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Peslome

BonesHb BunbcoHa-KoHoanoga (bBK) otHocuTcA K Havbonee TpyaHO AnarHoCTpyemMbiM 3a00neBaHEM NeYEHN B CBA3N C ANW-
TeNbHbIM IATEHTHBIM TEUEHVEM Ha PaHHIX CTaaMAX 1 6OMbLUMM MONMMOPOM3MOM CUMMTOMATVKI B PA3BEPHYTO CTaav 60Me3HU.

OcHoBHbIMM Npyi3Hakamy BBK aBnsioTcA 3a6oneBaHna neyenu, HepPBHO-NCUXMYECKVE HapyLleHua, KonblLo Kaie-
pa-OnelilHepa, 0CTpble 3NM30/bl FeMOo13a, YacTo B COYETaHUM C OCTPOW NeYeHOYHOM HeaoCTaTOYHOCTbIO. [arHo3
0COOEHHO TPYAEH Y ieTelt 1 B3POC/IbIX NPU akTHBHbIX popmax 3aboneBaHuaA neyeHn. CBoeBpemeHHas AMarHoCTVKa Npea-
CTaBNAET BAKHYI0 MEVLUMHCKYIO 1 COUManbHYIo Npobnemy, Tak Kak paHo HauaTas naToreHeTryeckas Tepania ynydilaeT
KauyecTBO »KM3HW 1 coLManbHyto agantaLmio 60nbHbIX. B cTaTbe paccmaTtpyBatoTca Bonpocs! natoreresa bBK, knuHuyeckune
1 Mopdonornyeckme 0Co6eHHOCTU BapUaHTOB TeueHUs 3aboneBaHnsA: GyIbMUHAHTHAA NeueHoUYHas HelOCTaTOuHOCTb,
XPOHWYECKWIA TenaTuT U NaTeHTHBIN BapraHT C pa3suTiem UMppo3a neyeri. BolaeneHa abgommHanbHaa Gopma C paHHUM
Pa3BUTMIEM OTEYHO-ACUMTNUECKOrO CMHAPOMA Ha GOHE HaPYLWEHMA CUHTETUYECKON GYHKLMM NeyeHn. [leTanbHo onncaHa
ponb HapyLeHra obmeHa Mean. [na NnpeofoneHna AnarHoCTUUeCKo Npobembl OLEHMBAIOTCA HECKOMBKO KNMHMYECKIX
11 NabopaTOPHBIX MPY3HAKOB, a TaKXKe reHeTHYeCKoe TeCTUPOBaHWe B BabHO CUCTEME; 3Ta OLiEHKa NMO3BOAAET BbIUMC-
JINTb BEPOATHBIN 1 OYEHb BEPOATHDBIN [MArHO3. PacCMaTprBaAETCA TaKTUKA MEAMKAMEHTO3HOM Tepaniii U BO3MOXHOCTH
ONTUMU3ALMN €, OLEHVMBAETCA MPEVMYLLECTBO TPaHCMAHTaUUN NedeHu. NpecTaBneHbl ABa KNMHUYeCKre HabnioaeHus
6onesHu BunbcoHa-KoHoBanoBa, AeMOHCTPUPYIoLLMe BO3MOXHOCTU Pa3NuyHbIX METO0B AMarHOCTVKK (1-e HabnioaeHve)
11 0CODEHHOCTY TeUeHUA NeueHouHo Gopmbl bonesH (2-e HabnoaeHwe).

KnioueBble cnosa: renatoliepebpansHas auctpodua (bonesnb BunbcoHa-KoHoBanoga), HapylweHna obmeHa meaw, Lepy-
NONNa3MuH, NedeHoYHas Gopma, abaoM1HanbHas Gopma, HEBPONOTMYeCKMe HAapPYLIEHNA, ANArHOCTUKa, [l-NeHnUmunnammH,
UMHKTEpan, TPaHCMNaHTauma neyeHn

Ssummary

Wilson-Konovalov disease (WKD) is one of the most difficult to diagnose liver disease due to the long latent course in the
early stages and the large polymorphism of symptoms in the advanced stage of the disease.

The main signs of WKD are liver diseases, neuropsychiatric disorders, Kayser—Fleischer ring, acute episodes of hemolysis,
often in combination with acute liver failure. The diagnosis is especially difficult in children and adults with active forms of
liver disease. Timely diagnosis is an important medical and social problem, since early pathogenetic therapy improves the
quality of life and social adaptation of patients. The article deals with the pathogenesis of BVK, the clinical and morpho-
logical features of the variants of the course of the disease: fulminant hepatic failure, chronic hepatitis and latent variant
with the development of liver cirrhosis. An abdominal form with early development of edema and ascitic syndrome on the
background of a violation of the synthetic function of the liver was identified. A detailed description of the role of a viola-
tion of copper metabolism To overcome the diagnostic problem, several clinical and laboratory signs are evaluated, as well
as genetic testing in a point system; this assessment allows you to calculate the likely and very likely diagnosis. The tactics
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of drug therapy and the possibility of optimizing it are considered, the advantage of liver transplantation is evaluated. Two
clinical observations of Wilson-Konovalov's disease are presented, demonstrating the capabilities of various diagnostic
methods (1st observation) and features of the course of the hepatic form of the disease (2nd observation).

