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Bonesns Bunscona—KoHoBanoBa — pefikoe HacJIeACTBEHHOE 3a00IeBaHNE, BHI3BAHHOE HEIOCTATOYHOCTEIO (ep-
MEHTa Menb-TpaHcnopTHOW-P-AT®a3p1-B. BapuaHThl TedeHHus 3a00JIeBaHUS KOJICOIIOTCS B NMIMPOKHX IPEIe-
Jax OT JIATEHTHOW (hOpMBI IO OCTPOH MMEUYEHOUYHON HEeNOCTAaTOYHOCTH, HabOmomaeMon B 5% ciyuaeB 0oJe3HH
Bunbcona—KonoBanoBa. B 1aHHOM KIMHHYECKOM HaONIONEHUH MPEACTABIEH OIBIT TPAHCIUIAHTAMH MEYEHH
KaK €JMHCTBEHHOTO PaJIMKaJIbLHOIO METO/IA JICUCHHS OOJBHBIX C (yJIbMUHAHTHOM (opMOoii Oosie3nn Buiibcona—
KonoBaioBa, 1eMOHCTPUPYIOIIETO OTIIMYHBIE [TOCIEONEPAUOHHbBIE pe3yJbTaThl. POICTBEHHAs TpaHCILUIAHTALKS
(hparmeHTa IEYEHH MO3BOJISIET BHIMIOIHATE ONEPAIMIO B KpaTJalIIIie CPOKH, YTO, 0€3yCIOBHO, HEOOXOIUMO TPH
OCTpOH NeYeHOYHOH HegocTaroyHocTH. [IpoBenenne ceancoB 0OMEHHOTo IiazmMadepesa ¢ 3aMeleHrueM IIas-
Moit AB(IV) mo3BosisieT moAroTOBUTH MallieHTa K He COBMECTUMOM 10 TPYTIIEe KPOBH TPAHCIUIAHTAIIAH.

Knroueswvie cnosa: mpaxHcniarmayusl neyeHu om pOdCWlGeHHOZO 00H0pa, bonesnw BuﬂbCOHG—KOHOSa]ZO(?a,
d)yﬂbMuHaHmHa}l nevyerHovyHas Het)ocmammmocmb, ABO-necosmecmumas mpancnianmayust.
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Wilson’s disease is a rare congenital disease caused by deficiency of the copper-transporting P-type ATPase-B
enzyme. The course of disease varies widely from the latent form to the acute liver failure which is observed
in 5% of Wilson’s disease cases. This clinical case represents experience of liver transplantation as the only
curative treatment for patients with fulminant form of Wilson’s disease demonstrating excellent postoperative
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necessary in acute liver failure. The plasmapheresis with plasma exchange AB (IV) allows preparing the patient
for transplantation with incompatible blood group.
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BBEAEHUE

Bbonesnr Bunbcona—KonoBanoBa — HacnencTBEH-
HOe 3a0oyeBaHMe, Mepearoueecs Mo ayToCOMHO-pe-
LIECCUBHOMY THUITYy, XapaKTepU3ylollleecs HapyleHuEM
OMIIMapHOI SKCKPELH MEIH, YTO IPUBOAUT K €€ aKKy-
MYJISILIMM B OpraHax-MULIEHSIX, K KOTOPBIM OTHOCSITCH,
B MIEPBYIO OYepelb, IEYeHb U TOJOBHOM MOo3T [1, 2].

3aboneBanue BeTpeuaercs ¢ wacrtoroi 1:30 000 [2].
ITpu 3TOM OoMNeE3Hb yalle MaHU(PECTHPYET B MOJIOJOM
1 geTckoM Bozpacte (0T 5 g0 35 net) [1]. 3aboneBanmne
BBI3BaHO MyTarueit rena ATP7B [2]. Tlpu sTom ycTa-
HoBIeHO Oonee 500 BumoB myTanwmii 1 100 BapraHTOB
nonumopdusma [1]. annsrii rer kogupyet nHOpMa-
muio (epMeHTa — Meab-TpaHcrnopTHoW-P-AT®a3k-B
(ATP7B) [2].

