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(Mamcko-Yyrickan LIPB MpkyTckoit o6nact, raasHbiit Bpad - 2Kurynun A.H.)

Peaiome. MpeactaeBneH cnyyait renarouepebpansHoit aucTpodum y 6onsHoro C., 38 net. 3a-
6onesanve 6bINO ANArHOCTUPOBAHO CAYYalHO - HAa KYpOPTE BbisiBNeHa cnneHomeranua. B 06-
NAaCTHOM KAWHUYECKON 6onbHULe 6bin AMAarHOCTUPOBaH NopTalibHbIA LUPPO3 NMeYeHu, OAHaKo
OKOHYaTesnbHbIA AnarHo3 6bin BbiICTABNEH TONILKO CNYCTA NOAroaa, Koraa NpucoeauHuUInChL
HEBPONOrUYECKUE PacCTPOMCTBA. MNo3AHO HavaToe NAaTOreHeTUHECKoe NEYEHWUE KYNPEHUoMm,
XOTSi U SHAYUTENBHO YAYYLLIMAO COCTOAHUE MaluueHTa, HO He NO3BOIMNO NPEAOTBPaTUTL CHUXE-
HUEe UHTENNEeKTa, YTO MOCAYXWUNO MPUYMHOW NHBANNAHOCTW.

FenarouepebparbHas AUCTpodus (60Ae3Hb
BruabcoHa-KoHOBaAOBA) - pepKoe reHeTHYECKOe
3aboAeBaHHE C AyTOCOMHO-PEeCCUBHBIM THITOM
HaCAeAOBaHUS, paHbIle, AO BBEACHHS B MPAKTHKY
A-TIeHUITUAAAMUHA, 66ICTPO IPUBOASIIIEE K ACTAAD-
HOMY MCXOAY.

B 610XMMMUYECKOM acIleKTe renarounepedbpan-
Hasi AUCTPODUS - 3TO OOAE3Hb HAKOIAEHHS MeAH,
Nopa’kawllasg BCe TKaHH, HO NMPEeUMYLIEeCTBEHHO
IIeYeHE, MO3T, POTOBHUIIBI U IOYKU. MeAB, COAepIKa-
1Jasics B ITUIIE, BCACBIBAETCSH U3 XKEAYAOUHO-KH-
IIIeYHOTO TPAKTa B KPOBE M C aALOYMHHAMU Tiepe-
HOCHTCS B IeYEHE, TA€ OHA BKAKOYAETCH B CHHTe3H-
PYEMEIN renaToOMTaMH LEePYyAONAa3MUH. [Tocaea-
HHUH TPAHCIIOPTHPYET MEAL K DAa3AMYHEIM OPraHaM
¥ TKaHSM, TaK KaK OHA UrpaeT BaXXHYIO POAb -
CTPYKTYPHYIO U QYHKUHOHAABHYIO - B psiae dep-
MEHTOB, B TOM YHCAe IIUTOXPOMOKCHAA3e, MOHO-
aMHMHOOKCHAQ3e, CYyIIePOKCHAAHCMYTa3e K Ap. Cun-
TaeTCs, YTO TAABHBEIM MEeXaHH3MaMH Pa3BHTHSA 6o-
Ae3HH BuascoHa-KoHOBaaOBa SBASIIOTCH Hapynie-
HHUS CBS3BIBAHUSI MEAU C LIEPYAOINAA3MHHOM H Ha-
pylieHte ee 3KCKPEIHH € JXeAublo. BcaeAcTBHe 3TO-
ro IIDOMCXOAHUT 33AEePKKA U AETIOHHPOBaHHE MeAH
B MeyeHHU. 3aTeM B MO3Te, DOTOBUIAX M NMOYKax [1].

