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bonesan makornenws mmkorena I, 11, IV Tuma sBisioTcss BpoXkIeHHBIME 3a00JI€BAaHUSIMHA, KOTOPBIE OOBITHO
BEIYT K TSDKEJIOMY MOPAKCHHIO MEYeHH. TpaHCIIaHTALus TIEUCHM SBISCTCS Teparuell BIOOpa MPH JTaHHBIX
MaToNIOTHX. B TO Bpems kak mepecasika IeueHr HUBEIUpyeT epBUYHbIH JedekT GpepmenTa B edeHn, BHeTe-
YEHOYHBIC MPOSIBIICHHS TIIMKOTEHO30B ITOPO OCIIOXKHSIOT MOCTTPAHCIDIAHTAMOHHBIN Tiepruoa. B crarse onu-
CaHbl JaHHBIC AHIVIOA3BIYHOM JIMTEPATyphl, COIACHO KOTOpoH 42 nersm m0 18 jer mo moBoay OCIOKHEHHH
DJIMKOTEHO30B OBUIM MPOBEACHBI TPpaHCIUIAaHTAMK redeHu (18 marueHTam — B CBSI3M C TIIMKOTEHO30M la THa,
mectepbiM — 1D, omHOMY pebenky — Il Tuma, 17 manuenTam — mo nmoBoay mimkoreHosa |V tuma). B paGore
MPEACTaBICHO ONMMCAHUE TPAHCIUIAHTAIIMH TIeYeHN peOSHKY 10 MOBOY INIMKOreHo3a |a Thma, MpOBEACH aHaIN3
NOCTTPAaHCIIAHTAI[HOHHOTO MEPUOAA )KU3HU PELUITUCHTA.
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LIVER TRANSPLANTATION IN CHILDREN WITH GLYCOGEN
STORAGE DISEASES: RISK ASSESSMENT AND NECESSITY
OF THIS PROCEDURE
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Glycogen storage diseases I, Il and IV types are congenital disorders, which are commonly associated with
severe liver diseases. Liver transplantation has been proposed as a treatment of choise for these disorders. While
liver transplantation corrects the primary hepatic enzyme defect, the extrahepatic manifestations of glycogenoses
often complicate the posttransplant management. Upon review of the English-language literature, 42 children
under 18 years old were discovered to have undergone liver transplantation for complications associated with
glycogenoses (18 patients with la type, 6 — with Ib type, one patient — with Il type, 17 — with IV type). This artic-
le represents the pediatric liver transplantation for complications associated with glycogenosis la type, analyzed
posttransplant period in this recipient.
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Bonesnun HakomIeHNs ITIMKOTeHa, WIIN [TIMKOTEHO3HI,
MPEACTABISIIOT COOOM TPYIITY PEIKUX HACIIEICTBEHHBIX
3a00JIeBaHMi, BBI3BIBAEMBIX HAPYIICHUSIMHU B ()epMEH-
Tax, KOTOPBIE PErYIUPYIOT CHHTE3 U pa3pylleHUE IJIH-
koreHa. PakTuyecku Bce (PEPMEHTHI, YUaCTBYIOIIUE B
MeTaboJIM3Me TIMKOTeHA, MOTYT BBI3BIBAThH Pa3IMUHbIE
BapUaHThl TIMKOTeHO30B. [MMKoreH 3amacaercst mpe-
MMYLIECTBEHHO B MEYCHU M MBILINAX, 1 CUMTOMAaTHKA
HapyLIEHUs 3aBUCHUT OT JIOKAJIM3aLuH nopaxenus. ['u-
MOIVIMKEMHUS SIBJISIETCS] OCHOBHBIM IIPOSIBIICHUEM I1€4e-
HOYHBIX TIIMKOT€HO30B BBUJLY HEBO3MOKHOCTH OBICTPO
YTUIM3UPOBATh IIMKOT'€H KaK HCTOYHUK TI0K03bI. Cria-
00CTb, MBILIEYHbIC CYAOPOTH U MUOINATHS — OCHOBHBIC
MIPOSIBJICHUS. MBIIIEUHBIX (DOPM ITIMKOT€HO30B.

W3 u3ydeHHbIX B HacTosIee Bpems 12 pa3iudHbIX
TUTIOB OOJIE3HEH HAKOIUICHHUS TIIUKOTEHa TOJBKO CeMb
BUJIOB BKJIIOYAIOT (DEPMEHTATUBHBIN AC(EKT B EYCHU.
I'mukorenossl 0 (meHIIUT MEYeHOYHON TITHKOTE€HCHH-
tasbl), VI (nedurmt pocdunaser) u IX (nedurnur doc-
(bopuikuHa3bl) TUIOB HE TPeOYIOT TpaHCIUIAHTAI[HMN
neuyenu. [lepecanka neyeHn MpOBOAUTCS NPH TIIMKOTe-
Ho3ax |, Il u |V TumoB, HEOOIBIION OMBIT €CTh U TPH
rukoreHo3e X| tuma. TpaHcrutaHTanusi me4eHu sB-
JSIeTCsl paJIKaIbHBIM METOAOM JICUCHUS, TIPEOTBpa-
HIAIOUIMM THIIOTIMKEMUIO U CHHYKAIOIIUM PHUCKH pas-
BUTHSI 3JI0KQUECTBEHHBIX OINyXOJIel M 1uppo3a. B To
K€ BpPEMsl BHEIICUEHOUHBIE IPOSBICHUS INIMKOICHO30B
W OCIIOKHEHUS], CBS3aHHBIE C HMMMYHHOCYIIPECCHB-
HOW Tepamuel, MOT'YyT HHMBEIMPOBAaTh MPEUMYLIECTBA
TPAaHCIUIAHTALMH JJaKe MPH JICUCHUH Hauboee TsKe-
TeIX (hopM OoJIe3HEH HAKOTUICHHMSI TIINKOTEHA.

