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csuaemeﬂbcmeyem 0 603MOMNCHOCMU 6blNOJAHEHUA mpaHchnaaHmauyuu d)paemeﬂmoe neveHu om JHCUBbIX poacmseHHbtx ()OHOPOS hpu
eauxoeenozax I muna u OMmKpbleaenm nepcneKkmuebl ons padwcaﬂbﬂoeo JNe4eHUsA nauyuenmoe ¢ JaHHBIMU COCTMOSHUSMU.

Karouesnie caosa: podcmeennas nepecadka gpasmenmos neueHu, eAUK02eH03, UMMYHOCYNpeccus

Related liver fragment transplantation for type 1 glycogenosis: the first Russian experience
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D.S. Dzhamanchin, N.E. Khartukova, Yu.R. Kamalov, E.Yu. Kryzhanovskaya, V.A. Khovrin,
T.N. Galyan, B.S. Kaganov, E.N. Kutyreva, A.1. Zubovich
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The paper describes two clinical examples of successful related liver fragment transplantation for type 1 glycogenosis in a one-year-old boy
and a 6-year-old girl. The given first successful clinical experience suggests that liver fragments for type 1 glycogenoses can be transplanted
from live related donors and offers promise for the radical treatment of patients with this pathology.
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Thukoeen — pa3BeTBICHHBIN ITONIMCaxapyi, 3a CY4eT  JCHHBIX. B CyO3THMYECKOii TpyIme alkeHa3| JyacToTa pas-
KOTOPOTO B KJIETKaX YeJIOBEKa M KMBOTHBIX (TIpeuMyllie-  BUTHS 3aboneBanust mocturaer 1:20 000 [1, 2, 5, 6]. Tum
CTBEHHO B MBIIIIIAX U MeYeHU) (DOPMUPYETCsI SHEPreTU-  Hac/IeloBaHUSI — ayTOCOMHO-pelieccuBHbIN. [TaToreHes 3a-
YeCKU pe3epB, JOCTYMHBIN 1151 OBICTpO MOOUMIM3aUMK  OoJieBaHUs OOYCIOBIeH AeeKTOM (PEpMEHTHOI CHUCTEMBI,
C MHOTO3TallHBIM pacllleIUIEHWeM IO/ IeUCTBMEM psila  MpeBpallaolleii oK030-6-thocdaT B IIFOKO3Y, YTO IIPHUBO-

(epMEHTOB 10 [TIOKO3bI. JIUT K HAPYLIEHUSIM KaK TJIMKOICHOJN3a, TaK U ITIOKOHEO-
Tukoeenozpr — TpyIIla HACIEACTBEHHBIX 3a0one-  reHes3a. HemocTaToOuHOCTh MM OTCYTCTBHE (DEpMEHTA BeIeT
BaHMii, OOYCIOBIIEHHBIX OedeKTaMM pa3IudHbIX (ep- K HaKOIJIEHUIO III0K030-6-(ocdara 1 IIMKOreHa B IIeYeHH!,

MEHTHBIX CHCTEM Ha 3TaraxX CHUHTe3a M paclleIUIeHUs  TOMKEIYIOYHOM XXejie3e, IoYKax, CJIM3UCTON 000JI0UKe K1-
mkoreHa. OleHKa paclpoOCTPaHEHHOCTH 3a00ieBaHMsI  IIIEYHMKA, YTO OOYCIOBIMBAET HapylleHUe (PYHKIIMU 3THX
3aTpyAHEHAa BBUIY OTCYTCTBUS IIPEHATAILHOTO M HEOHA-  OPraHoB. B 3aBUCMMOCTHM OT T¢Ha, B KOTOPOM ITPOMCXOIMUT
TaJbHOTO CKpUHMHTA. [10 MpEeArnosoXUTeIbHBIM OLIEH-  MyTalMsl, BbIIEJSIIOT rimkoreHo3 la (medekr rmoko3o-6-
KaM 3a00s1eBaeMoCThb Kosebercs ot 1:20 000 mo 1: 43000  docdarasbr) u rmkoreHos Ib (nedekr rmoko3o-6-docdar-
HOBOPOXIEHHBIX [1]. B 3aBUCMMOCTU OT HapyllleHUsI aK-  TPaHCJIOKA3bl), TTPOSIBIISTIONIMECS] CXOMHBIMM KIMHUYECKM-
TUBHOCTHM TOTO WJIM MHOTrO (hepMEHTa BBIICISAIOT Oojiee MU U OMOXMMUYECKMMU CUMIITOMAMM.

