn. Bcem mamueHTaM TPOBOAMIIACH «IIYJIbC-TEPANUs» BBICOKHUMH JI03aMU
IJIFOKOKOPTUKOUIOB € TOCIEAYIOMIEN NOCTENIEHHONW peayKIuen n03bl. Brocneacrsuu,
Opyu  OTCYTCTBMM TMPOTHUBOMOKA3aHWM, TAIMEHTHl MOJy4YaId 3-KOMIIOHEHTHYIO
UMMYHOCYTIPECCUBHYIO TEpanuio ¢ TMPUMEHEHHEM TaKpOJIUMyca, MHKO(PEHOJIOBOMH
KHUCJIOTBI U TNIFOKOKOPTUKOCTEPOUIOB.

WNueknnonHble OCIOXKHEHHUs] BCTpEeUalnnch Hanboyiee YacTo Yy MAalMeHTOB,
BKJIFOUEHHBIX B Hallle uccienoBanue. [loMuMo crangapTHRIX (DaKTOPOB PUCKA PA3BUTHUS
WHOEKITMOHHBIX OCIOKHEHHM, TaKuX Kak (DYHKIIMOHAIIbHASI HE3PEJIOCTh pPsijia CHUCTEM
OpPraHoB y JETEH MepBOro rojaa *XU3HU U JJIUTEIbHOE MpeObIBAaHUE B CTAallMOHApE, Y
MAlMeHTOB TIOCNIe TpPAHCIUIAHTAllMM PHUCK pa3BuTus UHPEKnuid  00ycioBiIeH
IIPOBOAMMON UMMYHOCYIIPECCUBHON TEPAITUEH.

B pannem mocneonepalioHHOM TiepuoAe (B TEPBBIA  MeCSAI[ TOCTe
TpaHCIUTAHTAIMK) WH()EKITMOHHBIC OCIOXHEHUs pa3Bwinch y 36 marueHToB (34,6%).
CtpykTypy HWH(]EKIIMOHHBIX OCIOXKHEHHH COCTaBWIW: OaKTepuanbHas KHIICUHAs
uHbekuus ¢ pazsutueM xonanruta 'y 11 gereii (10,6%), 6akTepranbHasi THEBMOHUSA — Y
6 (5,8%), reHepamm3zoBaHHAs CHCTEMHas HMHQPEKUUS C CHHAPOMOM CHUCTEMHOMN
BocnanutenbHoi peakiun (CCBP) — y 4 (3,8%), pa3Butrue mneputoHuTa Ha ¢GoHe

nepdopaiuu/HenpoxoAuMOCTH Kuiiedynuka — y 5 (4,8%), IMB-undexkuus — y 9;
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8,6%), n y 1 mauuenra (1%) B mo3iHeM MOCIEONEPAMOHHOM MEPUOJIE ObLI BBISBICH
BUpyCHbIH renatut B de novo. CtpykTypa HHPEKITMOHHBIX OCI0XHEHUH Npe/ICTaBICHA

Ha pucyHke 14.

B HeT MHGEKLMOHHbIX
OCNOXKHEHW

5% 4% 1%

M XonaHrut

LIMBM

MHeBMOHMA

N MNepUToHUT

m CCBP

B BupycHbiti renaTtut B de novo

*CCBP - cunopom cucmemnoii gocnanumenshot peakyuu, [IMBHU - yumomezanosupycnas ungexyus

Pucynok 14 — Cmpykmypa uH@eKxyuoHHbIX 0CI0HCHEHUL NOCAe MPAHCHIAHMAYUU

CTpyKTypa XHUPYpPTrHYECKHX OCJIOXKHEHUH IMOCTTPAHCIUIAHTAIIMOHHOTO IIepHO/Ia
BKJIIOYAJIa COCYIUCThIE OCIOXKHEHUS (TPOoMO03, CTEHO3 JINOO KPOBOTEUEHUE U3 COCYI0B
TpaHciuiantara) y 18 gereit (17,3%), OwninapHble (HEMOMHBIM HAPYXHBIN >KEITUYHBIN
100 KETUHO-TOHKOKHUIIICUHBIN CBUII, CTPUKTYpa OMIIMOANTECTUBHOTO aHACTOMO3a) — Y
30 (28,9%), a Takxke KHIIeYHAs HEMPOXOJUMOCTh WU mepdoparus TOHKOH OO0
TOJCTOM KKK — Y 7 (6,7%).

B caywae cocyaucTteix ocnoxkHeHuid 12 mamumentam u3 18 (66,7%) Oblia
NpoBeleHA OHAOBACKYJSpHAs aHrdoIuiactuka, eme 4  manueHtam  (22,2%)
NMOTPeOOBAIOCH  BHITIOJIHGHHE PEManapoOTOMHUH € PEKOHCTPYKIIMEH  COCYIHMCTHIX
anacromo3oB. [locme Bcex BmemaTenbCcTB (Kak  pelamapoTOMHUM, Tak U
HHAOBACKYJISIPHBIX METOJIMK) MallMeHTaM MPOBOJMIACH NIEPMAHEHTHAsl renapuHU3alus
o koHTposieM AUTB B cooTBeTCTBUM €O cTaHAapTHbIM nportokosiom HMUI[ THUO

101 KOHTPOJIEM JOMILIEPOMETPUN KPOBOTOKOB TpaHcIuiaHTara. Eme y 2 aereit (11,1%)
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MpoOU30IIJIa peKaHaIu3auss TpoM003a NMEYEHOYHOW apTepuu Ha (oHe mepMaHEHTHOU
renapuHU3auu 6e3 XUpyprudeckor KOppeKIuu.

bunnapHbie 0cln0)KHEHN — HanboJiee yacTasi Tpynna XUpyprudecKux OCIOKHEHHM
MOCJICONEPAIIMOHHOIO MepUo/ia Y PELUIIUEHTOB JIETCKOro Bo3pacTa. 5 nanuentam u3 30
(16,7%) B oTOM Tpymnme noOTpeboBalach pelanapoToMUsi C  MPOBEICHUEM
PEKOHCTPYKIIMN OMJIMAPHOTO aHACTOMO3a BBUAY Pa3BUTHS >KETYHOTO NMEpUTOHHTA. B
OCTAJIbHBIX ~ CJy4asX TMOJOXKUTEJIbHAs JMHAMHUKA JIOCTUTalach C  IOMOUIBIO
KOHCEPBAaTUBHOM Te€paIuu, MyHKIUUA U JPEHUPOBAHUS OPIOIIIHOM MOJIOCTH.

Taxke aOCOJIOTHBIM IMOKAa3aHUEM K PeIanapoTOMUU B LENSX BOCCTAHOBIJICHUS
IPOXOIMMOCTHU U UEJOCTHOCTU KHUILIEYHUKA CITY>KHJIA KUIIEYHAass HEMPOXOAUMOCTH JTU00
nepdoparus kumku (N = 7, 6,7%).

Taxkum obpazom, y 55,8% mnanueHToB, BKIIOYEHHBIX B MCCJIEIOBAaHHUE, OTMEUEHO
pa3BUTHE TE€X WM MHBIX OCJIOXKHEHHU MOCIECONEPAllMOHHOIO TMEPHOJa, YTO
noTpeboBaji0  MPOBEICHHE KOHCEPBATUBHOW TEpamuu JUOO  XUPYPTHUECKOTrO
BMEIIIATEILCTBA; JIETAIbHBIN UCX0]] 3adukcupoBan y 21,2% marnueHToB 3a BeCh MepUo

HAOJIFOIEHUS.

4.2 AHau3 u3MeHeHHusl AaHTPONOMeTPHYECKHUX NoKa3aTeJiel AeTeii-peunueHToB

MEYCHHU IMOCJI€C TPAHCIIAHTAIHH

AHamM3 W3MCEHEHUS aHTPONOMETPUYECKHX TapaMEeTpOB JICTCH-PEIUITMCHTOB
MPOBOJMIN Yepe3 ToJa TOCle TPAHCIIAHTAIlMU TEYeHU, T.K. Yepe3 MeCSI] MOocCIe
oTiepalvy JaHHBIC MMOKA3aTEIH MPAKTHUYECKH HE OTIMYAIOTCS OT JOOMEPAIIMOHHBIX.