TAMKOTEHO3 | TUNA

I'mukoreno3 | tuma (6one3ns I'mpke) BcTpedaet-
cst mpubiu3utenbio y 1 u3 100 000 HOBOPOKICHHBIX
[8]. TIpu aTOM 3ab0NE€BaHUK ONMKMCAHBI MyTAIlMH T€HOB,
KOTOPBIC KOJIUPYIOT (PEPMEHTHI TITFOK030-6-pocdarasy
(la Tun) u nmoko30-6-pocdar tpancaokasy (b Tum).
JlanHoe 3a0oneBaHne OOBIYHO THATHOCTHUPYETCS B
paHHEM BO3pacTe, KOr/ia y JIeTe MOSIBISIOTCS AITHA30/IbI
paHHEH TUMOTTHKEMHH, JIAKTAT-aIl|103, TUIICPIUITHIC-
MUsl 1 rernaroMeranus. |b Tun 630K Mo cuMITOMaTH-
ke k la Tumy, ogHako mpu tume |b MoryT HabmoIaThCsa
SIBJICHUSI HEUTPOTICHUU M HEUTPOPHIBLHON JuChyHK-
un [18]. TlamuenTsl ¢ O6one3npo ['Mpke HaXOAATCs B
IPYIIIE PUCKA MO PA3BUTHIO JKU3HEYTPOIKAIOIINX METa-
OOJIMYECKUX HApYIICHUH aJicHOMbI MEUeHH W Ternaro-
LEJUTIOISIPHON KapLMHOMBI, B CBSI3M C YeM HX paccMa-
TPHUBAIOT KaK KaHMJIATOB HA TPAHCIUIAHTAIUIO TICUCHHU.

AneHombl iedeHu onucanbl y 6onee 70% marueH-
TOB C TJIMKOT€HO30M | THIa B Bo3pacte 10 25 JeT npu
cpenneM Bospacrte mposieienus B 15 mer [41]. Ane-
HOMBI, CBSI3aHHBIC C IJIMKOT€HO3aMH, OOBIYHO MHO-
JKECTBEHHBIC, MEIKHEC W HEHHKAICYIHupoBaHHbIC [26],
TOTJIAa KaK MpH JPYruX 3a00JICBAHUSAX TCYCHU dYalle
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00HApPYKUBAIOTCS COUTAPHBIC, KPYITHBIE, YETKO OTpa-
HuueHHbIe ageHoMsl [9, 19]. bruro mokaszaHo, 4T0 OKO-
710 50% azxeHoM, CBSI3aHHBIX C IIIMKOreHo3oM | Tura,
B MOCJICAYIONIEM MOTYT YBEJIMYUBATHCS B KOJIMYECTBE
u pazmepax [41]. OcnoXHEHUSIMH aICHOMBI SBJISIOTCS
MAJIMTHU3AIMS U Pa3BUTHE BHYTPHOIYXOJICBOTO KpPO-
Bousnusinus [41]. Bornee Toro, ageHombl mpu Ooses-
HU [Mpke MOryT mpoxyuupoBarh IElCUAMH, KOTOPBIA
NPUBOIUT K pa3zBuThio anemuu [50]. Mexanusmel 00-
pa3oBaHusl aJCHOMBI MPU DIMKOreHo3e | Tuma moryt
OBITH CBS3aHBI C TOPMOHATHHONU CTUMYJISAIINEH Ha OHE
BBICOKOTO YPOBHSI MHAEKCA WHCYTHH/TITIOKArOH, OKCH-
JATUBHBIM CTPECCOM 3a CUET HAPYIICHUS MeTa0oI13Ma
KUPHBIX KUCIOT [6]. ECTh OCHOBaHUs mosarark, 94To
YAyYIIeHHE KOHTPOJISl 0OOMEHa BEIIeCTB MOXKET YMEHb-
mark puUck (POPMUPOBAHUS aJCHOMBI U JIaXKe MPHUBO-
JITh K PEerpeccy ajeHOMBI MEUCHH, B OCOOCHHOCTH Y
MAIMeHTOB MOJIOJIOT0 U MPEny0epTaTHOro BO3pacTa
[26, 39].

XoTs aJCHOMBI TICUYCHH, CBSI3aHHBIC C OOJIE3HBIO
T'upke, SBISIFOTCS JTOOPOKAYECTBEHHBIMH MOPAYKCHUS-
MU, cJeyeT BCerJa MOMHUTh O BO3MOXXHOCTH TpaHC-
dopmanun ameHoMsl B KapiaoMy [20]. Tak, npu 06-
cienoBaHuu 36 MAIMEHTOB ¢ TIIMKOTEHO30M la Tuma u
aJIeHOMOl TedeHn y 4 OONbHBIX OblIa BBIABIICHA Te-
maroneromsipaas kapuuaoma [10]. Onmako B Goree
MO37THEM OMHCAHUH cpeau 14 manueHToB ¢ TIMKOTEHO-
30M | TMma ¥ ajeHOMON IeYeHu He ObLIO HH OJHOTO
ciydast passutus ['TIK [24]. Tuctomoruuecku rema-
TOLICIUTIONISIPHBIA PAaK OMPEEISIICS MPH TITHKOTEHO3¢
| THMa B OKpY)KEHHUHU aJeHOMATO3HO# TKanu [29].

B HacTosiiiee BpeMsi HET METOJIOB HJICATIBHOTO MO-
HUTOPHHTA NIPY HAJIMYUU aJIcHOMEBI iedeHu. [1o ombity
psiaa aBTOpPOB, JTAOOpAaTOpHBIE TOKa3aTenn (QyHKIIUH
[EUYCHU HAXOIATCS B IPEJesiax HOPMbI, HECMOTPsI Ha
HaJIMYUe aJICHOMbI TICYCHH U MACCUBHYIO TeraToMera-
U0, a anb(a-(heTanpoTerH MOBBIIIACTCS HE BO BCEX
ciy4asix 370KadecTBeHHOH TpaHchopmarmu [3, 17,
26]. OnHax/1bI OOHAPYKEHHYIO JICHOMY MTEYCHU PEKO-
MeHI0BaHO HaOronarh Y3 opraHoB OPIOIIHOM TOJIO-
ctu Kaxeie 3—6 mecsres [41, 42].

