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JKenmyxu, obycaosnennvie nepsudHbIM HAPYUeHUeM IKCKPeUUl KOHBI02UPOBAHNH020 OUNU-
pybuna, 3anumarom ocoboe Mecmo 6 CMpyYKmMype HeOHAMAIbHbLX Keamyx. Mexanuueckas uiu
00MYPAYUOHHAST KEAMYXd CONPOBOKOIACMCS PA3GUMUEM MEXAHUUECKOU HenpoxooumMocmu
KENUHBIX NPOMOKOS, UMO KAUHUUECKU NPOSABAAEMCS KEAMYUWHBIM NPOKPAUUSAHUCH KOKU
u cxaep. OCHOBHOU NPUUUHOU HEOHAMAILHOU KEAMYXU ¢ NPeodaIadanuem npsamol eunepouIupy-
OunemMuu 6151emcs NepeHecennvlli HeOHAMAILHBIL 2enamum, ciedcmeuem Komopozo A6ULdACh
ampes3usi 6HeneUeHOUHbLY UAU BHYMPUNEUEHOUHX Keaueavieo0awux nymet. Odnaxo, neavas
UCKI0UAMb U HACAeICMEEeHHY10 Npupody 3abosesanus. /JuazHocmuueckuli nouck zene3a 3d-
bosesanus u ycmamosierue YpoeHs NOPAKEHUS OUNUAPHOU CUCMEeMbl S68ASeMCs BeCbMA
CA0KHOU 3adauer u mpebyem nposedenus He PYMUHHBLY JAOOPAMOPHO-UHCMPYMEHMATOHBLY
uccaedosanuil, maxkux kax, Y3H opzanoe 6pownoi noiocmu ¢ OYyniexcHvlM CKAHUPOBAHUEM
u cnekmpanvnol donniepozpaguu, maznumnopezonancuas momoepagpus (MPT), snacmozpa-
us neuenu, upe3KoKHAs NYHKYUOHHAS neueHounas ouoncus. Heobxodumvimu sensiomcs
KOHCYAbMAUUU 2eHeMmUKA, 2endmoozd, xupypea. Jleuenue cmosv maxeniot namosozuu, npo-
A6AAIOUWEUCS 8 HEOHAMANLHOM nepuode, 00JKHO OblMb KOMNAECKCHOIM U OCYUECMBASIMbCS
Ha npunHyune MeKOUCUUNIUHAPHO20 N00X00d, NPOBOOUMBCS 6 6blCOKOCNEUUANUSUPOBAHHBLY
MEOQUYUHCKUX YupeKkOenusx. Aemopamu cmamvu paccmompensvl  NPOAHAIUSUPOSAHLL 3 KIU-
HUYECKUX CAYUAS HEOHAMALbHOZ0 X0JeCMA3d PA3JUUHOZ0 2eHe3d.

Kongpauxm unmepecos. Asmopor 3as61510m 06 0mcymcmeuu KOHPGAUKMOE UHMEPECOs.

Kawuesvie cio6a: xorecmamuueckull zenamum, ampe3us Keaueevleo0Auux nymet, Ho-
60poKOeHHbIe demil.
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ACTUAL PROBLEMS OF NEONATAL CHOLESTASIS

Jaundice, caused by a primary violation of the excretion of conjugated bilirubin, occupy
a separate place in the structure of jaundice of the newborn. Obstructive jaundice is accompanied
by the development of mechanical obstruction of the bile-ducts, which is clinically manifested
by yellowish pigmentation of the skin and sclera. Neonatal hepatitis is the main cause of neonatal
jaundice with a predominance of direct hyperbilirubinemia. It is resulted in atresia of the extra-
hepatic or intrahepatic biliary tract. However, the hereditary nature of the disease cannot be ruled
out. Neonatal jaundice workup is a very difficult task and requires non-routine laboratory
and instrumental studies, such as abdominal ultrasound with duplex scanning and spectral
Doppler ultrasonography, magnetic resonance imaging, liver elastography, percutaneous puncture
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liver biopsy. Consultation of a geneticist, hepatologist and surgeon is requirved. The treatment
strategy of such severe neonatal pathology need complex, multidisciplinary approach and should
be carried out only in highly specialized medical centers. The authors have analyzed the 3 clinical

cases of neonatal cholestasis of various nature.
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>'<e/\Tyxm, 06yCAOBAEHHblE MEPBUYHbIM Ha-
PYLUEHWEM 3KCKPELIMM KOHbBIOTMPOBAHHOMO
6uAMpybrHa, Ha3biBatOTCA MexaHnYeckumu. OHu 3a-
HUMAIOT 0coboe MECTO B CTPYKTYpPE XEATYX HOBO-
POXAEHHbIX. MHaue mexaHuueckas UAM 0BTypaLm-
OHHaf XeATyxa OMNpPeAeNsieTCs Kak OCAOXKHEHMWE naTo-
AOTUYECKUX MPOLIECCOB, HAPYLLUALLMX OTTOK XEAUM
Ha Pa3AMUHbIX YPOBHAX XEAUEBLIBOASALLMX MPOTO-
KOB, KaK rpynna 6oane3Hei BuanapHon cuctembl 1
MOAXEAYAOUHOWM Xene3bl, CONPOBOXAAOLLMXCA pas-
BUTMEM MEXAHWUYECKOM HEMPOXOAMMOCTU XEAYHbIX
MPOTOKOB, KAMHUYECKU MPOSABASIOLLMXCA IKEATYLL-
HbIM OKpaLUMBaHUEM KOXW U CKAEp [D].

Hanbonee yacTton NPUYMHON HaPYLLUEHUS OTTO-
Ka XeAYM Y HOBOPOXAEHHbIX SIBASETCA HECOOTBET-
CTBUE MEXAY MOBbILLIEHHOW NPOAYKLUMEN BUAUPYOU-
Ha, XEeAYHbIX KUCAOT U APYTUX KOMIMOHEHTOB XEAUN
M OrPaHWMYEHHON CNOCOBHOCTLIO K MX BbIBEAEHUIO
13 opraHunama [2]. MocaepHee 0O6bACHAETCS OTHOCU-
TEAbHOM HE3PEAOCTbIO PEPMEHTHbIX CUCTEM Meue-
HKW, 06ecneYmBatoLLMX 3aXBaT KOMMOHEHTOB XeAun
N3 KPOBU, UX BHYTPUKAETOUHbIN TPAHCMOPT U IKCKpPe-
LU0 BO BHYTPUMNEYEHOUHYH XEAYHYIO CUCTEMY, MO-
BbILUEHHON NMPOHULAEMOCTBIO MEXKAETOUHbIX COEAN-
HEHWIN, HU3KOM XONEKMHETUUECKOW aKTUBHOCTbIO
MO XEAUEBbIBOASLLIEN CUCTEME WM NOBbILLIEHHOW pe-
abcopbumelrt KOMMNOHEHTOB XEAUU B KULLEYHUKE [4].

HapylweHuss nepvopa paHHer apantaumu, Co-
CTOSAHWUSI OCTPOM M XPOHUYECKON TMMOKCUMN, TAXEAASN
COMyTCTBYIOLLLAS NEepPUHaTaAbHasA MaTOAOTUSI CyLe-
CTBEHHO YAAUHSIIOT CPOKKU MX CTAHOBAEHMSI U MOTYT
NPUBOAWUTD K 3HAYUTEABHOMY MOBbILLIEHWO KOMMO-
HEHTOB XEAYU B KPOBU, yBEAUUEHWUIO Pa3MeEpPOB ne-
YeHW, UBMEHEHUIO LIBETA CTyA@ BMAOTb AO MOAHOWM
€ro axoAMM U NOTEMHEHUIO MOYM.