Yepes o mocse TpaHCIUIAaHTAIlUU CPETHUNM POCT M BEC Tejia B 00CIe0BaHHOM
rpynmne narueHToB coctaBuwiu 82,1 = 7,6 cm u 11,5 £2,2 xr, uT0 OBUIO AOCTOBEPHO
BhIllie, 4eM j0 omnepauuu (p= 0,00 mist oOoux mokaszaTesneil) U HE OTIMYAIOCH OT
pedepeHTHBIX 3HAUYCHUH TSl 3OPOBBIX JeTel Toro ke Bo3pacta [143]. Ha pucynke 15
MPEICTABIICHBl HM3MEHEHHE THUCTOTPAMMBI paclpelesieHusi pocTa H Beca Teja

o0cJieTOBaHHBIX JETEH Yepe3 T'oJl MOCIe Onepariu.
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Pucynox 15. Uzmenenue cucmozpammoi pacnpeoenenus pocma (A) u maccvt mena
(b) oemeti-peyunuenmos uepes 200 nocie MpaHcnIaHmMayuu neyeHu
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[IpencraBieHHbIE HA TUCTOTPAMME PE3YJIbTAThl AEMOHCTPUPYIOT U3MEHEHHUE POCTa
W Beca JeTell 4epe3 rojl, a TakKe HOPMAaJM3alMI0 THCTOIPAMM paclpeAesICHUs

aHTPOIIOMETPHUYECKHUX MMOKA3ATEIECH.

4.3 OmnpenesieHue yPOBHA TOPMOHA POCTA Y JieTeli-peliMMeHTOB Mocje
TPAHCIVIAHTALIMM NeYeHU M AHAJIU3 ero CBSI3HU C M0JIOM U AHTPONIOMETPHYECKUMH

noxrasaTreJassMi MallMCHTOB

I[JIH OOCHKH BJMAHHUA TPaAHCIUIAHTAOWMKW IICUCHH Ha YPOBHH HCCIICAYCMBIX
TOPMOHOB B PaHHCM H Ooee MO3AHCEM IMOCTTPAHCINIAHTAIWMOHHOM IICPHUOAC U3MCEPAIIN
HNX KOHLOCHTPAIMIO B KPOBHU PCHUITMCHTOB YCPC3 MCCAI[ U I'O/JT ITIOCJIC OIICpalinu.

Ha PHUCYHKC 16 MNpCaACTABJICHBI PC3YJIbTAThI HCCICAOBAHUA COACPIKAHUA POCTA

TOpMOHa B IIJIa3ME€ KPOBH ):[eTeﬁ IMOCJIC TPpAHCINIAHTAINH IICYCHU.

o =0.049
= 10 P
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=
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E_ p=10,001
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L=
=
n '} r
< .
0 ' ! T ] Medan
[] 25%-T5%
Non-Quiier Range

aoTN mec.nTN rog TN

* TT1 — mpancnianmayus neyeHu

Pucynox 16 - H3zmenenue yposHs 2opmoHa pocma 8 Kpou Oemeli NOCae
mpancnaanmayuu nevenu. p < 0,05 6 cpasnenuu ¢ ypognem 00 mpancnianmayuu
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Copnepxanue TOPMOHA POCTa B IJIa3Me€ KPOBU PEIUMIIUEHTOB uUepe3 MECSI] MOCIe
TpaHCIUIaHTaMKu nedeHu coctaBuio 1,4 (1,1-2,4) Hr/mi1, 4T0 OBUIO JOCTOBEPHO HHIKE,
yeM 10 onepauuu (p=0,001), 1 HEe OTIUYANTOCH OT YPOBHS TOPMOHA Y 3JI0POBBIX JI€TEH
(p = 0,74). UYepe3 roa mocie TpaHCIUIAHTAIMM KOHIIEHTpAllUsl TOPMOHA pocTa y
perunueHToB coctasmia 2,5 (1,5-5,7) Hr/mi, 9T0 Takke OBLJIO JOCTOBEPHO HIDKE, YEM
1o onepanuu (p=0,049) u He OTIAMYANIOCH OT YPOBHS 3I0POBBIX JeTeit (p = 0,67).

YuuteiBas poJib TOPMOHA pPOCTa B TIOJIOBOM CO3pEBaHUU, OBLIT IIPOBEICH
CpPaBHUTEJIbHBIA aHAIM3 U3MEHEHUS! YPOBHSI TOPMOHOB B KPOBH MAIlMEHTOB JI0 U TOCIE
TPAHCIJIAHTAIIMU B 3aBUCUMOCTH OT I10J1a TallMEHTA.

HccnenoBanne  coiepkaHuss TOPMOHAa pocTa Yy  PEUUIHUEHTOB  MOCTE

TPAHCIUIAHTAIIMY BBISIBIJI 3HAYMMBIC PA3JIUYUS y JCBOYCK M MATBYUKOB (PHCYHOK 17).
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* TI1 — mpancnianmayus neyeHu
Pucynox 171 - Jlumamuxa cooepicanus 20pmoHa pocma 6 Kposu Oemel nocjie
MPAHCRIAHMAYUU NeYeHU 8 3A8UCUMOCIU OM NOJA
[IpoBeneHHBIN aHATU3 MMOKA3ajl, YTO YPOBEHb TOPMOHA POCTA B KPOBH JICBOUYECK U
MaJbuuKoB He pazmmuancs go TII - 4,7 (1,7-7,2) ar/mn u 3.4 (1,5-7,2) Hr/mi,

cooTBeTCTBeHHO, p = 0,41, u uepe3 mecsn nocie Hee - 1,4 (1,1-2,5) ur/mn u 1,6 (1,2-
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2,4) wr/miu, cootBerctBeHHO, p = 0,8. Torma kak uepe3 Toj IMocjie omnepanuu
coJiep>KaHre TOPMOHA B KPOBHU JIEBOYEK OBLIO JTOCTOBEPHO BBIIIE, YEM Y MAJIbYUKOB -
4,6 (2,1-5,9) ar/mn u 1,8 (1,2-2,8) Hr/mi, cootBeTcTBeHHO, p = 0,002.

AHanu3 CBA3M YpOBHS TOPMOHA POCTa C aHTPOMOMETPUUECKUMH TOKa3aTeISIMU
yepe3 TOJ TMOCie TPOBEACHHON TpPAHCIUIAHTAIIMK TICYCHHW II0Ka3aj, 4YTO YpPOBCHb
TOPMOHA poOCTa JOCTOBEPHO KoppeimpyeT ¢ Becom Tena (r=-0,27, p=0,046) — gem
OombIe BeC Tella, TEM HUXKE YPOBEHb TOPMOHA pocTa B KpoBU. Koppensius ypoBHSA
TOPMOHA POCTa C POCTOM IMAIMCHTOB Tak)Ke OblJIa OTPHUIATEIBHOW, HO HE JOCTHTAa

cratuctudeckoi 3Haunmoctu (r=-0,20, p=0,143).

4.4 OnpeneJieHue YPOBHSI TOPMOHA POCTA y JleTeil-peluNueHnToB MmocJjie

TPaAHCIVIAHTAIIMUA U aHAJMN3 €0 CBA3N ¢ KIMHUYCCKUMMU COOBITUSIMU

HccnenoBanHble ypOBHA TOPMOHA POCTA MOCIIE BBIITOIHEHHON TPAHCIJIAHTALUK B
pa3iMyYHbIE CPOKU OTJIMYAINCh MEXAY COOOM y MAaIlMeHTOB C pa3IU4YHbIM TECUEHHEM
MTOCJIEONEPALIMOHHOTO MEPHOJA. bbUl MPOBENEH CPaBHUTENBHBIA aHAIM3 MEKIY
IpynrnaMu peuUunUueHTOB, CPOPMUPOBAHHBIX, UCXOAS M3 ITHOJOTUU HAOJIOABIINXCS
OCJIOXKHEHHUM.