YpoBeHs JeransHOCTH cpenu neteit, 6ompHbIX 'K,
mocturaeT yposas 6omee 70% [11]. To aToii mpuunHe
B HACTOSIIIEE BPEMsI OPTOTONUYECKAS TPAHCIUIAHTAIIHS
MEYCHU PEKOMEHIYETCS KaK METO]I JICYCHHUS TIPU BICO-
KOM PUCKE MAJTUTHU3AIMU aJICHOM.

BriepBble TpaHCIUTaHTAIMsl TICYCHU TPU OOJNE3HU
I'npke Obu1a mpoBeneHa B 1982 rony 16-nernelt neByi-
K€ BBUJIY Pa3BHUTHUS aJICHOMBI [IEYCHU U HEKOHTPOJIUPY-
eMbIX HapyieHnii mertabonusma [31]. Tlocneonepanu-
OHHBIH TIEPUOJT OCIOKHUIICS pa3BuTheM renaruta C u
LUKJIOCTIOPUH-UHIYIIHPOBAHHON TIOYEYHON AHCPYHK-
et [35]. B Bospacte 30 ner marpeHTke Obuia ycrer-
HO MPOBEJCHA PETPAHCIUIAHTAIMS TEYCHH W TpPaHC-
rianTanus modku. C Tex mop, BKIFOYAs 3Ty JICBYIIKY,
25 nersim ¢ mimkoreHo3oM | tuna B Bo3pacte 10 19 net
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OblIa TPOBENEHA TPAHCIUIAHTAIMA TIe4eHH (BO3pacT
4,3-18,9 roma). Oy manueHT ¢ mukoreHo3oM 1b tuma
CKOHYAJICS Yepe3 HECKOJbKO HEJENb BCICICTBUE pa3-
BUTHSI CHCTEMHOT0 KaHauo3a. OcranbpHble 24 manueH-
Ta ocTtaBaJMch XuBbI B Teuenue 0,5-15,3 roga mocie
tpancrutantanuu [1, 3, 5, 16, 21, 28, 30, 31, 34-36,
43, 47].

Haubosiee yacThiM MOKa3aHUWEM K IEpecajike Iie-
YeHH CpeIW ONMHCaHHBIX 25 pereit ¢ Oone3Hpro [ mpke
SIBIISITOCH MHOYKECTBEHHOE aICHOMATO3HOE TIOPAKCHIIE
neueHd. HecMOTpsi Ha OMMCAaHHYIO CBSI3b TEMaTOLCI-
JIOJIIPHOW KapIUHOMBI W aJICHOMbBI IIEYCHU, HAOIIO-
JTAEMBIX Y TIAIIMEHTOB C TIIMKOTEHO30M | THTa, TOIBKO
y oxaHoro pebenka u3 25 Obuia oOHapyxeHa I'LIK B
yIAJICHHOU TICUYCHH, U CIIIE Y OHOTO PEIUIIUEHTa Oblia
oOHapy»KeHa JucIuiasus cpeaneii crenenu [3, 16]. Tlo-
CJie TPaHCIUIAHTAIMK TIEUYEHU Y BCEX MAIMeHTOB C 00-
JIe3HBIO [ ipKe OBLIN MMOTHOCTHIO KYITHPOBAaHBI METab0-
JIMYECKHE HAPYIICHUS . TUIIOTIMKEMHUSI, JIaKTaT-alu103,
TUIICPYPUKEMUSI U TUIEpIUIUAeMus. Bce marueHThl
¢ mIMKOreHo3oM b Tuma, kpome 0gHOTO, MPOAOIKAIH
MOJy4yarh IMperaparbl, CTUMYJIUPYIOIIHE JEHKOmod3
JUIs JedeHust HeiTponeHnuu. K coxaneHuto, peuunueH-
ThI ¢ IHKOTeHO30M Ib THa varie moaBepKeHs HHMEK-
IIUOHHOMY TIPOIIECCY, 0COOCHHO B YCIOBUSX UMMYHHO-
CYIIPECCUBHOM TEpaIvy.

I'mukoreno3 | Tuma accommMpoBaH C Pa3TUIHBIMU
HapyIICHUSIMUA (PYHKIIUK MIOYEK BIUIOTH J0 MPOrPECCH-
pyroriieit moueuHo# Henocrarounoctu [41]. Onpenenen-
Has CTENeHb MOYCYHOH MUCHYHKIIMU OOHAPYKUBACTCS
y GospmMHCTBA AeTei ¢ 6omesnpio I'upke [23]. K co-
JKAJIGHUIO, TPAHCIUIAHTALIMS [ICUCHN HE CHUMAET pUCKa
MIPOTpeCcCUpPOBaHus He(PPOIIATUN Y TAKUX TAIIUCHTOB.

B HacTosiliee BpeMsi HET AAHHBIX O IPOBEICHHUH
TPAHCIUIAHTAIINH ITOYKH JIETSM C TIIMKOTEHO30M | Tuta.
TeM He MeHee UMEIOTCSI OITMCAHMS HECKOJIBKHIX B3pOC-
JBIX TTAIIHeHTOB, KOTOPHIE TEPEHECIH TpaHCIDIaHTa-
o oukn 10 [33], mocne [35] u coBmectHO [4, 27,
40] ¢ TpaHcmIaHTaNMeH TMeYeHd. Y ITHX MalueHTOB
(DYHKIIMS TIOYEYHBIX TPAHCIIAHTATOB OCTaBajach yJO-
BJICTBOPHUTEIHHON Ha TPOTSHKEHHUU IOCIICOTIePaIOH-
HOTO Tepuojia B TeueHue 4—42 MeCsIIeB.