PYABMUHAHTHAA POpPMa GOAE3HM
BuabcoHa-KoHoBaroBa

[TaTorenes ¢hynmpMuHAHTHON (OpMBI OoNe3HN BHiTh-
cona—KoHOBasIOBa 3aKIIOYaeTcsl B JTUTENFHOM Ha-
KOIJICHHH B TKaHW NEYEHU MENH, a 3aTeM BHE3AITHOM
3aITyCKe KackKaja IMaToJIOTHYeCKUX MPOIECCOB, MTPHUBO-
JIIIAX K MACCHBHOM THOEIIN TelmaTonnuTOB, B KaueCTBE
TPHUITEPa MOXKET BBICTYNATh BUpycHas nHpekus. Yac-
TO KIMHUKA GYTbMHUHAHTHOM QopMbI O0ne3Hr Buibco-
Ha—KoHOBaI0Ba BO3HHUKAET Y MAIEHTOB C YK€ LUPPO-
THYECKH U3MECHECHHOM MeueHbio [3, 4].

CrienuuyeckuMy NpU3HaKamMu  (yTbEMUHAHTHOR
¢dopmbl  Oosie3nu Bunbcona—KoHoBanoBa SBISIOTCS
YMEHbIIIEHHE YpOBHS OTHOIICHHWH IeinodHoil ¢ocda-
Ta3sl (I1P) x obmemy OmmnpyOuHy <2 W YBEITUUICHHE
cooTHOmIeHHus acnapraraMmuaoTpancdepassl (ACT) x
amaanHaMuHOTpaHchepasze (AJIT) >2,2 [2].

Takxe y MalMeHTOB C OCTPOM MEYEHOYHOU HEemo-
CTaTOYHOCTHIO Ha (oHe Ooneznn Bubcona—Konosa-
noBa BeIsiBIIsIeTCs: Koutbio KD B 50% cimyyaes u Kymoc-
HETaTHBHAs FeMOJUTHYECKasi aHeMusl [5], BbI3BaHHAs
TOKCHYECKHM JeHCTBUEM MEAH, BHICBOOOXKAAOUICHCS
13 OONBIIOr0 KOJUYECTBA IMOTHOAIONIMX TeNaTolu-
TOB [2].

OOBIYHO y TTAITMEHTOB HE HAOIIOMACTCS 3HAYUTEIh-
HOTO TOBBIIICHUSI YPOBHS TIEYCHOYHBIX TpaHCAMHUHA3
(mo mByx-tpex HOpM misi AJIT mw ACT B cpaBHEHHH
(yTbEMUHAHTHOHN TIEY€HOYHON HETO0CTATOYHOCTHIO JIFO-
0ol nmpyroit stronoruu, korna yposeHb AJIT u ACT
ucuaucnsiercs Teicsiaamu EJ]), HO HaOmomaeTcs MOBHI-
nieHue obmiero Omnupyouna. CyTouHas SKCKpeLus
MEIU ¢ MOYOH TakXe 3HAYUTEIIFHO BO3PACTAET, €CIH
HET COIMYTCTBYIOIIEro 3a0oneBanus nouek. Msmepenue
YPpOBHSA 1iepyJiomia3MruHa Hed)HEeKTUBHO MpH PYIbMHU-
HaHTHOU (opme Oosesnn Bunbpcona—KoHoBanosa B oT-
JMYUE OT JUIMTEIBHO pa3BUBAIOLIMXCS POpM OOJIC3HH.
KoHneHTpamusi Mequ B TICYCHH MOXKET OBITh IIEHHBIM
JUarHOCTHYECKUM KPUTEPHEM, OJJHAKO B CBSI3H C KOa-
TyJIoTIaTued M TPOMOOITUTONIEHHEH Y TTAITUEHTOB C OC-
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TpOM MEYEHOYHOW HEAOCTATOYHOCTHIO BOBMOXHO MPHU-
MEHCHHE JIUIIIb TPAHCHIOTYJISIPHOW OWOIICHUU TICUCHHU.
VY manueHToB C paHee AMArHOCTUPOBAHHOW OOJIE3HBIO
Bunscona—KoHoBanoBa npu pazButeH (DyITHbMHHAHT-
HOW (OPMBI TTOMHUMO BBIIIETIEPEUNCICHHBIX CHMITO-
MOB HAOJIOMAIOTCS JKENTYXa M TSHKENIass KOaryJlomaTHs
¢ TpoMOonuToneHue [4-6].