KanHnYeckn 60A€3HB IPOSBASIETCS OORYHO K
KOHIY IePBOTO AeCATUAETHS XHU3HH. Halile mepBH -
MM CUMIITOMaMH ObIBatOT HEBPOAOTHYECKHE - [IOBRI-
LIeHHe MBIIIeYHOTO TOHYCa, PUTHAHOCTE, AH3apT-
pusi, pAucarust, U3MeHeHHe NoYepKa, TPeMOop PyK,
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U ApYTHe THIIepKHHe3bl. VIHOTAQ Ha NepBRIM MAAH
BLICTYTIAIOT HAPYUIEHHUS NMCHXUKH, IIPOSBASIIOLIME- «
csl arpeCcCUBHBIM, PeOSYAUBEIM, HEBPOTHYECKHUM
HMAHM IIM30MAHBIM NIOBEAEHHEM, CHHJKEeHUEM HHTeA-
AekTa. HapyuleHne yHKIIUM IIeYeHH - caMoe TH-
IMYHOe HavyaAbHOe MPOsIBAEHHEe pacCMaTpHUBaeMOM
60Ae3HU y AeTel 6-14 AeT. MizapeAka OHO IpUHHAMA-
et (hopMy MOAHHEHOCHOTO TellaTHTa, HO Yallle Ha-
[IOMMHAeT XPOHUYECKUN aKTUBHEIN TellaTHT, C ac-
TeHHWel, GLICTPEIM UCTOLIEHUEM, XKEATYXOH, aHo-
peKcuel, CoA@HOMeraauel u CABUroM GHOXUMHU-
YeCKMX MoKasarered GyHKUUH nedeHH. [TaTorHo-
MOHHUYHAs AAS renaronepebparbHON AUCTPOhHHU
3eAeHO-KOpHYHeBasi OKpacKa AMMOa pOTOBMIIEI 3a
cyeT ACTIOHHPOBAHUST MeAH, Ha3kIBaeMasl KOABIOM
Kaiizepa-Oaefmiepa, yalle NPOSBASIETCS B BO3pa-
cTe nocae 7 Aet. [lopaXkeHHe NOYEK IPOSIBASIETCS
cuHApoMoM DaHKOHH - FeHePAAU30BAHHOH aMHHO-
alMAYpHeH, TAIOKO3ypUeH, THIepyPHKypPHEeH, TH-
nepdoctarypuelt, runepkaasiuypues. OpAHaKo
3TH CABUTH PEAKO KAMHHYECKH HAaCTOABKO 3HAYH-
MEI, YTOOBI OIIPEAEASSTH KOHEUHBIH UCX0A 6oAe3HHU
[1]. ITpu uccaepAOBaHMH KPOBH CHEIMPHYHEIMU Te-
CTaMU NPOSIBASIIOTCS CHHJKeHHUsI YPOBHS 1|ePyAo-
TAA3MHHA U KOHI[eHTPAlluU MeAU. B cyTouHOM Moye
K€ HaXOAST MOBHIIIEHHOE KOAMYECTBO IIOCAEAHEH
[1]. A-TeHHIUAAAMHH, YBEAHYUBAIOU[UI BLHIAGAE-
HHE MEAHM C MOYOM, U3MEHHA ITPOTHO3 TaKUX GOAL-
HEIX. ECAM AO BBEAEHHS €ro B NPAKTHKy OOA€3Hb
BuabscoHa-KoHOBaAOBa CYMTaAaCh A€TAABHBIM 3a-
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6oaeBaHHEM, TO Celuac TaKue NMallMeHTHl XUBYT
AOCTATOYHO AOATO. [ToaTOMYy O4YeHE Ba)KHO AMAarHO-
CTUPOBATh H& PAaHHUX 3TallaX, AO Pa3BUTHS TAXKe-
AOTO MOPa’KeHUs] HEPBHOM CHCTEMEI U NTIeYEHH.

BoasHoM C., 38 AeT, HHXXeHep-KOHCTPpYKTOp 'OKa
«MaMCAIOAa», TOCTYITHA B TEPaNleBTHYECKOE OTAEAEHHEe
Mamcko-Hyickoi LIPB 09.04.87 r. ¢ )karno6aMu Ha pe3Kyio
o6uly10 cAabOCTh, aNaTHIO, MAOXOH aNMNeTUT, CHUXKEHUe
namsiTi, 6eCCOHHMILY HOYBIO H COHAUBOCTE AHEM, Hapylue-
HHe KOOPAMHALHUH, HEBO3MOXXHOCTb XOAUTE U CHAETh, 3a-
MEAAEHHYIO M THXY10 PeYb, CKOBAHHOCTE. M3 aHaMHe3a Bhl-
ACHEHO, YTO AeToM 1986 r. Ha KypopTe CAy4aiHO GRIAA BBI-
SIBA€HA CIIA€HOMeraAus. B ¢Bs3H ¢ 3TuM oceHbio 1986 r.
npoieA 06cAeAOBaHKE B OOAACTHOM KAWHUYIECKOH G0ABHU-
e r. MpKyTCcKa, BBICTaBACH AHAaTHO3 NOPTAABHBIN HPPO3
neyeHH, BHYTPHIIeUeHOYHAst POpMa MOPTAABHOM THIIEPTEH-
3HUHM C ABAGHMSIMU THIIEPCIIACHH3Ma, BApUKO3HOe pacuupe-
HMe BeH NMUIIEBOAA U JKEAYAKA. [TpoBeAeHBI CTAEHIKTOMMS
u onepaums TaHHepa. Yepe3 ABa Mecs1ia [IOCAe ONepanuU
MOCTENEHHO MOSBUAHCH BhHILIEHA3BaHHBIE KaA0Okl, BRIpa-
>KEHHOCTh UX [TPOrPeCCHBHO HAPACTaAQ, YTO 3aCTaBHAO 06-
PaTUTLCS K HEBPOMATOAOTY B Hadaae anpeAsd 1987 r. Boas-
HOM OBIA OCMOTPEH TaKJKe NIEAUATPOM U C AHArHO30M acTe-
HO-AeNPeCCHBHBIM CHHAPOM Ha (hOHe HPPO3a MeYeHH Ha-
npaBAeH B cTaljuoHap. M3 ceMeHOro aHaMmHe3a BhlCHe-
HO, 9TO POAHAs CecTpa NalueHTa yMepAa B BO3pacTe 21 ropa
oT 60Ae3HM BOTKHMHA («KEeATyXH»).

