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cTpas neyeHouHas HegocrarouHocTb (OMH) — rereporeHHOE U KOMNNIEKCHOE
MYNbTUCUCTEMHOE PACCTPOMCTEO, PA3BUBAIOLLEECS B Pe3yNbTATE NOBPEXAEHUS NEeYEeHHU.

Trey u Davidson omnpenensitor (QyJIbMUHAHTHYIO TIEYeHOY-
Hyto HemoctatouHocTh (OIIH ¢ snuedanomarueii) Kak «Io-
TEHLMAJIbHO O0paTUMOE COCTOSTHUE, CIENCTBUE MOPaKeHMUs
MeyeHu, pa3BUBalolIeecs B OTCYTCTBUE paHee CYLIeCTBYIOLIEH
MaTOJIOTUU TIEYSHU, TIPU KOTOPOM IeUYeHOYHas1 sHIedanona-
TUST MAaHUMECTUPYET B Mpejesax 8 Hell OT MOSBICHUS MEPBbIX
CUMIITOMOB 3a0o0JsieBaHUs». [laHHOE ompe/iesieHue MOAXOAUT
IUTSE B3POCITBIX, OMHAKO HE OIMHKCHIBACT BCIO CIIOXHOCTb 3TOTO
COCTOSIHUSI B JIETCKOUM TOMysIiuu. Y MIaIeHIeB M JeTeit
MJIAJIIIETO BO3pacTa OYeHb TPYAHO BBISIBUTH PAaHHUE CTAaIUU
sHIedanonatun. Kpome Toro, y nereii, ocobeHHO B Bo3pacTe
IO TO/1a, SHIIe(aTONaTHsI MOXKET MPOSIBISITHCS JOBOJBHO M03-
IHO (M1l BooO1e oTcyTcTBoBaTh), a OITH MoxeT ObITh mep-
BBIM TIPOSIBJIEHEM MeTab0IMIeCKOTO 3a001eBaHMs, aCCOIIH-
POBAaHHOTO C TOBPEXIEHUEM IEUeHU Pa3TUYHON CTEMEeHMU.
BriepBoie meauatpuueckoe orpeaeiaeHune OITH 6biio mpen-
noxeHo Bhaduri m Mieli-Vergani Kaxk «peakoe MyJIBTUCUCTEM-
HOE€ PacCTpOICTBO, MPU KOTOPOM TSDKeJloe HapylleHue (yHK-
LIMY TeYeHU, ¢ FHIIedantonaTreil uim 6e3 Hee, MPOUCXOAUT Ha
(hoHe remaroleTI0NSIPHOTO HEKPO3a y MAIIMEHTa, He CTpajalo-
IIero XpOoHMYeCKUM 3abojieBaHueM TiedeHn». [TosnHee [pymma
10 M3YYEHUIO OCTPOM MEYEHOUYHON HETOCTaTOYHOCTHU Y JAETei
(PALF) npusHana, uro sHuedanonatus He sBisercs o0s13a-
TEJIbHBIM KOMITOHEHTOM 3TOro orpeneneHusi. OHa rpencras-
JISIET, KaK TPaBIJIO, TIO3IHEEe OCIOXHEHWE W Pa3BUBACTCS TTPH-
MmepHo y 50% nereit ¢ OTTH.

Jdmuonozug

3a6oneBaemocth OITH BO Bcex BO3pacTHBIX TIpyrmax
B CIIIA cocraBnser 17 caydaeB Ha 100 ThIC. HaceJaeHUs B TOII,
OITHaKO 3a00JI€BAEMOCTb B JETCKOM MOMYJISIIMKM OCTAeTCsl He
ycTaHOBJIEHHOM [1]. B GoJbIIMHCTBE COOOIIEHMIA JOKA3aHHOM
npuunHoit OTTH uariie Bcero BbICTyMa OCTPbIil BUPYCHBI Te-
MaTuT, puieM B A3uu 310 ObUT renaTtut A, a B EBpone u Ce-
BEPHOI AMEpUKE — CEpOHETaTUBHBII TeNaTUT.

Uucpekumnn

MubuumpoBaHue renaTtoTporHbIMUA BUPYCAMU, BEPOSITHO,
SIBJISIETCS Hambosee pacmnpocTpaHeHHoi mpuunHoit OITH, xo-
TOpYIO yaaetcst uaeHTUGUIMpoBaTh. TUMMYHBIMUA CUMIITOMA-
MU SIBJISIFOTCS JKEJITYXa Y 3HAUMTEJbHO TIOBBIIIEHHbBIE YPOBHU
TpaHcaMUHa3 B CbIBOpOTKe. ClieqyeT OTMETUTh, UYTO CTETEHb
MOBBILIEHUS] U CKOPOCTb CHXKEHUSI TpaHCAMUHA3 He 00Jaja-
10T TIPOTHOCTUYECKOI IIEHHOCThIO. Y MalUMEeHTOB, BbI3IOPO-
BEBILIMX CAMOCTOSITENILHO, MEXKIYHAPOIHOE HOPMATM30BAHHOE
otHomeHre (MHO), OunupyOrH 1 TpaHCAaMUHA3BI CHIBOPOTKI
MOCTENEHHO CHMXAJMUCh; B TO € BPeMsl CTOMKOE TOBBIILIEHUE
ypoBHeii omninpyouHa 1 MHO, HecMOTpst Ha CHMKEHME aK-
TUBHOCTH TPaHCaMWHa3 B CHIBOPOTKE, yKa3bIBa€T HA MaCCUB-
HBII HEKPO3 TenaTolMrTOB U acCOLMUPYETCsl ¢ HeOIaronpusT-
HBIM [TPOTHO30M.