Keywords: hepatocerebral dystrophy (Wilson-Konovalov disease), disorders of copper metabolism, ceruloplasmin, hepatic
form, abdominal form, neurological disorders, diagnosis, D-penicillamine, zincteral, liver transplantation

TenarouepebpanpHas gucrpodus (6onesns Bumbco-
Ha-KoHOBa/I0Ba, renaToNeHTUKY/IAPHas HereHeparys) —
penKoe Hac/leficTBeHHOe 3a00/IeBaHMe, BbI3BaHHOE Hapy-
LIeHreM oOMeHa MeJ, ¥ U30BITOYHBIM HAKOIITIEHVEM €€
B Pa3/INYHBIX OpraHax ¥ TKaHAX. 3a60/ieBaHye [IPOsIBIL-
eTcA MpeMMYLIeCTBEeHHO nopakeHueM nedenyu u [THC
(4eueBIYHBIX sIieP, IOAKOPKI V1 KOPBI), a TAK)KE KOPUIHE-
BO-3€/IeHOJ MTMeHTaLyel Kpast porosutibl (konbio Kaii-
sepa-Oreiiiepa), HopaxxeHneM nodex. Iledens urpaet
K/II0YEBYIO POJIb B Peann3aljiy reHeTNYecKoro fedekTa.
Bonesunr Bunbcona-Konosanosa (BBK) orHocuTca
K 4MCITy Hanbosiee TPYHO AMarHOCTHPYeMbIX 3a00/eBa-
HUYI [TeYeHU B CBSI3Y C [I/TUTEIbHBIM JIATEHTHBIM TeYEHVEM,
0COOEHHO Ha Haya/IbHBIX CTaMAX 3a00/1eBaHms, 1 OOJb-
LIMM TTOTIMMOP(PU3MOM KITMHIYECKOI CYMIITOMATHKIA.
Ba)kHO OTMeTUTB, YTO CBOEBpeMeHHOe Ha3HaueHe
naToreHeTnyeckoir Tepanuy npu BBK y nereit conpo-
BOXKJIAETCS PerpeccoM KIMHUYECKON CUMITOMATHUKI,
IpefoTBpalieHeM GOpMMPOBaHMA LYPPO3a IeYeH!
U HEBPOJIOTMYECKON CMMIITOMATHKY, YTydIIeHneM Ka-
YeCTBa )XM3HY HallMeHTOB. BBumy atoro co BpeMeHn
OIMCAaHVsI U IO HACTOSAIErO BpeMeHy paspaboTka jua-
rHoctuky BBK coxpaHseT cBOI0 aKTyaIbHOCTb.

nuaemunonorus

Bonesun Bunbcona-Konosanosa (BBK) perncrpupyercs
10 BCEMY MUPY, YaCTOTA BCTPEYAE€MOCTY B IIOIY/IALN
KO/eb/IeTCs B pasNnyHbIX perroHax Mupa ot 30000 o
100000, c 4acTOTOI reTEPO3UTOTHOIO HOCUTEIHCTBA I1aTO-
Jorudeckoro rera 1:90. 3a60/1eBaeMOCTD BBILIIE B IIOITY/IA-
LIWAX, Tie PacIpOCTpaHeHbl KPOBHOPOACTBEHHBIE OPaKIL.

leHeTuKa

TemaronepebpanbHast fucTpodus HacIeAyeTCs IO
ayTOCOMHO-PeL[eCCUBHOMY TUILY, TaTOOTMYeCKUIL
T'eH, PACIIO/I0XKEH Ha JI/IMHHOM I171e4e 13-11 XpOMOCOMBI
B ToKyce 13q14-q21. [lepBoHavanbHO reH SKCIPECCH-
pyeTcA IpeuMyLeCTBEHHO B IleyeH M. ['eH, OTBEeTCTBEH-
HIT 3a pa3BuTHe 3a060/IeBaHMsI, KOGUPYET MeLbTPAHC-
noprupytomyo AT®-asy (ATD-asa 7B, ATD-aza 2,
AT®-aza P-tumna), mogBep>XeHHY0 6O/IBIIOMY KOMTI-
yectBy MyTtaunit. l'en ATP7B cocrout us 21 sk3oHa
1 7,5 ThIC. TETEPOLMK/INYECKMX OCHOBAHMI HYK/IEMHO-
BOJ KMCTIOTBI. VI3BECTHO OKOJ/IO MATUCOT MyTalluii reHa
ATP7B. V3 nux y 380 ycTaHOB/IEHA PO/Ib B IIaTOr€HE3€
3aboneBanust. Hanbornee pacipocTpaHEHHOI MyTaLIU-
eit Brene ATP7B cpenu eBporieoniHOI pachl ABIACTCA
myranusa 3207C>A (H1069Q - 3ameHa rUCTUAMHA Ha
raotaMuH) B 9k30He 14 [1]. Cpenu manuentos ¢ BBK,
NPOXXMBAKIKX B cTpaHax [lenTpanbHoii, BocTounoit
n CeBepHoii EBponsl, HacunTbiBaeTcs okomno 50-80%
HOCUTEJIEl XOTA Obl OHOI a/l/Ie/y C JaHHOM MyTalMen.
B 3anmagHOI ony ALy BCTpeYarTcsA TaKKe MyTallun
B 3Kk30He 8 (2299insC, G710S) B ak3oHe 15 (3402 delC),
Bak30He 13 (R969Q). OxHako 4acToTa BCTPEIAEMOCTH