10 TUMOB IIMKOIeHO30B, 0003HAYAIOIIMXCS PUMCKUMU 3abosieBaHue MaHU(ECTUPYET B MEPBbIE MECSILIbI XKU3-
uudpamu. B HacTosiee BpeMsi oOlLeNpUHSITA KJIACCU-  HM, B psijie CIydaeB — B MEPBbLIC JHU TOC/IEe pOXISHUS. 3a
¢uKanys, B KOTOPOI TUITHI IIMKOTEHOBOM OOJIE3HU pac-  CYET HapylIeHWs MPOLECCOB INIMKOTeHOIM3a 1 TTIIOKOHEO-
MOJIaraloTcs B TOPSIIKE OTKPBLITUSI CHHAPOMOB M COOT-  TeHe3a IMPOMCXOANT 00pa3oBaHMEe 3HAYMUTEIIEHOTO KOIUYe-
BETCTBYIOILIMX (hepMEHTHBIX nedhekToB [1, 2]. CTBa JlaKTaTa B 9PUTPOLIUTAX Y MBILLIEYHOI TKAHU, MPU T'O-

I'mkoreno3 I tuma Bmepseie omvcaH E. von Gierke — jlomaHWM BO3HMKAET BbIpaXKEHHAsl TUTIOTJIMKEMUSI (BILIOTh
B 1929 1. [3]. @epMeHTHBI neheKT ObLI yCTAaHOBAEH B 19521 10 ariMKeMuW) W JIaKTaTaluuao3. B HEKOTOpBIX ciydasix
cynpyramu Kopu [4]. O611ast pacpocTpaHEHHOCTh 3a00J1e-  TMIIOIIMKEMUSI MOXKET HUBEIMPOBATHCS PEXXUMOM YaCThIX
BaHus cocTapisieT 1:100 000 — 1:400 000 >kvBBIX HOBOPOX-  KOPMJIEHUI M MPOTEeKaTh OECCUMITOMHO.

24



T

OCHOBHBIMU KJIMHUYECKUMM TIPOSIBJICHUSIMU 3a00-
JIEBaHUSI SIBJISIIOTCSI TMUTIOTJIMKEMUYECKUE COCTOSIHUS (BSI-
JIOCTb, TIOTJIMBOCTb, CYAOpPOTU, MoTepsi co3HaHus). I[lpu
OCMOTpE 00pallaloT Ha ceOs1 BHUMaHUE OTCTaBaHUe B (pu-
3UYECKOM PA3BUTUM, XAaPAKTCPHBIM BHEIIHUI BUI: «KYy-
KOJIbHOE» JIUIIO, OTJIOXKEHHUE XUpa Ha Oeapax, Sromuiiax.
JleT UMeoT 3HAYMTEIbHO BBICTYIIAIOIIMI KUBOT, BbIpa-
JKEHHYIO TeraToOMerajiiio, paclIMpeHHYI0 BEHO3HYIO CETh
Ha xuBote. HepBHO-TIcMX1UecKoe pa3BUTHE OOJBHBIX, KaK
MpaBUJIO, HE CTpamaeT. Yke B paHHEM BO3pacTe OIpenesisi-
eTcs1 HeppoMeraaus cHauyajla ¢ COXpaHEHHOH (yHKuMei
MOYeK, 3aTeM, IPU MPOrPeCCUPOBaHMM 3a00IeBaHNS, BO3-
MOXHO pa3BUTHE HEDPOKAIBLIMHO3A, TTPOTEMHYPHUH, XPO-
HUYECKOM TTOYEYHOM HEAOCTATOYHOCTH.