OO6BeKTHBHO: COCTOSIHAE CPEAHEH TSXKECTH, KOXKa H
CAM3HUCTEBIE OOBIYHOM OKPACKH, B AETKMX ABIXaHHE BEe3UKY-
ASIPHOE, IEPKYTOPHO 3BYK A€TOYHHIA. TOHBI CEpALIA PHT-
MHYHBIE, 9UCTHEe, AA-120/80 MM. pT. cT., PS-66 B MUHYTY.
JKHBOT MArkui, 6e360Ae3HEeHHBIA, TeYeHb NePKYTOPHO
yMeHBllIeHa - 10 KypAoBy 7-6-6 cM. HeBpoAorugeckuii cTa-
TYC: CO3HaHHe SICHOe, MBIIIIAEHHEe MAAOTIPOAYKTHBHOE, 3a-
TOPMOXXEH, peyb THXas, 3aMeAAeHHasA, OAMTOKMHEe3 U, CH-
A€Tb He MOXKET, B 1o3e Pom6epra naaaeT Ha3aa, A0 aMHU-
MHYHOe. KpynHopa3MamIMCTRIA HUCTarM 0Py OTBEACHUH
raas, Craa>XeHa NpaBasi HoCcOryOHas CKAaAKa. CYXOXKHUAB-
Hble peAeKCH pABHOMEPHO CHUXKEHH, NTATOAOTHIECKHX
HeT. KoOpAMHATOpHEIE TPOOK! 3aTPYAHEHH. AHAAH3 KpO-
Bu: COD - 4Mm/y4, Hb 1301/, AelikonuTs 2.9x10° (/s -1%,
c/a-51%, 3 -9%, M -7%, A - 32%), peakuus BaccepmaHa oT-
puliaTeAbHa. BUANPYOHH KpoBH 11.28 MKMOAL/A, MPSAMOro
HeT. XoAecTepHH 4.21 MMOAB/ A, Caxap KpOBH HaTOMIAK 4.4
MMOAB/A, OCTATOYHEIN a30T KPOBH 54 Mr%, o6mui GeAoK
KpoBH 50.5 r/A. AHAAHW3 MOYH: NIPO3payHas, COAOMEHHO-
JKEATOrO 1IBeTa, HeMTPaAbHasA, yAeAbHHH Bec 1014, anuTte-
AHM IAOCKHMH - 6-8 B TOAE 3peHHS, AEHKOIHTH - EAMHHYHEIe
B [IOA€ 3pDeHMs], YPaThl B HeOOABIIOM KOAHYECTBe, LA
TAMCT B KaAe He o6Hapy>XeHEl. OKI: CHHyCOBH# puTM 75 B
MHUHYTY, SJAEKTPHYECKAs OCh CEPALIA OTKAOHEHa. [pu oc-
MOTPE 'AA3HOTO AHA BBISIBAEH MHOTTHYECKUH KOHYC C 06e-
HX CTOPOH.

BOABHOM MOAY4YaA BHYTPMBEHHO KANlEABHO MHQY3HH
FAIOKO3bI C MHHCYAMHOM, BUTaMuHaMHu C, B, reMoae3a, TpeH-
TaAa C PU3HOAOTHYECKHM PACTBOPOM, BHYTPHBEHHEBIE BAH-
BaHHUsA cMecH [TeTpoBOH, BHYTPUMABIUIEUHRIE HHHEKIUHA BH-
TaMMHa B, , OYMCTHTEABHBIC KAM3MEL, TAGACTKH KaHAMH-
LIMHA, CTyTepPOHAa, HOOTPOIIHMAA M HEHTEAPHHA.

