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HccnenoBan ypoBeHb 00IIETO U CBOOOIHOTO HHCYIMHOMOA00HOTO (hakropa pocra-1 (MDP-1) y 53 nereii ¢ Bpok-
JICHHBIMU U HACJICJCTBEHHBIMH 3a00JICBAaHUSMHU TENAaTOOMIMAPHON CUCTEMBbI JI0 TPAHCIUIAHTAI[UH, Y€PE3 MECSII
1 4epe3 Tojl 1ociie POJCTBEHHON OPTOTONMMYECKON TPAaHCIIAHTAIMY MIEYeHH. YCTaHOBIIEHO, YTO y JIETel paHHETo
Bo3pacrta (0T 3 10 36 Mec.), CTPaaroIINX IUPPO3OM ITEUCHH, KOHIIEHTPAITHst 00111ero u cBoboanoro MMP-1 Hike,
YeM Y 37I0POBBIX JETEH, P MOBBIIIEHHOM YPOBHE CBSI3aHHOTO ¢ OepeMEHHOCTRIO poTenHa Tia3Mel A (PAPP-A),
YBEITUUMBAIOIIET0 OHOIOCTYITHOCTH cBoOoaHOTO MDP-1. Yepes mecsI mocie TpaHCIIAHTAIlMN TIEYeHH OTMeda-
JIOCh YBEIMYEHUE YPOBHS 00111er0 1 cBoOoaHOro MDP-1, yepes rox mocie onepanuy ypoBHH UCCIEAYEMbIX TTOKa-
3areNel He OTIIMIAINCH OT TAKOBBIX Y 3MOPOBBIX ACTEH TpH HOpMaTu3auu KoHeHTpaun PAPP-A. Yeemmaenne
ypoBHS 00111eT0 1 cBoOoaHOr0 MDP-1 mocne TpaHCIDIaHTaIK TIEYeHH AETSIM C BPOXKICHHBIMA W HACIIECTBEHHBI-
MU 3200JI€BaHUSIMH T€TIaTOOMIINAPHON CHCTEMbI MOYKET UMETh 3HaYeHHUE JUTS BOCCTAHOBJICHUS! TOPMOHAJIBHOM pe-
TYISIAHA POCTa, aHAOOIMIECKUX M PEIapaTUBHBIX MPOIECCOB, HOPMAIILHOTO (PM3UUECKOTO Pa3BUTHS JIETEeH — pe-
[IUTHEHTOB TIEYCHHU.

Kniouesvle crnosa: uncynunonodobuulii gpakmop pocma-1, yuppos neuenu, mpancnianmayus neyeHu.