JlaGopaTopHble MoKazaTeau XapaKTepU3YIOTCS TsDKe-
JIOU TUTIOTJIMKEMUEH, JIAKTATALlUI030M, TUTIEPYPUKEMUEH,
BBbIPAKCHHOM TMIIEPTPUTIIMLIEPUAEMUECH, TUTIEPXOJIECTEPH -
HEMUEH, YMEPEHHBIM ITOBBILLICHUEM YPOBHEN ChIBOPOTOY-
HBIX TPaHCAMUHA3, HapylleHueM (QYHKIIMU TPOMOOLIUTOB.

IIpu tnukoreHo3e tuma Ib oTMmeuaercss mocTosTHHAS
WIM TPaH3UTOpHAs HEMUTPOIlEHUs BIUIOTh OO DPa3BUTHS
arpaHyJionuTo3a ¢ AMCHYHKIMEH HEHTpo(uIoB, MPUBO-
DISILEN K TTOBBIIIEHHOMY PUCKY DPa3BUTHSI MHMOEKIIMOHHBIX
M THOMHO-CENTUYECKUX OCIOXHEHUI. Y psiga OOJbHBIX
BO3HMKAeT BOCIAIUTESIbHOE 3a00jieBaHUE KMIIICYHUKA.
BosMoxxHO pa3BUTHE TTOHATPHI, a TAKXKE TemaToLesUTIONSIp-
HOI aIEHOMBI.

ITpu MopdomornyeckoM UccaeIoBaHUM TKaHU TIeYSHU
OTMEYAeTCsl OTIIOKEHHE OOJIBIIOrO KOJIMYECTBA TJIMKOTeHa
B reTaToLMTaX, Y YaCT! OOJIbHBIX — MOP(OJIOrMYECKIE TTPU-
3HaKU LIMPpO3a 1 afeHoMaro3a neyeHu. Mopgdosornyeckoe
HCCIeI0BaHNe TTOYEK BhISBIISIET (DOKATIBHBIN CerMEHTapHbII
TJIOMEPYJIOCKIIEPO3 M UHTePCTULINATIBHBIN (UOPO3.

OCHOBHOI1 METO[I, JIeUeHUSI JaHHOM TPYIIbI AeTel —
nuerorepanus. Lleab Tepanuu INIMKOTEHOBOM 0OJIe3HU
I Tnna 3akmaouaercs B moaaep:KaHUM HOpMaiabHOTO (3,3—
5,5 MMOJIb/JT) YPOBHS TJIIOKO3BI B KPOBU, JOCTUTaeMOTO
YBEIMYCHUEM YaCTOThl KOPMJICHUI, TTOJHBIM UCKITIOUE-
HHUEM U3 pallioHa MMUTaHMS caxapa 1 caxapocoaepKalux
MPOAYKTOB, TOOABJICHUEM B MUY MEUIEHHO PacIIeIlIs-
JOIIUXCS ToNMcaxapuaoB (KYKypy3HBI Kpaxmai), obe-
CMEUYMBAIOIINX CTAOMIBHYIO KOHIEHTPAIIMIO TJIIOKO3bI B
CBIBOPOTKE KPOBHU.

[Tpu BeIpaxkeHHON TMITOIJIMKEMUN TTPUMEHSIOT BHY-
TpuBeHHOe BBeneHue 40 % rioko3bl. 1 moaaepxXaHus
HOPMOTJIMKEMUH B HOYHBIE Yachbl MCIIOJB3YIOT Ha30-
racTpajlbHoe BBEIEHHE pPacTBOPOB IJIIOKO3bI. bolibiioe
3HaYEHUE MMEET KOPPEKIIUs MeTaboJIMYeCKUX Hapylle-
Huii (aumpo3). Ilpu HelTporieHMH TpeOyeTcsl BBeIEHUE
KOJIOHUeCTUMYyupytoero ¢akropa. Ilpu moxo mon-
JAIOIIMXCST KOPPEKIIUHA TMIIOTTMKEMUIECKUX COCTOSTHUSIX,
a TakXke IPU BBIPAXKEHHOW W UIUTEJIBbHOM HEUTPOIIEHUH,
CONPOBOXIAMOIIEHCS TMOCTOSIHHO — PELMAMBUPYIOIIMMU
THOMHO-CeNTUYECKUMM COCTOSTHUSIMU, pacCcMaTpyBaeTCst

2-3 11

BOITPOC O BO3MOXKHOCTH IMPOBEACHNS TPAHCILIAHTALIUY TIe-
yenu [7—11].