TPAHCNAGHTALMS NEYEHU NALMEHTAM
C (PYAbMUHAOHTHOM NEYEHOYHOU
HEeAOCTATOYHOCTbIO

@DynpMUHAHTHAS TEYCHOYHAs HEIOCTaTOYHOCTh
00bEeIUHSET TENYI0 TPYIIy MAalUeHTOB C KpaiHe Ts-
JKeNbIMA (hOpMaMH Pa3UYHBIX 3a00JIeBaHUH TTEYEHHU.
B nogassirorieM O0ONBIIMHCTBE CITydaeB MCXOJ Ollepa-
LIUHU ONPECIIAETCS CBOCBPEMEHHBIMH CPOKAMH BBITTOJI-
HEHHS BMEIIATEIhCTBA.

[Ipu npoBeneHUM TpaHCILIAHTAIIMU MEYEHU OT TO-
CMEPTHOTO JOHOpA 110 MOBOAY (PyIbMHHAHTHOW Tieue-
HOYHOW HEIOCTaTOYHOCTH JIETATBHOCTh, 1O Pa3HBIM
naHHbIM, pocturaer 25,4-38,1% [7, 8], cpeau penu-
MMACHTOB TPAHCIUIAHTATOB IEYCHU OT MPHKU3HEHHOTO
JIOHOpA JIETATBHOCTh 3HAYUTEIHHO HIKE U COCTaBJIS-
et 9% [9]. B uccnenosanuu Wainer et al. cpaBHUIM
IPYIIIBI TAIMEHTOB, KOTOPHIM BBITIOJHEHA TPAHCIIAH-
Talus 1eJION MEeYEeHU OT MOCMEPTHOrO JOHOpa 10 TO-
BONy (hYTEMUHAHTHOHW MMEYEHOYHOU HEO0CTATOYHOCTH,
Y TPYIIBI PEIUIIEHTOB, KOTOPHIM ObLiIa MMPOU3BeIeHA
TpaHCIUIAaHTAusA ¢parMeHTa MEeYCHW OT MPIKU3HEH-
Horo goHopa. Cpeiu MPUYMH, MPUBEAIIMX K OCTPOW
MEYCHOYHON HEJOCTAaTOYHOCTH, YKA3BIBACTCS ayTOMM-
MYHHBIHM I'elIaTUT, TeMaTOTOKCUYHOCTh a3UTPOMUIIMHA,
rernaTut A W uauonarndeckas (QyIbMHHaHTHas Tiede-
HOYHAsl HEIOCTaTOYHOCTh, MPH 3TOM BBEDKHBAEMOCTH
TPaHCIUIAHTATOB B IEpBOM rpynine coctasuia 84,6%, a
BO BTOpOit 92,3% [8]. Kpome Toro, 10 25% mnanueHToB
C OCTPOH NEYEHOYHOH HEIOCTAaTOYHOCTHI) YMUPAKOT B
JIUCTE OXKUJIAHUS TPYIHOH TEYCHM, TaK U HE JOXKIAB-
ek TpancmnanTanuu [10, 11].

KoHuenuus ABO-HecoBmecTUMOM
TPAHCMNAGHTALUM NEYEHU

[Ipy HanM4YMKU NoKa3aHWM K TPAaHCIUIAHTALUU y Je-
teit u orcyrctBun ABO-maentnunsix mwin ABO-cos-
MECTUMBIX MOTEHIIMATBHBIX JOHOPOB HCIIOJIB30BAHHE
ABO(-HeCOBMECTHMBIX JTIOHOPOB CTAHOBUTCSI EIUHC-
TBEHHO BO3MO>KHBIM BapUaHTOM CIIaCeHUs KU3HH [12].