INSULIN-LIKE GROWTH FACTOR-1 AFTER ORTHOTOPIC LIVER
TRANSPLANTATION IN CHILDREN WITH CONGENITAL
AND HEREDITARY DISEASES OF HEPATOBILIARY SYSTEM
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The research of total and free insulin-like growth factor-1 (IGF-1) in 53 children with with congenital and hereditary
diseases of hepatobiliary system was performed before liver transplantation, a month and a year after liver transplanta-
tion. Data of our research work revealed reliable decrease of total and free IGF-1 serum concentrations in children with
liver cirrhosis and controversy increase of PAPP-A, which regulates IGF-1 bioavailability. In a month after orthotopic
liver transplantation the level of both fractions of IGF-1 restored. A year later concentrations of total and free IGF-1,
and PAPP-A remained at normal rates. Increase of total and free IGF-1 after liver transplantation may contribute to
restoration of endocrine regulation of growth, reparative and anabolic processes, and normal physical development of
children.
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B mewenn cuntesupyercs 95% wmHCynmmHOMON00-
Horo ¢akropa pocta-1 (UDP-1), uupkynupyromero
B CHCTEMHOM KpOBOTOKe [1]. DTOT ropmMoH npuHUMa-
€T y4acTHE B PETYISLIUU POCTa Yy NETeH, MOCKOIbKY
SIBIISICTCSI OCHOBHBIM TTOCPETHUKOM aHa0OIUYECKHX
¥ MUTOTEHHBIX 3QQEKTOB TopMOHa pocTa. B knnHu-
yeckoit npaktuke UDP-1 npumensercs npu odcieno-
BaHMU OOJIbHBIX ¢ HapymieHusimu pocta [1, 12]. Ox-
HaKo BO3MOXHOCTH npuMenenns MPP-1 kak nporHo-
CTHYECKOT0 M JMAarHOCTUYECKOTO MapKepa aKTUBHO
M3y4YalOTCsl P MHOTHX JAPYTHX 3a00JIeBaHUSIX BBU-
Ny TJICHOTPOITHOCTH JACUCTBHsI 3TOr0 ropmoHa [4, 7].
Ha mapa- u ayrokpuaHoM ypoBHe MDP-1 BricTynmaet
Kak (akTop pocTa, peryaupyroIni KIeTOYHYIO Mpo-
TuQepanuio U pereHepannio TKaHel, a TaKkKe MposiB-
TSAIOMUN aHTHATONTHYecKuid A dekt. M3pecTHo, uTO
IIPU OCTPOM BHUPYCHOM I€NaTUTE B TKAHU IIEYECHHU I10-
BBIIIAeTCs coneprkanue perentopos k UDP-1 u yge-
auyuBaeTcs koHueHTpamus MOP-1 B mnasme [16]. To
JKe caMoe Ha0JIoaeTcs Mociie TPaHCIIaHTALuY 1eve-
HU U Tocite ee pesekiuu [8, 10]. B skcrepumenTans-
HBIX paboTax nokazano, uro UDP-1 ciocoben ymeHsb-
1I1aTh CTENEHb WIIEMUYECKOro-penepdy3noHHOro TOo-
Bpexaenust nedenu [9, 11]. Takxke B IKcrmeprMeH-
TAJIBHBIX HCCIACAOBAHUSAX OOHAPYKEH TPO(HICCKHIA
addpext UDP-1 Ha CIM3HCTYIO KUIIEYHUKA, YMEHbB-
HICHUE TPAHCJIOKAMH KHIIEYHOW MHUKPOQIIOpPHI MpH
CeIrcHce 3a CUeT ylyulleHus 6apbepHoi (yHKIMH K-
megHoit crenku [17]. TIoMHMO SHIOKPHHHEIX d(deK-
TOB, MDP-1 mposBisieT cBOKCTBAa HEeCTIEITU(DUIESCKOTO
uMMyHoMonyistopa. Tak, ussectno, uro MOP-1 ctu-
MYIUpYeT JUMQOI033, CHHTE3 HUMMYHOIIIOOYIMHOB,
nuddepentuposky T-kinetok [14, 15]. B To sxe Bpemst
CHIDKCHHBIN ypoBeHb WDP-1, Habmromaromuiics npu
psine 3a0oJeBaHM, CONPOBOXKAAETCS COCTOSIHHEM
ummyHoaenpeccuu [13, 18]. DTo BaXXHO yUUTHIBATH B
OIICHKE COCTOSIHHS JIETEH, KOTOPBIM TUTAHUPYETCSI BbI-
MOJTHEHHWE TPAHCIUIAHTAIMH TIeYeHH, TOCKOJIBKY MO~
00p UMMYHOCYNPECCHBHOI Tepanmuu 3aBUCUT OT HUC-
XOIHOTO MMMYHOJIOTMYECKOIO CTaTyca PELUIHNEHTA,
B TOM 4YHCIIe W Hecnenuduueckod MMMYHOENpec-
cuu [3, 5]. Ist m1aakoro TeueHus paHHEero MOCTTPaH-
CIUTAHTAMOHHOTO TIEpUOJa Ba)XHO COXpPaHEHHUE pe-
3UCTEHTHOCTH K MH(EKIUOHHBIM areHTaM, YIUTbhIBast
HEOOXOJIMMOCTh Ha3HAYEHHUsS UMMYHOCYIPECCHBHOMN
Teparnuy, BKIIOYAIONIEH KOPTHKOCTEPOHUIbI;, B OTAA-
JICHHOM MEPHOJIe BaKHO OOecriedyeHre HOPMaJbHOIO
(u3MIEeCKOro pasBUTH U POCTa IETeH — pELIUIINECHTOB
meuenu [2, 3, 5]. D10 nmemaer memecooOpa3HBIM HC-
cienoBanue nuHaMukH ypoBHs UDP-1 nmocie tpaHc-
TUTAHTALUH TIEYCHHU JICTSIM C BPOXKACHHBIMU U HACJEI-
CTBCHHBIMHM 3a00JICBaHUSIMU TeNaTOOMIMApHON CH-
cremsr [20].