Konnentpanusa ['P 1o TpaHcruianTanuuy, a Takke CHYCTS MECSAL M ToJ IOCIe
IPOBEJCHHOIO OINEPaTHUBHOIO JIEYEHHS ObUIM MpoaHAJIM3UpPOBaHBl B  Ipymmax
MalMEHTOB €  pa3BUBIIMMHUCS  JNU30JaMH  OTTOPXKEHHsS  TPaHCIUIAHTAaTa,
WHOEKITMOHHBIMU, OMTHAPHBIMU OCJIOKHEHUSIMU ((DOPMHUPOBAHUEM KETYHBIX CBUIICH U
CTPUKTYp OMIMOJUTECTUBHOIO aHACTOMO3a), TPOMOO3aMH U KPOBOTCUEHUSIMH, a TAK¥Ke
quchyHKIMEH TpaHCIUTAaHTUPOBAHHOM TIEYECHH.

AHanu3 cBsi3u ypoBHsl ['P B pasziinuHble CPOKU C PA3BUTHUEM OCIIOKHEHUU TMOCIIE
TpaHCIUTaHTaMK TiedeHu 1o Cnupmany (s HemapaMeTpUYeCKUX MepeMEHHBIX)
rokasall, 4to ypoeHb ['P 10 u yepe3 mecsn nocie TII 1oCTOBEPHO KOPpEIUPYET C

pa3BUTHEM COCYAMCTHIX U OMJIHAPHBIX OCIIOKHEHUH, COOTBETCTBEHHO (TadJHia 9).
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Tabnuya 9 - Koppensayus ypogueil 2opMoHa pocma 8 niazme Kposu peyunueHmos ¢
OCNONCHEHUAMU NOCIe MPAHCHAAHMAYUU NEeYeHU

OcJ10:XxHeHu S Koxdppunuent koppeasinuu ¢ ypoBHeM rOPMOHA POCTa
/10 TPAHCILIAHTALIMI Mecsl rocJie roj mocJje
IeYeHn TPAHCIUVIAHTAIMY | TPAHCIIAHTALMHA
nmeycHu HeYyeHu
OtropxeHue
0,08 -0,18 -0,19
TpaHCIUIaHTaTa
JncyHKIus
b -0,13 0,14 0,07
TpaHCIUIaHTaTa
Nudekmonnsie
-0,04 0,17 0,02
OCJIOJKHCHUS
bunuapusie
0,19 0,28* -0,08
OCJIOJKHCHUS
Cocynucteie
-0,34* 0,17 0,03
OCJIOXKHCHUS
* —p<0,05

[lomydyeHHbIE pe3ynbTaThl MOKAa3ajd, 4YTO YacTOTa PAa3BUTHUS COCYIUCTBIX
OCJIO)KHEHUM TIOCIE€ TPAHCIUIAHTAlMA TEYEHH HUMEET JOCTOBEPHYIO OTPHULATEIBHYIO
KOPPEJALMIO CPEOHEW CUJIbl C YPOBHEM TOPMOHA pocTa B KPOBH Ha IJTale [0
MPOBEJICHUS onepalii. Toraa Kak pa3BUTHE OMJIMAPHBIX OCIOKHEHUN KOpPEIupOBasio
C KOHUeHTpanuen I'P B kpoBu JieTer uepes mecsl nocie BoinoaHeHus T11L

OpHako, C y4eTOM BIHMSHHUS MHOXKECTBa (DaKTOPOB HA PAa3BUTHUE OCJIOKHEHUN B
pPaHHEM TIOCJICONEPAIIMOHHOM TIeproie, HE0OX0AUMO JanbHeliee nzydeHue poiau ['P B
CBSI3U C KIMHUYECKUMHU COOBITUSMH PAHHETO MOCTTPAHCIUIAHTAIMOHHOTO Tepuoja, ¢
UCCIeNOBaHUEM  OOJbIIe  BBIOOPKM  TMAlMEHTOB W TIIATEIBHOW  OIEHKOM
WHIUBUIYAIbHBIX ~ OCOOCHHOCTEH  PEIMIUEHTOB Tepell  TpaHCIUIAHTalued U

HHTPAONCPALMOHHO.
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Pe3ynbraThl, MIpUBEICHHBIE B HACTOALLICH I1aBe, MOKAa3alH, YTO TPAHCIUIAHTALIUS
MIEYEHU JI€TAM C TEPMUHAIBHOW IMEUYEHOYHOM HEIOCTATOYHOCTHIO COMPOBOXKAAETCS
HOpMaM3alue Gu3nIecKoro pa3BUTHs peOeHKa MPU HATHUYUU UCXOJHOTO OTCTaBaHUS
B POCTE M Macce Tella, U 4epe3 roJi MOCIE TPAHCIUIAHTAUWHU KPUBBIE pAacIpencieHus
OTUX I[IOKA3aTellied Yy NETEU-PELMIIMEHTOB IE€YEHW HE OTIMYAIOTCA OT TAaKOBBIX ¥y
3I0POBBIX JIETEU TOTO K€ BO3pAcCTa.

[lo3uTBHAs OUHAMHKA POCTa U Beca JIETEW MOCJE TPAHCIUIAHTAUWHA MPOUCXOIUT
Ha (pOHE CHMIKEHUSI KOHUEHTpPALM TOPMOHA POCTa B KPOBU. Y POBEHb TOPMOHA POCTA B
KPOBHU Yy I€TEN-PELUIIMEHTOB CIIyCTs I'OJl [I0CJI€ TPAHCIUIAHTALUY [IEYEHU B CPETHEM HE
OTJINYAETCS OT TAKOBOTO Y 3OPOBBIX JETEH.

AHaIN3 MO3UTHUBHOW IWHAMHMKH YPOBHS TOPMOHA POCTAa y AETEH C Pa3IMYHBIM
TEYECHUEM IIOCTTPAHCIUIAHTALIMOHHOIO IE€PUOJa IMO3BOJUI BBIABUTH pPAa3Iu4usi Y
PELUININEHTOB, CBSA3AaHHBIE C IOCTTPAHCIUIAHTALIMOHHBIMHU OCIIOKHEHUSAMH, OJHAKO, C
Y4e€TOM BIUSHUS MHOXeCTBa (DaKTOPOB Ha pPAa3BUTHUE OCIOXKHEHHH B paHHEM
MOCJICONIEPAIIMIOHHOM TEpHOoJie, HEOOXO0IMMO JanbHeee ndyuenue poiu ['P B cBsi3u ¢
KJIMHAYECKUMH  COOBITHSIMM ~ PAaHHEr0 MOCTTPAHCIIAHTALMOHHOIO  Mepuoaa, ¢
HCCIICIOBAaHUEM  OOJIBIIIEH  BBIOOPKM  MAIMEHTOB W TIHIATEILHOM  OLICHKOMN
WHIUBUIYAIBHBIX ~ OCOOCHHOCTEW  PEUUIIMEHTOB Tepe]  TpaHCIUIaHTalued U

HHTPpAOoNCPpaAlMOHHO.
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IVIABA 5. UCCJIEJOBAHUE JUATHOCTUYECKOMW D®PEKTUBHOCTHU
I'OPMOHA POCTA IIPU TPAHCIVIAHTALIMY IEYEHU JETAM

5.1 CpaBHuTe/IbHBIN AHAJIN3 YPOBHA FOPMOHA POCTA y JIeTeil, MepeKUuBIINX 0/

MOoCJ€ TPAHCIIJIAHTAIIMU MECYCHHU

Jlnst uzydenus cBasu ['P ¢ KiIMHUYECKUMU pe3yibTaTaMy TPAaHCIUIAaHTAlluU NICYCHU
JETAM IIPOBEIEH CpPABHUTEIBHBIA aHanu3 conaepxkanuss [P B KpoBu y geren,
NEPEXKMUBIIMX U HE MEPEKUBIIUX IoJ Hocie TpaHcmuiaHtauuu. CopepkaHue rOpMOHa
pocTa B KpPOBU PELMIIMEHTOB /10 TPAHCIUIAHTAlMM HE OBLIO CBS3aHO C pe3ysbTaTaMHu
TpaHcmiantanuu yepes roj (r = 0,03, p = 0,32). lanusie o conepxkanuu I'P 1o u uepes
MecAIl MOocie TPAHCIUIAHTAlMM B IUIa3ME KPOBHU PELUIMEHTOB, IEPEXKUBIIUX U HE