Y4YuThIBasi OTCYTCTBHE B aHAMHE3€ 3A0YNIOTPeCAEHNS
AAKOTOAEM M BUPYCHOTO TeNaTHUTa, CMEPTh CECTPEI OT Ka-
KOro-to 3a60A€BaHUs NEYEHH C )KEATYXOH, HAAUYHE ¥ Na-
[HEHTA HapsIAy C IMPPO30M MleYeHH BhIpa>XeHHBIX HEBPO-
AOTMYECKHX PacCTPOHCTB, OLIAA 3alIOAO3peHa remaroiie-
pebparbHas AMCTPOGHs. BOALHOX NOBTOPHO HaNlpaBAEeH K
OKYAKCTY U [IPH ero OCMOTpe IeAeBo# AaMIo# 29.04.87 r.
06HAPY»KEHO KOHLEHTPUYECKOoe PACMbIACHHE TUrMeHTa 110
AuMOy - Koabno Kaitzepa-Qaeiiniepa. BbIA TOAKAIOYEH K
AeyeHHIo KynpeHnua o 0.25 yeTuipe pa3a B AeHb. Ha hone
AeyeHHs COCTOSIHHE GOABHOTO 3HAYMTEABHO YAYULIMAOCK,
KAA00 Bl UCYE3AH, O6'BEKTUBHO OCTABAAMCH TOABKO HEepe3-
Kasi OAMTOKMHE3HS ¥ CTAQXKEHHOCTh IPaBOH HOCOTYOHOH
CKAAAKHU. 26 Mas 1987 r. mayueHT NepeBeAEeH B HEBPOAOT Y-
yeckoe oTaeAeHue OKB r. UpKyTCKa, rAe AMarHos renaro-
epe6paAbHasi AMCTPOGHS OBIA TOATBEPKAEH. B mocaeay-
[omeM nanueHT o6caepoBaAcs B oaHoM u3 HUHM r. Mock-
BEI, TAe 6bIAa PEKOMEHAOBAHA CXeMa Ae4eHUsI KYTPeHHAOM
o1 0.75 0 1.5T. B CyTKH. B nponecce HabAIOAeHH 33 60AB-
HEIM BBISIBA€HBI CHHDKeHHE MHTEAAeKTa, HeaAeKBaTHast
OL|EHKa CBOEro COCTOSIHMSA, HeKOTOpas 3U(opHs, B CBA3H C
yeM oflpeAeAeHa 2 rpymina HHBAAMAHOCTH, EXXeroaAHo 60Ab-
HO# C. IPOXOAUA CTALIMOHAPHOE MPO(PUAAKTHIECKOE Aeye-
HUE (reMoAe3, pMOOKCHH, 3CCEeHIHaAe, HOOTPOITHA, BHTaMH-
Hel rpynn B u C), ero cocTosiHUEe OCTaBAAOCH BIIOAHE YAOB-
AETBOPUTEALHEIM, JKEATYXa, aCHHT, SHUe(aAONaTHs He OT-
Medaruck. AetoM 1996 ropa npu NoABLEeMe TsXKeCTeH Ha CBO-
€M AQYHOM Yy4acCTKe Yy GOABHOTO OTKPBIAOCHL Mpody3HOe
KPOBOTEYEHHE U3 BAPHKO3HO PACIUMPEHHBIX BeH MIHILIEeBO-
AQ, OBIA TOCIIHTAAM3UPOBAH B XHPYPTrHYeCKOe OTAECACHHE
Mamckoi LIPB, rae 4yepe3 HeCKOABKO AHEH yMep pH SIBAe-
HHUAX I€9€HOYHON KOMHI.

AaHHHH CAy4Yall MHTepeCceH TeM, uTo 3aboAeBa-
HHUe IPOSSBUAOCE B 3pEAOM BO3pacTe chOPMHUPOBAB-
IUUMCS IUPPO30M NeYeHH, KOTOPBIK IPOTEKaA Aa-
TEHTHO, a [I0OCAe OIepPAaTHBHOIO BMeIllaTEAbCTBA
TIPHCOEAVMHUAUCH HEBPOAOTHYECKHE PACCTPONCTBA.
TMocAeAHHE pa3BUBAAUCH AOBOABHO 6ypHO, GBIAM
OYeHb BRIDAa’REHHBIMH. B reHese Ux, o-BUAUMOMY,
CEITPAAH CBOIO POAB H OTAOKEHHE MeAH B TOAOBHOM
MO3Ty, M MeYeHOUYHasl 3HIedaronaTus.
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THE CASE OF FAMILIAL HEPATITIS
M.I. Mogarov
(The Mamsko-Chuiskaya CDH of Irkutsk Region )

The case of hepatic-cerebral dystrophy in 38 years old patient is presented. Diagnosis was determined
accidentally — splenomegaly was revealed in the health resort. In the Region Clinical Hospital the hepatic
portal cirrhosis was diagnosed, but definitive diagnosis was determined only half a year after, when neuro-
logical disorders were joined. Although the late beginning pathogenethic treatment with cuprenil was
improved the patient's state, it wasn't prevented intellectual degradation and disablement.