Puck pa3BUTHSI IEUEHOYHOM HEJOCTATOYHOCTH ITPU OCTPOM
BupycHoM remarute A (BTA) cocrasiser 0,1-0,4%. Bonee Bbi-
cokomy pucky OITH moaBepkeHbI MallMEHTHI, Y KOTOPBHIX MH-
(uupoBanue HAV npousolnuio Ha poHe XpOHUUECKOI MaTo-
Joruu nedyeHu. OyeHb BbICOKAsl JIETaTbHOCTh HaOMI01AIACD
B UTAJbIHCKOM HCCJIeIOBAHUU, B KOTOPOM ydacTBoBaau 17
neteit ¢ xponunueckuM renaturom C (BI'C) u cynepunbekiiu-
eit HAV; u3 7 nauueHToB, y KoTopbix pa3suiack OTTH, BbiKuI
ToJbKO onuH. JInarHo3 octporo BI'A ycraHaBiuBaeTcst myTeM
onpeaenenus antu-HAV IgM B ceiBopotke. B 95% ciyuaes
antu-HAV IgM npucyTcTBYIOT B MOMEHT MOCTYILICHUS,
B OCTaJIbHBIX 5% cCiTy4acB OOHAPYXWBAIOTCS TIPH ITOBTOPHOM
uccinenoannu. Yacrora OITH BciencTBue BUpYCHOTO rema-
tuta B (BI'B) cocraBnsier 1-4%. IleyeHouHast HemocTaTou-
HOCTb MOXET MpPOSIBJASATHCS MPU OCTPON MHOEKUUU; peakTh-
Bauu xpoHunueckoit HBV-uHbexnm y nainueHToB co CHU-
KEHHBIM UMMYHUTETOM; CyMep- WM KOMH(EKIUU BUPYCOM
rematura neibra; cepokonBepcuu HBeAg — antu-HBe. Oco-
OyI0 IpYIIy MpeacTaBisioT AeTh aHTu-HBe-nogoxuTenbHbIxX

Matepeit, y kotopsix OTTH MoxeT pa3BuBaThcs B BO3pacTe OT
3 Hen no 3 mec.

Puck paszsutust OITH npu BI'C TeopeTnuecku cyuecTByer,
OJTHAKO B KPYITHOM HUCCJIEOBAaHUM C y4acTHeM JeTell ¢ TIoCT-
tpaHchy3nonHort HCV-undexuueir OITH He Habmonanace.

Bupychniii renatut E (BI'E), nepenatommuiicsi, kak u BIA,
¢ BOJOIA, siBsieTcsl noka3aHHoi npuunHoit OITH u mmpoko
pacripoctpaHeH Ha MHIuiicKoM CyOKOHTUHEHTe U B AdpuKe.
Puck passutug OITH y B3pocibix MyxuuH coctasiser 0,6-
2,8%, onHaKo y 0epeMEHHbIX 3HAUUTENLHO BhIIIE, 0COOEHHO B
1T Tpumectpe (etanbHOCTb 25%). Cuntaetcs, uto HBV-uH-
ek ABIsIeTCST 3TMONOTMYECKUM (hakTOopoM B 8% ciydaeB
CepOHEeTaTUBHBIX TenaTuToB. CieayeT TOMHUTD, YTO B aHAMHE-
3¢ OOJIbHBIX HE BCEr/a MPUCYTCTBYET MOE3/KA B SHAEMUYECKIE
cTpaHbl. B MccienoBaHuu, MpoOBEGHHOM B CEBEPHOM 4acTu
Wunuu, y 7/44 npereit ¢ OIIH 6bu1 uzonupoBanHbiii BIE,
y 16/44 — cmemrannasg HEV- u HAV-undekius. Iuarnos BI'E
yCTaHABAMBAIOT Mo Hajuuuio aHTuTea K HEV B cbiBopoTKe.

Hecmotpst Ha To uTo Bupyc renatuta G (aaBuBupyc) ooHa-
pyxuBaetcst y nauueHToB ¢ OITH HewsBecTHOI 3THOJIOTHH,
OH, BeposITHO, He sBisgercs npuuuHoit OITH. D10 e oTHO-
cutcst u K TTV — TpaHchy3MOHHO-TPAaHCMUCCUBHOMY BUPYCY,
KOTOpBII ObIT 0OHapyXeH B 1997 T. B CHIBOPOTKE OOJIBHBIX
¢ NANB- («uu A, au B») renaturom. [loka He moka3aHo, 4TO
TTV moxer Boi3biBaTh OITH.

CepoHeraTuBHblil («He A-E») rematut siBisieTcsi Haubosiee
yactoit npuuuHoit OTTH B crpaHax 3amana. B Hamiem uccneno-
Banuu 13 100 crygaeB OITH 45 ObLy BeI3BaHBI 3TUM 3a00J1€Ba-
HueM [2]. B amepukanckom ucciaenoBanuu (. Yukaro) y 26 uz 42
nereii ¢ OITH Gbu1 cepoHeraTHBHBIN TeraTuT. JInarHo3 yctaHaB-
JIMBAETCS MoCIie MCKimoueHust apyrux npuand OITH ¢ momoribio
COOTBETCTBYIOIINX JTAOOPATOPHBIX U KIMHUYECKUX MCCIIeNI0Ba-
Huil. CepoHeraTuBHbIIA TeMaTUT XapaKTepu3yeTcsl CKIOHHOCTHIO
K Pa3BUTHIO TSDKEJIOTO TeraTuTa, BICOKOI JIeTaIbHOCThIO (HU3-
KOI BEpPOSTHOCTBIO CITOHTAHHOIN peMHCCHU) Oe3 TpaHCILTaHTa-
LIMM TIEYEHM W acCOoIMalMell ¢ HeIOCTaTOYHOCTbIO KOCTHOTO
Mosra (1o 10% GonpHBIX). [TocaenHssT MOXKET pa3BUThCS Aake
Yyepe3 HeCKOJIBKO HeJlesIb Iocsie nospiaeHns cummntomon OITH.

Bupyc nipoctoro reprieca (HSV), uuromeranosupyc (CMV),
Bupyc OnureliHa-bapp (EBV), Bupyc BerpsiHoii ocmibl (VZV)
U Apyrue mpeactaButeau cemeiictBa Herpesviridae moryr
BBI3bIBATh TSIKEJIbI HEKPO3 TIEYCHU, 0COOEHHO y MallMeHTOB
CO CHIDKEHHBIM MMMYHHUTETOM M y HoBopoxaeHHBIX. OITH,
BhI3BaHHBIE HSV-uHdexkiueii B HeoHaTalbHOM IMepuUOIE,
COIPOBOXIAETCSI OUEHb BBICOKOI JIETAILHOCTBIO. DTO COCTOSI-
HME CJIe/lyeT Moj03peBarh Y O0JIbHBIX HOBOPOXKICHHBIX C Be-
3MKYJSIPHOM CBHITIBIO MJIM 0e3 Hee, Y KOTOPBIX HaOJIomaeTcst
KOAryJomnarust ¥ 3HaYMTEIbHO MOBbBIILIEHBI YPOBHU TpaHCAMU-
Ha3; IMarHo3 MOoMOralT YCTaHOBUTh Hanuuue HSV-uHpek-
1MUY B aHAMHE3€e Y MaTepy 1/WJIN TOJIOKUTEIbHAST CEPOJIOTHSI.
JInarHo3 Takke MOXHO YCTaHOBMTh Ha OCHOBAHMHU DPE3YJlb-
TaTOB BUPYCOJOTUYECKOTO HCCIeN0BaHUS (MMMYHOMIYO-
pecuenuuu, [TIIP) comepkrmoro Be3uKyiI.