B ocHOBe 3TUX M3MEHEHUN AeXaT Pa3AMUYHOM
CTENEeHn AECTPYKTUBHbIE MBMEHEHWSA XEAYEBbIBOAA-
LLMX NPOTOKOB, HapPYLUEHWUs MPOHULLAEMOCTU MEM-
6paH renatouMTOB U MEXKAETOUYHbIX COEAMHEHUN,
ABASAOLLMECA B DOAbLLUMHCTBE CAyYaeB 0bpaTUMbI-
MW 1 NO3TOMy 0603HAUYEeHHble TEPMUHOM TPaH3W-
TOPHbIV HEOHATaAbHbIM XoAecTas [6].

Apyrom cTaTUCTMUYECKM 3HAUMMOM NPUUUHON Me-
XaHUUYECKOMN XEATYXM Y HOBOPOXAEHHbIX ABASIETCA
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aTpe3nst BHEMEUYEHOYHbIX XEAYHbIX NPOTOKOB. Yac-
TOTa 3T0ro 3aboAeBaHUSI B pasHbIX PerMoHax co-
ctaBasget o1 1:3500 po 1:20 00O, B cpepHeM -
1 cayyan Ha 10 000 XMBOPOXAEHHBIX. Hepeako
NPUUYNHOM BHENEUEHOUHOM aTPE3NM XXEAYHbIX NyTewn
ABAAIOTCA NEPEHECEHHbIE BHYTPUYTPOOHO BUPYCHbIE
UHOEKLMN.

Pexe mexaHU4YecKas XeATyxa B Nepmnoae HOBO-
POXAEHHOCTM BCTPEYAETCH MPU KUCTaX, XEAYHbIX
KaMHSIX, XXEAYHbIX NPObKax 0BLLEro XXEAYHOro NPoTo-
Ka M CAABAEHUM OBLLETO XEAYHOrO MPOTOKa OMyXo-
ASIMU U APYTUMKW 06beMHbIMK 0Bpa3oBaHUsaMHK [3].

BHyTpMneueHouHbIM xOAecTa3 OTMevaeTca npu
CUHAPOMAABHOM (CUHAPOM AAAXMASA U AP.) U HECUH-
APOMaAbHOW GOpMax rmnonAasum BHyTPUNEYEHOU-
HbIX XXEAUYHbIX MPOTOKOB, NMEPUHATAAbBHOM CKAEPO-
3UPYIOLLEM XOAAHTUTE, MYKOBUCLMAO3E, AedUuLmuTe-
1-aHTUTPUNCKHA, CUHAPOME BuabcOHa-KoHOBaNOBa,
AP. Kpome Toro, aHoManmnm pasBUTUS XXEAYHBIX MyTEN,
HapsAY C MOPOKaMK Pa3BUTUSA APYrMX OPraHoB, MOryT
HabAOAATLCA MPU XPOMOCOMHbIX 3aD0AEBAHUAX -
Tpucomum 13, 18, 21 nap XxpOMOCOM.

OCHOBHbIMW KAMHUYECKUMK OCODEHHOCTAMMU Me-
XaHUUYECKMX XEATYX ABAAIOTCH: XKEATYLLIHOE OKpalLu-
BaHWE KOXWM C 3E€AEHOBATbiM OTTEHKOM; yBeAuue-
HUE U YNAOTHEHUE NEYEHU, PEXE — CENE3EHKU; TEM-
Has Moua, 06eCLBEYEHHbIN CTYA; BbICOKMIA YPOBEHb
npamMoro 6uAMpybrHa, NOBbILLEHNE TAYTAMUATPAHC-
nentuaasbl (IMTI), xonecTepuHa M APYyrUX Mapke-
POB XOAECTa3a; OTCPOYEHHOE, YMEPEHHOE MOBbILLIE-
Hue AcnapTtatammnHoTpaHcoepasbl (AST), ANaHUHaMK-
HoTpaHcoepalda (ALT), M3MEHEHWE COOTHOLLUEHUSA
ANT/ACT < 1; oTCyTCTBME HAPYLUEHUW CUHTETMYE-
CKOM QYHKLMWM NEYEHN (HOPMAAbHbIE KOHLEHTPaLUUK
B CbIBOPOTKE KPOBMW anbbyMmnHa, dubpuHoreHa, npo-
TpombuHoBOro nHaekca (MTH) > 80 %). Mpu AAUTEAb-
HOCTHK xoAnecTasa 6onee 1,5-2 HepaeAb OTMeYatoTcs
NMOCAEACTBMSA HaPyLLEHWI BCACbIBAHUS B XXEAYAOUYHO-
KuwevyHom tpakTte (PKKT) XMPOB M XMpPOopacTBOpU-
MbIX BUTAMWHOB, CAEACTBMEM YEro ABASIETCA NAOXas
npnbaBka B Macce, HEMPOMbILIEYHbIE PaCCTPOW-
CTBa, XEAYAOUHO-KMULLIEYHbIE KpOBOTEUEHUS U Ap. [4].

NeyeHne MexaHUYeCKOM XEATYXM MpPU XOAecTa-
3€ CBOAMTCH K A€YEHWIO OCHOBHOro 3aboneBaHus,
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TO €CTb K 06ecneyeH1to NPOXOAUMOCTH XEAUYEBbI-
BOASILLMX NMPOTOKOB. lNpK aTpe3nn BHENEUYEHOUHbIX
XEAYHbIX MPOTOKOB KOPPEKLMA OUEHb CAOXHA U CBO-
AUTCS1 K CEPbE3HOMY XMPYPrMyeckoMy BMeLLIaTENb-
cTBy. OCHOBHbIM METOAOM AEYEHUS MPU Mopaxe-
HUSIX BHYTPUMEYEHOUYHbIX XEAYHbIX MPOTOKaX OCTaeT-
CSl TPAHCNA@HTaUMs neyeHn. BoxnBaemocTb nocae
TakoW onepauun coctaBaseT oT 83 Ao 96 %, No AaH-
HbIM MMPOBbIX LEHTPOB [1].

N\euyeHre CTOAb TSXKEAOM NaTOAOTMK, MPOABASA-
OLLENCA B HEOHATAAbBHOM MEPUOAE, AOAXKHO ObITb
KOMMAEKCHbIM M OCYLLECTBASITbCS Ha MNPUHLUMNE
MEXAMCLMNAMHAPHOrO NOAXOAA, MPOBOAWTCSA B Bbl-
COKOCNEeLUNaAM3UPOBAHHbIX MEAULIMHCKUX Yy4upex-
AEHMUSIX.

MpeAMETOM Hallero akapeMMUMUYECKOro MHTepe-
ca SIBUAUCb TPOE AETEN, Y KOTOPbIX MPOSBAEHMS XO-
AecTasa OblAM 3adUKCUPOBAHbI B HEOHATAAbHOM
nepruoAe AMB0 Ha BTOPOM MeCSILIE XU3HM.