Hy>»Ho mocTosnHo noMHNTS 0 BBK 1 BKTIOYaTh
B IMArHOCTUYECKUII IIOUCK Y OO/IbHBIX MOJIOZIOTO BO3-
pacTa c marosnoruei ne4eHn HeyTOYHEHHOTO reHe3a:
XPOHMYECKUI TelaTUT, ayTOMMMYHHBII TelIaTUT, He-
aJIKOTOJIbHBII CTEaTOTeIIaTUT, IMPPO3 TedeH ), 6omes-
HJ HAKOIJIEH U A.

BriepBble 3a60meBaHme OBIIO ONMCAHO HEMELKMMMU
Bpauamu K. Becrdanem (1883) u A. lllTprommneneM
(1898) 1 Ha3BaHO «IICEBIOCK/IEPO30M» 113-3a CXOJCTBA
HeBPOJIOTMYeCKOII CUMIITOMATHKI IIPU 9TOM 3ab0rte-
BaHUM C pacCeAHHBIM CKIepo3oM. B 1912 r. aHrmit-
cxuit HeBpoyor C. BU/IbCOH ony6/mKoBa onyucanme
K/IMHNYECKO 1 MaTOT0T0aHATOMUYIECKON KapTUHBI
3a00JIeBaHNA y MOJIO[BIX JIFOZEl C COYeTaHHBIM IIOpa-
JKeHVeM IeYeH) M MO3Ta, Ha3BAaHHOTO MM «IIporpec-
CHUpYIOLasd renaToNeH TUKY/IApHas fiereHepanus». Co-
BeTcKuit HeBporor H. B. KonoBanos (1960) mpepnmoxun
TePMUH «TelaToliepedpanbHasd fucTpodus», 06paTus
BHJIMaHNe, YTO M3MEeHEHN A B MO3Te HIKOT/]a He Orpa-
HMYNMBAIOTCA TEHTUKYIAPHBIMU APAMU, & MEIOT
muddysubii xapakrep. B oTedyecTBenHOI MUTEpaType
9T0 3a60/IeBaHMe TPAAMUI[MOHHO HOCUT Ha3BaHe «60-
nesHb Bunbcona-KoHoBanosa»r.

BoisiB/IeHa IIO/IHAA KOHKOPJAAHTHOCTD 110 60/Ie3HI
Bunbcona-KoHoBamoBa y OfHOSIIIEBBIX O/IM3HELOB,
YTO CBUAETENBCTBYET 00 OUeHb BBICOKOI EHETPAHT-
HOCTM I'eHa renarouepedpaabHOil AUCTPOPUN.

3TUX MyTauuit MeHee 10)% [2]. HacToTa BcTpedae-
mocTu Mytauuu H1069Q B poccuiickoil nonynsanun
cocrasnser 30,5%, myraryu 3402 delC- 2,2B% [3].

B moTOMCTBe reTepo3UTOTHBIX POANTENeN Hacuu-
ThIBaeTCs 25% 6OMbHBIX feTelt, 25% 3J0pOBBIX AeTeil
u 50% feTest TeTEPOSUTOTHBIX, Y KOTOPBIX T€HOTHUII
0f06eH POAUTENbCKOMY. Y HOCUTEIEN IBYX OAMHAKO-
BBIX MYTaHTHBIX aJI/IefIell (TOMO3UTIOTHBIX HOCHUTETIEIt)
myTaHTHOro reHa ATP7B akTMBHOCTD MefibTpaHCIIOP-
TUPYOLEro 6eTa-MOMUIENTH A Pe3KO CHIKEHa, 9TO
IPUBOAUT K OBICTPOMY Pa3BUTHIO TemaTorepebpab-
HOII gyucTpoduu. BOo3MOXKHO HOCUTENBLCTBO ABYX pas3-
MUYHBIX MyTaHTHBIX anneneit ATP7B, ux HaspiBaior
KoMnayHOHble 2ermepo3uzomol.