3a niepuon ¢ stBapst 2009 o Hosiops 2011 & B PHIIX
nMm. akan. b.B. TlerpoBckoro PAMH Oblio BbInosHe-
HO 67 TpaHCIUIAaHTALMK TiedeHn: 57 TpaHCIUIaHTaLUi
(parMeHTOB T€YeHU OT KMBBIX POICTBEHHBIX TOHOPOB
u 10 TpaHCIUTaHTaLMIi TIEYeHU OT JOHOPOB CO CMEPTHIO
Mo3ra. J{oJis 1eTCKoro KOHTMHTEHTA MallMeHTOB COCTaBUIa
78 %. B cTpykType HO3050rM4ecKux GopM 3a00sIeBaHuUIA,
CTaBIIMX IPUYMHOM BHIMOJIHEHMSI IIepecanku nedeHu, 12 %
cocTaBuIM 0ojie3HM obmeHa (0ose3Hb BunbcoHa — 5 Ha-
omoneHuit, rmmkoreHo3 | Tumna — 2 HabmoaeHus, 1eULUT
ol-aHtutpuncuda — 1 HabIOIEHKE).

XapakrepucTiKa KIMHMYeCKMX HaOmoxeHuii. B 2 Ha-
OMIONEHUSIX TJIMKOTeHO30B: Majabuuka 1 roma (puc. 1%)
1 IEBOYKM 6 JIET, HA OCHOBAaHUM KOMILUIEKCHOI aHAMHECTH -
YEeCKOM, KIMHMKO-Ia00paTOPHOM M MHCTPYMEHTANIbHOMN
OLICHKU C TIOCEAYIOUIUM MOJIEKYJISIPHO-TEHETUYECKUM
aHaJM30M JUArHOCTUPOBAHBI TJIMKOreHo3 I6 tuma (Ha-
omoneHue 1) u rmukoreHo3 la Tuna (HabmogeHue 2)
(tabu. 1, puc. 2). CrenyeT mom4epKHYTb, YTO B HaOJIIO-
neHun | B KIIMHUYECKON KapTHHE 3a00JIeBaHUST Haps oy
C CUHKOITIAJIbHBIMU COCTOSIHUSIMU, Pa3BUBAIOIIMMMCS Ha
¢oHEe TUMOTrITUKEMUH, MPEeBATMPOBATN UHGEKIIMOHHBIE
OCJIOXKHEHMSI, PEUMYILIECTBEHHO B BUIE MH(MEKIINA AbI-
XaTEJIbHbIX MYTEMA M THOMHUYKOBBIX MOPAXKECHUMN KOXMU.
HUx pasButhe OBIIO COMNPSKEHO C PelUIUBUPYIONICH
HEUTpOIEeHEeN BIUIOTh N0 Pa3BUTUS arpaHyJIOLIMTO3a,
Y10 TpeOOBaJI0 HAa3HAYEHUS TPaHYJIOLUTAPHOTO KOJO-
HUECTUMYJIMPYIOIIETro (hakTopa.

Puc. 1. Ilayuenm c eauxoeenosom 16 neped onepayueii: 10KanbHble OMAO-
JHCEHUS JHCUPA, NPEUMYUIECINBEHHO HA WeKaX (<KYKOAbHOe» AUUO0);
6 C6513U ¢ MAYNCeN0U unoeauKemuel 015 YacmoiX OHeGHbIX U HOUHbIX
KOpMAEHUIl YCMAHOBAEeH HA302aACMPANbHbLI 30HO

* Bce homoepapuu nayuenmos nyoaukyomes ¢ paspeuieHus pooumeneil.
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Taomana 1. Kaunuko-rabopamopnas xapakmepucmuka nAyUesmos
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Kimauko-adopatopusie
NPOSIBJIEHUS.