WncynunononoOHeIil  aktop pocta-1  1mpky-
JUPYeT B CBSA3aHHOHW C CHIBOPOTOYHBIMH OelKaMH-
nepeHocuynkamMu  (Gopme, IMO3TOMY BBIACISIIOT [BE
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(hpakuuu ropMoHa — o001t u cBoboxusii MOP-1 [12].
Yposens UDP-1 B kpoBH AeTeil TOCTATOUHO cTaOUIICH,
OH TIOCTETEHHO YBEJIMYMBACTCS C BO3PACTOM, JOCTH-
ras MakCUMyMa B ITyOepTaTHbIN niepuo. PedepenTabie
3HaueHus1 KoHneHTpanuu UDOP-1 B razme mus gereit
B Bo3pacte OT 1 rozja Ji0 Tpex JIeT HaxosuTcs B Tpejie-
nax ot 55 10 300 mkr/n [12]. Yposens ob6iiero MOP-1
3aBUCHT OT aKTUBHOCTH COMATOTPO(HBIX KJIETOK TH-
modu3a, CEKPeTUPYIOUIMX TOPMOH POCTa, M OTpaka-
€T CUHTETHYECKYI0 (DYHKIIMIO IeYeHH, & YPOBEHb CBO-
oonHoro M®P-1 3aBUCUT OT MHTEHCHBHOCTH TPOTEO-
JM3a TPETHYHOTO KoMIiekca Monekynsl MDP-1 [12],
T. €. OT aKTHUBHOCTH CIEIM(PUIECKHUX MPOoTea3 OEIKOB-
nepenocunkoB ®P-1 [6]. Cuuraercs, 4T0 MOBbIIIIE-
HUE aKTHBHOCTH NPOTEa3 MPHUBOANUT K CHIDKEHUIO ad-
¢uHHOCTH OenmkoB-TiepeHoCUnKoB K DOP-1 n yBenn-
YEHUIO OMOMOCTYITHOCTH €ro CBOOOmHOM (opmbr [6].
[Tporeassr Genkop-nepeHocunkoB M®OP-1 aktusupy-
IOTCSl B OTBET Ha CTPECC, B TOM YHCJIE ONEPAIMOHHBIH,
a Tax)ke IIPHU OCTPOM TTOBPEKICHUHU KaKOTO-TH00 opra-
Ha pa3In4HON ATHONOTHH (MH(EKIIMOHHOM, TOKCHYE-
CKOM, TpaBMarudeckom) [6, 7, 11].

Lenpro vcciaeI0BaHUs SBISIETCS N3yYCHUE IMHAMHU-
ku o01mero u ceobonHoro MDP-1, y nereii — penumnieH-
TOB TPaHCIUIAHTATa TICYCHH.

MATEPUAADBI U METOADI

B uccnenosanue BritodeHbl 53 pedeHKa B BO3pac-
Te or 3 1o 36 (19,5 £ 16,5) mecsues, 29 MaIBIHKOB
U 24 neBOYKH. DTHOJOTHS IUPPO3a TIEYCHN BKITIOYA-
Ja cieaylone 3a00IeBaHus: aTpe3ns KeTueBbIBOJIS-
mmx nyteit (N = 34), runomnasus KeTueBbIBOIAIINX
nyteii (N = 7 vein.), cunapom Anaxuuist (N = 4), 60-
ne3us baiinepa (n = 7), Tuposunemust (N = 1). Kon-
TpoOJIbHAs TpyIINa cocTosia u3 17 fgereii B Bo3pacTe oT
6 1o 36 (21 + 15) mecsnes, 10 manpuukoB U 7 J€BO-
4yek, 00CIeJOBaHHBIX MOCIE JCUCHHS AUCOAKTEPHO3a,
C aHTPOITOMETPHUECKUMH TTOKa3aTeasIMu (POCT, BEC) B
JIMara3oHe HOPMaJIbHBIX BO3PACTHBIX KoJeOanuit (25—
75-i nmepuenTuib) [19].