TAMKOTEHO3 IIl TUNA

I'mukorenos Il tuna, wim Gonesnp ®dopOca, BEI-
3BIBaeTCS HEAOCTATKOM (hepMeHTa aMmmiio-1,6-TTroKo-
3ujasbl. [IMKOreHONMHM3 TpephiBacTcst Ha ypoBHE 1-T0,
4-ro CerMeHTOB, B pe3yJibTare 4ero 3TO BeAeT K Ha-
KOILJICHHIO TIAaTOJIOTHYECKHUX (hOpM TJIMKOTEHa B Topa-
JKCHHBIX TKAHSX, U 3aMacarolUiCs IJTMKOTCH SIBIISICTCS
YaCTUYHO YTHJIM3MPOBAHHBIM. [10 TaHHBIM aMepUKaH-
CKuX Hccienosarenet, y 85% manueHToB ¢ TIIMKore-
Ho30M |l| THITa BOBJIEUEHBI MBIIIIEYHAS TKAHb U TICYCHb
(rmukoreno3 Illa tuma), u Tomeko y 15% mnamueHToB
OpPraHOM-MUIIICHBIO SIBIISIETCS W30JHMPOBAHHO ICYCHb
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(rmukoreno3 111b tuma). Beugy Toro 4ro y mandeHToB
¢ Oome3nnpio dopbca coxpaHsIeTcs TIIIOKOHCOTCHE3 W
OTPaHUYUBACTCS TIMKOTCHOINM3, SIBICHHS THIOTIIHKE-
MHUH BBIP2KCHBI MEHBILE, YeM y MalMeHTOB C¢ Oome3-
ueto ['upke [8]. nst nereit ¢ rukorenosom I11b Tumna,
nmocturaromux 18 ner 6e3 pa3BUTH HMEPpO3a MEUCHH,
MATBHEHIINA TIPOTHO3 SBIIACTCS ONArONmpHSITHBIM, H
OOJBIIMHCTBO TaKUX IanueHToB K 30 rozam UMeroT ce-
PBE3HBIE MBIIICUHBIC TOPAXKEHHS, B TOM YHCIIE KapANO-
muomnaruu [20].

®ubdpo3 meueHu ABISAETCS HanmOoee YacThIM TIPo-
sBiieHneM Tiikorenos3a |l tuma B merckom Bospacre,
OJTHAKO €TO0 MEePEeXo B UPPO3 MPOUCXOIUT penko. BHa-
yajie 0TMEJaeTcs MoIbeM YPOBHS (PEpMEHTOB ITUTONH-
3a ACT u AJIT, ogHako mpu B3POCICHUH OTMEYACTCS
uX 3HauuTedbHOE CHMKeHMe [20]. AneHombl medeHH
omcanbl y 4—25% mnanuentoB ¢ 6one3nsio Dopbca, u
TOJIBKO Y IIECTH B3POCIBIX MAIUEHTOB OBLIO MOKa3aHO
pa3BUTHE TEMATOLECILIIOISPHON KapiHOoMBbl [13, 24].
IIpu aToM Bo Bcex cmywasx passututo ['TIK npenmre-
CTBOBAJIO pa3BuTHE IHppo3a [13].

TpaucmmanTanus nedeHy npu raukorenose |1 tuma
MPOBOAUTCS JAOBOJBHO PEAKO TPU PAa3BHTHH IHPpPO3a
MEeYeHW M pHucKe MajurHuzauuu. K Hacrosimemy mo-
MEHTY ONFHCAaHbI 6 CllydaeB NMPOBEICHHUS OPTOTOIHYE-
CKOW TPaHCIUIAHTAIIMU TICYCHH, U TOIBKO B JIByX CIy-
Jasx mepecaska neueHu mposoauiack pedenky [20, 30,
35, 45, 49]. B nepBblii pa3 pelUIUCHTOM SBIISIIACH JIe-
BOYKA TPEX JICT, U B TCUCHHUE JIBYX JIET HAOIIOIEHUS T10-
CJIe TPaHCIUTAHTAIIMH TTeYeHN (QYHKINA TPAHCIUTAHTaTa
ocraBajack yaosinerBopurensHoii [30]. Bo Bropom Ha-
omonenuu 15-nerneii nepymke B 2002 rofy BBINOIHHU-
JIY TPAHCIUIAHTAIIUIO [TIEYCHU BBUAY Pa3BUTHS UPPO3a
nedyeHu. B Teyenne 5 neT mocie TpaHCIUIAaHTAMA y
MAIMEHTKH He OBUIO DMH30/I0B TUIOTIMKEMHH, TOTIA
KaK 0TMEYajoCh MPOrPECCHPOBaHNE KAPIUOMHUONATUH
Y MUOTIaTHH.

He0ompmIoit onbIT TpOBENEHUS TpPaHCIUTAHTAIHH
MedeHu y nereil ¢ 6onesnpo @opbOca HE MO3BOJSAET
JIaTh aJicKBATHYIO OIICHKY AMHAMHKE MUOIATHU TOCIIe
MPOBEJCHNUS ONEPAaTHBHOTO BMeLIaTeNnbCTBa. [Ipu aToM
MPUMEHSIEMBIE 11 UMMYHHOCYIIPECCUN MHTHOUTOPHI
KaJIbIIMTHEBPHHA MOTYT YCHIINBAaTh MUOTIATHIO.

OyHKIMST W pa3Mepbl MOYEK MPH IJIMKOTEHO3e
Il Tuna ocratorcs HopManeHbiME [51]. OcTpast mo-
YyeyHasi HeJIOCTaTOYHOCTh Ha ()OHE THIEePKATbIINEMUHU
ObuTa onucaHa y 34-jeTHEH MAalMEeHTKU IOCJe TPaHC-
miantanuu nedenu [45]. Ha ¢one BHYTpHBEHHOTO
BBE/ICHUS MMaMUAPOHATa OTMeYasiach IMOJOKHUTEIbHAS
JTMHAMHKA 1 HOPMaJTU3aIus QyHKIIUU TTOYEK.