Hao6monenune 1
(rmkoreno3 10)

Haomonenne 2
(rmakoreno3 Ia)
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B HaOmoneHnu 1 MOJIEKyY/ISIpHO-TeHETUIECKII aHAIN3
He BbIBWI MyTauuii reHa G6PC (rmkoreHos Ia). OgHako
MpY TIPOBEACHUM YAaCTMYHOIO aHajM3a 3K30HOB 8, 9 reHa
SLC37A4 (rmukoreHo3 10) MeTomoM TIPSIMOTO CEKBEHUPO-
BaHUs oOHapykeHa myTalus 1042 delCT B roMO3UroTHOM

BoOnpochb KNUHUYECHKOU

AKmyanbHbE@

RS T + 4 COCTOSIHMH, YTO SIBJISIETCS ITOATBEPKACHMUEM THArHo3a.
B nHaGmogeHun 2 mpoaHalIU3MpPOBaHbI BCE DK30HBI
(e e o " reHa G6PC (rnukoreHo3 la). Merogom npsiMoro cekse-
HUpoBaHUs oOHapy:keHa 3ameHa Arg83Cys B TOMO3UTOT-
S e (R HoM coctosgsHuu. [TpumepnHo 1 u3 kaxnapix 100 amkeHa-
Pa3BUTHUS - - 31 SIBJISIETCSl HOCUTEJIEM TaKoit MyTauuu. [IpakTuyecku
KaXIbIi alllKeHa3u, CTpajalolluii TIMKoreHo3oM la,
TUMOTIMKEMYS TONONAHNS S;Zec 2ZYT nmeet 2 konuu mytanuu Arg83Cys. Kpome toro, maH-
(es e Cor ) (0,5 MMoIB/1) (0,44 Mmorb/) Has MyTauus BeisBiaeHa y 30 % eBpormeileB ¢ IINKO-
e —— reHo3oM la. B HabOmogeHuu 2 Takke BBISBICHA 3aMeHa
HeBpon(zm'{ecme CI/IHKO]'[EUII)HI)IC COCTOSHUS, IVS3 + 5 G> A B 3—M I/IHTpOHe reHa.
paceporiea costomt Cyaopor OxoHYaTeIbHas BepupUKaLYA IUarHo3a, HaOIoneHe
9

DHIEPOKOHAT + _ M KOPPEKIIKsI CTaTyca B 000MX HaOJIIOACHUSIX IPOBOIIUCH
CIelMaIMCTAMUA  CIIELMATM3UPOBAHHOIO MEIULIMHCKOIO
i T n _ craumoHapa — HUWMU muranuss PAMH. B cBs3u ¢ ycune-
HUEM KJIMHUKO-1a00PaTOPHBIX TIPOSIBIICHUI 3a001eBaHs],
PeuuavBupyioLme " _ Pa3BUTHEM YTPOXKAIOILMX XU3HU OCIOXHEHUI ObLI ITOCTaB-
HbeKun JIEH BOITPOC O BO3MOXKHOCTH BBITNIOJTHEHUST TPAHCITIAHTALIAN
Heitrponenusi, tpeGytoLiiast i _ redyeHu. [laryeHTsl ObUTM TOCTIMTAIU3UPOBAHBI B OTAENE-
eV AINE Hue nepecanky euenn PHLIX um. akan. B.B. [Terposckoro
T raee + + PAMH, rae 65110 MPOBENEHO KOMIUIEKCHOE 00C/IEI0BAHNE
POACTBEHHBIX IIAp IO IPOrpaMMe POICTBEHHOM TpaHC-
| C———— " " IJIaHTauMKM (parMeHToB nedeHu [12—14]. PoactBeHHBIM
JIOHOPOM B HaOIoaeHuM | cTaja MaTth, B HAaOIIOACHUN 2 —
otell pedbeHka. O6cnenoBaHNE POACTBEHHBIX JOHOPOB IPO-