NEPEKUBIINX TOJ], MPEACTABICHBI HA pUcyHKe 18.
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Pucynox 18 — Vpoenu copmona pocma 0o u uepesz mecay nociie mpaucnianmayuu
neyeHu y peyunuenmos, nepercusuuux u He nepexcusuiux 200, * —p <0,05

VYposens I P uepes mecsi mociie TpaHCIUTaHTaUKU Y IEPEKUBILINX TOJ PELUIIMEHTOB

coctaBui 1,4 [1,1 — 2,4] Hr/mi 1 ObUT JOCTOBEPHO HMXKE TAKOBOT'O 110 oneparwu - 4,2 [1,5
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— 7,2] var/mn, p = 0,00. Y perunueHToB, He MEPEKUBIINX ITOT MEPUOJ, coaepkanue [P
yepes mecsil 5,6 [1,9 — 8,6] HI/MiI MpakKTUYECKH HE OTINYAJIOCh OT TAKOBOTO J0 ONEpalin
- 45 [2,0 — 6,9] ar/mi, p = 0,68, T.c. IpH OJIATONPHUSITHOM PE3yJIbTaTe TPAHCILIAHTAIMH
MIEYEHU UMEET MECTO JOCTOBEPHOE CHIKEHHE ypoBHs ['P B kpoBH, pu HEOIaronpusiTHOM
— ypoBeHb [P He Mensercsa. Konnentpaunu I'P 10 TpaHCIulaHTanum y nepeKuBIINX U HE
NEPEXUBIINX TOJ PELUINHEHTOB He pazmmuaiuck (p = 0,78); udepe3 Mecsn mocie
TpaHCIUTaHTallMU coAepkanue [P B KpOBM MEPEKMBIIMX TOJ] PELUIUEHTOB ObLIO

JAOCTOBCPHO HUKC, UCM Y HCTICPCIKUBIIUX.

5.2 Pacyer nporvocruyeckoii 3¢p(peKTHBHOCTH TOPMOHA POCTA MPHU

TPaAHCIVIAHTAIIMH MMEYCHHU T€TAM

Jnsa  ompeneneHuss  BO3MOXHOCTM — HCIOJB30BaTh  JaHHBIE O  BEIUYUHE
KOHIIEHTpauu [P B KpOBM pELMIMEHTOB 4epe3 MeECAL Il IPOTHO3a pPEe3yJIbTaTOB
TPAHCIUIAHTALIMM I[I€YEHM 4Yepe3 TIOoJ IPOBEACH AaHaJIu3 3aBUCUMOCTU MEXIY
YyBCTBUTEIBHOCTHIO U CHEMU(PUUHOCTHIO TECTa MPHU PA3NUYHBIX KOHIEHTpanusx ['P B

KpPOBU PELMITUEHTOB (PUCYHOK 19).
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Pucynox 19 — ROC ananuz konyewmpayuu 20pMOHA pOCMA 6 Nidasme Kposu

Odemeli-peyunueHmos uepe3 Mecsy Nnocjie MpaHCHIAHMAyuu nedeHu OJisi OYeHKU ee
pesyiomamos, AUC=0,74%0,10; 95% U 0,54-0,95, p <0,05
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AHanu3 nokasai, uyro 3HadeHnue riomanau noj kpuBoid ROC (AUC, area under the
curve) coctaBuiio 0,74 + 0,10 [0,54 — 0,95] u cTaTUCTUYECKHU TOCTOBEPHO OTINYATIOCH
ot BennuuHkl 0,5 (p = 0,025).

Jis onpeneneHus TUArHOCTUYECKHA 3HAYMMOW MOPOroBoM KoHUeHTpauuu [P B
KpOBHU OBLI MPOBEJICH aHAIN3 HA OCHOBE TPa(UKOB 3aBUCHMOCTH YYBCTBUTEIIBHOCTH U
cnenu@UUHOCTH TecTa OT ypoBHA [P y gereli-perumueHTOB dYepe3 MecAll IOocie

TpaHCILIaHTauK redeHu (pucyHok 20).
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Pucynox 20 — 3asucumocmsv yyscmeumenvHocmu u cneyuguuHocmu mecma om
VPOBHs 20pMOHA pocma 68 Kpo8U Oemel-peyunuenmos uepes Mecsy Hnocie
Mpaucnianmayuy ne4eHu

[ToporoBoe 3HaueHue KoHLEHTpauuu [P, cooTBeTCTByromiee MaKCUMalbHbIM
3HaueHusaM cnenupuynoctH (0,614) u wysctBurensHoctH (0,875) Tecrta, coctaBuio 1,8
Hr/miL. [lonydeHHBIN pe3ynbTaT O3HavaeT, YTo y MalueHToB ¢ cojepxanuem ['P mocne
TPAHCIUIAHTALIMM HUXE TOPOTrOBOT0 3HAYEHMSI BEPOSTHOCTh MEPEXKUTH TOJl MOCTE
TpaHCIUIaHTauu coctaBisieT 61,4%, a npu ypoBHe ['P BbIlie TOPOroBOro BEpOSTHOCTh
HE MEePEXKUTh 3TOT Nepuoj coctasisieT 87,5%.

Pacuer BennuuHbl oTHOcUTENbHOro pucka (RR) mokazan, urto mpu ypoBhe I'P
BBIIIIE IOPOrOBOIO OTHOCHUTEIBHBIN PUCK HE NEPEXKUTH roj coctasisier 9,06 + 1,04 [N
1,17 - 70,15], p <0,05. Takum oOpa3om, y pelMIIUEHTOB ¢ KoHIleHTpalued ['P B kpoBu
yepe3 Mecsll [0cie TPAHCIIaHTAlUK Bbllle 1,8 HI/MII pUCK HE HEepexuTh rog B 9 pas

BBIIIIE, YEM y PEIUIIUCHTOB ¢ 00Jiee HU3KUM YPOBHEM FOPMOHA.
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B Tabmuue 10 npencraBineHbl paccudTaHHbE UH(MOPMATUBHbBIE XapaKTEPUCTUKU
TecTa.

Tabnuya 10 — Xapaxmepucmuxku mecma Ha 0CHO8e onpedeieHusi YPOSHs 20PMOHA
pocma y peyunueHmos uepez Mecay nocie MmpaHcniaumayuu nedeHu Oisi OYeHKU ee
pe3yibmamos

XapakTepucTHUKH 3HayeHUs
[Tnomans AUROC, 95% JI1 0,74 £ 0,10 [0,54 — 0,95]*
UyBCTBUTEIIBHOCTD 0,875
CnenuduiHoCcTb 0,614
[ToporoBoe 3naueHue ['P 1,8 Hr/mi
OTHOCUTENBHBIN pUCK, 95% I 9,06 + 1,04 [1,17 - 70,15]*
TounocTh TecTa (Ac) 64%
[[porHocTHYECKasi 3HAYUMOCTH TIOJIOKUTEITLHOTO 88%
pesynbrara (PPV)
[IporHocTuyeckas 3HaUMMOCTb OTPULIATEITLHOTO 61%
pesynbrata (NPV)

* - p<0,05

Kak BugHO M3 TaGIUIIbI, TOYUHOCTH TecTa cocTaBuiia 64%, YTO COOTBETCTBYET
oOmei  Jojie  MpaBWIBHBIX  pe3ynbTaToB.  IIporHocTmdeckas  3HAYUMOCTH
MOJIOKUTENIBHOTO pe3ysibTaTa, OTpakarollas BEPOSITHOCTh HE TMEPEeKUTh TOJ TPHU
BennunHe KoHIeHTpauuu I'P Beime 1,8 Hr/mi coctaBiser 88%, a mporHoctuyeckas
3HAYMMOCTh OTPHUIIATEIILHOTO pe3yJibTaTra, OTpakarolllas BEPOSTHOCTh MEPEKUTh TOJl
IPY 3HAYEHUSIX TOPMOHA HUXKE OPOTOBbIX — 61%.