ITapBoBupyc B19 y meTeif MoXeT BBI3BIBATD TSIKEJIBIN Tella-
TUT U, PEAKO, HEMOCTATOYHOCTh KOCTHOTO Mo3ra. EcTh co00-
menust o passutuu OITH y nereii, B OOJBIIMHCTBE Clly4yaeB
Y HOBOPOXICHHBIX, MHOUIIMPOBAHHBIX 3X0BUpYycoM (tur 20)
n BupycoM Koxkcaku.

HeBupycHble nHbeKIIMM, XOTI U PEAKO, HO MOTYT yJacT-
BoBatb B naroreHeze OITH y nereit. Xopolio u3yuyeHHOIi sB-
JigeTcsl ocTpast MUCHYHKIUS TIeYeHW TIPU TSKEJIOM Cercuce.
[lo manabM pasubix aBTOpoB, ¢ OIIH accommmpoBamich
OakTepuaabHble MH(MEKINHU, O0COOEHHO IpaMOTpUIIaTeIbHBIC
(Salmonella, Shigella, E. coli, Pseudomonas), MuauapHbIit
TybepKynes, Opyuemie3 u Ky-nmuxopanka. Kpome Toro, Tsixe-
seiii rerraTuT 1 OTTH MoryT pa3BuBaThCS TIPU CITUPOXETO3aX,
B YACTHOCTH TPU JIETITOCTIMPO3e; B KIMHUYECKOM KapTHHE Ta-
KUX OOJbHBIX MPeo0aaaloT BbICOKAsI JTUXOpaaKa U ToveyHast
HEeIOCTaTOYHOCTh. B 3HIEMUYECKMX perMoHax cooOIIanoch
o pazsutuu OITH mocie manspuu Plasmodium falciparum.
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JuchyHKIMS TTeYyeHn MU CeTricuce pa3BUBaeTCsl BCJASACTBHE
CHIDKEHUSI TIeYeHOUHOM Mepdy31un, TUITOKCUY 1 JTAKTaTalluI0-
3a. [IponyKThl 6aKkTepualbHOM CTEHKHU (9HIOTOKCUHBI U JIUIIO-
TeiixoeBast kuciora) U nutokuHbl (TNF, mHTepneiikuH-10,
MHTEP(EPOHDbI) MHAYLIMPYIOT BEIPAOOTKY OKCH/IA a30Ta, U30bI-
TOK KOTOPOTO TOKCUYEH JIJIsSI TeNaTOLUTOB.

AeKapcTBeHHble npernapaTbl U TOKCUHbI

JlexapcTBeHHBIE TIpenapaThl 1 TOKCUHBI OTHOCSITCSI K XOPO-
110 M3YYEeHHBIM TMPUYMHAM TMEeUYeHOYHON HETOCTATOYHOCTU
y neteil. B mienom ¢akropamu pricka ieKapCTBEHHOMHIYIIMPO-
BaHHOIi reMaTOTOKCUYHOCTH SIBJISIIOTCS BO3PACT (paHHUIA 1eT-
CKMIf M TOAPOCTKOBBIN), HapylIeHHas MovYevYHas (PYHKIMS,
OMHOBPEMEHHOE BO3NIEHCTBIE JPYIHX TeNMaTOTOKCUYHBIX Be-
IIECTB, JJEKaPCTBEHHBIE B3AMMOJIEHCTBUS M XPOHUYECKHE 3200~
JeBaHus TeyeHU. JIeKapCTBEHHOMHAYLIMPOBAHHASI TenaTo-
TOKCMYHOCTb MOXKET TPOSIBISITHCSI B BUIE T0303aBUCHMOTO
OTBeTa, MIMOCUHKPA3UIECKOW WM CUHEPTUYECKOM PeaKIIni.

Puck pazBurus OITH BcieacTBue MAMOCMHKpPa3uU Bapbu-
pyet ot 0,001% mtst HIIBIT no 1% mwist KoMOMHAIIMK M30HWA-
3un + pudamnuiuH. JlekapcTBeHHast TOKCMYHOCTh MOKET BbI-
3bIBATH PA3IMUHYIO KapTUHY TIOpaXkeHus TiedeHu. Yaire Bcero
pa3BUBaeTCs renaTut (rernaTole/UTIOISpHbIA Hekpo3) — 90%
clly4yaeB, pexe — CUHAPOM XoJsiecTaza (OMJIMapHbI HEKpPO3),
CMelllaHHOe MopaxkeHue (TenaTUTHOE U XOJIECTaTUUECKOe) WITN
ctearo3. M3BecTHO, YTO TIOC/Ie Ha3HAUYEHUsS BajblIpoaTa HaT-
pusi MOTYT MaHM(ECTUPOBaTh paHee OeCCUMIITOMHbIE MMTO-
XOHIpUAIbHBIC LIUTOMIATUM, TIO3TOMY TIepe/] TeM Kak CBS3bIBaTh
MOBPEXJICHNE TIEYeHU C MPUEMOM BasibIipoara, HEOOXOIMMO
MPOBECTU BCECTOPOHHEE OOCIeNOBaHUE I MCKIIOYSHUS
MUTOXOHIPUATBHBIX IIUTONATUIA. AHTUPETPOBUPYCHBIE MTpera-
patbl, 3KCTa3u W mapaueramos MoryT Bei3biBaTh OITH ¢ pas-
JIMYHBIM KIMHWUYECKMM CHHIPOMOM — OT OECCHMITOMHOTIO
M3MEHEeHMSI TIeYeHOUHBIX (DYHKIIMOHATBHBIX MPOO/TIOI0CTPOI
MEeYEHOYHOI HETOCTaTOYHOCTH 0 OBICTPO MPOrpeccCupyoleit
OITH c neTanbHBIM UCXOJOM.