TunepxonecrepuHeMust aF F
BEJICHO I10 CTaHAAPTHBIM MPoToKo1aM. C y4eToM xapakTepa
OCHOBHOI'O 3a007IeBaHUsI PELMITMEHTOB Y JOHOPOB OBLIO
LT I T * * NPOBEJEHO MOJIEKYJISIPHO-TEHETUYECKOE  MCCIIENOBAHME,
BbISIBUBIIIEC HAJM4YM€ MYTALMii B TE€TEPO3UTOTHOM CO-

Huromus (ACT, AJIT) — F

Tlpumenanue. I'KCD — zparyroyumapHolii KOAOHUECMUMYAUPYIOULULL

hakmop, ACT — acnapmamamunomparcepepaza, AJIT —

anranunamunompancghepasa.
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Avanto

Puc. 2. Maenummo-pesonancnas momoepapus (Habarodenue 2): eenamomeeanus (a) u Hegppomezarus (6, 8)

Avanto

CTOSIHMU B KaxnaoM HabmomeHuu. B To ke Bpems B xome
J1a00paTOPHO-UHCTPYMEHTAILHOTO O0C/IEIOBaHMSI KaKUX-
JIMOO OTKJIOHEHMI B COCTOSIHUM 3I0POBbsI MTOTEHIIMATbHBIX
POICTBEHHBIX JOHOPOB BBISIBIICHO HE ObLI0. XapaKTepUCTU-
Ka pOJACTBEHHBIX Map MpeAcTaBieHa B Ta0MI. 2.
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Taomuua 2. Kiunuko-1a00pamopras XapaKkmepucmuka RAyUeHmos ¢ 2AUK02eH030M 00 MPAHCNAGHMAUUU

CoBnajenus no Bun
Ha6monenne oHop Ipynna kpoBu anrarenav HLA JlaTa onepaunuu T Ocl10XKHEHU
1 Martpb WneHtrnyHast 4 12.05.2010 JUIb Her
2 Orelg W nenTruHast 4 08.02.2011 JIT Jla*

Ilpumenanue. JIJIb — nesviii ramepanvhbiii Ouceemenm, JI/] — neeas doas.

* HecocmosimensHocmb 6MU06M/ZMQDHO€0 adacmomosa ¢ noc./zeayiomww paseumuem CmpuKkmypbsl, Kpu3 0Cmpo2co KAemo4Ho2c0 OmmopiiceHuss mpaHcnianmama.

[TapamienbHoO ¢ onepalmeid y J0HOpa B COOTBETCTBUA
CO CTaHAAPTHOM TEXHMKOI TpaHCIUIAaHTALlMU (parMeH-
TOB IEYEHU OT XKMBBIX POJCTBEHHBIX JOHOPOB [12, 13, 15]
peLMIreHTaM Obla BBIITOJHEHA TermaT3KToMus (puc. 3)
C COXpaHEHUEM IT03aIUTIeYCHOTHOTO OTIe/Ia HIDKHEH 10~
JIoi1 BeHBbI. B 000ux HaOMONeHUSIX ONepaliio MTPOBOIN-
JI1 0e3 MCITOJb30BaHUS BCIIOMOIAaTeIbHOTO KPOBOOOpa-
IICHUSI.