PesynpTaThl HacTOsmero (QparmMeHTa WCCIIENOBAHUS TO3BOJIUIU OMPEICIUTh
MIPOTHOCTUYECKOE 3HAYEHHWE TOPMOHA poCTa y JAETed NpH TPaHCIUIAHTAIlMU TICYCHHU.
Y CTaHOBJIEHO, YTO CHUKEHHUE YPOBHSA TOPMOHA POCTA B KPOBU PELIUITUEHTA TPOUCXOIAT
HE B PaBHOM CTEMEHU y BCEX JCTEH, a CBA3aHO C MPOTHO30M TPAHCIUIAHTAIIUH.

VY peuunueHToB depe3 Mecsll Moclie TpaHCIUlaHTaluu ypoBeHb ['P mocroBepHO
cHmkaercs. Ecim cavkenus ypoBHs ['P He MpoucxoauT, y TaAKMX pELIMIIMEHTOB PUCK HE

MNEPEKUTH IO MOCIIC TPAHCILIAHTAIUH B 9 Ppas3 BBIIIC, YEM Y OCTAJIbHLIX PCHUIIMCHTOB.
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OBCYKJIEHHUE

s nerer ¢ HMPpPO30M NEYEHHU U TEPMUHAIBHON MEYEHOYHOM HENOCTATOYHOCTHIO
B HCXOJIe BPOXKJIEHHBIX 3a00J€BaHUN TenaTOOMIMApPHOM CHUCTEMBbI €IMHCTBEHHBIM
METOJIOM M3JICYEHHS, HE TOJBKO CHACAIOLIUMM >KM3Hb, HO M IO3BOJSIIOIIMM PEOCHKY
JIOCTHYb MOJTHOW peaOuIUTaIlMU U BBIPACTH 3JOPOBBIM B3pPOCIIBIM YEJIOBEKOM, SIBIISIETCS
TpaHCIUIaHTanusl nedeHu. Co BpEMEHUM NEPBOM MNEAUATPUYECKOM TpAaHCIUIAaHTAlUN
Ne4YeHu B Hamieil crpane, BbinojdHeHHOM C.B. ['otbe B 1997 rony, HakomieH O0bIION
(6onee 1000 TpaHcIIaHTalMd) W YHUKQJIBHBIA JUISI MHPOBOM TPAKTUKU OIIBIT,
BKJIIOYAIOIIEH BCE OTallbl IOArOTOBKM, TPAHCIUIAHTALMM W NEPUONEPALTUOHHOTO
nepuoja, NOCTTPAHCIUIAHTAIMOHHOTO BEACHUS PELMIIMEHTAa HA PAHHUX U OTAAJICHHBIX
CPOKax.

Crmenyer OTMETHTH, 4YTO B Hactosmee Bpems B Poccuiickont ®enepannn
MOJIHOCTBIO  YZIOBJIETBOPSIETCS TMOTPEOHOCTh B TPAHCIUIAHTAIUMA T[I€YEHU JIETSM,
CTpaJalOIIMM TEPMUHAIBHOMW CTaAuEd NEYEHOYHOM HEAOCTATOYHOCTH, BBI3BAHHOMU
OCTPBIMU WJIM XPOHUYECKUMHU 3a0osieBaHusiMu, U exerogqHno B HMUIL THUO wum. ak.
B.1. [llymakoBa BeimomiHsieTcs: 6onee 100 mogoOHBIX onepaiyii, 4YT0 HE TOJBKO UMEET
BAXKHOE COLMAIbHOE M JAeMorpauyeckoe 3HAuY€HHE, HO M CBA3aHO C PEIICHHEM
MHOKECTBA MEIUIIMHCKUX ¥ MEIUKO-OMOJIOTUYECKHUX MPOOJIeM, CBSI3aHHBIX C MTUPOKUM
CIIEKTPOM HCXOJHOW TATOJIOTMM TaKUX MAlUEHTOB, TSKECTbIO HMX COCTOSIHUS H
CTEIMEeHbIO HapYIIEHUH MeTaboIu3Ma, pocTa U Pa3BUTHS Yy ATUX MAIMEHTOB; TOHKUMU
MEXaHU3MaMHM PeryJsiud (PyHKIIMHM TpaHCIJIaHTaTa B OpraHU3Me PEIUIUEHTa U JIp.

Pe3ynprarsl Tpancmmantanuu aetsaM, BeinosnHsemor B8 HMULL THO uwm. ak. B.H.
[[lymakoBa, HE YCTYMarOT JY4YIIUM MHUPOBBIM TOKazareissM. CpenHsisi ToauyHas
BBDKMBAEMOCTh HCXOJHO CTPAJAIONIUX HEU3JICYUMBIM 3a00JIeBaHUEM JIeTeHd TMOcie
TpaHCIUIaHTaluK coctaBisieT 93%, tpexierHsis — 90%.

Cronb BBICOKME pE3yibTaThl B JaHHOW OOJAcCTH JOCTUTHYTHI OJjarojaps
COBEPUIEHCTBOBAHUIO MPEATPAHCIIAHTAMOHHOM MOJATOTOBKH, UMMYHOCYIIPECCHUBHOM

TCpaliiy, MOCTTPAHCIINIAHTAITUOHHOI'O Ha6J'II-0I[eHI/I$I.
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OpHako, MOMHUMO KIMHUYECKUX ACIIEKTOB, TOCTH)KCHMIO BBICOKMX PE3YJIBTATOB
TpPaHCIUIAHTALIUM TI€YEHU [JEeTSIM paHHEro BO3pacTa CIOCOOCTBYET €Ile W psil
cnenuuueckux pakTopoB.

Bo-niepBbIX, OCOOEHHOCTHIO TPAHCIUIAHTALMM NEYEHU, B OTIMYUE OT JPYrux
COJIMHBIX OPTaHOB, SIBJISETCS YHUKAJIBHOCTh €€ KPOBOCHAOXKEHUS, CTPYKTYpbl W
byHKIMH, O1aronaps 4eMy MeyeHb SBIsETCs Hanboiee MMMYHOTOJICPAHTHBIM OPTaHOM.
W neicTBUTENBHO, MOCIE TPAHCILIAHTALMU NIEYEHU Y PELUIIMEHTOB PEXKE Pa3BUBACTCS
OTTOPIKCHHE, HEeXEIT Y PEIMITMCHTOB cepra u moukwu [9, 19, 44, 92].

Hanee, 060mbIIas 4aCcTh PELUIINEHTOB, BKIOUEHHBIX B HACTOALIEE MCCIIEIOBAHUE,
3TO JETH pPAaHHEro BO3PAacTa, KOTOPHIM TPAHCIUIAHTHPOBAIM (PparMeHT (JIEBBIH
JaTepaIbHbI CEKTOp) IEYEHU OT >KMBOIO POJCTBEHHOTO A0HOpa. VMmeHHO Takoii
BapHaHT TPAHCIUIAHTALMU TMO3BOJISET IOJIydaTh HAWIydllUe pe3yJibTaThl, Ojarogaps
OCOOEHHOCTSIM MMMYHHOI'O OTBETa Y JETE€ paHHEro BO3pacTa; JIy4lled TKaHEeBOU
COBMECTMMOCTH TPAHCIUIAHTATa POACTBEHHOIO JOHOPAa M PELMIIMEHTAa; MEHbIIEH
JUIMTEIbHOCTH UIIEMUN TPAHCILIAHTATA.