VY 310poBbIX JiKI TMapaieramon (atetaMuHo(eH) Tpu uc-
MOJIb30BAaHWM B TepaneBTUUYECKUX 03aX BBICTyMaeT 0e3-
OMAaCHBIM TIpenapaToM, B TO e BpeMsl SIBISISICh BEIECTBOM
€ 10303aBUCUMOI TeMaTOTOKCUYHOCThI0. HeKpo3 remnaTouToB
BBI3BIBAETCS HaKOTUIeHMeM N-aleTuia-mapabeH30XUHOHUMU-
Ha — TOKCMYHOTO TIPOMEXYTOYHOTO COSIMHEHUS MapaleTaMmo-
na. [Tpu unaykuuu dhepmeHToB nuToxpoma P450 nox neicteu-
€M aJIKOTOJISI UJIM HEKOTOPBIX MpernapaTtoB, B YaCTHOCTU TIPO-
TUBOSIMIENITUYECKUX, TPOUCXOIUT MCTOIIEHUE 3aIIacoB TITy-
TaTMOHA B MeYeHu. B pesynsrarte naxe TepaneBTUYECKUE TO3bI
rapaieTamosia MOTYT MPUBOJIUTh K aKKyMYJsiuu N-aleThi-
MmapabeH30XMHOHMMUHA, BhI3biBalomiero OIMTH. Henmpenname-
peHHOe HazHaueHue 0oJiee BBICOKMX 103 MapalieTaMojia TakKe
moxeT npuBoauth K OITH y mereit; B Takux ciydasx HeoOxo-
JUMO TIOJYYUTh NETaJbHbI aHaMHE3 OTHOCUTEIbHO MpuemMa
npenapata. B 1995 1. ObI10 OITyONIMKOBAHO MCCIIEIOBAHMUE,
B KotopoM Habmonanu aereit ¢ OITH HeycraHOBIeHHOI 3THO-
JIOTUH, COMPOBOXKIABIIEHCS MUHUMAIbLHON XenTyXoi. Y Bcex
MaluyeHTOB B aHaMHe3¢e ObLT MpYeM TapalieTaMojia B TeparneB-
TUYECKUX H03ax. Beokuimm 50% peTeit; TUCTOMATONOTMYECKOe
HCCIe0OBaHKe TIOKA3aIo LEHTPUIOOYIAPHBIN HEKPO3 pas3iny-
HOM CTENEHU — XapaKTEPHbIX NMPU3HAK TOKCUYHOCTH Tapalie-
TaMoJIa, YTO YKa3bIBaeT Ha IOTEHIIMAJIbHYI0 CIIOCOOHOCTh
rpernapara Jaxe B T€PaNeBTUUECKUX 03aX OBITh 3a1eiiCTBO-
BaHHBIM B matoreHe3e OIIH. YpoBHu mapaneTamona B ChIBO-
pOTKe, orpenensieMble yepe3 4 4 rmocje nmpuema, mojae3Hbl s
WAEHTU(OUKAIIMY TTAlLIMEHTOB BBICOKOTO pUCKa, HO HeMHMOp-
MaTUBHBI Yy OOJIbHBIX, Y KOTOPBIX TOKCUYHOCTb BbI3BaHa
JUTUTENILHBIM TTPUEMOM TIperiapaTa.

OtpagneHue 6eqHOI noraHkoi, npuBoasiee K OITH, yac-
T0 BcTpevaercs B EBporre, Ha 3amagHom mobepexbe CLIA u
B lOxnoit Appuxe. [Tk 3a0omeBaeMOCT! IpUIIagaeT Ha OCEH-
Hue Mecsubl. TokcuH OefIHON MOTaHKU — O-aMAHUTUH —
SIBJISIETCSI TEPMOCTAOMJIbHBIM, HE pa3pylIaloluMcs B MPOLeC-
ce MpUroToBaeHUS nMuiy. [1epBblii CUMIITOM OTpaBJIeHHUsI, KaK

IIpomokenne Ha ctp. 70.
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IIponomkenue. Havyano Ha ctp. 69.

MpaBMJIO, — TsDKeJast Auapest ¢ pPBOTOM Witk 6e3, KoTopast Hauu-
HaeTcsl TIPMMEPHO 4Yepe3 5 U (MM TMO3XKe) IMocje yrnoTped-
JICHMSI; 3aTeM, OOBIYHO Yepe3 3-4 JHs, pa3BUBaeTCS MeueHOd-
Hasl HeIOCTaTOYHOCTh. K rematoTOKCMHAM TaKKe OTHOCSITCS
TETPAXJIOPMCTHIN YIJIepo, hUTOMpPEnapaThl U O.-TOKCUHBI.

AyTOMMMYHHbIN renaTuT

AyrouMmyHHBIH Termatut (AWI) MmoxeTr MmaHugecTupoBaTh
kak OITH; OOJBIIMHCTBO TaKMX IMAalMEHTOB IMOJOXUTEIbHbI
o antu-LKM (aHTUTEIaM K MUKpPOCOMaM MEeYeHU U TTOYEK).
JlnarHocTKa MOXET OBITh 3aTpyJAHEHa, TOCKOJbKY B psie
CJIyyaeB T'yMOpaJIbHbIA UMMYHHBIN OTBET BHAUajIe MOXET OT-
CYTCTBOBaTh. 10 HEKOTOPHIM JaHHBIM, TeparneBTUUECKUIA
addexT mocTUraics IpW KCIOJIb30BaHWM CTEPOUIOB, a3a-
TUONpPHUHA U LMKJIOCIOpuHa. TeM He MeHee COOCTBEHHbIN
KJIMHUYECKUI OIBIT MOKa3biBaeT, uro aetu ¢ AWUI, mocTtymna-
tome ¢ OIMH u sHuedanonarueii, He OTBEYAlOT Ha Jit0ObIE
(bopMbI UMMYHOCYTIPECCHU 1 HYXIAIOTCSI B YPIeHTHOI mepe-
cajike MevYeHu.