[IpuHIMNMaNBHBIM IPEUMYLIECTBOM TPAHCIIAHTA-
[IUM TIEYEHU OT >KUBOTO JJOHOPA SIBJISIETCSI BO3MOXKHOCTD
MIPEIOTIEPAIIIOHHON TTOJTOTOBKH PEIUITHEHTA C IIEITBI0
CHW)KCHHUS TUTPa TPYNIOCHCHUDUISCKUX aHTHTEIN
nepen omepamueu, T. €. CHUKEHHSI pUCKa OCTPOTO Ty-
MOPAJIBHOTO OTTOpKeHUsl. OTCYyTCTBUE TPYIIIOCHEIH-
(MYEeCKNX aHTUTEN y PElUITUEHTa BO BpEMs U IOCIHe
ABO(-HecOBMECTUMOM TpaHCIUIAHTALIMM SIBISIETCS yC-
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JIOBHEM IPEJOTBPAILlEHUs] TYMOPAJIBbHOTO OTTOP KEHHS,
KaK CBEpXOCTPOTO, TaK MU XpOHHYECKoro. s anuMmu-
HaIlUU TPYNIOCTICHU(PUIECKIX aHTUTEIN IUPOKOE pH-
MEHEHHE TOIY4YHUIN IKCTPAKOPIOpaIbHbIe METOBI Jie-
TOKCHKAINU — Iu1azmadepes u uMmmyHoaacopouus [ 13].

JlokazaHo, uto Hamboyee O€30MACHBIM SIBIISICTCS
nposeneHre ABO-HecoBMeCTHMMOW TpaHCIUTAHTAIHH
NEYeHH HMMEHHO Yy JeTel, OCOOEHHO IepBOro roma
xu3HU. [lo maHHBIM OMyOIMKOBAaHHBIX HCCIIENOBAHUI
W3 pa3HBIX CTpaH Mupa, ONKadiine M OTHaJCHHBIE
pesynsTarel  ABO-HecOBMECTHMOM TpaHCIUIaHTALUU
MICYCHH y JIETEH HEe yCTynaroT TakoBbIM Ipu ABO-coB-
MECTUMOH TPaHCIUTaHTAIIH.

Baxxno 3ametuTsh, uTo BceM peunnueHtam ABO-He-
COBMECTHMBIX TPAHCIUIAHTATOB Ul KOPPEKLIMH KOAry-
JIOTIaTHH KaK /10, TaK W MOCJe TpaHCIIaHTalluK He3a-
BHCUMO OT WX TPYHNBI KPOBU JOJKHBI MPOBOTUTHCS
TpaHC(QY3UH MCKIIOUYUTEIBHO CBEXE3aMOPOXKEHHON
wra3mel AB(IV), He conmepikarneii rpynmocnenudude-
CKHX aHTHUTEJ, B IEJIAX MPEeIOTBPAILECHUS MMOBBIILICHUS
uX TUTPOB. M3 Tex ke cooOpa)keHUH U1 KOPPEKLUU
AQHEMUU PELUIIUEHTaM IIPOBOAATCS TpaHC(y3UH TOJb-
KO 00CAHEHHOH JIEHKOIUTaMU U TPOMOOLIUTAMU SPHT-
pOLIUTAPHOI MacChl (KOTMBITBIX)» 3PUTPOIUTOB) [ 14].

ONUCAHUE KAUHUHECKOTO CAVYHAM

Hayuenmxa C., 9 nem, macca mena 27 xe, epynna
kposu 0O(1), Rh(-), nocmynuna 6 sxcmpenHom nopsaoke
6 @®I'PY « DHITHUO um. axao. B.U. lllymaxosa» Mun-
30pasa Poccuu ¢ KIUHUYECKOU KapmuHot @yIbMUHAH-
MHOUL NEeYeHOUHOU HeOOCMAMOYHOCHIU.