PebeHok A. (AeBOUYKa) poanAaachk ot 1-i bepemen-
HOCTK 1-x cpouHbIX poaoB B 40 Hepenb. HacToswas
6epeMeHHOCTb npotekana 6e3 ocobeHHocTel. Macca
pebeHka npu poxaeHrun 4000 rpamm, AAMHA 54 ¢,
OKPY>XHOCTb rOAOBbI 36 CM, OKPY>XHOCTb rpyar 35 cw,
oueHka no wkane Anrap 8/9 6annoB. AeBouka
€ 1-X CYTOK XXW3HW HaXOAMAAChb Ha COBMECTHOM C Ma-
Tepbto NpebbiBaHUMKM, BCKApMAMBAAACb M3 TpyAM
no TpeboBaHWIO, MOAyYaAa AOKOPM 6A30BOM MOAOUY-
HOWM cmecbto. Ha 3-M CYTKM XWM3HW B BUOXMMUYE-
CKOM aHaA13e KPOBW BbIABAEH MOBbIWEHHbINA YPO-
BeHb CPB (C-peaKktuBHbIi 6enoK) a0 24,5 MI/A,
B CBA3M C YUeM Ha3HauyeH Kypc aHTUbBaKTepUaAbHOWM
Tepanuu (Nnpenapat 13 rpynnbl 3alUMULLEHHbIX MEHK-
LUMAAMHOB Yepes poT B BO3PACTHOM AO3MPOBKE Kyp-
comMm 3 aHS). Ha 5-e cyTku xun3Hm CPb Hopmaam3o-
Bancs (8,7 Mi/A). CAepAyeT OTMETUTb, UTO Ha 3-U CYTKHK
XW3HW BbISIBAEHO NOBbILIEHWE 06LLero GuAnpyburHa
AO OUBNONOTUYECKMX 3HAUYEHUIM (183,8 MKMOAb/A),
OAHaKO ¢dpakuma npamoro buaMpybuHa cocTaBUAa
75,1 MKMOAb/A, T. €. 40,1 %. B aMHamuke Ha 5-e cyT-
KM XW3HW YpOoBeEHb 00LLero 6uAnpybrHa CHU3UACS
A0 161,3 MKMOAb/A, OAHAKO dpakLMs NPsSMOro -
BbIpocAa A0 89,2 MKMOAb/A, T. €. cocTaBuaa 55,3 %
ot obulero. Mpoure nabopaTtopHble TecTbl (AST, ALT,
LLlenouHas docdatasa (LLD), obimii 6enok, anbby-
MWH, FIOKO3a) COOTBETCTBOBAAW BO3PACTHOM HOPME.
B o6L1iem aHaAn3e KpoBH, B3SITOM Ha 1-e 1 3-1 cyT-
KW, 0BHapy>XeH MOHOLUMTO3 AO, COOTBETCTBEHHO, 14 %
n 15 %, npu 3TOM aHaAU3 KPOBM Ha 1-e CyTKMU -
6e3 ocobeHHocTeEN. Pe6EHOK BaKLIMHUPOBAH NO BO3-
pacTty. Ha 5-e CyTKM XU3HW AeBOYKa ObiAa BbiNu-
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caHa Ha aMByAaTOPHbIM 3Tan ¢ PEKOMEHAALMSAMM
AAAbHENLLIETO AMHAMMWYECKOrO KOHTPOAS MoKa3saTe-
A€M NUrMeHTHoro obmeHa. B TeueHne nepBoro me-
cALA XU3HM AEBOYKA HAXOAMAACh NMOA HabAOAEHUEM
Yy4aCTKOBOro neapvaTpa, BCKapMAMBaAaCb MpPenmMy-
LLLECTBEHHO U3 rpyAaM MaTepu, npubaBka B mMacce
cocTaBuaa 600 rpamm; MaTb Xanob He NPeAbABAS-
Aa. B Bo3pacte 1 mecal, 3 AHS nocae 3abopa KpoBU
M3 nanbyMka KPOBOTOUYMBOCTb HE MNpeKpallaracb
B TeueHune 5-TM yacoB, B CBSI3M C YeM pPebeHOoK ObIA
rocnuTasM3MpoBaH B OTAEAEHWE WMHTEHCUMBHOM Te-
panuu M peaHnuMaumn ¢ NpepBapUTEAbHbIM AMar-
Ho30M «[1o3AHASA remopparvueckas 6oAe3Hb HOBO-
poXAeHHoro». B koarynorpamme 3adukcupoBaHa
Bblpa)XeHHasi TMnokoaryaaums (Cryctok He obpaso-
BbIBaACSl), MPOM3BEAEHA TPpaHCHY3USa CBEXE3aMOpPO-
XEHHOM nAa3mbl (C3I1), BHYTPUMbILLEYHO BBEAEH BU-
TaMuH K, B Ae4eOHON AO3MPOBKE, MOCAE HYEro NoKa-
3aTeAr Koaryaorpammbl yaydinances (AYTB 38,1 cek,
MNnTB 19,8 cek, NTN 0,57, MHO 1,74, TB 20 cex,
dunbpuHoreH A 2,75 r1/a, D-pumepbl 110 HI/MA).
lp1 NOBTOPHOM MCCAEAOBAHUKU Yyepes3 2 CyToK Mo-
KasaTeAn KoarynorpamMmmbl MOAHOCTbO HOPMAaAM30-
BaAKCb. [1pun 3TOM, yXe Npu NOCTYNAEHUN B CTALMO-
Hap 1 B AUHAMUKE BbIIBAEH MOBbILLIEHHbIV YPOBEHb
npsimoro 6uanpybuHa: B Bo3pacTte 1 mecsu 4 AHS
obwmi - 80,2 MKMOAb/A, Npsimolt - 46,2 (57,6 %);
B 1 mecal 7 AHEH, COOTBETCTBEHHO, 97,8 MKMOAbL/A
n 54,3 MKMoAb/A (55,5 %). Kpome Toro, 3apuKkcu-
poBaHO nosblweHne ALT n AST, 3HaUeHUA KOTOPbIX
COCTaBWAM, COOTBETCTBEHHO, 52 EA/A n 85 EA/A,
a B AMHamuke - 62,7 EA/A u 100,2 EA/A (pede-
PEHCHbIbIN MHTEpBaA AAA ALT - 13-45; aaa AST -
15-60 EA/A). YBEAUUEHHBIMUW OKa3aAUCh NokasaTe-
A ramma [TTl, cooTBETCTBEHHO, B 3TUX Xe TecTax —
226EA/N n 3117 EA/A (pedepeHCHble 3Haue-
Hua po 39 EA/A) 1 nokasateam WP - 630 EA/A
n 693 EA/A (Hopwma A0 341 EA/A); @ 3HAUYEHUA AaK-
TataernpporeHassl (AAlN) 6biAM B npeaenax HOPMbl —
249,2 EA/A (pedepeHcHbln HTepBan 180-430 EA/A);
YPOBEHb GpePPUTUHA COCTAaBUA 559 HI/MA (Npu HOP-
Me A0 500 Hr/mA). 06K aHaAn3 KPOBKU NpU Mo-
CTYNAEHWM COOTBETCTBOBAA BO3PACTHOM HOPME,
B AMHaMUKe nosiBUAaCb aHeMUs (YPOBEHb reMOIAO-
6uHa 90 /A, aputpountoB - 2,82x10%2/A). B Ko-
nporpamMmmMe BbIIBAEHa M COXpaHAAacb cTeatopest
(HEMTPaAAbHbIV XKp 4+, MblAa 3+), KaA UMEA TMMOXO-
AMYHbBIA OTTEHOK; YPOBEHb KaAbMPOTEKTUHA COCTa-
BUA 6oree 1050 MKI/T npu Hopme A0 500 MKI/T.
Mpn npoBepeHUN HerpocoHorpadun, Y3MU tnmyca
N LUMTOBUAHOWM XEAe3bl HE BbIABAEHO HUKaKMX OCO-
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6eHHocTeln. Ha axokapanorpadun (9XO-KI) Busyanm-
31MpPOBaANOCb MAAOE MEXNPEeACEPAHOE COOBLIEHME,
aHOMAAbHO PACMOAOXEHHbIE XOPAbl AEBOIO XEAy-