B kadecTBe Marepuana Juisi KCCIEI0BAHUS HCTIONb-
30BaHa IIa3Ma KPOBH, B3SITast IO TPAHCIUIAHTAIUH TTe-
yenu, Ha 30-¢ u 360-¢ cytku nocie onepaiuu. Onpe-
JICJICHUE MHCYJIMHONOM00HOTO (hakropa pocta-1 mpo-
M3BOJMIIH UMMYHO(DEPMEHTHBIM «COHIBUY»-METO/IOM,
OCHOBaHHBIM Ha HCIOJB30BAHUN TOJIUKIOHAIBLHBIX
OBEUBHX AHTHTEI, COPOMPOBAHHBIX HA JIyHKAX MHUKPO-
rianiera (TBepaas (aza Wi «3aXBaThIBAIOIIUE» aH-
TUTENa), ¥ MOHOKJIOHAJbHBIX aHTH-IGF-1l-anTuten
(IDS Ltd. OCTEIA® IGF-1). JlomomHUTENBLHO OIpeie-
nsicst cBoboaubiit UOP-1 nmmyHODEepMEHTHBIM METO-
nom ELISA («Diagnostic System Laboratory», CIIIA)
W TMPOTEUH-A, aCCOIMHPOBAHHBIA C OEPEMEHHOCTHIO
(PAPP-A), ummyHO(hepMmeHTHBIM MeTomoM ELISA
(«Beckman Coulter», CILIA).
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* —p<0,001 B cpaBHEHNH C KOHTPOJIBHOMN IPYHITON

Puc. 1. Yposens o6iiero (a) u ceoboanoro (6) UDP-1 y ne-
Tel ¢ UPPO30M NIEUYEHH U B IPYIIIE CPABHEHUS

PE3YADBTATbHI

VY nereii ¢ BpOXKIIEHHBIMU 3a00JIEBaHUSMH TIeUe-
HU W JKEITYEBBIBOASIINX MYyTEeH ypOBEHH 00IIero u
csobognoro MOP-1 no omeparuu OBIT TOCTOBEP-
HO HUXe, 4yeM B KoHTposbHO# rpymnmne (10,3 £ 20,5
n 0,17 = 0,1 MKr/1 COOTBETCTBEHHO B IPYIIIE C LUP-
po3om meuenn u 52,17 + 26,32 u 0,56 + 0,28 mxr/n
COOTBETCTBEHHO B KOHTpOJIbHO# Tpymie, p < 0,001)
(puc. 1).

Bruta BeIsiBIICHA BBICOKAs MPsiMasi KOPPEIISIUS MEXK-
Iy ypoBHeM ob6miero u csobomHoro UDP-1 B rpymme
nereit ¢ nupposom meuenn (r = 0,89; p < 0,001 ) u B
kouTpospHO# rpymme (r = 0,65; p = 0,008).

Konnentpauus PAPP-A B rpynme nereii ¢ uuppo-
3om neuenu (170,2 £ 102,3 MME/x) Oblia BhIlle KOH-
rerrpanud PAPP-A B xoHTposibHOM rpymme (90,62 +
19,22 MME/n, p = 0,023).

B rpynme gereii ¢ nMppo30M MeueHH KOHLEHTpa-
ust PAPP-A He xoppenupoBaiia HE ¢ YpOBHEM 001ile-
ro U®P-1 (r =0,12; p = 0,5), Hu ¢ ypoBHEM CBOOOIHO-
ro U®P-1 (r = -0,01; p = 0,95). B KoHTpOIBHOI IpyTI-
ne Oblyia BBISIBICHA HEIOCTOBEpHAs ciadas Koppens-
uusa Mexay konuentpanueit PAPP-A u ypoBHeM cBo-
6omuoro M®P-1 (r = 0,45; p = 0,1), Koppeasuun Mex-
ny konnenrpanueir PAPPA u yposaem obmiero MOP-1
He 6w110 0bHapysxkeno (r = 0,15; p = 0,5).