Metaboanyeckune 3aboreBaHus

[Tpu muddepentmanbHoii nuarHoctuke OITH y nereit, oco-
OEHHO y HOBOPOXIEHHBIX, 0CO00€ BHMUMAaHUE TOJKHO OBITH
yIeNeHO UCKITIOYEHUIO HACIeICTBEHHBIX HapyLIeHU MeTabo-
mu3ma. HecMoTps Ha To YTO BCe MALMEHThI C TAKMMU Hapylie-
Husmu eme 10 MaHudecraruun OITH umetor Toit wiaM wHOM
CTETICHM TIOBPEXIeHUE TIeYeHH, SIBHBIC TTPU3HAKM XPOHUYEC-
KOl 0O0JIe3HM IeYeHH, KaK IPaBUIO, OTCYTCTBYIOT. Bricokas
HACTOPOXXEHHOCTh Bpaya SIBISIETCS] COBEPILIEHHO HEOOXOAU-
MOIif, TaK KakK paHHee BMEIATeJbCTBO (KOPPEKLMs JUETHI,
cnenurduueckas Teparnusi) MOXET CIMAcTH XWU3Hb PeOEHKY.
lanakrozeMuss OOBIYHO COMPOBOXIAETCS TUIIOTIMKEMUEH U
rpaMoTpulaTebHON cenTuiieMueii. [ToaHoe ucKIoueHue ra-
JIAKTO3bl (M3 pallMoHa M B BUJIE JIEKAPCTBEHHBIX TPENapaToB)
0OBIYHO OBICTPO TIPUBOAUT K BBI3AOPOBJICHUIO, OMHAKO B He-
KOTOPBIX CITy4asiX MPOUCXOMUT MPOTPECCUPOBAHUE TO Teye-
HOYHOM HEIOCTATOYHOCTU. TUPO3UHEMUS TIPOSIBISIETCS TSIXKE-
JIOiA Koaryyonarueit, IETKO XeaTyxoi u paxutom. TUITUYHbIC
CUMIITOMBI HACJeICTBEHHO! HEMepeHOCUMOCTH (DPYKTO3BI
BKJIIOYAIOT aHOPEKCHIO, PBOTY, TMITOTIIMKEMUIO, TeraToMera-
JIMI0; B aHaMHe3e MPUCYTCTBYeT ymoTpebieHue (pyKTO3bl
B BUJe GPYKTOB, caxapa UK Meaa.

Heonaranbhbiii remoxpomato3 (HI) — napymenune oomeHa
XeJe3a ¢ aHTeHaTaTbHBIM HayaJloM, IPU KOTOPOM TPOUCXO-
JUT N30BITOYHOE HAKOIJIGHUE 3TOTO 3JIEMEHTa BHE PETUKYJIO-
SHAOTeNMaNbHON cuctembl. [ledyeHOYHAs HETOCTATOUHOCTD
OOBIYHO TIPOSIBIISICTCS B TIEPBBIE THU XXKU3HM, OMHAKO B 0OJb-
HIMHCTBE CAy4yaeB yxe MPU POXAECHUU MOXKHO TMarHOCTUPO-
BaTh OOJIe3Hb TeUeHU. B KayecTBe MOTEHUMANbHBIX TPUUMH
3TOTO 3a00JIEBaHUS PAacCMATPUBAIOTCS BUPYCHBIE WH(MEKIINN
MaTepu BO BpeMsl OepeMeHHOCTH U MeTabOoJIMUeCKre Hapylie-
Hug miona. [Tomo3peBaeTcsl HATMUME TeHETUYECKO OCHOBBI
HI, HO Ha ceromHs OTCYTCTBYIOT MCCIIEIOBaHMUsI, KOTOPbIE ObI
obamand TMPOTHOCTUYECKOM IIEHHOCThIO Y OepeMeHHBIX
TPVl pPUCKA.

B uccnenoBanuu no uzydenuto nytu rnepenaun HI™ (40 HoBo-
POXIEHHBIX U3 27 ceMeii) B 4 ceMbsiX OblIa YCTAHOBJICHA YeTKast
accouuanys MaTepuHcKoi nHdekimu ¢ HIL B 1 cembe HaOmO-
Janach repeaaya aHTMHYKJIeapHOro (hakTopa v aHTUTEN K puodo-
HYKJICOTIPOTEHHY OT MaTepu K pebeHky ¢ HI' u B 2 cempbsx —
BO3MOXKHOE HAcJe0BaHME 1O MaTepPUHCKOMN JMHUU (3a00Jie-
BaHUE MPOSIBIIIOCH Y TIOTYCHOCOB 1O MaTepH). TeM He MeHee
aHau3 npospieHuss HI' B Goblioii rpymme ceMeli yKa3blBaeT
Ha To, 4TO 3aboJjieBaHUe, HauboJee BEPOSTHO, HACIEIYeTCs
KaK ayTOCOMHO-PEIeCCUBHBIN NTpU3HaK. B 3Ty rpynmy Bouuiu
14 cemeii ¢ OOJLHBIMU U 300POBBIMU AETHMU U 1 CEMbsI, B KO-
TOPOI y 3M0POBBIX POAUTENEH, SBISIOMINXCS POACTBEHHUKA-
MU, POJIMIIMCH YeThIpe OOJbHBIX peOeHKA.

VY cubcoB HI' MoxeT BO3HMKATh CIIOPaAMYECKU WU pe-
KYPPEeHTHO 0e3 BUIMMBIX TPUUMH. 3a00IeBaHKe CISIYeT M0~
J03peBaTh BO BCEX CIyyasX MEUYeHOYHON HEemOoCTaTOUHOCTH
Y HOBOPOXIeHHBIX. [TOBBIIIICHHBIT ()epPUTUH SIBISIETCS UYB-
CTBUTEJBHBIM, HO HeCTIELIM(MUIHBIM MapKepoM, TaK KaK ero
MOBBILIIEHUE, KaK MMPaBUIIO, COMTPOBOXIAET BCe 3a00eBaHMUS
HOBOPOXIECHHBIX. M3 pe3ynbTaToB J1a00paTOPHBIX TECTOB
JIMArHOCTUYECKYI0 LIEHHOCTh MMEET MOBBIIIIEHHOE HAaChIIIIe-
HUe TpaHCcheppruHa ¢ OTHOCUTEBHOM TUITOTpaHCheppuHe-
Mueil. [IpoBeneHue MarHUTHO-pPE30HAHCHOI ToMorpaduu
MeYeH! U TMOMXKETY0YHOM XKeae3bl ¢ 1eblo 0OHAPYXEeHUSs
keJsie3a 00bIYHO HeuHMopMaTUBHO. LIeHHbIM 11MarHocThYeC-
KUM MHCTPYMEHTOM SIBJISICTCS TTYHKIIMOHHAST OMOTICUS CJTU-
31CTOI 000J0UYKH IIEKHU; OOHAPYXKEHUS Xejae3a B CIIOHHBIX
KeJie3ax CIM3UCTOM IIEeKU JOCTATOYHO AJSl YCTaHOBJIEHUS
nurarHo3a HIL YroObl yBeIMYMTL BEpPOSITHOCTH HATUYUS
CIIIOHHBIX XeJe3 B OuomTaTe, PEKOMEHIYeTCsS MCCIenoBaTh
3aMOPOXEHHBIE Cpe3bl. B OOMbIIMHCTBE CilyyaeB OMOICHUS
CJIIOHHBIX XeJie3 sIBJseTcsl 0e30MacHoil mpolenypoil npu
YCJIOBUM KOPPEKIIMU KOAryJonaThy MmyTeM Ha3HaueHUs Tpe-
MapaToB KPOBH.