AOUKa; aneKTpokapanorpamma (QKI) - Bo3pactHas
HopMma. Ha Y3W BHYTpEHHWX OpraHoOB HE BbISBAEHO
HUKaKMX OCOBEHHOCTEN, AAHHbIX B NMOAb3Y MOPTAAb-
HOW rMNepTeH3nn He BbisiBAeHO. Ha Y3W opraHoB
6PHOLLHOM MOAOCTM C AYMAEKCHBIM CKaHUPOBaHMEM
1 cnekTpanbHOM ponnaeporpadum (B Bo3pacte 1 me-
cay 10 aHelr) 3adukcHMpoBaHbl AUdPY3HblE U3MeE-
HEHWUS B MapPEHXUME MeyeHu, YNAOTHEHUE CTEHOK
€€ COCYAOB, HAAMYME MHOXECTBEHHbIX AMM®OY3NOB
OKpyrAon ¢opmbl B 06AACTU BOPOT MEUYEHM, TUMO-
NAa3US XEAYHOTO My3blps, HOPMOKMHETUYECKUI Te-
naToneTanbHbI KPOBOTOK B BOPOTHOWM BEHE, CMIAEHO-
dyranbHbI1 HOPMOKMHETUUYECKUIM KPOBOTOK B CEAE3E-
HOYHON BeHe, BUPA3HbIA KPOBOTOK B NMEUYEHOUHbIX
BEHaX, peakumsa BepxHebpblXXeeuHon BeHbl Ha ¢a3bl
AbIXaHUSA CHWXEHA, UYTO MO COBOKYMHOCTWM MPU3Ha-
KOB MOXET COOTBETCTBOBATb aTPe3nM XEAUEBbLIBO-
AAWMX nyTen. MNpoBeaeHa MarHUTHOPE3OHaHCHas
Tomorpadusa (MPT) OptolLIHOM MOAOCTM B TOM Xe
BO3pacTe, BbIABAEHA TMMNOMNAA3UA XEAYHOTO My3bl-
ps, OTCYTCTBME BM3yaAM3aLMU XOAEAOXa, a Takxke
OCTaAbHbIX XEAUYHbIX NPOTOKOB, YTO MOXET ObITb pac-
LEeHEeHO kak buanapHasn atpesuns. OAHAKO, AAHHble
MPT He MoryT SIBASITbCSt @BCOAHOTHbIMU BCAEACTBUE
HEKOTOPOro OrpaHuYeHns nNpeaena BO3MOXHOCTEN
MEeTOoAa UCCAEAOBaHMUA. B 3TOM Xe BO3pacTe BbIMNOA-
HeHa anacTorpadus neyeHu, CoOrnacHO KOTOpoM Mo-
AYUYEHHbIE pe3yAbTaTbl XXECTKOCTU NapEeHXUMbl MOTAU
CBUAETEABCTBOBATL B NOAb3Y dUbPo3a F-4 no Lika-
Ae METAVIR. Pesyabtatbl 06CAEAOBaHWA B MOAb3Y
NOTEHUMAABHOIO MHOULIMPOBAHUSA OKa3aAUCb OTPU-
uaTteAbHbiMU: MeToaoMm MUP AHK uutomeranosupy-
ca, repnec-supyca 1, 2 TMna, TOKCONAa3mo3a, BU-
pyca renatuta B n C B kpoBH, a Takxe LUMB B moue -
He oOHapyxeHbl. MccaepoBaHne meToaoM UOA:
UMMYHOTAOBYAMHBI G K LMTOMEraAOBUPYCY MOAOXKM-
TeAbHble, UMMYHOIAOBYAUHBI M oTpuLaTeAbHble. po-
BEAEHaA FOPMOHOMETPUA: YPOBEHb MapaTtropmMoHa
61,07 nr/mA, BuTamuHa A - 12,85 Hi/MA (pedepeHc-
HbI MHTEPBaA 25-47 Hi/MA), TTI - 4,2 ME/A (pede-
peHTHble 3HauveHus 0,5-5 ME/A), cBObOAHbIN T4 -
19,4 nr/mMA (pedepeHcHble 3HaueHns 11,5-23 ni/MA).
PebeHOK KOHCYABTUPOBAH FEHETUKOM, B3SiThbl MpPO-
6bl KPOBU MU MOUM AASI UCCAEAOBAHUA Ha NMpesMeT
HaCAEACTBEHHbIX 6one3Hel obmeHa. Ha ocHoBa-
HUN KAMHUKO-AAOOPaTOPHbIX AAHHbIX U PE3YALTATOB
MHCTPYMEHTAAbHbIX UCCAEAOBAHUI BbIA CHOPMYAN-
POBaH KAMHUUECKUIA AMarHo3: «BocnaauteabHasa 60-
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AE3Hb NeyeHn HeyTouHeHHasa (K 75.9). XonectaTtu-
YECKUIW renatuT HeYTOYHEHHbI. [eMopparMueckum
cuHapom. MAPC (mexnpeacepaHoe cooblieHue).
AHOMAaABHO PaCMOAOXEHHbIE XOPAbl AEBOIO XEAY-
AOYKa. AHEMUS CPEAHEN CTeneHu TsSXecTu. Kpyn-
HOBECHbI HOBOPOXAEHHbIN. PEGEHOK NOAYUMA CAe-
AYIOLLYIO Tepanuio: Ae3MHTOKCUKaLMOHHAs (MHOY3UK
FAFOKO3bl), renaTonpoTeKTOPHasn (BHYTPUBEHHO Npe-
napaTt aAEMETUOHMHA), XONEPETUUECKAS-XONEKUHETH-
yeckan (npenapaT ypPCoAE30KCUDOAMEBOM KUCAOTbI
yepes porT), npenapartbl BUTaMmuHa A, BuTamuHa E,
BUTaMMHa A yepes poT, BUTaMUH K BHYTpUMbILLEY-
Ho, doamneBas kucnota. K Bospacty 1 mecau 13 aHew
B OMOXMMMUYECKOM aHaAM3€e KPOBM YpOBEHb 0bLLe-
ro 6uaAmMpybrHa coctaBuA 110 MKMOAb/A, MPU 3TOM
npamon - 100 mMkmonb/A (90,9 % oT o0b6Luero),
ALT 73 EA/N, AST 105 EA/A, TTTN 341 EA/A, npo-
uMe nokasaTeAn OKa3aAuCb B Mpepesax BO3pacT-
HOM HOpMbl. AeBouka Obina NMepeBepeHa B MPo-
drAbHOE Y3 4-ro ypOBHSA OKal3aHWMA MEAULMHCKOM
nomvoum (PHIML,) AAS AOMOAHUTEABHOM AMATHOCTUKM
N AAAbHENLLErO AeueHMs. HeobX0AMMbIM B 3TOM KAW-
HWUYECKOM CAyYae METOAOM AMArHOCTUKM SIBUACS
METOA YPE3KOXHON MYHKLUMOHHON BUOMCHUM NeYeHH,
pe3yAbTaTbl KOTOPOW CBUAETEALCTBOBAAWM B MOAb3Y
rMraHTOKAETOUHOM TpaHCchOpMaLMK YacTu renatoum-
TOB, P1bBPO3a NopTaAbHbIX TPAKTOB, 0OCTPYKTUBHOM
XOA@HrMonaTum, BEPOSITHO, aTPE3MU BHEMEUEHOUHbIX
XEeAYHbIX MPOTOKOB. B Bo3pacTte 2-x MecAuLeB ypo-
BeHb 061ero 6uanpybrHa coctaBua 135 MKMOAb/A,
npsmoro - 122 mkmoab/A (90,3 % o1 obLuero),
ALT 102 EA/A, AST 130 EA/A, TTTI 459 EA/A,
LD 612 EA/A. MpoBeAEH XMPYPrUUYECKHUI KOHCUANYM,
cHOPMYAMPOBAH KAMHUYECKMI AnarHo3: «BIP: Atpe-
31A KENUEBBIBOASILLIMX NMYTEN», PELUEHNEM KOHCUAMY-
Ma ObIAO BO3AEPXATbCS OT AANapoOTOMUU, XOAELLMC-
TOKTOMUMU, onepaunun Kacau. bbina 3anAraHupoBaHa
KOHCYAbTaLMS TPAHCMAAQHTOAONa C PeLLIEHNEM BOMPO-
Ca 0 CpoKax Nepecapkn NeyeHu.