3aboeBaHue MPOABIACTCS IPU TOMO3UTOTHOM MU
KOMIIAYHZ-TeTepO3UTOTHOMHOCHUTEIbCTBE MY TaI[Uil
reHa ATP7B. B cKpbITOM reTepo3uTroTHOM COCTOSTHUM
reH 6omesHu Bunbcona-KoHoBanoBa pacmpocTpa-
HAETCSA B TIOIYNAILMHU, He TIOfIBEPTasAch BO3/EiCTBIIO
ecTecTBeHHOro orbopa. Hacrory rexa 6one3nu Bub-
coHa-KonoBanoBa pasHble aBTOPBI OLIEHNBAIOT Pas-
mu4HO: oT 1:90 mo 1:500 yenoBek.



JKCMepUMEHTabHasA W KAMHWYECKas racTposHTeponorua | Bbinyck 163 | N3 2019

118

MaToreHes

C numeil 3a CyTKM B OpraHU3M IOCTynaeT 2-5 Mr
menu. OHa BcacbiBaeTCA B KMIIEYHMUKE, IOCTyIIaeT
B II€UeHb, I7ie CBA3BIBACTCA C CMHTE3VPYeMbIM ITIeYeHbI0
L[epy/IOITa3MIHOM, IMPKYIMPYeT B CBIBOPOTKE KPOBI,
n36MpaTe/bHO 3aXBATBIBAETCS OPraHAMM, KOTOPbIe
B Hell HY>K/JaI0TCH, a 9KCKPETUPYETCH C JKeTUbIo.

T'eH, acconunposanHblit ¢ BBK, 0603Hayaemblit Kak
ATP7B, 6511 KTOHMPOBAH B 1933 I. HECKONBKMMM He-
3aBYICMMBIMY TPYIIIAMU YYEHBIX. DTOT TeH KOINPYeT
TpaHcMeMOpaHHbIit 6entok AT®a3y7B, cBA3bIBAOLINIL
6 aTOMOB MeJI}1 ¥ IEPEHOCAIIMIA X BHYTPY FeaTOLUTa
K TM30coMaM. JIM30COMBI OCYIECTBIAOT AalbHel-
LN TPAHCIOPT MefU Yepes KaHa/lblieByIo MeMbpa-
HY B >kKemuHble TpoToku. IIpu yuyactun ATDasm7B,
PacIIonoKeHHOI B anmnapare [ombXu, IpONCXORNT
BCTPaMBaHNe MeJ¥ B LIePY/IOIIa3MIH, KOTOPBI ITpefi-
cTaBisieT co060it a2-r106yIMH, TPAHCIIOPTUPY IO
MeJlb B KPOBb.

ITpu BBK saperucrpuposano 6onee 500 Myranuit
reHa ATP7B, n3 Hux 380 ycTaHOBIIEHBI B ITaTOT€HEe3€ 3a-
6onesanus. [1,5] Hanbonee yacras myranusa H1069Q
(3aMena rucTUAMHA Ha IIIOTaMUH B 1069-11 mo3uum
nporenHa) obycnosnusaer okono 40% ciydaes 3a60-
JleBaHN remaTolepedpanbHoil sucTpodueit B EBpomne
u Amepuke [2]. MyTanus reHa IpUBOJUT K leeKTaM
B cTpyKType AT®aspl7B, 4To BBI3BIBaeT HapylleHNe
CUHTe3a Iepy/oIIa3MIHA U CHIDKEHNE SKCKPeInn
Mefiu B XXenmdb. VI3MeHeHNMe mpoliecca CMHTe3a Iie-
py/nomnnaasMyHa IPUBOAUT K HU3KOMY COJleP>KaHNIO
LIepy/IOIIa3MMHA B CHIBOPOTKE KPOBMU, KOTOPOE MMeeT
AMarHOCTUYECKOE, HO He TATOreHeTYeCKOe 3HaYeHe.

MexaHn3mbl TOKCMYHOCTU Meaun

Menpb CTy>KUT IPOOKCUAHTOM, U €€ HaKOIIeHNe Be-
[IeT K IOBBIIIEHHO IPOAYKI[UI CBOOOTHBIX TUPOK-
CUWIbHBIX PafINKajIOB, KOTOpbIe BHI3bIBAIOT IOBPEsK/e-
HMe IIeYeHM U MO3ra. 9Ta IMIoTesa MO TBepXKAaeTcs
CHIDKEHMEM COflep>KaHUA B IIe4eH) aHTUOKCUIAHTOB
(BOCCTaHOBJIEHHOTO IMTyTaTKOHA U BUuTaMuHa E); yBe-
MMYeHVeM DVPKYINPYOIUX IIPOSYKTOB HePEKIICHOTO
OKVICTIEHN A TUTINTIOB ¥ CHVYDKEHJIEM YPOBHSA BUTAMUHA
E B masme 60nbHBIX ¢ 601e3HbI0 Bunbcona-Konosa-
JI0Ba M )KMBOTHBIX C 3KCIIEPUMEHTAIbHOI Ileperpy3Koit
Menbio [5].