Bonesnb BumbcoHa — ayrocOMHO-peliecCMBHOE 3a00s1eBa-
HMe, y cTapuiux aeTeir MoxeT mposBisaTeest OITH. Octpoe Ha-
pyuieHre GyHKIIMU MeYeHU TPY 3TOI MaToJOTMU XapaKTepu-
3yeTcsl MEeYEeHOUHOU HEI0CTaTOYHOCThIO, TeMOJIUTUYECKOMN
aHeMMel ¢ OTpUIaTeIbHOM TTpoboit KymMOca 1 HU3KMMHU ypOB-
HsIMU IenouHoit pocdarassl. OOHapyxkeHue Konel Kaiizepa-
Oreitiepa y mauuenta ¢ OITH sBasieTcs 10CTATOYHBIM TSI
YCTAHOBJIEHUS AUarHo3a. LlepyaomiazMuH CbIBOPOTKH OObIY-
HO (HO He 00s3aTeIbHO) HU3KUIT; KOHIIEHTpAIUs CBOOOTHOIM
MeI B CHIBOPOTKE MOXKET ObITh MOBBIIIEHHON WM HOPMaJlb-
Hoii. OTHOIIEHUe YPOBHS 1LeJ0YHOI (ocdaTasbl K YpOBHIO
obmero ommpyourHa >2,0 peIoXeHo KCTI0Ib30BaTh KaK I10-
KazaTelb, IMO3BOJIAOIINI auddepeHIIpoBaTh 00J1e3Hb Brib-
coHa ot apyrux npuuuH OITH.

HenaBHo OblL1a MpoOIEMOHCTPUPOBaHA POJIb HApYyLIEHUA
MUTOXOHIPUATBHON JAbIXaTeabHOM 11eru B atnojorun OITH.
BDta Tpymnmna npeacTaBieHa NIMPOKUM CIIEKTPOM 3a00JIeBaHU,
BKJItoYast cuHapoM ITupcoHa, CHHAPOM MCTOIIEHUSI MUTOXOH -
npuanbHoit JHK, nedexr simeproit IHK, 6one3Hp Anbriepa u
KUIIEYHYIO TICEBIOOOCTPYKIIMIO C TOpaXeHWeM TIeUeHH.
[lepBbIMU CUMIITOMaMU MOTYT OBITH TMIIOTJIMKEMHS, PBOTa,
KOaryjomnarusi, aluao3, MoBblllleHMe KOHIEHTpAIlMK JaKTaTa
C HEBPOJIOTMYECKUMU HapyllleHUsIM Win 6e3 Hux. B monbsy
9THX 3a00JIeBAaHMIA CBUICTEILCTBYIOT HAJTMUWE THTIEpIaKTaTe-
MHUM y MaTepyu M CMepTh cMOCOB B aHamHe3se. [lmarHoctuka
OCHOBaHA Ha KOJIMYECTBEHHOU OlLeHKE (HDEPMEHTHBIX KOMII-
JIEKCOB JIBIXaTeJIbHOM LIETH B TIOPAKEHHBIX TKAHSX (MBbILIIAX,
nmeuyeHu, ¢udpobdmactax Koxwu). CoolbImamoch O ciaydasx
M30JIMPOBAHHOTO TOPaXeHMs TeYeHU C YCTENIHON TpaHC-
TUIaHTaluMel, oMHaKO HeOObILAs UIUTEIbHOCTh HAOTIOAECHUS
32 TaKUMU OOJIbHBIMM HE TTO3BOJISIET UCKJIIOUUTH Pa3BUTHS
y HUX HEBPOJOTUUECKUX HAPYIIEHW B OYIyLIeM.

HapymieHust okucaeHus1 XUPHBIX KUCIOT U BPOXKIEHHBIE
nedeKTbl CMHTe3a XEeNYHbIX KHUCIOT, B YaCTHOCTH Ne(PULIUT
depmeHTa A4-3-oKcocTepoun-SB-penyKTasbl, WHOTIA MOTYT
npossisaTbesa OITH.

CocyAMcTble/MLIeMUYecK1e pacCTpoiCcTBa

JIroboe cocrosiHue, BBI3bIBAIOIIECE HApYIIEHWE BEHO3HOTO
OTTOKA M3 IeYeHH, HampuMep cuHapoM bamna-Kwuapu, o6mu-
TePUPYIOLINK 3HA0(IECOUT MeYeHOUHBIX BeH (Oone3Hp Kua-
pH), KapAMOMMOTIATUU U OCTpast cepieuHast HeOCTaATOUHOCTb,
MOTYT comnpoBoxaarbes passutuem OITH. s mckmodeHus
KapauadbHBIX TIPUYUH HEOOXOMMMO BCECTOPOHHEE Kapamo-
BacKyJSIpHOE 00ClefoBaHUe, BKIIOYasl 3XOKapauorpacduio.
XapaktepHbiMu cumntomamu OITH npu aaHHO# aTHONOrMU
SIBJISTIOTCSI MsITKasl TeraToMeranus (Me4eHb MsrKast Tpy Tajib-
MMaLKK) U aClUT.