PebeHok M. (peBouka) poanaach oT 3-i bepe-
MEHHOCTU 2-X CPOYHbIX POAOB B cpoke 39,5 Hepenb.
M3 akyluepckoro aHaMHesa: 2-a 6epeMeHHOCTb 3a-
KOHYMAACb CaMOMPOU3BOAbHbIM BbIKMAbILLEM, pPe-
6eHok ot 1- bepemeHHOCTM 3p0pOB. Hactosuwan
6epeMeHHOCTb NpoTekana 6e3 ocobeHHocTen. Ae-
BOYKa POAMAACH Yepes eCTECTBEHHbIE POAOBbLIE MyTH
¢ maccoin 3660 rpammoB. Poctom 55 cM, OKpyX-
HOCTb FOAOBbl 36 CM, OKPY)XHOCTb rpyau 35 cm.
OueHka no Anrap 8/9 6annoB. C nepBbix CyToK pebe-
HOK HaxoAMACS Ha COBMECTHOM C MaTepbto Npebbl-
BaHWW, MaTb Xanob He npeabaBAsaAa. B buoxnmnye-
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CKOM aHaAu3e KPOBU, B3ATOM Ha 1-ble CYTKM XMU3HMU
ypoBeHb 06L1ero 6uanpyburHa 48,4 MKMOAb/A, NPS-
mMoro - 17,59 Mmkmonb/A (36,3 % oT 0bLero), B AMHa-
MUKE Ha 3-U1 CyTKK 3TW NoKa3aTeAn, COOTBETCTBEHHO,
coctaBuAn 230,93 n 83,9 mMKMmOAb/A (36,3 %),
Ha 4-e cyTkn - 214,31 1 97,76 MKMOAbL/A (45,6 %).
C 4-x CYyTOK CTyA MPUOBPEN TMMOXOANYHbBIN OTTEHOK.
3HaueHus ALT Ha 3TU CyTKM COOTBETCTBOBAAM BO3-
pacTHOW HOpPME W COCTaBWMAWM, COOTBETCTBEHHO,
34,8 EA/A, 22 n 20 EA/A; AST - HaxoAMAUCH
Ha BepxHen rpaHuue Hopwmbl (51 EA/A; 65,6 EA/N).
YpoBeHb CPBE 6bIA MOBbIWEH HA 3-U CYTKW XMU3HU
14,92 Mr/MA M HOpMaAM30BaACs Ha 5-e CyTku
XU3HU - 8,62 MI/MA. Ha 6-€ CYTKMU XWU3HU C Npea-
BapUTEAbHbIM AMArHO30M «XOAECTaTUUYECKUIA CUHA-
POM HESICHOIO reHe3a» AeBoYKa Obina NepeBeaeHa
B OTAEAEHWE BTOPOro atana, rae NPOAOAXaAa Aeye-
HWe 1 obcrepoBaHKUE. BbiA Ha3HauYeH npenapar yp-
COAE30KCUPOAMEBOM KUCAOTBI YEpPE3 POT M3 pacue-
Ta 10 MI/Kr, AE3UHTOKCHKALMOHHAs Tepanus (MHPy-
3UU1 TAKOKO3blI). HECMOTPA Ha NPOBOAMMOE AEYEHME,
npamas runepbuaMpybuHeMUA NPOrpeccrpoBana
(Ha 8-e CYTKM XM3HU YpoBeHb 06LLero 6uaMpybrHa
coctaBuA 191,85 MKMOAb/A, npamoro - 99,69 (51,9 %
ot 061Lero), Ha 12-e CyTKu, COOTBETCTBEHHO, 139,89
n 75,58 MkMonb/A (54 %). 3HaueHusa AAT n LD 6biam
Ha BEPXHEW rpaHuLe pedepeHCHbIX 3HaUYeHUN
(427,2 n 180,4 EA/A), a nokasatenb T Tl oka3ancs
CYLLLECTBEHHO Bblle HopMbl (1662,4 1 1266 EA/A,
COOTBETCTBEHHO Ha 8-€ U 12-e CYTKU XM3HK). AaH-
Hble 06LLLero aHaAM3a KPOBMW Ha NPOTSXXEHWW BCETO
nepuopa npebbiBaHUs AEBOUYKM B OTAEAEHWW HOBO-
POXAEHHbIX, @ 3aTeM B OTAEAEHWW BTOPOro atana
(A0 13-X CYTOK XW3HW) COOTBETCTBOBAAM BO3pacT-
HoW Hopme. Ha Y3W opraHoB OPOLLIHOM MOAOCTH
Ha 4-e, 5-e, 8- CYTKM XM3HU He ObIAO BbIABAEHO
HUKaKKx ocobeHHocTen; HCT 1 IXO-KI Takxe 6biAu
HOpMaAbHbIMW. Ha 11-e CyTKM XM3HW Ha Tene pebeH-
Ka NOSIBUAMCb MOAKOXHbIE reMaToMbl Ha BOKOBbIX
NMOBEPXHOCTAX FPYAHON KAETKU U CMIMHKE, remMoppa-
r’MYECKME KOPOUYKM B HOCOBbIX XOAAX, OAHOKpPaTHOE
CpbIrMBaHWE C NPUMECBIO anOl KPOBU; AAHHbIE KO-
arynorpamMmbl CBUAETEABCTBOBAAM B MOAb3Y Bblpa-
XEHHOW runokoaryaauum (AYTB - 156,8 cekyHA,
MNTB u MHO - HeT koaryafiuMu), KPOBOTOUMBOCTb
13 MecTa 3abopa AOArO He npekpatlliasacb. Pebe-
HOK NepeBeAEH B OTAEAEHWE MHTEHCUBHOWM Tepanuu,
rA€ NpoM3BEAEHA TpaHCPY3Ws CBEXE3aMOPOXEH-
HOWM MAa3Mbl, reMopparMyecknii CUHAPOM ObIA Ky-
nMpoBaH. Ha OCHOBaHUW KAMHWMKO-AABOPATOPHbIX
N MHCTPYMEHTAAbHbIX AQHHBIX COOPMYAMPOBAH KAM-
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HUYECKUN AMArHo3: «[lopaxeHWe NeyeHU HeyTou-
HEHHOe. XOAeCTaTUUYECKMIA CUHAPOM. Koaryaonatus,
BEPOATHO, MEYEHOUHOrO reHesa. lemopparnyeckum
CUHAPOM». YuuTbIBas KAMHUKO-A@bopaTopHble NPo-
SABAEHUA MOPaXxeHns neveHun, B Bo3pacte 14 AHen
AeBouUKa bbina nepeBepeHa Y3 4-ro ypoBHA 0Kasa-
HUA MeAUUMHCKON nomowm (PHIL) AAst AOMOAHM-