TAMKOTEHO3 IV TUNA

I'mukorenos |V tura, unv 6one3Hs AHepceHa, SBIIsi-
€TCsI OYCHD PEIKUM 3a00JIeBaHHEM, BEI3BAHHBIM e (heK-
ToM Qepmerra ammio-(1,4—1,6)-TpaHCIIFOKO3HIA3bI.
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Orot pepmeHT Karamu3upyer npespamieHue 1,4-ceszeit
B MOJIEKyJe mukoreHa B 1,6-CBsi3u, TO ecTh 00yciaB-
JIMBAET BETBJCHHE MOJIEKYJIBI monucaxapuaa [8]. O6-
pasyrommuiics npu aedexre hepMeHTa MaToJIOTHISCKUI
IJIMKOTEH, ONMM3KWU TI0 CTPOSHWIO K aMWJIOTICKTHHY,
JICTIOHUPYETCS B TICUCHH, CEPJILIC, MBIIIIIAX, TOJIOBHOM
U CIIUHHOM MO3re, epu)epuyecKux HepBax U B KOKE.
B Hacrosiee BpeMs He siCHA TPUYUHA JIUCTIPOTIOPIIH B
TIOJIb3y MY’KCKOTO TI0JIa TIPU ayTOCOMHO-PEIIECCHBHOM
IyTH TIepenadyn 3aboneBanns. Knuandeckas maHude-
crarust Oosie3Hr AHJIEpCceHa J0BOJILHO BapuadebHa U
MOJKET OBITh MPEACTABICHA MPEHATAIBHO C PA3BUTUEM
(heTanpHOI BOASHKY WM TTPHU B3POCIICHUU MHOTIATHEH,
KapIHOMHOIIaTHEN W/WIIM HEBPOIOTHUECKON CHMIITO-
matukoit [37]. Ilpu knaccuveckoit neueHouHO# popme
0oie3Hb AHJIEpCEHA BIIEPBBIC MPOSIBISETCS Y JIETCH
[IEPBOTO MeECsAIa KU3HU PA3BUTHEM TellaTOMEraiui U
OCTpOH Te4eHOYHOM HexocTaTtoyHocTH. IIporpeccu-
pOBaHME HHMPPO3a OOBIYHO MPUBOIUT K IMEUCHOYHOH
HEJI0CTATOUYHOCTH M CMEPTH K IISITH TOJIaM KU3HU. Y
HEKOTOPBIX JIeTel ObUT ONMUCAaH PEJKHIA HEIpOorpeccu-
pYIOIIUi BapraHT MeYeHOUHOM (hopMBbI ITuKorenosa 1V
THUIIA, KOTOPBIH MO3BOJIMII JOKUTH JI0 MIEPUO/IA MTOJIOBO-
ro co3peBanus [37].

TpaHcmaHTanus NEYEHN OCTACTCS SAMHCTBEHHBIM
3¢ (EeKTUBHBIM METOIOM JICYCHHUS JIJIS TPOTPECCUPYIO-
el MmedeHOYHONW HeIOCTaTOYHOCTH BCIIEACTBHE 00-
ne3nn Anzaepcena [8].

[lepBas ycnenHast TpaHCIUIAHTALIUS TICYCHU TIPU TITH-
korenose |V tuna Gwuta BeimonHeHa B 1984 romy [44].
C rtex mop eme 17 mersm (16 MamsumkaM W OXHOM
JIeBOUKe) ObLTa TpOBEAeHA TPAHCIUTAHTALNSA TEYEHH
BBHJIy Pa3BHUTHUs [UPPO3a M MMEUCHOYHOW HEI0CTATOU-
HOCTH B mcxozne Oone3nu Awnjepcena [2, 7, 14, 35,
36, 48]. JIBym marmenTam moTpeboBaNach peTpaHc-
IJIAHTAIMS [IEYCHU. B OJHOM Cily4ae H3-3a AUC]YHK-
MU TpAHCIUIAHTaTa, BO BTOPOM Cciydae BCJIEIICTBUE
pa3BUTHS OTTOPKEHHUsS TpaHCIutantara mocie ABO-
HECOBMECTHMOU POJICTBEHHOHN TpaHCIUIAHTALUU. D U3
17 nereli BIOCIEICTBUU yMEPIIU: TPOE MAIIMEHTOB — B
pesyibTaTe Cercuca, OMUH PElUIUeHT — 10 MPHYNHE
Tpom003a TIEYCHOUYHOH apTEPHH U €IIIe OJUH PEOCHOK —
ot kapauomuonaruu. Cpean 12 BBIKMBIIMX PELUTICH-
TOB Yy OJIHOTO ONKCHIBAJIOCH Pa3BUTHE apTepUATBHON
TUIIOTOHUH, €IIe Y OJTHOTO — TPOMOO3 BOPOTHOH BEHBHI.

B GonpmmHCTBE ciydaeB TOcCie TpaHCIUIAHTAINH
MICUCHU HE PA3BUBACTCS MHUOIATHS CKEJICTHBIX MBIIIII]
U KapJIMOMHUOTIATHS, MPOUCXOIUT pPe3001rs BHereue-
HOYHBIX CKOIUICHHH MAaTOIOTUYECKOTO TIIMKOTeHa, YTO
MOXKET OOBSACHATHCS MHUTpayell JOHOPCKUX KIETOK C
TpaHcIulanTara meueHu [46].

Uro kacaeTcsl TpaHCIUTAHTAIUM cepana npu 0o-
7e3Hu AHJepceHa, TO B HACTOSIIEEe BpeMs OIMcaHa
yCTIeTHas mepecajka cepala JAByM JEeTSIM BBHIY pas-
BUTHSI OCJIOKHCHHM, CBA3aHHBIX C OCHOBHBIM 3a00Jie-
Banuem [12, 15].