Anamnes He omsazoujeH, U38eCmHO, 4mo 3abone-
6aHUe MAaHupecmupogano ocmpo, 8 meveHue Oecsamu
OHell NOABUNLACH HCETMYUHOCTb KONCHBIX HOKPOBOS U
cKaep, C1abocmyv, 6CKOpe NPUCOCOUHUTUCH NPUSHAKU
NeYeHOUHOU IHYehANoOnamuu, 4mo NOCIYHCULO NOBO-
O0om 07151 0bpawenus 8 CMAyUOHAP NO MeCY HCUMelb-
cmea. B danvHetiwem cumnmomvl Hapacmanu.

Ha momenm nocmymnenus yposenv Ounupyouma
docmuean 1109 mmonv/n, npu 5mom yumorumuyecKut
cumnmom 0wl ymepenno svipadicer (AJIT 54 Eo/n, ACT
186 Eo/n).

Ipu evisicnerHuu noopobHO20 anamHe3a OaHHBIX 34
ompasienue Napayemamoiom, JjeyeHue Hempaouyu-
OHHBIMU MEMmOoOamu unu ynompeonenue 2enamomox-
CUYHBIX 8eljecms NoayyeHo He Ovlio. B cmayuonape
nO Mecmy JHCumenbcmea Ovli npou3sedeH OUazHOCmu-
YecKuli NOUCK HA npeomem aymoumMyHHO20 2enamumad,
O00HAKO MapKepbl OKA3AIUCh ompuyamensuvimu. Map-
Kepbl BUPYCHBIX 2enamumos ompuyamensvusle. Kpoue
MO20, NPOSPeCcCUpOBad KIUHUKA NeYeHOYHOU IHYeda-
Jonamuu, komopas docmueana cmenenu 1-I1.

Ipu xomniekcHoM KAUHUKO-TAO0PAMOPHO-UHCMPY-
MEHMANLHOM 00C1e0068aHUU  GbIAGICHbL OUpy3Hble
UMEHeHUsl NAPeHXUMbl NedeHu, NPU3HAKYU NOPMATbHOU
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eunepmenzuu (acyum, BPBII I cm.) a maxoce KT-npu-
SHAKU HUIICHEOO0JLe80U NPABOCMOPOHHEU NHEBMOHUU.

Ocmomp ogpmanvmonoea xoney Kauizepa—Dneiiuie-
Pa He b6, NAMONOSUECKUX USMEHEHUTI 8 20T106HOM
Mo32e, NO OAHHbIM MASHUMHO-PE3OHAHCHOU MOMO-
epagpuu (MPT) u mynomucnupaivHoi KOMNbIOMeEPHOLL
momoepaguu (MCKT), ne obnapysceno. Oouaxo, He-
CMOMPSL. HA OMCYMCMEUe dMUX NPUHAKOS, OUASHO3
Gynomunanmuou gopmwr bonesnu Burvcona—Konosa-
71084 OCMABAACA HAUOOLee 6EPOSIMHBIM.

CocmosHue nayueHmky npoepeccusHo yXyouanocs
Ha ¢hone OCHOBHO20 3a001e8aHUA U NPUCOCOUHEHUS.
npasoCmMoporHell HUICHeO0Ne80l NHeBMOHUU, a MAaK-
JHCe 2eMONUMUYECKOU AHEMUU.

B meuenue cymox npouseedeno xomniexchoe 06-
Cedosanue eOUHCMEEeHH020 NOMEHYUATbHO20 OOHOPA
yacmu neyenu — Mamepu, He COBMeCmUMOL no epynne
kposu A(Il). Obwuil pacuemnulii 00vem napeHxuMbi ne-
yenu cocmasunt 1400 ma, npasas oons 720 ma, pacwem-
Hblll 00beM ocmaroweticss napenxumol neuenu 48,5%,
00beM pacuemHoll Maccbl MPAHCHAAHMAMA NO OMHO-
wenuto k macce mena peyunuenma (GRWR) cocmasun
2,6%. Jlumpoyumomoxcuueckas npoba ompuyamens-
Haa, 3 HecoenaoeHus no anmueenam cucmemwvr HLA.
Buinonnena nynkyuonnas 6uoncusi neyeHu nomeHyu-
ATLHO20 OOHOPA — KAKUX-TUOO NAMOLOSUYECKUX U3Me-
HeHull, 8 MOM YUCILe CIMeamo3d, He GblAGNIEeHO.