TEAbHOM AMArHOCTUKK U AaAbHENLIEero neuenus. Co-
FAaCHO PEeKOMEHAALMU UHOEKUMOHUCTA, PebeHKy
Ha3Ha4yeH KypC apAeMEeTMOHMHa 15 MI/Kr B CYTKM
Kypcom 10 apHel, npenapatbl YPCOAE30KCUXOAME-
BOM KUCAOTbl AAMTEABHO, depMeHToTepanus, B1UTa-
MUH K. MpoBeAEHbI CAEAYHOLLIME MHCTPYMEHTAAbHbIE
obcaepoBaHUS: dnacTorpadua neveHu, NoAyYeHHble
pe3yAbTaTbl CBUAETEABCTBOBAAU B MOAL3Y G1bPO3a
F-3-4 ctenenun no wkane METAVIR; Y3 opraHoB
6pPHOLLHOM MOAOCTU, TAE OTMEYAAUCh MPU3HAKK re-
natoMeranmMm, KPpOBOTOK B MEUYEHOYHbIX apTepUsIX
M BeHax 6e3 ocobeHHocTer; MPT opraHoB 6ptoLL-
HOM MOAOCTU, TAE 3aPUKCHMPOBAHbI MPUIHAKKU OU-
6p0o3a, xoraHrMoakTasmu. Ha IXO-KI oTtmeyanachb
Hepe3kas AMASITAUMSA MOAOCTM AEBOIO KEAYAOUKa,
YCKOPEHME KPOBOTOKA B BETBSIX AEFOYHOM apTepPUn
N HUCXOASILLIEM OTAEAE aopTbl 63 NPM3HAKOB CTEHO-
3a. Ha ¢oHe npoBOAMMOro AeueHUss BUOXMMUYECKUe
nokasaTeAn KpoBM B Bo3pacTe 14, 19, 26 aHew,
1 mecsiua 3 pAHen bbian caepytowmn: AST (70, 122,
136, 118 EA/A), ALT (44, 71, 76, 56 EA/A); TTTN
(1494, 3980, 781, 619 EA/A); ypoBeHb 06LLEr0 6UAN-
pybrHa U1 ero npamon dpakumnm (142 n 88,3 (62,2 %);
170 n 83,29 (48,9 %); 118 n 53,5 (45,3 %); 103
n 41,2 Mkmonb/A (40 %)); Nnokasatean Benka U ero
dpakuuin, ypoBeHb CPB, a3oTHoro obmeHa, aAeKTpo-
AWUTbI TAUKEMWS] COOTBETCTBOBAAW BO3PACTHOM HOPME.
MNMokaszaTteAn oOLLEro aHaAM3a KpPOBM W KOaryno-
rpamMmMbl Ha NPOTAXEHWUM BCEro neproaa npebbiBa-
HUSI AEBOYKM B CTalLMOHape COOTBETCTBOBAAM BO3-
pacTHoM HopMe; 0bcAep0BaHMA Ha BHYTPUYTPOOHbIE
MHOEKUMUKN (LMTOMETAAOBMPYC, reprnec, TOKCONnAas-
MO3, BUpyCHble ranatmtel B n C metopom KMOA
n MUP) - otpuuatenbHbin pesdyabtat. OcMOoTpeHa re-
HETUKOM, B35Tbl MPO6bI BUOAOTMUYECKOTrO MaTepruana
AN UCKAKOUEHUSA HACAEACTBEHHbIX Hone3Hen obme-
Ha. Ha ocHoBaHMU NpoBeAeHHbIX 06CcAeAOBaHWI ObIA
cHOpPMYyAMPOBAH KAMHUYECKUIA AMArHo3: «BpoxaeH-
HblM BUPYCHbIM renatut [P 35.3]. BpoXAEHHbIN XO-
AECTATUUYECKMI renatuT HEeYTOUHEHHbIN, OCAOXHEH-
HbIi GUOPO30M NeyeHU. XOAaHTMOSKTa3us». Mpu-
6aBka B Macce 3a NepBblid MecAL, XM3HW COCTaBUAA
700 rpammoB. OCOBEHHOCTSMM COMAaTUYECKOTrO
ctatyca 6bIAO COXPaHEHUE TMMOXOAUK CTyAa. B BO3-
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pacte 1 mMecsua 6 AHel AeBoYka Obina NepeBepe-
Ha B AETCKYH MHOEKLMOHHYIO KAMHUYECKYH BOAb-
HULY AASl AAAbHEWLIEro AeyeHust. 3a Bpems npe-
ObIBaHWA B 3TOM YUYPEXAEHWU 3APABOOXPAHEHMS
NMOBTOPHO BblAa MPOBEAEHA 3AacTorpadusa nevyeHu
(6€3 AMHAMMKKM OT MPEeAbIAYLLEr0 MCCAEAOBAHUS),
MPOKOHTPOAMPOBAHbI BUOXMMMUUYECKME MOKa3aTeAu
KpPOBW, NOBTOPHO NPOU3BEAEH 3ab0OP KPOBM Ha BO3-
MOXHble BO36GyAMTEAM NepWHaATaAbHbIX renaTtuTtoB
(oTpuuaTenbHo). B Bo3pacte 1 mecaua 19 aHel pebe-
HOK NepeBeAEH B NPOPUABHOE OTAEAEHWE 4-T0 YPOB-
He (PHILL) AAS npoBeAeHUS NYHKUMOHHOM Buoncum
nevyeHu. Ha MOMEHT nepeBoaa ypoBeHb 0BLLEro U Nps-
Moro 6uAMpybuHa coctaBasiAv 119 1 67 MKMOAb/A
(56,3 % ot obuwero), ACT - 160 EA/A, ANT -
160 mkmonb/A, TTTM - 703 EA/A. B avHamuke
B 2-X MecsidHOM Bo3pacTe 3HauveHus [TTI yBeAun-
unamcb A0 1400 EA/A, ypoBeHb LiepyAOnAa3MuUHa
OKaszancs pe3ko MoBblWEHHbIM — 600 MI/AA. BbiA
cHOPMYAMPOBaAH AMArHo3: «BpoXKAEHHbINM XoAecTaTu-
Yyeckui renatut. Henb3s MCKAKOUUTL 6oAe3Hb BUAb-
coHa-KoHoBanoBa». PebeHoK HanpaBAEH Ha KOHCYAb-
TaUMIO K TPAHCNAGHTOAOTY AASl peLleHusa Bomnpoca
0 CpOKax TpaHCNAaHTauuu neveHu. feHeTnyeckoe
obcnepoBaHne pebeHka M ceMbM MPOAOAXKAETCS,
OKOHYaTEeAbHbIM AMArHO3 HaxoAMTCA B Mpolecce
YTOUHEHMUS.