MuTOXOHAPUY TIeYeHN CITY>KaT IMOTeHI[MATbHBIMUI
MMIIEHAMMA IeMCTBUA OKCUlaHToB. Hapymenne gpixa-
Te/IbHOM LieN MUTOXOH/IpUIL U CHYKEHME aKTMBHOCTI
IUTOXpOM-C-0KCUAa3bl YBeTUUMBAET NPOAYKIMIO
CBOOOIHBIX PaiMKajIoB O/1arofiaps yTeuKe 3/IeKTPOHOB
13 fibIXaTenbHo nenu. C Ipyroii CTOpOHBL, Ileperpyska
MUTOXOHJPUIL CBOOORHOI MeJbIO BefieT K UX CTPYK-
TYPHBIM M3MEHEHNUAM U HapYLIEHWIO MUTOXOHJPH-
anpHOrO romeocrasa [6]. IloBpexxpaoliee feiicTBue
MeJ[/ CBSI3aHO TaKXXe C MHaKTUBalueil GpepMeHTOB
MUTOXOHJPUII TOTTOBHOTO MO3Ta.

Cpeny MeXaHM3MOB IOBPEX/AOLIEro JeiCTBUA
Me[iM CylLeCTBEHHOE 3HaueHMe NMpuaeTcsa 610Ku-
posanuio SH-rpynn. Meap /erko coeluHAETCA
¢ SH-rpynnamu IrnyTaTuoHa U MHOIUX (GepMeHTOB,
Y4acCTBYIOUIMX B OKMCIUTETbHO-BOCCTAHOBUTETbHBIX
peaknuAx. 3TO IPUBOAUT K S3HEPreTU4eCKOMY ro/Io-
HaHMUIo, K KOTOpoMy Haubonee yyBctBurtenbHa IJHC.
CXOomHOe TIOBpeX/IeHEe IMEeeTCA B IIeYeHN C BK/II0Ye-
HIUeM B MUTOXOHJPUM HEPACTBOPUMOIT GOPMBI MEJIL.
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Y 15% 60mMbHBIX C HECOMHEHHOII 60/1e3HbI0 Brbco-
Ha-KoHoBanmoBa oTMeyaeTcs HOPMa/NbHbIN YPOBEHD
LIepy/I0IIa3MIHA B CBIBOPOTKE KpoBU. MOXKHO TIpef-
TIOJIOXKNUTD, YTO MyTallVy IeHa Ipu 6one3Hu Bubco-
Ha-KoHOBa/10Ba MOTYT B pa3HOIf CTeNIeH) BAMATDH Ha
pasnuunble Gyukiun AT®asp7B. BenencTsue aToro
Y HeKOTOPBIX GO/IbHBIX HapyLIeHUe SKCKpeluu Mean
JKETIBI0 MOXKET He COIPOBOX/AThCA U3MEHEHUEM €€
BCTPaMBaHMNA B IIePYy/IONIa3MIUH U, CTIeJOBATENbHO,
copiep>KaHe Liepy/IoIIa3MIHa B KpOBU He OyeT usMe-
uatbes [4]. C momombio 61oncun neyeHn y 60IbHbIX
TenaToeHTUKY/APHOI lereHepaleii C HOpMaabHbIM
cofiep>KaHUeM Liepy/IoIIa3MIHa 0OHAPY>KEHO U30bI-
TOYHOE KONMMYECTBO MeM Jake Ha TOKIMHUYIECKON
CTajiuu.

ITpu BBK yBennueHa abcopO1iiysa Meay B KUIIEYHY-
Ke, B 95% c/ry4aeB CHMYKEHA SKCKPEIA MEJIN C XKeTYbI0.
ITpu 3TOM 3a607€BaHMM IKCKPELUS MU C KeTUbIO
cocrasset muib 0,2-0,4 Mr/cyT (ipu HopMe 1o 2 Mr/
CYT), 4TO IPUBOJUT K M3OBITOYHOMY €€ HaKOIICHIIO
B IIeYeHM HECMOTPS Ha MTOBBIIIEHNE BBIfIeNIEHN S C MO-
YOIA.

CpobopHas Me[b, HAKAI/IMBAIOLIAACA B TKaHAX,
6nokupyer SH-rpynnsr MHOrMX pepMmeHTOB. Crex-
CTBMEM HEJOCTATOYHOTO MCIIONb30BAHNA MEY CTa-
HOBUTCA IETIOHMPOBAHMeE €€ B IIe4eH N, MO3TE, MOYKaX,
porosutie.

CkmagpiBaeTcs MapajoKcaabHas CUTYalMs: Hapy-
IIeHne 6MOIOTMYeCKIX IIPOLIeCCOB U3-3a HEOCTATOY-
HOTO KONMYeCcTBa MeIX M HAKOII/IeHJe MeV B TKaHAX
C CUMNITOMATUKOJM MHTOKCUKAIIMM METATI/IOM.