Tump anmuepynnoguix anmumen y pebeHnka co-
cmaensan 1:32 (epynnocneyuguueckue) u 1:4 (ummyn-
Hble), YUMo S6UTOCH NOKA3AHUEeM K NPOBEOeHUIo che-
YUATHHOU NOO2OMOBKU K He COBMECMmUMOU no epynne
Kkposu mpancnianmayuu. Ilposedeno uemvipe ceanca
00MeHHo20 naasmaghepesa ¢ 3ameweHueM ceexcesa-
Mmopodxcennot naazmou AB(IV) epynnei, docmuenymol
npuememvle 3HaYeHus aumuepynnogvix anmumen (1:4
U ompuyamenvHule).

B ceazu ¢ becnepcnexmugrnocmuvio KoHcepgamus-
HO20 JleYeHUst NPUHAMO peuieHue 0 npogedenul poo-
CMBEeHHOU MPAHCHAAHMAYUYU NPABOU 00U NedeHU om
He COBMECTUMOU N0 2pynne Kposu Mamepu no Hcus-
HEeHHbIM NOKA3AHUAM, HEeCMOmMpS HA Haluuue ouaed
uH@exyuu (MPaBoOCMOPOHHIS HUJICHEO0Ne8ast NHes-
MOHUS).

Xupypruyeckoe BMeLLATEAbCTBO

Onepayus y OOHOpA. BbINOIHEHA NPABOCHIOPOH-
HASL 2eMUeNaAMIKIMOMUSL 8 YCILOBUSX COXPAHAIOUe20Cs
KposooOpawjeHus. AHamomMuyecKumMu 0cobeHHOCmAMU
MPpancnianmama npasou 00au SA6UN0Ch HAxuyue 0o-
NOTHUMENbHOU HUICHEL NPAagou NeuyeHouHOU 6eHbl, d
makoice HAnuYUe mpex yCmbes HCeruHblX NPomoKos 6
nirockocmu pezekyuu (puc. 1).

Onepayusi y peyunuenma: npu pesusuil neyeHs yee-
Jqudena, niomuas (puc. 2); npoussedena 2enamiIkmo-
MUSL C COXpaHeHUueM HUdICHell NOJOU BeHbl, 8bINOIHEHA
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Puc. 1. IIpaBoCTOpOHHSISI TEMUTENATIKTOMHUS B YCIOBHSAX COXPaHEHHOTO KPOBOCHAOXeHHs (MHTpaonepannonHoe Goro)

Fig. 1. Right hemihepatectomy in living donor (intraoperative photo)

Puc. 2. Bua nopakeHHOM MeYeHN PEIMITUEHTa

Fig. 2. Affected liver of the recipient

DPEBACKYIAPUIAYUSL MPAHCNIAHMAMA N0 HPUHAMOU 8
KAuHuke memoouxe [15]. buruapuas pexoncmpyxkyus
ocyugecmenena nymem (hopmMupo8arHus mpu-2enamuro-
eIoHOCMOoMUY HA 8bIKIIOYeHHOU no Py nemne mowei
KULUKU.

UMMyHOCYynpeccuBHAS Tepanus

Hnoyxkyuonnas mepanus exnouana uHOyKkyurw oa-
3unuKcumMabom, a maxroce eeeoenue 500 me memu-
NPeOHU30I0HA HA penep@y3urdo MpaHCHAAHMAama, ¢
ROCAEOYIOWUM CHUIICEHUEeM 003bl 00 6 me/cym. Ha uem-
eepmulil deHb HazHaven maxpoaumyc (3 me/cym) ¢ no-
credyiowuUM mumposanuem 003bl N00 KOHMpOJiem Col-
B0POMOYHOU KOHYEHMPAYUU.
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NMocAeonepauMOHHbIM NepPUOA