Uepes Mecsil] oCie poICTBEHHON OpPTOTONMUYECKOU
TpaHCIUIAHTAIIMY YACTH TIEYSHH OTMEYAIOCh TOCTOBEP-
HOE TIOBHIIIICHHE YPOBHS 00111eT0 U cBoOomHOTO NDP-1
M0 CPaBHEHHUIO C YPOBHEM [aHHBIX IOKa3aTele M0
ornepanuu. KoHIeHTpauusi obmero UDP-1 gepe3 me-
csiit mocuie oneparu coctapuina 88,88 + 59,13 mkr/n
(p < 0,001), cBobommoro UDP-1 — 0,59 + 0,28 Mxr/n
(p < 0,001). Takum 06pa3oM, KOHIIEHTPAIMS CBOOO-
Horo U®DP-1 y neteit uepe3 Mecsr mocie TpaHCIUTaHTa-
UM TICYCHU HE OTIIMYAjIach OT YPOBHS JaHHBIX NIOKa3a-
Tenei B KoHTpoibHOH rpymme (p = 0,77), a KOHIEHTpa-
st oomero MDP-1 y nereit uepes mecsiil mocie TpaHc-
TUTAHTAIlMU TIeYeHU ObLIa BBINIE, Y€M B KOHTPOJIBHOM
rpymre (p = 0,015) (puc. 2).
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Puc. 2. Jlunamuka obuiero u cBobomnoro M®P-1 mocie
oproTtonuueckoil Tpancmtantaimu nedenn (OTII) y mereit
paHHEro Bo3pacra
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* —p<0,001 B cpaBHennu ¢ yposaem o OTIT

Puc. 3. lunamuka PAPP-A y nereii mociie oproTonuyeckoin
TpancruianTanuu nedenn (OTII)

Yepes mecsll mociie TpaHCIUTaHTaly TIEYCHU B UC-
CJIEAyeMOH Ipymie AeTeil oTMeueHa npsmas Koppesi-
A MEXKIy ypoBHEM cBoOomHOTo M obOmero MOP-1
(r=0,64; p=0,007).

Konnenrpauuss PAPP-A y nmereit yepe3 1 mecsn
Moclie TpaHCIUIAaHTaMu TedeHn cocraBmia 109 +
49,49 MME/1, 94T0 TOCTOBEPHO HIDKE JAHHOTO TIOKA3a-
tens go omeparuu (170,7 £ 102,3 MME/mn, p < 0,001)
u comnoctaBumMo ¢ ypoBHeM PAPP-A B KOHTposbHOM
rpynme (107,2 £ 32,7 MME/n, p = 0,8) (puc. 3). Boisis-
JIeHa JOCTOBEpHAas MpsiMasi KOPPESLUSI MEXKAY YpPOB-
HeM ¢BoOoHOTO UDP-1 1 koHnenTpanueii PAPP-A Ha
30-e cyTtku nocne TpaHciianTanuu nedenu (r = 0,83;
p < 0,001). Yposens obmero UDP-1 He koppenupyer
¢ xornenrpamnueii PAPP-A na 30-e cyTku mocie ome-
paumu.

Yepes rox nocie TpaHCIIAHTAIMY TIEYeHU YPOBEHb
obmiero U®P-1 cocraBun 77,41 + 45,18 mxr/n, ypo-
BeHb cBoOogHOro MM®P-1 — 0,42 + 0,2 mKr/i1, KOHLEH-
tparus PAPP-A — 112,7 + 56,55 MmME/n (puc. 2, 3).
JIOCTOBEpHBIX OTINYMI BBIILIENIEPEUUCICHHBIX TIOKA3a-
TesIell y eTel yepe3 Tof Mmociie TPaHCIUIaHTAlWH I1e-
YEeHU U B KOHTPOJIBHOI IpyIine oOHapyXeHO He ObLI0.

AHaJIM3 aHTPOITIOMETPUIECKUX MapaMeTpoB 53 Je-
TeH, CTpaAalouMX UPPO30M IMEUYEHH B MCXOJE BPOXK-
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JIIEHHBIX W HACIIEICTBEHHBLIX 3a00J€BaHUN Iernaro0u-
JMAapHOH CHCTEMBI, MoKa3al, 4to y 9 mereil pocT co-
orBercTBOBaN < —2 SDS (<3-ro mepuentuis), y 29 ne-
Teit — < =1SDS (<25-ro nmeprentmis); y 15 nereit poct
HaXOJIMJICS B TUANa30He HOPMaJIbHBIX BO3PACTHBIX KO-
nebanmii (25—75-it nepuentuis). Macca tena y 11 ne-
Teit coorBercTBOBaNa < —2 SDS (<3-ro mepueHTmIs),
y 23 nereit < -1 SDS (<25-ro nepuentwis), y 19 ne-
Tell HaxXOAWJIach B JAMANa30HE HOPMAIBbHBIX BO3pacT-
HbIX Koniebanuii (25—75-it nepuenTuip). Yepes rox mo-
clle TpaHCIUIAHTAlMKM MEYEHW AaHTPONOMETPHUYECKHUE
ITOKa3aTeI HaXOAWINCh B TuamazoHe 25—75-ro mep-
nentuneit (SDS —1; SDS+1) y 47 nerei, v B Anama3oHe
3-25-ro nepuenruineit (SDS-1) y 6 nereii.