st peBacKyasipu3alliyd — JOHOPCKMX  (hparMeH-
TOB — JICBOTO JIaTepaJbHOTO OKMcerMeHTa (HaomonaeHue 1)
U JIEBOM JOJIM TIeueH! (HaOJoaeHe 2) — mocjieaoBaTelb-
HO BBIMNOJHSUIA KaBaJIbHYIO, MOPTAJIBHYIO U apTepuajib-
HYyI0 PEKOHCTpPYKIMK. BoccraHoBieHMe maccaxa Xerau
B HaOmoaeHUn | OCyLIeCTBISIIM ITyTeM (hOPMUPOBAHUS
OMIMOIUTECTUBHOIO aHACTOMO3a MEXIY SIUHBIM YCTHEM
CEerMEHTapHBIX KETYHBIX ITPOTOKOB TPAHCILIAHTATa U BbI-
KJIIOUeHHO# 10 Py meTyieil TOHKOI KMILKM peLUIIreHTa.
B na6moneHuu 2 ObUT BEIOpaH OMIMOOMIMAPHBINA CITIOCO0
PEKOHCTPYKIIMU ¢ (hOpMUPOBAHUEM KOHIIEBOIO aHACTO-
MO3a MEXKIy JICBBIM JI0JIEBBIM IIPOTOKOM TPAaHCIUIAHTATa 1
COOCTBEHHBIM TTEYCHOYHBIM IIPOTOKOM PEIUITMEHTA.

[MocneonepallmOHHBIM EPHUOA POACTBEHHBIX TOHO-
POB M pelIUIeHTa B HabmoaeHn 1 ImpoTeKat 6e3 0CIoXK-
HeHuit (puc. 4). PeniumnueHT ObUT BBIIIMCAH U3 CTallMOHAapa
Ha 23-1 CYyTKM ¢ HOpMaJIbHBIMM JIAOOPaTOPHBIMU IOKAa3a-
TEJISIMA U YJIBTPa3BYKOBBHIMU XapaKTePUCTUKAMM (DYHK-
LIMK TpaHCIUIaHTaTa. IIpoTOKOM MMMYHOCYIIpECCMU Ha
MOMEHT BBIITMCKU BKJIIOYAJI B €051 TaKpoauMyc (Tiporpacd)
B mo3e 2,5 mr/cyt (0,18 MI/Kr/cyT) 1 METWITIPETHU30JI0H
(menmpon) B no3e 1 mr/cyr. K MoMeHTY myOauMKaliuy gaH-

HOM CTaThU PELIMIIMEHT 3aBEPIII KOHTPOJbHOE aMOyIa-
TOpPHOE 00CJIeIOBaHUE B OTHCJICHMH IIEpecagku IeYeHU
PHLX um. akan. b.B. IlerpoBckoro PAMH, o pe3ynb-
TaTaM KOTOPOTO TOATBEepKICHA HOpMaJibHas (DYHKIIMS
TpaHciwiaHTata. C y4eTOM CPOKOB ITOCTTPaHCIUIAHTALIM-
oHHoro rnepuona (1,5 roga) NMpPUHATO pelieHre O MUHU-
MM3alMU PEXUMOB MMMYHOCYIIPECCHUU C TOCTEIICHHOM
OTMEHOI METWINPEIHU30JIOHA U TIEPEeXOIOM Ha OIHO-
KOMITOHEHTHBIN ITPOTOKOJT.