NHpiMHU  cllOBaMU, WMEHHO HCCJICIOBAaHHBIM B HACTOsIIEH padoTe BapuaHT
TPAHCIUIAHTALMM [€YEHU OT KUBOI'O POACTBEHHOIO JOHOpPA IETAM PAHHETO BO3pacra
MOXHO CYUTaTh €CTECTBEHHOM MOJEIbI0 B3aUMOOTHOIIEHUM TpaHCIUIAHTaTa |
penunueHTa, o0ecrneunBaroeil MUHUMAIbHBIA PUCK OTTOPKEHUN TIPU HU3KOM YPOBHE
UMMYHOCYyIIpecCuH. Takasg MOJelb B3aMMOOTHOLIEHWH TPAHCIUIAHTATa U OpraHu3Ma
PELUIMUEHTA ABISETCA ONTUMAIBHOM JJISl PELIECHUS 3a/1a4 HACTOSIIIETO UCCIEN0BaHus, B
(doKxyce KOTOPOTo — BBISICHEHHE POJIU U, COOTBETCTBEHHO, ONPEICICHNE KIMHUYECKOTO
3HAQYEHUS TOPMOHA pOCTa B JOCTW)KEHMM W IPOTHO3MPOBAHUM PE3YJIHTATOB
TPAHCIUIAHTALIUH.

[Iporno3upoBaHue pe3ysIbTaTOB TPAHCIUIAHTALMU IEYEHU JETSIM HMEET BaXKHOE
3HAUEHHEe, TaK KaK JlaeT BO3MOXHOCTh HCIIOJb30BaTh 0OJiee MepCOHATM3UPOBAHHBIN
IIOAXOJ K BEIACHUIO MAlMEHTOB, HAYMHAS C PAHHUX CPOKOB mocie onepauu. [IInpoko
IIPUMEHSIEMBIE B HACTOSIIIEE BpPEMs METOAbl NPOTHO3MPOBAHMUSA BBIKHBAEMOCTHU
NALMEHTOB C MEYEHOYHOM HENOCTAaTOYHOCTBIO Ha OCHOBE KOMIUIEKCHBIX IOKa3aTeseu

WIH PE3yJIbTaTOB OMOXHMHUYECKUX HCCIENOBAaHUM, OTpaxkaromux (QYyHKIUIO MEYCHH,
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HalpUMep, TAKUX KaK ypOBEHb ajJbOyMHHA, HENOCTATOYHO 3(P(HEKTUBHBI; OTYACTU ITO
MOXKET OOBSCHATbCA WHTEHCUBHOM  3aMECTUTEJIBHOM  Tepamuedl B  paHHEM
NOCTTPAHCITIAHTAMOHHOM TI€PUOJIE Y PELIUIIUEHTOB neuenu [71, 112, 143].

HccnenoBanue posii TOPMOHA POCTA B peaIM3allMi Pe3yIbTaTOB TPaHCIUIAHTALIUU
NeYeHu y JeTell O0OYCJIOBICHO cleAyromuM. ['OpMOH pocTa SBISETCS TJIaBHBIM
LHEHTPAJIbHBIM PETYJIATOPOM pPOCTa B OpraHu3Me uesjoBeka. 3BeCTHO, 4YTO JIETH,
CTpaJaroliie TsKEIOW IEeYEeHOYHOM HEeAOCTaTOYHOCThIO, OTCTalOT B (DHU3MUECKOM
Pa3BUTHM: UX POCT U Macca Tejla HUKE, YEM Y 3JI0POBBIX CBEPCTHHKOB.

JleficTBHEe TOpMOHA pOCTa Ha KIIETKHM, TKAHU, OPraHbl OIOCPENOBAHO YEpeE3 Tak
Ha3bIBaEMbIE MepU(PEepUYECcKHe PErysaTOpbl POCTa, TVIABHBIM M3 KOTOPBIX SIBISIETCS
UHCYIMHONOAOOHBIH  (aktop pocta — 1 (UDP-1), npoayuupyemblit
IIPEUMYILECTBEHHO NIEYEHBIO.

O4eBUIHO, YTO TIE€YEHb SBJSETCS HEOTHEMJIEMBIM M BaXXKHBIM KOMIIOHEHTOM
HEHPOTyMOpaJIbHOM  peryisiiud pocta ©  pa3BuTusi  pebenka. Jlomyctumo
IPENOJIOKNUTh, YTO BOCCTAHOBJIEHUE BCEX (PYHKIIMM MEYEHH IOCIie TPaHCIUIAHTAluU
OyneTr cmocoOCTBOBaTh W BOCCTAHOBIIEHHIO  HEUPOTYMOPAIbHOM  peryisiuuu
($U3MYECKOTO Pa3BUTHSI PELUIINEHTA.

Kak mokazanu Halld UCCIEeNOBaHUs, POCT M Macca Teja JeTed C TepMUHAIbHOU
cTaaueil 3a00jeBaHMN TEYEHH JOCTOBEPHO HMKE, YEM Yy 3J0POBBIX JIETEH TOTO Ke
Bo3pacta. B Hacrosmiem HcCiIeOBaHMM YCTaHOBJIEHO, YTO IOCJE TPaHCIUIAHTALWN
NEYEHH y JeTeH MPOUCXOAUT BOCCTAHOBJIEHHE MACChI Teda A0 YPOBHS 370POBBIX JIeTel
TOrO € BO3pacTa M MMEET MECTO TEHJEHLHS K YBEJIMYECHHIO CPEIHEro pocTa
penunueHToB. Panee ObUIO MOKa3aHO, YTO y AETEW ¢ 3a00JI€BaHUSIMU TeNaTOOMIHAPHON
CUCTEMBbl YpPOBEHb NOPMOHA pPOCTa IMOBBIIIEH, B COYETAHUM C HApyUICHUEM CHHTE3a
N®P-1 B neuyeHH U CHUIKEHUEM €ro COACPKAHUS B KPOBU. TpaHCIUIAHTALIMS MEYCHU
JIETSIM COIPOBOXKJAETCS YIYyUYIIEHUEM AHTPONIOMETPUUYECKUX IMOKa3aTele BCIEACTBUE
BOCcCTaHOBIeHUA cuHTe3a M®PP-1 knetkamum TOHOPCKOM IEYEHUM W HOPMAJIA3ALUN

COOTHOIIICHHH B cucTeMe ropmon/pocta-M®P-1 [8, 9, 10, 14, 15].
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B Hacrosimieil paboTe yCTaHOBJIEHO JOCTOBEPHOE CHIKEHHE YpPOBHA TOPMOHA
pocTa B KpPOBHM IOCJE TPAHCIUIAHTAUUU IeuyeHH. CHIKEHHE TOPMOHA POCTa MOMXKET
o0BsicHAThCS mpoaykuued MDP-1 TpaHcImaHTaToM; MOCKOJIBKY MPOAYKIMS TOPMOHA
pocTa TUIO(GHU30M PEryIUpyeTCs MO MPUHIUITY OTPULIATETLHON 00paTHOWM CBS3U: MpHU
yBenuueHun ypoBHs M®P-1 B KpoBH CHMKaeTcd MNPOAYKLMS M, COOTBETCTBEHHO,
KOHLIEHTpalusi B KPOBM TOPMOHAa pPOCTa, U Hao00poT. OTCYyTCTBUE JIOCTOBEPHOU
JVHAMUKA TOPMOHA pPOCTa SBIISIETCS KOCBEHHBIM CBHUAETENBCTBOM HENOCTATOYHOMU
npoaykuun M®P-1 TpancmiianTtatom, T.e. (YHKIHOHAJIBHOM HECOCTOATEIBbHOCTH
TPaHCIUIAHTATA, 4YTO, IO PE3YJIbTATaM HACTOSIIETO HCCIEAOBAHUS, MMEIO MECTO Yy
NAlMEHTOB, HE NEPEKUBIIUX NEPBBIM roja Mmocie TpaHcmaHTauuu. OOHapyKEeHHbIE
(GakTbhl MOATBEPXKAAOT HAJIWMYME BIUSHUSA TPAHCIUIAHTATa IE€YEHW HA NPOLYKIHUIO
TOPMOHA pOCTa.