3A0Ka4ecTBeHHble HOBOOOpPa30BaHMS

Tepmun «remodaronuTapHbiii TuMmdoructuornutosd» (IJIT)
OXBATBIBAET CIMEKTP BPOXKICHHBIX M MPUOOPETEHHBIX COCTOSI-
HUIA C HApYUIEHHOM MMMYHHOW DPETryjslMeil, KOTOpble MOMA-
paszzeNgIoTcs Ha Be OOJIbILINE TPYIIIbI, UMEIoLIMe 00II1e KIIU-
HMYECKUE M TaTOOMOJOrMYeCKHue OCOOCHHOCTH: CEMEMHBIN
(mepBuunslit) [JIT u Bropuunsii IJII. Cemeiinsbnii [JII — da-
TaJIbHOE BPOXJEHHOE 3a00JieBaHME, MPOSIBISIOLIEecs Mpe-
MMYLIECTBEHHO B MJIaIEHYECKOM U PAHHEM JETCKOM BO3pacTe,
B TO Bpemsl KaK BropuuHblii [JII" MoxeT pa3BuBarbcs B 11000M
BO3pacTe ¥ CIIOHTaHHO perpeccupoBath. B [lIBeruu 3adonesa-
eMocTh ceMelinbiM [JII' y nmeteit cocrammsier 1,2 ciayyas Ha
1 MuH HacesneHus B rof, uau 1 ciayuait Ha 50 Teic. ponoB. Kiu-
HMYecKash KapTUHA BKIIIOYAET JIMXOPAKY, TernaTocTyieHOMera-
JIMIO ¥ naHuuToneHuto. s 3a0oeBaHus XapaKTepHbl CHU-
JKE€HHasi aKTUBHOCTb LMUTOTOKCUYECKUX T-TuM@OLUTOB U
NK-kj1eTok (MpUpOIHBIX KWLIEPOB), a Takxke audy3Hoe
HakorieHne T-1uMdouuToB U MakpodaroB, HEKOTOpbie U3
HUX MOTYT BOBJIEKaThcsl B Temodarouutos. buoxumuuecku
IJIT xapakTepusyeTcst BBICOKUM YPOBHEM TPUTIULEPUIOB ChI-
BOPOTKM M HM3KMM YpOBHeM (uOpuHOreHa. Y MalMeHTOB
¢ [JIT BeIpaskeHHOCTh KPOBOTEUEHUI U3 MECT BEHETyHKIIUH,
Kak TMpaBUJIO, HE COOTBETCTBYET MMEIOIIMMCS HapYyILIEHUSIM
KOaryJisiuu.

PaznuyHble (OpPMBI TEMATOJOIMYECKUX 310KaYeCTBEHHBIX
3a0omeBaHnil (JIEMIKO3BI, JTUMGOMBI) MOTYT IIPOSIBIISITHCS
OIIH. ¥ takux mainueHTOB HaOJII0OAal0TCs BBICOKAs JIMXOPaI-
Ka, TeIaToCIieHOMeTaIns, BbIicoKast akTuBHOCTh LMD u JIT,
MaTOJIOTMYECKUIT Ma3oK mepudepudeckoit kpou. OKoHYa-
TEJIbHBIN TMArHO3 TIO3BOJISIET YCTAHOBUTD UCCIIEIOBAHUE KOCT-
HOTo MO3ra.

Npozho3

[MporHo3 OITH 3HauMTebHO BapbUpPYyeT B 3aBUCUMOCTH OT
BBI3BABIIIEH e¢ TaTONOTUH. JIydIuM TIpeTMKTOPOM BBIKUBAE-
MOCTH SIBJIsSIeTCs MpoTpoMOMHOBoe BpeMs. Bhaduri u Mieli-
Vergani mokasanu, uyro makcumanbHoe MHO, mocturayroe
B mepuon 3abojieBaHUs, OBIJI0O HamOOjee UYYBCTBUTEIHHBIM
MIPEIUKTOPOM Mcxoaa: BKMM 74% manmentoB ¢ MHO <4,0
1 16,6% 6oabHbIx ¢ MHO >4,0. B KayecTBe MPOrHOCTHYECKO-
ro Mapkepa Takxe MCIOJb3yeTCsl KOHIIeHTpalusl ¢akTtopa V,

0COOCHHO y TallMeHTOB ¢ OJHuedanonaTueil (KpuTepuu
Clichy). Y nmeteit koHueHTpauust daktopa V <25% ot HOp-
MaJIbHbIX 3HAUEHWI accOlMUpYeTCsl C HeOJaronpusTHbIM
nporHo3oM; Bo MpaHIUU 3TOT KPUTEPU MCTIONB3YeTCs UIS
0TOOpa KAaHAMIATOB HAa TPAHCIUIAHTALIMIO TIEYSHHU.

TpynHocTH B poBefeHnM 6uorncuu neyeHu y nereii ¢ OIMMH
OrpaHMYMBAIOT €€ 3HAaYeHHE KaK MPOTHOCTUYECKOTO TecTa.
buornicus neyenu npu OITH npakTuyecku He BIUsIET HA Belle-
HUE TalMeHTa U B OOJIBIIMHCTBE CIy4aeB MPOTUBOIOKA3aHa
M3-3a HaMMuMsl Koaryjornatuu. Ecniy Ouomncust mpru3HaHa He-
00XOIMMO, OHA MOJKHA OBbITh BBITTOJTHEHA Yepe3 TPaHCIoTY-
JISIpHBII KocTym. B OuonTare, B3TOM 13 30HBI ITOJTHOTO pa3py-
LIeHUs, OyaeT 0OHaPYKMBATLCSI OUEHb MaJIO XKM3HECITOCOOHBIX
rernaTolMTOB, YTO MOXHO OIIMOOYHO PacUEeHUTh Kak Ipor-
HOCTUYECKM HeOIaronpusITHbIM pu3HaK. C Apyroii CTOPOHBI,
OMoNTAT pereHepaToOpHOro y3/ia MOXET HEMPaBUIbLHO YKa3aTh
Ha XOpOIIUIA MPOTHO3.