B HaOmomeHnu 2 MOCTTpaHCIUIAHTALIMOHHBIN TIIe-
pyon Ha 12-e CyTKU OCJIOXHUJICS pa3BUTHEM HECOCTOSI-
TEJIbHOCTH OWJIMOOMIMAPHOTO COYCThSI C pPa3BUTHUEM
XeJqyHoro 3ateka. [lanMeHTke Obula BBINMOJHEHA peJia-
MapOTOMUSI C TepMeTH3aIleil 00JacTU HECOCTOSITE/Ib-
HOCTH. BBIHYXIeHHasT MWHUMM3ALUS PEKUMOB HUM-
MyHOCYIIpeccur Ha ¢hOHE XOJIaHTUTa CTajia IMPUIUHOMN
aKTHBAIlUM PEAKIIMKU OCTPOTO KJIETOYHOIO OTTOPXKECHUS.
BD(DDEeKTUBHOCTh IMPOBOAMMBIX JICYEOHBIX MEpPOMPUSI-
TUI TI0 60pHOE ¢ MH(PEKLIMOHHBIMU OCIIOKHEHUSIMHU T10-
3BOJIMJIA B TTOCJIEAYIONIEM TIPOBECTH JaHHON MallMeHTKE
IyJIbC-TEPAIINIO0 METUIIIPEIHN30JIOHOM C OMHOBPEMEH-
HOW onTMMM3alLuMeit 103 6a30BOro mpemnapara — TaKpo-
qmumyca (mporpad). Kpus orTop:keHUs ObUT KYIIMPOBaH,
0 YeM CBUICTEIIHCTBOBAIO YIYUIICHUE OMOXMMMYECKUX
rnokasateyneii 1 MopdOJIOTUYECKO KapTUHBLI OMoOITaTa
TpaHcIulaHTaTa. K 7-My Mecsily mocTTpaHCIUIaHTallU-
OHHOTO TIeproAa y IMAIlMeHTKH ITOCTEIIEHHO HapacTaja
KJIMHUKO-J1a00opaTopHasi ¥ MHCTPYMEHTaJIbHasI KapTUHA
CTPUKTYpPbl OMJIMOOMIMAPHOTO aHACTOMO3a, B CBSI3U C
YyeM ObUIa YCITCITHO BHITIOJHEHA ITOBTOPHASI PEKOHCTPYK-

Puc. 3. lenamomeeanus y nayuenma c eauxoeerosom la (unmpaonepayuontsie ghomoepaghuu,
HabarodeHue 2)

Puc. 4. Ha 7-e cymku nocae mpancnianmayuu
186020 1AMEPANLHO20 OUCe2MeHma neveHU Om poo-
cmeeHH020 doHopa (Habatodenue 1)

mpaHcnnanmonoruu

BONPOCGCH KINUHUYEGCGKOU

AKmyanbHB @



mpaHcnnanmonoruu

BoOnpochb KNUHUYECHKOU

AKmyanbHbB @

T

LIMsI OMIMapHOI CUCTEMbI TpaHCIUIaHTaTa ¢ popMUpoBa-
HHUEM renaTUKOEIOHOaHACTOMO3a C BBIKJIIOUEHHOI 1o Py
netieir ToHKoM Kuiiku. K MoMeHTy nmyOauKauuy JaH-
HOI1 CTaThbU PELIMITMEHT 3aBePILIII KOHTPOJIbHOE aMOyIa-
TOpHOE 00CJIeOBaHNE B OTACJACHUN IMepecaaky MeyeHu
PHIIX um. akan. b.B. ITerpoBckoro PAMH, no pe3yib-
TaTaM KOTOPOTO IOATBEpXXACHAa HOpPMabHasl (hyHKIIVS
TpaHCIIaHTaTa IIPU OTCYTCTBUM MHCTPYMEHTAIBHBIX TTPH-
3HAKOB OWJIMApHOI TUMEPTEH3UU. PelMMUEHT moydaeT

2-3 11

WMMYHOCYIIPECCHUIO TI0 ABYXKOMITOHEHTHOMY MPOTOKOJTY:
Takposumyc (riporpad) B mose 2,5 mr/cyt (0,08 mr/kr/cyT)
1 METWITIPETHU30JIOH (MEIPOJI) B 103€ 2 MI/CYT.

IMpencraBieHHBIN NEPBBIA YCIELUIHBIM KIMHAYECKUIA
OIBIT CBUIETEILCTBYET O BO3MOXHOCTH BBITOJHEHUS
TpaHCIUIaHTAallMK (ParMEHTOB IEYEHU OT KUBBIX POI-
CTBEHHBIX JOHOPOB M OTKPBLIBAET MEPCIEKTUBHI IJISI pa-
JMHUKAJIBHOTO JISYCHUS MALIMEHTOB C IJIMKOTeHO30M | Tuma
B Hallei ctpaHe (puc. 5).

."l M. O OYHOEA
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Puc. 5. Poocmeennvie donopbi u peyunuenmoi: a — nabaiodenue 1, yepes 1 200 nocae mpancnaanmayuu; 6 — naoaiodenue 2, uepes 9 mec nocie mpancnAGHmMayuy
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