PebeHok C. (ManbuuK) poauacsi oT 1-in bepe-
MEHHOCTU 1-X CPOUHbIX POAOB B Cpoke 39 HeAeAb.
HacToslas 6epemMeHHOCTb NpoTekana Ha doHe aHe-
MWK, XPOHUYECKOW deTonAaLleHTapHOM HeAOCTaTou-
HoCTU. MaAbUMK POAMACA C Maccon 2929 rpaMmmoB.
Poctom 52 cm, oueHka no Anrap 8/9 6aanoB. Kau-
HWKO-A@bOPaATOPHbIX AAHHbIX B MOAb3Y HapyLUEHWSA
NMUrMeHTHOro obMeHa Ha atane POAMAbHOrO AoMa
He 3aduKcupoBaHo. B Bo3pacte 1,5 mecaua pebe-
HOK KOHCYAbTMPOBaH remMaTtoAOrom B CBfI3W C aHe-
MUWEWN CPEAHEN CTENEHU TAXECTU, BbIABAEHHOM
Ha ambynaTopHOM 3Tane. B aToM e Bo3pacTe CAy-
YalHOM HaXOAKOM SABMAMCb MPU3HAKKM XOAECTasa
B OUOXMMUYECKOM aHaAM3e KPOBU (0OLLMIA BUAMPY-
6UH 93 MKMOAb/A NpsiMon 59 MKMoAb/A (63,4 %
OT 06LEero), a Takxe NpU3HaKkM NeYeHOUYHOro LUTo-
am3za (ALT 52 EA/A, AST 79 EA/A). Bbino pekomen-
AOBaHO MPOBECTU KypcC Tepanuu npenapartamu xe-
Ae3a U GOAMEBOIN KMCAOTbI, @ NOKa3aTeAn NMUrMeEHT-
Horo obmeHa MPOKOHTPOAMPOBATb B AMHAMUKE.
B Bo3pacTe 2 mecsiua 20 AHel B BUOXMMUYECKOM
aHaAM3e KpOBM OTMevasacb OTpuLaTEAbHAsA AMHA-
MUKa: 06LLMIN BUAMPYOUH 157 MKMOAbL/A, MPAMON
77 MKMOAb/A (49,1 % ot obuiero), ALT 175 EA/A,
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AST 183 EA/A, B 3TOM Xe BO3pacTe nosiBUAAChb
MKTEPUUYHOCTb KOXHbIX NMOKPOBOB. PebeHoK rocnu-
TaAM3MPOBaH B OTAEAEHME BTOPOro 3Tana ¢ AMarHo-
30M «HeoHaTanbHas XeATyxa, 3aTs)XXHOe TeuyeHuer.
Mpn MOHUTOPMPOBAHUKN NOKA3aTeAEN MUIMEHTHOIO
obMeHa yCTaHOBAEHO, UTO CMHAPOM XOAeCTasa npo-
rpeccupyert: B Bo3pacte 2 mecsua 3 Hepenu, 3 me-
caua, 3 mecsaua 5 AHen ypoBHM 06LLero 6uAMpyou-
Ha W ero nNpsiMor ¢pakuMM COCTaBWMAWU, COOTBET-
CTBEHHO, 122 MKMOAb/A U 57 MKMOAb/A (53,1 %
ot 06uero); 111,1 1 59,9 Mmkmonb/A (53,9 % ot 0bLe-
ro); 95,3 u 55,4 mkmonb/A (58,1 %). MNokazaTtean
TpaHcaMMHa3 B 3TUX Xe TecTax He MMEAU UYETKOM
TEHAEHLMU K CHUXeHWto: ALT 165,4 EA/A, 155,9 EA/A,
153,8 EA/A; AST 175,8 EA/A, 163,2 EA/A,
159,9 EA/A. YpoBeHb LLO® B AMHaMKWKe HapacTaa:
357,3 EA/A, 668,6 EA/A, 692,3 EA/A. B 0bliem
aHaAM3e KPOBM OTMeUYanacb aHEMUS AEFKOM cTene-
HU TAXECTU, B AEMKOLUMTApPHON GOpMyAe M3MeEHe-
HWM He 3aPUKCMPOBAHO; NoKasaTeAnM remocTasa
TakXe OKal3aAMCb B Mpeaenax BO3PACTHOM HOPMBI.
B konporpamme BbiiBA€Ha cTeatopesi, CTyA UMEA
CEepbI TMNOXOAUUYHbBIN OTTEHOK. PebeHoKk obcaepo-
BaH Ha NPeAMET HaAUUMA BHYTPUYTPOOHOM MHOEK-
unn. B kpoBu metopom MDA MMMYyHOrAOBYAMHOB
Knacca M K Tokconaasme, repnecy 1 u 2 tmna, umTo-
MEranoBMpycy He BbINO OBHAPYXXEHO, a TaKXe UCKAKO-
YeHbl NapeHTepanbHble renatutbl B 1 C (He obHapy-
xeHo HBs 1 HCV aHtureHos). Metoaom lMLP B kpo-
BM He obHapyxeHa AHK Bupyca npocToro repneca
1 1 2 TMNOB, UMTOMEraroBMpyca, BUpyca AnLUTENH-
Bapa; a Takxe uMTtomerarosupyca B Mo4e. [opMOHO-
MeTpuen (B Bo3pacTe 3 MecsLEB) 3aPUKCUPOBaHbI
HU3KNIK ypoBeHb BUTaMmnHa A 10,49 Hi/MA, NOBbI-
LLIEHHbIX YPOBEHb NapaTropmMoHa 166,6 ni/ma, a no-
KasaTenn TMPEOMAHOrO cTaTyca Oka3aAUCb B HOPME
(TTT 3,4 MME/A, cBO6OAHBIN T4 17,2 HI/MA). Ha ocHO-
BaHWW KAMHUKO-AA@BOPATOPHbIX AAHHbIX COMYTCTBY-
FOLLMM AMArHO30M SIBUACA «PaxuT cpeaHen cTeneHu
TAXECTU», HA3HaY€eH BUTaMWUH A5 B Ae4eOHON AO3K-
poBke (2500 EA/CyTKM) NOA KOHTPOAEM FOPMOHOMET-
pumn 1 Npobbl CyakoBMYa. B AMHaMKKe vepes 2 Hepe-
AV YPOBEHb NapaTtropMoHa CHU3UACS A0 86,3 nr/MA,
a BUTaMuHa A noBbicUACA A0 12,84 HI/MA; AeUEHUE
paxuTa 6bINO PEKOMEHAOBAHO MPOAOAXMKTL. B BO3-
pacTe 3 Mmecsila Ha Y3U opraHoB OpPHOLLIHOW MOAO-
cTM Bbina oBHapyXeHa TrMnonAasus XeA4Horo ny-
3bIps, a Takke 0COBEHHOCTU CTPOEHMS MOPTAAbHOM
cuUcTeMbl (pa3BeTBAEHME Ha 3 BETBM, AUAATaLMSA
CTBOAA U TPUDYKALIMA NOPTAAbHON BEHbI, BNAAEHWE
ee B cene3eHOuUHYyr). Takxe Ha IXO-KI BbIsIBAEH
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BINC (BpOXAEHHbIVM MOPOK CEPALLA): BUKycnnaanbHbIN
aopTaAbHbIM KAAMaH C HE3HAUMTEAbHbIM KAAMaH-
HbIM cTeHO30M. AobBaBoOUHaA BEPXHAS AeBasi NoAas
BEHa, APEHMPYIOLLAACS B KOPOHapPHbIM CUHYC. He-
3HAYUTEABHO BbIPaXEHHbIN NepUPEePUIYECKNA AErOY-
HbI cTeHo3. 000. Ha Y3U Tumyca BbiIiBAE€HaA €ro
rMnonaasus, HempocoHorpapusa - 6e3 ocobeHHoc-
Ten. Ha Y3W opraHoB H6ptoLLIHOM MOAOCTM C AOMMAE-
POMETPHEN YCTaHOBAEHbI KOCBEHHbIE NPU3HAKK aTpe-
31K KEAUYEBbIBOAALLMX MyTEN, NOATBEPXKAEHbI OCO-
6EHHOCTM CTPOEHMSA COCYAOB CMCTEMblI BOPOTHOWM
BEHbI. B 3TOM XXe BO3pacTe NpoBeAeHa anactorpadus
neyeHu, NOAyYEHHbIE Pe3yAbTaTbl KOTOPOM MO XECTKO-