®DynpMUHAHTHAS 60J1e3Hb BuibcoHa siBIsieTcsl (haTanbHOM B
100% cnyuaeB; mepecaaka MeYeHW — eIWHCTBEHHBIA METOII,
MO3BOJISIIONINI COXPAHWUTh XKWU3Hb TMAIMEHTY, HO pelleHue
0 BHeceHUH pedeHKa ¢ 6oe3Hb0 BubcoHa 6e3 aHiledanomna-
TUU B OYepellb Ha TPAHCIIAHTALIMIO TPUHUMAETCSI OYEHb TSI-
Kelo. B cOOCTBEHHOI TpakTHKe MBI YCIIEIIHO WCITOJIb3yeM
MPOTHOCTUYECKYIO IIKAaTy, TO3BOJSIONIYI0 UIEHTUDUIIMPO-
BaTh MAIIMEHTOB C BBICOKMM PUCKOM CMEPTH O3 TpaHCIIaHTa-
uuu niedenu [3]. Ona Bkimovaet ounupyor, MHO, ACT, neii-
KOLIMTHI U aTb0yMUH IIpy mocTyIuieHun. OueHka 11 6amioB u
Bbille ¢ 93% 4YyBCTBUTEIBHOCTBIO M 96% crielindUIHOCTHIO
yKa3bIBaeT Ha BBICOKUIA pUCK cMePTHU. BbIKMBaeMOCTb 3aBUCUT
OT CITOCOOHOCTM TIEYEHU PereHeprupoBaTh MOCIe MOTYYeHHBIX
MOBPEXIEHUI, HO TIPOTHO3MPOBATH BEPOSITHOCTH BOCCTAHOB-
JIeHUs oueHb TsiKeno. Ha ceromHst oTCyTCTBYIOT €MHbIE KPH-
TEpUU, KOTOpbIe ObI MO3BOJSIIM C aOCOMIOTHONH TOYHOCTBIO
TpeCcKa3bIBaTh UCXOJ, SIBJISISICh TIPU 3TOM YHUBEPCAIbHBIMU
st Beex manueHToB ¢ OIIH pasnuuHoii atnonorun. Tem He
MEHee HU3Kasi BepOSITHOCTh BbKUBaHUS (<20%) KIMHUYECKH
T10JI€3HA IS TIPUHSITUSI PELLICHUST O BHECEHUM OOJIbHOTO B OYe-
peib Ha TPaHCIUIAHTALWIO TIeYeHM, TTOCIe KOTOPOM |-JeTHss
BBIKMBAEMOCTh cocTaBisieT 75%.

Begenue

B uenom Benenue aeteit ¢ OITH He oTiMyaeTcst OT TAKOBOTO
B3POCJBIX MallMEeHTOB. B TO e BpeMsi 0co00Oro BHUMaHUS
B MEAMAaTPUYECKON TMOMYJISLUUA TpeOyeT AMAarHoCTHKa 3a00-
JIeBaHWH, U1 KOTOPBIX CYIIECTBYET crieliudrnuecKoe JeueHue,
1 3a00J1€BaHUI, TPU KOTOPBIX TPAHCIJIAHTALIUS TIEYEHU MPO-
TUBOIMOKa3aHa. [1o BO3MOXHOCTYM TallMeHTa CleayeT Harpa-
BUTh B BBICOKOCIIELUAIN3UPOBAHHYIO KJIMHUKY, UCIIOJIb3YIO-
1LIYIO MYJITUAUCUMITIMHAPHBIN TTOAXO0/, KOTOpasi MPU HE0OXO0-
JUMOCTH MOXET 0e30MacHO M BOBPEMSI TPaHCIOPTUPOBATh
0O0JIbHOTO B LIEHTP Mepecayiku MeYeHHu.

Takue paccTpoiicTBa, Kak rajaaktosemusi, (HpyKTozemus,
TUPO3UHEMHUS U HapylLIeHUs] 0OMeHa XMUPHBIX KUCIOT, Tpedy-
10T He3aMeUIMTEeIbHOM TUeTOoNoTHYecKoi Koppekiu.Bcee
HoBopoxneHHbIe ¢ OITH m1oKHBI MoTy4aTh allMKJIOBUP BHYT-
PUBEHHO B BBICOKHMX J103aX JIO T€X IOP, MOKA C MOMOIIbIO BU-
PYCOJIOTMYECKMX MCCIENOBAaHUN He OyleT MCKIIOYEH BUPYC
MPOCTOTO repreca Kak dTUOJOrHIecKuii hakTop.

g nuarHocTUKM 3a00JIeBaHU, TIPU KOTOPBIX Tepecanka
revyeHu 00bIYHO MPOTUBOIIOKA3aHA (HAPUMED, MUTOXOHIPH -
AJIbHBIX IUTOMATHI1), HY>KHBI CTIELIMAJIbHbIE UCCIENOBAHUS, HE
npoBojsiuecs: pytTuHHo. CrenoBaTesbHO, HaWIyullee Bee-
HME TIAlIMeHTOB O0ECTeYMBAIOT BBICOKAS HACTOPOXKEHHOCTb
Bpaua, TLIaTebHAsl OlLIEHKA KJIMHUYECKOro CMHApPOMAa U Tec-
HOE COTPYIHUYECTBO C JJabopaTopueii, ClIoCOOHO! BBIMOIHSTh
(bepMEeHTHBIC U TEHETUYECKUE UCCIIEIOBAHMSI.

TpaHcrmaHTaus IEYeHU MOXET OBITh YCTIEIITHO MPOBEAeHA
Jlake y HOBOPOXAEHHbIX, 00ecreynBas mpu 3TOM XOpPOIIUii
JIOJITOCPOYHBIN MporHo3. [lokazaTenn oTnanieHHON BbIXKUBae-
MOCTHU TMAallMEHTOB M TPAHCIUIAHTATOB y JeTEll COMOCTaBUMBI
C TAKOBBIMU Y B3POCJIbIX; TEM HE MEHEe MTOKa HEAOCTYITHbI IaH-
HbIE O JIOJIFOCPOYHOM HEBPOJIOTMUYECKOM MCXOJE Y HOBOPOX-
JEHHBIX.

B Hameit k1MHMUYECKO# paKTHKe BCIIOMOTATe/IbHAsI TPaHC-
IJIAHTALUsI TIeYeHU OKasaiach oueHb 3¢ dektuBHOi — y 70%
JIeTell ynanoch yCreuHo JUKBUAUPOBATH UMMYHOCYTIPECCHIO
C TIOJTHBIM BOCCTaHOBJIEHMEM COOCTBEHHOM TIEUSHU.

BHyTpuBeHHOE BBeIeHIE UMMYHOTJIO0YIMHA OEpEeMEHHbIM,
Yy KOTOPBIX Mpeblaylliie OepeMEHHOCTH COMPOBOXIATUCH
POXIEHMEM JeTell ¢ TeMOXPOMATO30M, MO3BOJIIET 3 (PEKTUB-
HO Tpe0TBpallaTh PeLUANBbI HEOHATATLHOTO FeMOXPOMaTO3a
B OyayIlieMm.
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