JKemdp — 0CHOBHOII GU3NOMOIMYECKNIT MY Th SKC-
Kpewuuu Mefu 13 nedeHn. V3BecTHO, 4TO OMIMAPHBIIL
LYPPO3 MK aTPe3usl KeTUYHBIX IPOTOKOB, a TaKXe
XosecTas nM06011 LPyTroil 3TMOMIOI MY MOTYT BbI3BAaTh
3HAYMTETbHYIO 3afIeP>KKy Meil. BayKHO OTMETUTD, YTO
YPOBEHD LiepY/IOIIa3MIHA Y 9TUX OOIbHBIX OCTAETCSA
HOpPMaJIbHBIM.

B Havase 3a60/1eBaHus, KOTa KIMHUYIECKUE [IPU-
3HaKM OTCYTCTBYIOT (I cTapmA), Meib HaKaIIMBaeTCA
9KCTPa/NN30COMANIBHO B LIMTO30JI€ IIeUeHOUHBIX KJIe-
TOK. Menib, cBsisanHaA ¢ SH-rpynnmaMu IuTO30bHBIX
TPOTENHOB, 3aTPY/HAET CEKPEINI0 remaTonTaMn
6€e/IKOB ¥ TPUTTINIIEPUOB.

I1uM 00'BACHIETCS JOBOIBHO PAHHUII CTEATO3 Te-
IIATOLIMTOB 1 IOsIB/IeHMe Tetel] Majaopy y 60MbHBIX
rernaTolepebpanpHoit fucTpoduei.

Bo Il cragum Mepb nepepacnpepensgeTca U3 LUTO-
307141 B TM30COMBI TeITaTOUNTOB. YacTh ee MOCTymaeT
B KpOBb. bunmapHas skckpennsa Meay MOHMXKaeTcs,
YTO CBA3aHO C HU3KOM clieiu(p14ecKoil aKTUBHOCTHIO
Mn30coM. Mefb, CKOHIIEeHTpMpOBaHHa s B IN30COMaAX,
BbI3bIBaeT IIepeOKMCIeH)e IUNNIOB U TOBPeXK/eHe
JIM30COMaIbHbIX MeMOpaH C MOC/IEAYIONIMM BBIXOZOM
BPeHBIX KVC/IBIX TUAPO/Ia3 B IUTOIIA3MY TelaToI-
TOB. B 97011 cTaguy HabMIOFAIOTCS HEKPO3 renaTonu-
TOB, Pa3BUTVe XPOHNYECKOTO TellaTUTa I TeMOIUTH-
YeCcKOll aHEeMUN.

B III craguu 60mesHM yCUIeHHOE HAKOIIJIEHME
Me[} B IIe4eHM CTAHOBUTCA NPUIYMHON CTUMYIA-
LY CHTe3a KOJJIaTeHa IT0J] B AHUEM IIepeKIICHOTO
OKMCIIEHI s TUIINIOB, IPUBOJSI K PasBUTHIO pubpo3a



U nuppo3a nedeHu. IToBpIlIeHHOE HAKOIIJIEHIIe MeIU
B TOJIOBHOM MO3Te, pOrOBUILe, AUCTANIBHBIX OTe-
JIaX MOYeYHBIX KaHAJIbL[eB IPUBOUT K pa3BEepPHYTOM
KapTuHe 60/Ie3HN ¢ XapaKTePHBIMY KIMHNYECKUMNI
cumnromamu [7].

B HacToOsAILIee BpeMs UCIIONb3yeTcA Kaaccupuka-
uusa bBK, mocTrpoeHHas Ha KIMHMYECKUX NIPU3HA-
Kax 60/1e3H, OLjeHKe COYeTaHM sl TOpakeHN s IeYeH N
U LIeHTPa/TbHOI HEPBHOI CUCTEMBI, IIPeI0KeHHA A
J. Walsh (1983 1.):

KnnHunuyeckaa KapTuHa

TenarorepebpanpHast AUCTpOdUs XapaKTepU3yeTCs
IJIMTe/IbHBIM JTATeHTHBIM TeYeHMeM, OCOOCHHO Ha
Hava/JIbHBIX CTAZVAX 60JIe3HM U 6ONTBIIMM MHOTO-
obpasueM KIMHUYIECKUX CUMITOMOB. OCHOBHBIMMU
ABNIATCA CUMITOMBI TopakeHns nedennu u [JTHC.
Hesponornyeckue npossnenns 601e3HN yalle BCETO
NpUXOAATCA Ha BO3pacT oT 11 fo 25 n1eT, a nopakeHne
IIeYeHM Y TeX >Ke OOJIbHBIX UMeeTCA B 5-6-IeTHEM
BO3pacTe U laXKe PaHblIe.