CTW NapeHX1Mbl 3adrkcrpoBanm prbpos F 4 no wka-
Ae METAVIR. B Bospacte 3,5 mecAueB NpoBeAeHa
AMHaMMUeckas renatocTMHUMrpadus, rae He GbIAO
BbISIBAEHO HaAMuMe BAOKA OTTOKA XEAYM U3 NEUEHMU,
T. €. CUMHUMIPaAPUUECKMN XEAYHbIE NMPOTOKU OKa3a-
AUCb MpoxoarMbl. B Bo3pacte 3 mecaueB 10 AHeN
B XMPYPrnMYeCKOM OTAEAEHWM NMPOU3BEAEHA YPEIKOX-
Hasi NyHKUMOHHas BUONCKUs NeyeHu, B pesyAabtate
KOTOPOW ObINO CAEAAHO CAEAYHOLLEE 3aKAUEHMUE:
«MCTOAOrMUYECKan KapTMHa XapakTepHa AAS aTpe-
31UM BHYTPUMNEUYEHOUHbIX XEAUHbIX X0A0B. Prbpo3
2 cteneHun». DU3nyeckoe 1 HePBHO-NCUXMYECKOE pas-
BWUTME pebeHka COOTBETCTBOBAAO BO3PACTY, aHTPONMO-
MeTpuyeckre napameTpbl B 4 Mmecsua - Macca Tena
6150 rpaMmmMoB Npu A0AXeHCTBYtoLen 5870 rpam-
MOB). MaAbILL HEOAHOKPATHO KOHCYABTUPOBaH UHGEK-
LIMOHUCTAMM, COTPYAHUKAMK KadeApbl AETCKKUX 6O-
AE3HEN, AETCKMMU XMpypramwu, TPaHCNA@HTOAOIOM;
BCE PEKOMEHAALMM BbIMOAHAAUCH. C LEABIO UCKAO-
UEHUS] HACAEACTBEHHbIX Bone3Hel obMeHa B3siThl
npobbl B1oOAOrMUYECKOrO MaTepuana. Ha ocHoBaHUK
KAMHWUKO-A@BOpaTOPHbIX TECTOB U A@HHbIX UHCTPY-
MeHTaAbHbIX METOAOB UCCAEAOBAHUSA BbiA cHOpPMY-
AMPOBAH KAMHUUYECKUW AMArHo3: «BocnaantenbHas
6oAe3Hb NeyeHn HeyTouHeHHas (K 75.9). BpoxaeH-
HbI XOAECTATUYECKUI renaTtut, dubpos 2, yactuu-
Has aTpes3nsi XeAyeBbIBOAALLMX nyTerh. OcobeHHO-
CTW CTPOEHMA NopTaAbHOM cucTembl. BIMC (bukycnu-
AAAbHbIM @0PTaAbHbIM KAAMaH C HE3HAUUTEAbHbIM
KA@MaHHbIM CTEHO30M. He3HauMTeAbHO BbipaXeH-
HbI NepUdepUYECcKnii AerouHbli cTeHo3. AobaBou-
HasA AeBas BepxHss nonas sBeHa. 000. HK O crene-
HW. Paxut cpeaHen CTeneHn TSXeCTH, MOAOCTpoe Te-
yeHue». B ycroBUAX cTauMoHapa pPebeHOoK MOoAyYUA
CAEAYIOLLEE NAeUEHWE: NpenapaTbl YPCOAE30KCHMXOAME-
BOW KWUCAOTbI, Kypc apeMeTnoHnHa (10 AHeN) BHyT-
PUBEHHO, XMPOPACTBOPMMbIE BUTaMKHbI. Ha doHe
MPOBOAMMOM TepanmMmM HaMeTUAaChb MOAOXKMUTEAbHAS
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AabopaTtopHaa AMHaMKKa. Tak, No AaHHbIM BUOXUMU-
YeCKOro aHanM3a KpOBM, B3ATOM B Bo3pacTe 3 me-
csaua 12 aHen, 3 mecsua 20 pHel, 4 mecsua, ypo-
BeHb 06L1ero 6uAMPYybMHaA U ero NPsiMon dpakumm
COCTaBMA, COOTBETCTBEHHO, 89 u 49,3 MKMOAb/A
(55,4 %), 70,2 n 39,7 mkmonb/A (56,5 %), 543,6
n 13,5 MKMOAb/A (24,7 %). YpoBeHb ALT B 3Tux xe
Tectax OblA, cOOTBETCTBEHHO, 154,7 EA/A, 146,8
n119,7 EA/N; AST - 150,2 EA/A, 141,4 n 115,7 EA/A.
MokaszaTeAn LIEeAOYHON ¢ocdaTadbl pPaBHAAUCH
B 3TW Xe cpoku 482,41 EA/A, 481,9 n 430 EA/A;
TTn - 326,5 EA/A, 347 v 337,9 EA/A; yPOBEHD
obuero xonectepuHa B 4 mecaua 6biA 4 MKMOAb/A,
YTO HEe MPEBbLILAAO AOMYCTUMYIO HOpMY. K 4-x me-
CS]MHOMY BO3pacTy HOPMaAM30BaAMCb MOKa3aTeAu
KpacHOW KPOBM - reMorAnobuH 119 /A, apuTpouu-
Tl 4,2 x 10°%/A 1 rematokput 34 %. KopmaeHue
MaAblLla NPoBOAMAOCL 6A30BOM cMechto, ¢ 4,5 me-
CALLEB PEKOMEHAOBAHO MOCTENEHHOE BBEAEHUE
NPUKOPMOB. B 3TOM Xe Bo3pacte ManbUnK ObIA Bbl-
n1McaH AOMOWM C MOAOXWUTEAbHOM KAMHUKO-Aabopa-
TOPHOM AMHAMWKOW. PekomMeHpaUMaMU AN amby-
AATOPHOrO BEAEHMSI OBbINO MPOAOAXKEHME MNpUeEMA
BUTaMMHA A\ B AeuebHOM A03€e MOA KOHTPOAEM €ro
COAEPXaHWA B CbIBOPOTKE KPOBU WM YPOBHS KaAb-
LUMs B MoYe, HabAtoAEHME KapAMOAOra, MHOEKLMO-
HUCTa, KOHTPOAb FreMoCcTa3a, BUOXMMMYECKOrO aHa-
AM3a@ KPOBW B AMHAMMKE, MPOAOAXKEHME MNpuema
npenapaTta ypCcoAe30KCUXOAMEBOW KUCAOTbI B AO3€E
10 MI/Kr, KypCbl aAEMETUOHMHA (MO COrAacoBaHMIO
¢ renartoaorom). Mpu nporpeccupoBaHuKn npoLecca
(pocT obuero U npaAmMoro 6uAMpybuHa, xorecTasa,
KAMHUYECKMX NMPOSIBAEHWUSIX aclmTa) pEKOMEHAOBA-
Ha MOBTOPHAas KOHCYAbTaLUMSi renatoAora M TpaHc-
nAaHToAora. KatamHecTuyeckoe o6caepoBaHME pe-
6eHka B Bo3pacTe 1 ropa He BbISIBUAO HUKAKMUX
KAMHUKO-A@B0paTOPHO-MHCTPYMEHTAAbHbIX AAHHbIX
B MOAb3Y NMOPaXeHUs NeYeHu.

XoAecTaTUUECKUE XEATYXM ABAAKOTCSH NPoBAEMON
B COBPEMEHHOW HEOHATOAOIMM B CBSI3WM C LEAbIM
pAAOM MpUUnH. Cpear HUX YCNEXU aKyLLIEepCKo-
rTMHEKOAOTMUYECKOM MOMOLLM MO BbIHALLMBAHWIO be-
PEMEHHOCTU NPU e€ NPOTEKAHUKN Ha HeBAaronpuaAT-
HOM $OHe, dapMaKOAOrMUECKOE BO3AEMCTBME Ha NMAOA
M HOBOPOXAEHHOIO, U PSIA B HAcTosILLEE BPEMS He-
M3BECTHbIX MPUUNH. HO KAMHMUYECKAn NpaKTUKa Ae-
MOHCTPUPYET OTCYTCTBUE CTOMKOM TEHAEHLMU K CHMU-
XEHWUI0 AQHHOM naTtoAorMn. OBMEH ONbITOM MeXAY
Hay4YHbIMW COTPYAHMKAMMU U MpPaKTUKaMKn npusBaH
ONTUMMU3NPOBATb AMArHOCTUYECKUM NMOUCK U Tepa-
MWIO0 TaKMX NaLMEHTOB.
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