B nocneonepayuonnom nepuode nposoounace anai-
2e3usl, 3aMeCmMUmenbHasl, 2ACMpOnPOMeKmueHas, Um-
MyHOcynpeccusHas mepanus. Pannss axmusuzayus,
npogedeHue KOMIIIEKCHOU aHMUOAKmMepuaibHoU mepa-
nuu (kapbanenemvl, 2IUKONENMUObL, MAKPOIUObL) 8 CO-
yemanuu ¢ HebynauzepHol mepanuell U ObIXAMenIbHOU
SUMHACTNUKOU NO380AUNYU 8 KOPOMKUE CPOKU O0OUMBCS
pezspeccupo8anusi NpagoOCHOPOHHEU  HUNCHEOO0Ne80l
nueemonuu. Unghyzuonnas mepanus 3aeepuiena na oe-
sAIMHAOYamMbvle NOCIEONEPAYUOHHBLE CYMKU, BEHOZHbIE
Kamemepwvl yoanenvl. Ommeyanracv HOIOHCUMETbHASL
OUHAMUKA KAUHUYECKU, 1AOOPAmOpPHO U NO OAHHbIM
UHCMPYMEHMAbHBIX 00c1edosanull (puc. 3).
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Puc. 3. /lunamuKa ypoBHS MapKepoB LUTONM3a U OMIIMpYOrHA 32 IIepHo] HaOJIIOICHNs B CTallnOHape

Fig. 3. Dynamics of transaminases and bilirubin level during the hospital stay

Teuenue paumHe2o NOCIEONEPAYUOHHO20 NEPUOOA
OCJLOMCHUNLOCL  (hOpMUPOBAHUEM HCeTYHOU ucmyibl
(xnacc B no kaaccugpuxayuu ISGLS), camocmosmens-
HO 3aKpvleulelics Ha 08a0Yams 80CbMble NOCIeonepa-
YUOHHbBIE CYMKU.

1o dannvim Y3U na 28-e nocreonepayuontsie cym-
KU. NapeHxuma neuenu 0OHOpOOHAs, IXO2EHHOCHb HOp-
manvnas. Kenunvle npomoxu He pacuupensi. Kpogo-
MOKU MPAHCNIAHRMAmMA y0081emeopumeibHole.

Iayuenmxa ewvinucana u3z cmayuoumapa Ha 3l1-e
nocieonepayuonHvle CYmKU ¢ YOOB8Lem8OPUMeNbHOLl
@yuxyuetl mpancniaumama, noo amoOyIamopHoe Ha-
onroodenue.

Pe3yAbTATbl TMCTOAOIM4ECKOrO
MCCAEAOBOHUSA YAOAEHHOU NEYEHU

Hapywenue oonvkosozo u banounozo cmpoenus ne-
YeHU, MeCmamu Ommeyaemcs GopMupOBarHUe TOHCHbIX
0o/leK 3a cuem paspacmanus WUpoKUX nopmo-yeHm-
PanbHbIX U NOpmMo-nopmanvusix cenm. Ienamoyumol
8 COCMOSIHUU GbIPANCEHHOU OANIOHHOU Oucmpoguu,
MHo20s10epHble. [upysno-ouazosas cpedne- u kpyn-
HOKanenbHas Hcuposas oucmpous. Buympuxiemouy-
Hblll XONlecmas, U Omme4aemcs 3aCmoul Hcendl 8 Hceny-
HbIX Kanuanspax. TlopmanbHvie mpaxmul pacuupensi,
@ubposzuposanwvi. [Iporugepayus scenyHvix NPOMoKos
6 mpakmax. Hexposvi eenamoyumos oxkpye nopmaib-
HbIX mpakmos. B cenmax u mpakmax éocnarumensvuas
MOHOHYKNIeapHas UHGUIbMPAYUs. ¢ NPUMECHIO NONU-
HYKJIAPHBIX TeUKOYUMOS.

IIpu okpawusanuy poOaGHUHOM BbIABNIEHO 04A2080€
Haxonjienue Meou 6 NepunopmanbHbiX 2enamoyumax

(puc. 4).