70

[locnennune paHHBIE B WCCIEAOBAaHUH OOJE3HEH
HAKOTUICHHS [IMKOTCHA 3HAYUTEIBHO YBEIWYHIN BO3-
MOKHOCTH JI€YeHHs. B 9acTHOCTH, TpaHCIUTaHTAIUs
rermaTolUTOB MOXET YaCTHYHO KOHTPOJIHMPOBAThH T'HIIO-
IMKEMUIO MpH Tukorenose la tuma [38].

OMNMUCAHUE KAUHUHECKOTO CAVYYAA

B uione 2011 200a ¢ @I'BY «®HIL] mpancnianmo-
JI02UU U UCKYCCIBEHHBIX OP2AHO8 UMEHU aKAOeMUKA
B.U. lllymaxosa» bvina ebinoninena opmomonudeckas
MPAHCNAAHMAYUsi nedeHu pPeOeHKY ¢ 2TUKO2eHO30M
la muna. Peyunuenmom sensncs manvuux A., 1 200
10 mecayes (14.07.2009 2. p.)

H3 anamnuesa: pebernox om | 6epemennocmu (6aus3-
KOPOOCMBEHHDII OPAK: Mamy U omey AGIAI0MCs 0800~
POOHBIMU BPAMOM U CeCmpoll), npomexasuiell Ha (hoHe
6€2emMOCcOCYOUCOL OUCTNOHUU 1O SUNOMOHUYECKOMY
muny, konbnuma. Poowl cpounvle, camocmosimenviivie,
sec npu poaxcoenuu 3400 e, pocm 52 cm. Pebenok Ovin
8LINUCAH U3 poddomMa Ha 6-e cymku 6 y0oenemeopu-
menvHom cocmosinuu. Ha epyonom eckapmausanuu 0o
1 mec., oanee — ucxkyccmeennoe gckapmausanue. Om-
MeUancst NOBbIULEHHbIL Annemum, peomvl, CPbleUGAHULL
He ovino. B 6o3pacme 1 mec. mams 3amemuna ygenu-
yenue dcueoma 6 obveme. 3a nepeviil Mecsy HCUZHU
npubasun 1700 e, 3a emopou — 1100 ¢, 3a 3-11 — 700 ¢,
3a 4-u — 500 &. Ilpu nranosom ocmompe 6 3-mecsunom
sospacme enepesvie svisigiena eenamomezanusi. B 4 ue-
caya, no oannvim Y3U opeanos dprownoi nonocmu, —
2enamomezanus (neuenv €00 Maio2o masax), yeeiuye-
Hue pazmepos cenesenku. Hanpaeien ¢ cmayuonap no
mecmy orcumenvcmea 6 copode Cauxm-Ilemepoypee.
B pe3ynemame npoeedennozo oocnedosanus 0wl
nocmaenen ouazno3. 2muxozeno3 la muna (6one3nn
Tupke); ouaznoz noomeepicoen 2eHemuyueckKum Uc-
ciedosanuem Ha 6aze MeOUKO-2eHemUYecKo20 UWeH-
mpa 2. Mockeut (6 cene G6PC oonapyscena mymayus
Arg83Cys 6 comosuzomnom cocmosinuu). Haznauena
Juemomepanusi, cenamonpomexmopwl. Ha gone npo-
600UMOU Mepanuu cocmosanue pebeHKd 0Cmasanioch
CMAOUILHBIM, CO CTI08 MAMepU, INU30008 OUMETbHOU
euno2nukemuu ne ommeyanocs. llpu exceonesnom mo-
HUMOPUH2e YPOGHsL 2TIOKO3bL 8 KPOBU HA (GoHe Ouembl
uepes 3,5 uaca (nocne kopmaenus cmecoio) u 5-6 uacos
(nocne kopmaenus kawiamu) MUHUMATbHBIL YPOBEHb
aniokoswl cocmasnsan 4,3-4,7 umonvln. B éece npubas-
JISIL OOCMAMOYHO, PEOKO OMMEeUAIUCh INU300bl PEONbl
(npu yuawenuu npuemos nuwu). Ipu ob6credosanuu 6
anpene 2010 2. no mecmy srcumenvcmea, 1a60pamop-
HO. CUuHmemuyecKkasi (YHKyus nevenmu He Hapyuleud,
ymepennoe noegvluteHue mapkepos xonecmasza (L[
510 Eo.In, I'TT 86 Eo.ln), yumonuz oo 3 nopm (ACT/
AJIT 102/97 Eo.In), mpuenuyepuowt 7,9 mmonwln, xo-
necmepun 5,2 mmonwln, emoxosza 3,6 mmonsln, 6 xiu-
Huweckom ananuze kpoeu: mpombdoyumst — 600 moic.,
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neumpoguner — 35%. Jlabopamopro ommeuanocs
noevlulenue Mapkepos yumonuza 00 S5—1{ Hopm, He-
bonvutoe nogviuernue yposus 11T, ecunepxonecme-
punemust; OaHHbIX 34 NOPMATLHYIO CUNEPMEH3UI0 He
OMMeUANOCh; HAPYUIEHULl CO CIOPOHbL YEeHMPATbHOU
HEPBHOLL CUCEMbl He BbIAGISLIOCh, YPOBEeHb 2TIOKO3bL
Ha ¢pone nposooumoll duemomepanuu uepes 3,5 uaca
nocie eovt — 4,6-5 mmonsln. Juacnocmuposannoe 3a-
bonesanue S8IANOCH NOKA3AHUEM K MPAHCHIAHMAYUU
neyenu npu omcymcmeuu d¢pghexma om npogoouUMOoll
ouemomepanuu, Obll PEKOMEHOO8AH OUHAMUYECKULL
xkoumpons ¢ @HL[THO uepes 2-3 mec. o pewrenus
60NPOCA O CPOKAX ONEPAMUBHO2O JIeUCHUSL.