IMopasxeHne medeHN, KIMHNYIECKN ABHOE MU JIa-
TEHTHOE, IMeeT MECTO y BCeX 6onpHbIX ¢ BBK, 1 ipep-
IeCTBYeT MOPa’keHNIO IPYTUX opraHoB. O[HAKO TOMb-
KO y ITOJIOBMHBI MAI[MEHTOB 60/Ie3Hb IPOSABIAETCS
KIMHUYECKMMY IPU3HAKAMU TOpaykKeH U A IEYEHN.

Iledenp B mepByo0 ouepefb MOJBEPraeTCA TOKCH-
4eCKOMY BoafielicTBuI0 Menu. [Ipu remarorepebpannb-
HOJI AUCTPO(NM BBIJIEIAIOT TPY OCHOBHbBIX BapuaHTa
KIMHMYECKOTO TeYeHN A MOpakeHN s IedyeHn: Tep-
BBIIf — HanboJIee YacThbIil BApMAHT XapaKTepU3yeTCs
JJIATENbHBIM TATEHTHBIM NOPa’KeHUEM TIeYeH N, TPO-
ABNAMIMMCA Ha CTaJiUy UPPO3a C ETO OCIOXKHE-
HIAMMI; BTOPOJ — IO TUITY XPOHNYECKOTO TeraTuTa,
He OT/INYAIOMIETOCS OT TelaTUTa APYyToil STUONIOTUY;
TpeTuii - o TuIy GpyJIbMUHAHTHOTO TelaTUTA.

ITpu mepBOM BapuaHTe MOpakeHMe MeYEHN MOXKET
IONTHUE TONBI OCTABAThCS 6@CCYMIITOMHBIM MU IMETh
CTepPTYIO0 KIMHUYECKYI0 KapTHHY, I03TOMY 3a00/eBa-
HIIe Jallle AMATHOCTUPYeTCs NUIIb IIPY MOABICHUN
HeBpOJIOrMYecKoil cumnroMatuku. Ha HadanbHO
cTaguu 60/mIe3HN M3MEHEeHNs B MyHKTaTaX [eYeHN
HecrrenuduIecKite — METIKO- U CpeHeKaleIbHas XIl-
poBas AUCcTpodus, HEKPO3bI efTHNYHbBIX TeIIaTOLIYITOB,
MHOTZIa IEpUTIOPTaNbHbI GUOPO3.

KnnHndeckas KapTMHA XpOHMYECKOTO TemaTuTa
npu BBK TpysHO OTnMYMMa OT HOpakeHN A MeYeHNn
Apyroro remesa. XapaKTepHOI 4€PTOI XPOHMIECKOTO
renatuta npu bBK ABndeTcsa ymepeHHOEe MOBbIIe-
HHe OMOXMMMYECKMX MapKepOB LIUTO/N3a, XO/IeCTa-
3a U 6MIMpy61MHOBOrO 06MeHa C BBICOKMM YPOBHEM
aKTMBHOCTHU IIpU MOP(OIOrMYeCcKOM UCCIeOBAHNN
6uonraros neyenn. bBK MoxeT KIMHIYECKN IIpOTe-
KaTh 110 TUITy ayTOMMMYHHOTO I'elaTHTa, C BBICOKUM
ypOBHeM aMMHOTpaHCcdepas, HeclenuduiecKux ay-
TOQHTUTEI 1 TUIepraMMarnobynueMmueii. IlosTomy
HeoOXOIMMO MCK/IIYaTh 601e3Hb Biibcona-KoHoBa-
710Ba 1 Y OOJIbHBIX C Ay TOMMMYHHBIM T'eIaTUTOM HpU
Hea(PeKTUBHOCTU KOPTUKOCTEPOUIHON Tepannu.

ITpu nmporpeccupoBaHuM NMPOIECCa pa3BUBAETCA
IMPPO3 NeYeHN C TOPTaNbHOI TUIIepTeHsNell 1 meve-
HOYHOI HeJJOCTaTOYHOCTbI0. bonesub Bunbcona-Ko-
HOBAJIOBa MOXKET JeCATUNIETUE U 60JIee IIPOABIATHCA
Mpu3HaKaMU MPpo3a IMedeHN, YacTo C YKa3aHNeM
Ha 3a00JIeBaHNe IMPPO30OM II€YeHN Y APYIUX YICHOB

MeyeHb n renatouepebpanbHan guctpodua | Liver and hepatocerebral dystrophy

o OGeccumnroMHas popma;
 IedeHOYHas popMa;

« nepebpanbHas Gopma;

+ cMemaHHaA GopMma.

Cornacuo knaccudukanynu H. B. Konosanosa, pas-
MUYAIOTT 5 GOPM remaTo-LepedpanbHOll FUCTpohun
(1960 1.), B 3aBUCMMOCTY OT BOBJIEYEHU S B IATOJIO-
IMYEeCKMII IIPOLIeCC NTeYEHN U LEHTPa/IbHOM HEPBHOM
CUCTEMBI a TaK)Ke XapaKTepa 3KCTpanypaMUIHOM
CUMIITOMATUKIL.

cembu. BBupy storo Heo6xoguMo nckn049ath BBK
y BCeX MAl[MEeHTOB C IMPPO30M HEM3BECTHON 3TUO-
JIOTUH.