Pe3ynbTaThl HacTosleld pabOTHl MOKa3ajiv, YTO YPOBEHb T'OPMOHA pOCTa 4Yepe3
MeECALl HETaTUBHO KOPPEIUPYET C pe3yJpTaTaMU TPAHCIUIAHTALIMM YE€pe3 TOJ, 4YTO
MIO3BOJISIET MTPEMIOKHUTH UCIIOJIB30BATh TECT Ha KOHLEHTPALMIO TOPMOHA POCTa B KPOBU
JUISL TPOTHO3UPOBAHUS PE3YJIBTATOB TPAHCIUIAHTALIMY [IEYEHN JETAM PAHHETO BO3PAcCTa.

Ha ocHoBe o1leHKM JuarHocTHueckoi 3(h(eKTUBHOCTH YPOBHS TOPMOHA pOCTa C
MOMOIIbIO  OOIICTIPUHATBIX ~ METOJOB  cTatucTuku: moctpoerus ROC-kpuBoi,
OIpEJENIeHHs MOPOrOBBIX 3HAYEHUI U pacueTa MHPOPMATUBHBIX XapaKTEPUCTUK TECTA,
II0KA3aHO, YTO COAEPKaHUE TOPMOHA POCTA B KPOBU JE€TEU-PELIMIIMEHTOB IIEYEHHU YEPE3
MeCSII] TIOCJI€ TPAHCIUIAHTAIUU TTO3BOJIAET MPOrHO3UPOBATH T'OAMYHYI0 BBIKUBAEMOCTH C
BEepOSATHOCTBIO 74 + 10%. YpoBeHb BEpOSATHOCTH TecTa 0Kojo 75% m Oojee, IpUHSATO
CUMTATh ITOKA3ATEIEM «XOPOLIETO TeCTa». [IoporoBslil ypoBEHb TOPMOHA POCTA B KPOBH
B 1,8 HI/MJI TO3BOJIIET Pa3AC/IUTh PEUMIUEHTOB C BHICOKUM U HU3KHUM PHUCKOM HE
NEPEXHUTh 12 MecsleB Mociae TPaHCIUIAaHTAlMU. Y PELMIIMEHTOB ¢ YPOBHEM T'OPMOHA
pocTa HMKe MoporoBoro 3HaueHus (1,8 HIr/mir) BEpOATHOCTh MEPEXUTHh ToA B 9 pa3
BbIIlIE, YeM Y J€TeH C COAepKaHMEeM TOPMOHA BBILIE MOPOTOBOro 3HaueHus. OOmas
TOYHOCTh PE3yJIbTATOB JAHHOTO TecTa coctaBmia 64%. IIpormoctuyeckas 3Ha4UMOCTh
nojioxkutenbHoro pesynbrata (PPV) u orpunarensHoro pesynsrata (NPV) cocraBuiu

88% u 61% coorBeTrcTBeHHO. [IpM ypoBHE TropMOHa poOCTa HHUKE MOPOrOBOTO
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(oTpuLIaTENBbHBIA TECT), BEPOSITHOCTh TOJWYHOTO BbUKMBaHUs coctaBuia 61%. Ilpu
YpOBHE TOPMOHA BBIIII€ TOPOTOBOTO (MOJIOKUTENBHBIN TECT), BEPOSITHOCTD HE TMEPEKUTH
roja mnocie TpaHcmiaHTtauu - 88%. Takum 00pa3om, pe3ysbTaTbl TECTA C BBICOKOMN
BEPOSATHOCTHIO MTO3BOJIAIOT TPOTHO3UPOBATh PE3YNIbTAThl TPAHCIUIAHTALIMN [TE€UYEHH.

[lomyyeHHble HamMu JaHHbBIE O CBSI3M PE3YyJbTAaTOB TPAHCIUIAHTALMH  C
COJIEp>KaHUEM FOPMOHA POCTa B KPOBH PELIMITMEHTOB MEYEHU COIMIACYIOTCS C JAaHHBIMU
JIPYTHUX aBTOPOB, B YACTHOCTH, IMOKA3aBIINX 3HAYCHHE JJIsI BEBDKUBAEMOCTH MACCHI TEIIa,
BEJIMYMHA KOTOPOW IIPSAMO 3aBUCUT OT YPOBHS TOPMOHAa pocTra. Y B3pOCIBIX
PELMIIMEHTOB TE€YEHW TaKKE BBbISBICHA IIOJIOXKHUTENIbHAs CBsA3b Oojiee HU3KOU
KOHIEHTPAIIMM TOPMOHA POCTa B KPOBU IOCJIE TPAHCIUIAHTALIUMU C 3-X MECAYHOU U 3-X
JeTHEW BeKUBaeMocThIo [107, 126].

Hactosmas pabGora  sBisercs  HAOMIOJATENBHBIM M PETPOCHEKTUBHBIM
WCCIICIOBAHUEM, BBIIBUTAIOIIMM THUNOTE3y. B kadecTBe clenyromero mara K
UCIOJIb30BaHUIO TOPMOHA POCTa B KauecTBE OOBEKTHBHOIO JIAOOPATOPHOTO KPUTEpUs
IPOrHO3UPOBAHMSI PE3yJIbTaTOB TPAHCIIAHTALIUY MTEYEHU JETSIM HEOOXOAMMO MTPOBECTU
MPOCIIEKTUBHOE KIMHUYECKOE HCCIIEJOBAHUE €r0 JUArHOCTUYECKON 3P (HEKTUBHOCTH.

B Hameli pabore mokaszaHo, YTO ypOBEHb FOPMOHA POCTa B KPOBU JIeTeH depes
MecAll  MOCiA€  TPAHCIUIAHTAlMM  MEYEHH  MOXKET  CIYKUTh  MO3UTUBHBIM
IIPOTHOCTUYECKUM TOKA3aTENEM Pe3yJIbTaTa TPAHCIUIAHTALMH; Y MALIMEHTOB C YPOBHEM
ropMOHa pocTa HUXe moporoBoro (1,8 HI/MiI) BEpOSITHOCTh TEPEKUTHh TOJ TOCTE
TpaHCIUTAHTALIMM OKa3bIBaeTCs B 9 pa3 BhIllle, UeM y MAIMEHTOB C YPOBHEM TOpMOHA
Beiie moporoBoro [10]. Tlomy4yeHHble pe3ynbTaThl MOTYT OBITH TOJE3HBI JUIS
nepcoHnUKalMM BEICHUS MAI[MEHTOB, a TaKXe W JJI1 MOHUMaHMs CBSI3eH MEXIy
HEHPOIHIOKPUHHOM  cucTeModM ©  (akTopamMH, BIUSIOIIMMHU Ha  (QYHKIHUIO

MEPECAKECHHOU TTCUCHU.
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BbIBO/IbI

1. Y  neauaTpu4ecKMX ~— NAUMEHTOB €  TEPMHUHAJIBHOM  NEYEHOYHOU
HEJ0CTAaTOYHOCTBIO UMEET MECTO 3aJEPKKa pocTa U 1e(ULUT MacChl Tejaa B CPABHEHUU
C QHAJIOTUYHBIMM IIOKA3aTEJISIMU Yy 3JOPOBBIX AETEH TOrO K€ BO3PACTA; MOKA3aTENIN
pocra M Beca JETeW OCTOBEPHO OTPULIATENIBHO KOPPEIHPYIOT C YUCIOM OajuloB IO

mkane PELD, oTpaxaromien TsKecTb IEYEHOYHON HETOCTATOYHOCTH.

2. VY nereil ¢ 3a00iieBaHUSIMU MEYEHU B TEPMHUHAJIBHOM CTagUU YpPOBEHb
rOpPMOHa pOCTa B KPOBH JIOCTOBEPHO BBILIE, YEM Yy 3J0POBBIX JETEW TOTO XKE BO3pacTa
[4,3 (1,6-7,2) u 1,2 (0,3-2,4) ar/ma cootrBeTcTBeHHO, p=0,001]; HanOOIBIINE pa3TUIHS

BBIABJICHBI IIPXU aTPE3UH KCITICBBIBOAAIINX HyTCﬁ.