17 man 2011 200a pebenok nocmynun 6 omoenenue
AOOOMUHANBLHOU XUPYPIUU U MPAHCHIAHMAYUL.

IIpu ocmompe. Bec 13,5 ke, pocm 80 cm. Cocmosi-
HUe cpeonell Cmenenu msjicecmu, Camouyscmeue y0o-
enemeopumenvroe. He nuxopaoun. Kooichvle nokpogul
00bIYHOU OKPACKU, YUCTble OM OCMPOBOCIATUMEND-
HbIX 2nemenmos. Muvuueunas ecunomonusi. Buoumvie
cauzucmole  GadcHvle, uucmole. AycKyibmamueHo
6 JIe2KUX ObIXAHUE NPOBOOUTIOCH DAGHOMEPHO 60 6Ce
omoenvl, NYIPuUIbHOE, Xpunos He o6vi1o. Tonvl cepoya
3@yuHble, PUMMUYHbIE, YACHOMA CEPOCUHbIX COKPA-
wenut — 110 yo.lmun. JKueom yeenuuen 6 pazmepax,
MaKUll, be300n1e3HeHHbIl 80 6cex omoenax, be3 nepu-
MOHeAnbHbIX 3HaK0s. [leuens 3HauumenvHo ygenuuena
(+10-11 cm no cpeone-kmouuyHOU NUHUL), CeNle3eHKA
He nanbnuposanacs. Cmyn OvlLi pe2yisapHbIM, OKPAUUEH-
HolM. O4a2060ti U MEHUHSUAILHOU CUMAIMOMAMUKU He
ovLn0. Juzypuu ne ommeuanocs.

Jabopamopno: 6 Ouoxumuyeckom awanuze Kposu
HAb0OANI0ChL NOBblULEHUE YPOGHS (DepMeHmOo8 Xoie-
cmaza (wenounas gocghamana — 993 Eo.In, eamma-
anymamunmpancnenmuoasa — 107,5 Eo.ln), yumo-
qausa (ACTIAJIT — 346/314 Eo.ln), cunmemuueckas
Gyukyus nevenu ne owvina napyuwena (6erox 92 ol
anvbymun 54 2ln); 6 kaunuueckom anaiuze Kpoeu jeli-
xkoyumol 9,3 moic., neikoyumapnas gopmyra — 6e3
ocobennocmeti (nanouxosdepnvle aetikoyumor — 1%,
ceamenmosioepnvle aeikoyumor — 40%), mpomboyu-
mul — 561 muwic., cemoznobun — 125 2/x.

C yervro obvexmusuzayuu 00UeCoMamuiecKozo
cmamyca nposoouUNoCh KOMNILEKCHOE 1ab0pamopHo-
UHCMpYMeHmanvbHoe 06ciedosanue.

Dnexkmpoxapouozpamma: pumm CuHycogulil, @ npe-
oenax Hopmul.

Ixokapouozpamma: namono2uu He @bls81eHo.

I3oghazozacmpodyodenockonusn: nogepxHoCcmmblll
eacmpum, 6yibOum.

Yavmpaszeykoeoe uccnedosanue opzanos oprout-
HOIl nonocmu. ysenuyeHue pamepa nedeHu; oug-
Qy3uble UMEHeHUsT NAPEeHXUMbL NeyeHu. S-06pasznbiil
JHCENUHBIL NY3bIPb; NOGBIUUEHUE IXO2EHHOCMU MO320-
6020 Cl10SI NOYEK, KOHKPEMEHMbL 6 HUICHEM NOTCe
npasoti NOYKu.
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Penmeenoeckas cnupaibHas KOMnblOmMepHas mo-
Mozpaghus 20106H020 MO32’. 04A20BbIX USMEHEHULL Be-
wecmea 20108H020 M0O324 He BbISBILEHO.

Penmezenoseckan cnupanvnas KOMnolomepHuas mo-
Mozpaghust 2pyoOHOIl KNemKU. 04d206blX U UHPUIbMPA-
MUBHBIX UBMEHEHULL 8 JIe2KUX HE BbIAGILEHO.

Penmezenosckas cnupanvhas KOMRbIOMEPHAs Mo-
Mozpagus opzanoe GprOWHOIL nOTOCMU. YEeTueHUe
pazmepa nevenu co CHUMCeHueM niomHOCm ee napen-
Xumsl. Bapuanm apmepuanvnou anamomuu neueHu.
Jononnumenvbras KHUNCHAL» NPABAsk NEUEHOUHASL BeHd.
OuazcosbIx uUMeHeHUll 6HYMPEHHUX OP2AHO8 He 6blse-
JIEHO.

YV pebenxa ommeuanacy cmotixas eunocnuxemusi 6
ympennue yacwl 00 1,4 mmonvln, ¢ meuenue omss — 4,6—
7 mmonwln;, mendenyus k nakmam-ayudosy 0o 4,5-5.
Tayuenm nyscoancs 6 HOCMOAHHOM 86€0eHUU 2TIOKO3b.

2 uronsn 2011 200a pebenxy eeudy cmoitkoi coxpa-
HAIOWeNca  2Uno2iuKeMul, 0ecnepcneKmueHocmu
NPOBOOUMOIL KOHCEPBAMUBHOU MeEPAnUU Oblid 6bl-
HOTHEHA OPMOMONUYECKAs MPAHCRIIAHMAYUS T1€60-
20 1AMEPAIbLHO20 CEKMOPA NeYeHU Om HCUBOZ0 POO-
cmeennozo oonopa (mamepu).

annvie mopghonozuueckozo uccnedoeanusn yoa-
JIEHHOU neYeHu

Tlamonozoanamomuueckoe uccredosanue Ne 7789—
7792 om 03.06.2011 ..