45

I
g
[ T, ) A :
. v k%
§ s
. |
- )
i+ <,
’ .
N T e
o g 5 .'
a f‘ﬂe
e " ;:"l" b
~ f f .
. & < . N
LR o' &
\ R

Puc. 4. Tucronornyeckoe ucciaea0BaHUE yIaIEHHON IEUEHH.
OTtnoxeHust Mmeau (OKpacka pyoeaHOBOM KHCIIOTOH)

Fig. 4. Histological examination of the removed liver. Cooper
deposits (rubaic acid stain)

3aknwuenue: na ocHOBAHUU MOPPONOSULECKO2O
AHATU3a UBMEHEHUsl 8 NedeHU COOMEemcmeayiom 60-
ne3uu Bunvcona—Konosanosa (ghynvsmunanmnoe meue-
Hue). @ubpos nevenu F3.

OBCYXAEHUE

JlaHHBII BapuaHT TedeHUs 3a00IeBaHUs BCTpEJaeT-
cs1 peaxo (5% ot Beex ciydaeB 6one3nn Bunscona—Ko-
HoBasioBa). CBOEBPEMEHHOE HAIIPABJICHUE IALIMCHTA B
TpaHCHHaHTaHHOHHBIﬁ LCHTP HO3BOJIACT CIIPABUTHCA C
TaKUM >KU3HEYTPOXKAIOIINM COCTOSHUEM, KaK (QyIbMHU-
HaHTHas MeYeHOYHas HEeI0CTaTOYHOCTb.
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ToM XIX  Ne 2-2017

B macTosmeM KIMHMYECKOM HAOMIOACHHUM IOKa3a-
HO, YTO POACTBEHHAs] TPaHCIUIAHTAIUSl TEUYCHU SIBIIS-
ercsi 3(p(PEeKTUBHBIM METOZOM JIEYeHHUS ¥ IO3BOJSET
BBITIONIHATH TPAHCIUIAHTAIMIO B Kpardailline CpOKH.
Jpyrum Ba)KHbIM acCIEKTOM SBJISETCSA IPABUIIBHBIN
BBIOOD (hparMeHTa MEYCHH JJIsl TPAHCILIAHTAIIUH C y4e-
TOM aHTPOIIOMETPHUYECKHUX NapaMeTPOB PEIUIIMEHTa 1
MMHUMU3AIMK PUCKOB ISl oHopa. [Ipu Hajuexareit
IMOATOTOBKE PCEUUIIMCHTA TPYIINOBYIO HCCOBMECTHU-
MOCTb HE CIIEAYeT paccMaTpUBaTh KaK MPOTHUBOIOKA3a-
HUE K TPAHCIUIAHTAIINH TIeYEHU.

3AKAIOYEHUE

Ha ceromusamHuii neHb TpPaHCIUIAHTAIWs IEYCHH
SBTISIETCSl €AMHCTBEHHBIM 3(P()EeKTUBHBEIM M paJlKaib-
HBIM METOJOM JieueHHs (pyTbMUHAHTHON NEYCHOYHOMH
He0CTaToyHOCTH. OJHUM M3 BaKHEWIINX acHeKTOB
ycliexa TpPaHCIUIAHTAI[MH SIBIISIETCS CBOEBPEMEHHOE
NpOBeJIcHNE omnepanuu. TakuMm 0o0pa3oM, TpaHCILIaH-
TAlMOHHBIN IEHTP JIOJDKEH 00JiafaTh OTIAXESHHOM, JI0-
THCTHYECKH BBICTPOCHHOW CHCTEMOH, MTO3BOJISIONICH B
C)KaThle CPOKU 00CIIeT0BaTh U MOATOTOBUTH HALlUEHTA,
BBISIBUTH BO3MOXKHBIC TPOTHBOIIOKA3aHHS K TpaHC-
TUTAaHTAlMU W HAWTH MyTH UX NPEOAOJICHHS, a TaKKe
obecrieunTs 0€30MaCHOCTh MPUKU3HEHHOTO JIOHOpa
Omaromapss KOMIIEKCHOMY OOCIIEI0BaHHIO, MCKITIOUE-
HUIO KaKHX-THOO MPOTHUBOIIOKA3aHUI K JIOHOPCTBY U
pasyMHOMY MOJXOAY K BRIOOPY parMeHTa rmedeHu Ais
TPaHCIUIAHTALIUY.
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