Pesynbrarsl NpoBEAEHHOTO UCCIEIOBAHUS [TO3BOIIS-
IOT CAETaTh CIeMyIolIre 3aKIII0YeHus. Y IeTell paHHe-
TO BO3pacTa ¢ BPOXKACHHBIMU 3a00JEBAHUSAMHU TICUCHU
W JKETYEBBIBO[SIIUX ITyTe OTMEUaeTCs CHUYKCHHBIH
ypoBeHb o0miero M®P-1 u cBobogHoro UDP-1. [Ipu
sToM KoHIeHTpanus PAPP-A, perymupytomiero 6momo-
CTYIMHOCTH cBoOogHOTO MIDP-1, HA000pOT, MOBHITIICHA,
YTO, BEPOSITHO, MOJKET OOBSICHATHCSI KOMITEHCATOPHBIM
MEXaHU3MOM MOJIepKaHusl ylia cBobomHoro MDOP-1
Ha (OHE CHIDKEHHOTO €ro CHHTEe3a TeueHblo. TpaHc-
TUTAHTAIUS TIEY€HU COTPOBOXKIAETCS BOCCTAHOBIICHH-
eM ypoBHs ob1iero u cBodogHoro MDP-1 uepes mecsin
nocye onepauuu. [loBeimenne ypoBust o0mero MOP-1
B PaHHEM MOCTTPAHCILIAHTAIIMOHHOM TIEPUOIEC MOXKET
OBITH CBSI3aHO C MEXaHU3MaMH ayTOPETYJISIHH pereHe-
pauuu TpaHcIUlaHTara nedeHn. Hainuue BeICOKON Kop-
pensnuu Mexy ypoBHeM cBoOoaHoro M®P-1 u koH-
uenTpanueit PAPP-A crycTst Mecdn nocine TpaHCIIaH-
Tallid TIEYeHU CBHUJCTEIHCTBYET O BOCCTAHOBIICHUH
peryisnua 0uoaoCcTymHOCTH cBoOomHoro MDP-1. Ye-
pe3 To1 ocJie TPAaHCTUIAHTAIIMH TIeYeHH KOHIIEHTPAITUS
obmero u ceodomHoro M®DP-1 maxomurcs B mpemenax
HOpPMaJIbHBIX BO3PACTHBIX BapHaIlfif, YTO COITIAcyeT-
Csl CO 3HAUUTEIIBLHBIM YIy4IlIEHHEM aHTPOIIOMETpHUYe-
CKHX TIOKa3aresiel JeTel — PEeIUIMeHTOB TPaHCIUIaH-
TaTa IMeYeHH.

YBenuueHue ypoBHs cBOOoaHOTO B 001ero MDP-1
nocie TPaHCIUIAHTALMK TEYEHH WIPaeT BaKHYIO
pOIIb B BOCCTAHOBIIGHWM HAPYIICHHOH TOPMOHAIb-
HOM peryisiuu pocTa, aHaOOIMYECKUX U perapaTHB-
HBIX TPOIIECCOB, YTO BA)KHO ISl OJIArOMOIyYHOTO Te-
YeHHsI MOCIIEONEepalMOHHOrO TepHoja, COXpaHEHMs
Hecnenn(UIecKo Pe3UCTEHTHOCTH HMMMYHHOH CH-
CcTeMBbl K WHQEKIHOHHBIM areHTaM M HOPMAalIbHOTO
(U3NIECKOro pa3BUTHUS JIETeH — PEIIMIIUCHTOB TPaHC-
TUTaHTaTa TICYCHH.
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