Maxpomopgponozus. Ileuenv maccou 1660 e, pasz-
mepamu 27,5 x 18 x 7 x 5,5 cm, ygemuuena 3a cuem
npasoti donu (21 x 17,5 x 5,5 cm); nosepxnocmo 2nao-
Kasi, cepo-acenmozo ysema. Ha paspeze napenxuma
O11e0HO-KOpUUHe8020 Yyeema, OOHOPOOHAS.

Pezynbmamsl  2ucmono2uueckozo Uccie)o8anus.
Jlonbkosoe u 6arounoe cmpoenue neyeHu HapyueHo.
Cmenka yenmpanvuvix 6en puoposuposana. Hme-
emcs hopmuposanue nopmo-nopmatbHuLIX U HOPMo-
yeHmpanioHvlx Guobposnvix cenm. Pudpos nevenu F-3
no Metavir. Cyomomanvnas nonumopguas (npeumy-
WecmeenHo KPYNHOKANEIbHAS) AHCUPO8aAsi OUCMpPoghus
eenamoyumos (puc. 1, a). B omoenvhuix cenamoyumax
ouamemp JHCuposvix eaxyonel npesviuiaem 65 mrm
(puc. 1, 6). Cpeou cenamoyumos ¢ Hcuposou oucmpo-
(uell scmpeuaromes 2pynnvl Kienmokx, Yumoniasma Ko-
MOPbIX UHMEHCUBHO OKPAULeHA ULU NPU MeHee UHMEH-
CusHoll oKkpacke umeem 3eprucmoiii 6uo (puc. 2). Aopa
¢ envitbuamoim xpomamunom. Hexomopwie cenamoyu-
Mol 8 COCMOSIHUU BbIPAJICEHHOU DENKOBOU Qucmpoguil.
Cunycoudst nHa donvuieri niouwaou npenapama He 6u-
syanuzupyromces. B nopmanvnvix mpaxmax, a maxoice
cpedu  oucmpoghuyecku UMEHEHHbIX 2enamoyumos
npucymcmeyem Jjieckasi Cmenenb UHOUILMpayuu mo-
HOHYKIEAPHbIMU KAemKamMu U eOUHUYHbIMU Helumpo-
Guavnvimu netikoyumamu (puc. 3).

3akniouenue. Puopos u rxncuposas oucmpoghus ne-
yenu 6 ucxooe vonesnu I'upke.



BECTHNIK TPAHCIIAAHTOAOTNIN N MCKYCCTBEHHBIX OPFTAHOB

ToM XV Ne 1-2013

Puc. 1. Tlopro-nopransHble U MOPTO-LEHTpaIbHbIe (prOpo3Hble centhl. [lonmumopdHas xupoBast TUCTPOGHs TeNaTOLUTOB.
Kpuocrarnsiii cpe3. Okpacka cynanoM |1 u remaroxcumuaom: a — x100; 6 — x200

Puc. 2. I'pynmsl renaToiToB ¢ MHTEHCHUBHO OKpAIlCHHOMN
WM 3ePHUCTOM 1uToria3moil. [Tapadunosiii cpes. Okpacka
o Maccony. x400

B nocneonepayuonnom nepuode pebenox nonyuan
CIMAHOAPMHYIO KOHCEPEAMUBHYIO MEPANUI0, NPpoGooU-
JI0Cb eJICeOHeGHOE MOHUMOPUPOSanue 1adopamopHblx
noxasameneti, dannvix Y3U opeanoe opiownoi nono-
cmu. UcXo0Ho uMMYHHOCYNPeCCUHbLIL RPOMOKON Y pe-
OeHKa BKIOYAT MAKPOIUMYC, NpUem Obll Hayam Ha 5-e
nlo cymku, no 1 melcymku 6énympo, 8 oanvhetiuem npo-
800UNLACH KOPPEKYUsi O03UPOBKU NPUEMA CO2NACHO KOH-
yenmpayuy maxkpoiuMycd, yeieeas KOHYeHmpayus —
4-8 nelmn). Ommeuanoco enaokoe meuenue panne2o
nocneonepayuonno2o nepuooa. B aseycme 2011 2. y
pebenka ommeuancs ocmpwiil Kpuz ommopcenus (no-
sviuterue pepwenmos yumoausa: pocm ACT oo 1100,
AJIT oo 1200, pocm yposHs obuieco odurupyouna 0o
150 mmonvln), pebenky nposoounace nyrvc-mepanus
memuanpeonusonom 6 oosupoeke 20 melkelcymku 6le
mpexkpamuo. Ha ¢one mepanuu ommeuanacy nouo-
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Puc. 3. Undunsrpanms napeHXuMbl eIMHUYHBIMA MOHOHY-
KJICAapHBIMU KJICTKAMH M HEHTPOQMIBHBIMU JICHKOLUTAMH.
[Mapadunossiii cpe3. PAS-peakims U 1okpacka siiep rema-
TOKCHIMHOM. x400

AHCUMETbHASI OUHAMUKA 6 6UO0e HOPMATUZAYUU OUOXU-
MUHeCKUX nokazameneti, 00ujeco0 cOCMosHUs peyunu-
enma. UmmyHnnocynpeccughviil npomoxon Obll YCuieH:
K npuemy npoepaga 6vi1 006a61eH MeMUInpeOHU30J10H
2 melcymru u murkogenonosas kucroma 360 melcymku.

B meuenue 6éceco danvhetiueeo nepuoda Habdawde-
HUs y pebenka 1abopamopHble NOKA3amenu OCmalomcst
6 npedenax 0OnyCmuMblX 3Ha4eHull, He OblIo Clyyaes
SUNOSTUKEMUU, HUBETUPOBATICS TAKMAM-AYUdo3 — ma-
KUM 00pazom, MpaHCHAAHmMayusi neyeHu OKA3aidch
VCREeUHBIM PAOUKATLHBIM MEMOOOM JleUeHUsi OCHOBHO-
20 3a00ne8anusL.
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