3. Poct u Macca Tena yepe3 ro nocie TpaHCIUIaHTALMKM NI€YE€HU JIOCTOBEPHO
Bbiie, yem n0 onepauun (p=0,00 g1 oOoux mnokazarenei), U COOTBETCTBYIOT

pedepeHTHBIM 3HaYSHUSIM TSI 37I0POBBIX JCTEH TOTO e BO3pacTa.

4, [Tocne TpaHCIIaHTAUUK IEYEHU YPOBEHb TOPMOHA POCTA YXKE YEPE3 MECHILL
B CpPEJHEM JIOCTOBEPHO HIKe, 4yeM no omnepauuu (p=0,001). YpoBeH» ropmMoHa pocrta
gyepe3 TOJl TMOCie TPaHCIIAHTAIMKM JIOCTOBEpHO HIbke, yeM a0 Hee (p=0,049), u He

OTJINYAETCSI OT TAKOBOTO Y 3JI0POBBIX AeTel TOTO ke Bo3pacta (p=0,067).

S. JlnHamMuKka ypoBHSI TOPMOHA POCTa y AETEH-PELUNMEHTOB NIEYEHN CBSI3aHA

C KIIMHUYCCKHUM PC3YJIbTATOM TPAHCIIAHTAIIUH.

6. Benuuuna ypoBHS ropMOHa pOCTa B KpOBM JIeTE€H depe3 MeEcsll MOocie
TPAHCIUIAHTALIMU TIE€YEHU UMEET MPOTHOCTUYECKOE 3HAYCHHE. y MAlMEHTOB C YPOBHEM
TOPMOHA POCTa HIKE PACCUYUTAHHOTO MOPOroBoro 3HaueHus (1,8 HI/MIT) BEpOATHOCTH
MEePEXUTh ToJ MOCJIe TPAHCIUIAHTAIlMU B 9 pa3 BhIIE, YeM y MAlUEHTOB C YPOBHEM

rOPMOHA POCTA, MTPEBBILIAIOIINM ITOPOTOBBIM.
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INPAKTUYECKHUE PEKOMEH/JAIIUU

1. B pamkax oOciieoBaHus MalMEHTOB MPU MOJTOTOBKE K TPaHCIUIAHTAIlUU
MEYEHU MOKET OBITh MOKA3aHO W3MEPEHHE KOHIICHTPAIIM TOPMOHA POCTa B KPOBH ISt

OIICHKHA €TI0 IMHAMMUKHU IMOCJIC TPAHCIUIAHTAINH.

2. Bcem pgersm paHHEro Bo3pacTa 4depe3 MecdAll MOocie TPaHCIUIAHTALMH
NEYEHU 11eJIecO00pa3Ho OIpeesieHHe YpOBHS TOpPMOHAa pocTa B  KPOBU  JUIS

IMPOTHO3UPOBAHUA OTAAJICHHBIX KIIMHUYCCKUX PC3YJIbTATOB TPAHCIIJIAHTAIIHH.

3. Pexomennyetcst uccnenoBanue ypoBHs ropmona pocta u M®OP-1 B kpoBu
JeTEN-pEeLIMIUEHTOB MEYEHH Yepe3 IO MOCie TPAHCIUIAaHTAIMU JUIsl OLIEHKU (PYHKIUU
TpaHCIUIaHTaTa,  HopMmaimu3anuu  cooTHomenus  WDP-l/ropmon  pocta

AHTPOIIOMCTPHUICCKHUX rokazaresieu y I[GTGﬁ.
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CIIUCOK COKPAIIIEHUM

ACR (anrmn., acute cellular rejection) — octpoe KJIeTOYHOE OTTOPIKEHUE

APOLT (anrn., assisted partial orthotopic liver transplantation) — BcroMoraresbHast

JaCTHYHAs OPTOTONHYCSCKAS TPAHCILIAHTAIIHS TICYCHH
AJIT — ananmHaMUHOTpaHCEepasza

ACT — acnapratamuHoTpancdepasa

MELD (anrn., Model for end-stage liver disease) — monenb aisi TepMHUHAIBHOTO

3a00J1eBaHKs TTICYCHH

PELD (anr., Pediatric end-stage liver disease) — nmerckoe TepMHHAIBLHOE 3a00JICBAaHUC

IIEYEHU

AJKBII — atpe3ust xKeT4eBbIBOASIIUX MYTEH

AUYTB — akTUBHPOBAHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMSI
BUY — Bupyc ummyHoieuimTa yeaoBeka

[KBII — runoruiasus Keq4eBbIBOIAIIMNX MyTEN

['P — ropmoH pocra

JIHK — ne3oxcupnOOHyKIEMHOBAS KUCIOTA

MCKT — mynbTHCTIUpAJIbHAS KOMIBIOTEpHAs TOMOTpadust

MHO — MexxnyHapoaHOE CTaHAapTaM OTHOILIEHUE

MPT — marautope3oHaHcHasi TOMOTpadus

HMUIL] THUO - HamuoHalbHBIM MEIMIMHCKUN  HMCCICI0BATEIbCKUN

TPAHCIUIAHTOJIOTUH U UCKYCCTBEHHBIX OPTraHOB
N®P-1 — uncynunonoo0HsIi hakTop pocra - 1
I[ICBX — nporpeccupyromuil ceMeHHbIii BHYTPUIIEUEHOYHBIN X0JIeCTa3

[IIIP — monumepa3Has nenHas peakuus

IICHT]
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CA — Cungpom Anaxuiis
[IMB — uuroMeranoBupyc
C3II — cBexke3aMOpOoKEeHHAas IJ1a3mMa
CCBP — cunapom CUCTEMHOW BOCHIAIUTEILHON PEaKIuu
TII — TpancnIanTanys EYECHU
BO3 — BeceMupHasi opranuzanusi 34paBoOXpaHEeHUS
OI'BY — deaepanbHOE TOCYIAPCTBEHHOE OIO/IKETHOE YUPEIKICHUE

BASM (amrn., Biliary atresia splenic malformation) — Owmuapnas arpesust c

Majb(hopmaleit cene3eHKu

BA — OunuapHas atpe3us

HBO — HacnencTBenHnle 001€3HM OOMEHA BEIIECTB
FDA — (auru., Food and Drug Assosiation)

PHK — pubonykienHoBas KuciioTa

PTO — Poccuiickoe TpaHCIUIaHTAIMOHHOE 00IIIECTBO
OHO-a — ®Paktop HEKpo3a onmyxoiau Anbda

TGF-B (anra., Transforming growth factor Beta) — Tpanchopmupyrormmii pakTop pocta

bera

JAW — noBepuTenbHbI UHTEPBAIL

SD (anru., Standart deviation) — crangapTHOE OTKJIOHEHHE

M3 P® — MunucrtepcTBo 3apaBooxpanenust Poccutickoit @enepanmun
AUC (auru., area under curve) — miomaab Mo KpuBoi

GH-R (anr., Growth hormone receptor) — pementop ropMoHa pocra
['TT — ramma-riyTamuntpancdepasa

OO IC — pubponzodaroracTpo1yo1eHOCKOIHUS
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KIIIC — KMCAOTHO-IEIOYHOE COCTOSTHUE
OJITA — >TuneHInaMUHTETPAYKCYCHAsI KUCIIOTa

ROC (ot anrm., receiver operating characteristics) — pabGouas XapaKTepHUCTHKa

pUEMHHUKA

RR (anrm., relative risk) — oTHoCHTEIBHBINA PHCK
Ac (auriL., accuracy) — TO4HOCTh

IL (anrm., interleukin) — uaTEpICHKUH

HLA (ot aarin. Human Leukocyte Antigens) — aHTHreHBI TKAHEBOH COBMECTUMOCTH

PPV (amrn., positive predictive value) — NOpOrHOCTHYHOCTH TOJIOXKHTEIBHOTO
pesyJsbTara
NPV (anrm., negative predictive value) — mHpOrHOCTHYHOCTH OTPHUIATEIHLHOTO
pe3yJbTara

LS (anr:., Laron syndrome) — cunapom Jlapona

AUROC (anru., area under receiver operating characteristics) — o6iacts moa pabdoucii

XapaKTEPUCTUKON MPUEMHHKA
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