ITpaBU/IbHOI AMAaTHOCTUKE CIIOCOOCTBYIOT BBIAB-
nenue konbua Kaitzepa-®meitmepa, nccnegoBanue
aKTMBHOCTH Liepy/IOIUIa3MUHa, OMONCHS IeYeHN.

OynbMUHAHTHAS IeYeHOYHas HelOCTaTOYHOCTD —
penxuit u Haubonee HeGTATOIPUATHDI BapUaHT I10-
Pa>keHM s IIeYeHN TIpY renaroLepedpaabHOIL JUCTPO-
¢un. PasBuBaercsa ocTpo y MOJPOCTKOB U MOMOABIX
nanuenToB. KnnHn4yeckas kapTuHa XapaKTepu3yeTcs
MPOTPeCCUPYIOILEN XXeNTYXOI, aCUTOM, IIe4EHOYHO
Y II0Y€YHOIT HeJJOCTaTOYHOCTbI0. [TouTn Bcerga passu-
BaeTcs Ha QoHe Ippo3a reyeHu. YacTo eit COmyTCTBY-
€T reMO/IUTIYECKa sl AHEMI S, CBSI3aHHAS C MACCUBHBIM
0CBOOOXKIEHMEM MEJI 13 TEMATOIMTOB. B oT/im4me ot
OCTPBIX BUPYCHBIX ¥ TOKCMYECKUX Te€IIaTUTOB aKTVB-
HOCTb aMMHOTpaHcdepas, 4acTo ¢ npeobrafanmem
AcAT, a Takxe III® sHAUMTENBHO HMKE Y 60bHBIX
¢dynbMuHaHTHBIM renatuToM ¢ BBK. YpoBens menn
B MOYe VI CBIBOPOTKe KpPOBU OYeHb BBICOKUIL, Cofep-
>KaHIe LIePy/IoNIa3MyHa 0ObIYHO HI3KOE, HO MOXKET
ObITD ¥ HOPMAJIbHBIM, IOTOMY 4TO Liepy/IOIIa3VIMUHI
AB/IAETCA KOMIIOHEHTOM OCTPOJ BOCIAIUTENIbHON
peakuun. IIpu rucTONOrMYECKOM MCCIIEJOBAHUY BbI-
SABJISIOTCS MAKPOBESUKY/IAPHAS )KUPOBast AUCTPOPU S,
KOAry/IALMOHHbIE HEKPO3BI TeNaTonuToB. ENHCTBEH-
HBIM 9()()eKTVBHBIM METOJOM JICI€HM S CTTYXKUT TPaHC-
IUTAaHTAL VS [IeYeH.

CymecTByert emte abgomuHanbHast popma Kepapa,
[Py KOTOPOJT ITOpaskeHue MevdeHn npeobnagaer Ha
BCEM HPOTSKeHUM 6OTIE3HM U PAaHO OCTIOXKHSIETCS
[eYeHOYHOI HEeOCTaTOYHOCTDIO [8].

XapakTepHO MOCTOSIHHOE Hajm4ue 60IbIINX KO-
JNYeCTB HECBA3AaHHON MeAU B CHIBOPOTKE KPOBMU
¥ IOBBILIEHHOE OT/IOXKEHYE €€ He TOJIbKO B IIeYeH N,
HO U B IPYTUX OpraHaX. 9TO MOXKeT IPUBOJUTD K I10-
BPE>X/EHNIO FOJIOBHOTO MO3Ta C Pa3BUTIEM HelIpOIICH-
XMYECKUX MPOABICHNIT, POTOBUIIBI, TI0YEK, TeEMOIN3Y
3PUTPOLIUTOB.

Cpeny HeBpONMOTUYECKNX CUMIITOMOB C/Ief[yeT BbI-
nenuTb PIeKCOPHO-IKCTEH30PHBII TPEMOP, XapaKTep-
HBII 15 fpoXKaTenbHoil popmbl 6oesnn. Ero Beipa-
>KEHHOCTD K0/1e6/IeTCSI OT e/jBa 3aMEeTHOTO JPO>KAH NS
PYK [I0 TpACEHUs BCEro Tena. TpeMop yCcunnBaeTcs
TIpY BOTTHEHVM U IleTIeHallpaB/IeHHBIX AEeICTBUAX. YMe-
PEHHBII TpeMOp Y psifia OONbHBIX MOXET UMETb aKL|eHT
Ha OfHOJI cTopoHe. TpeMop nanblieB BHITAHYTHIX PYK
TUIIMYHBIN, <IIOPXAIOLUII».

MpbilieyHass BUCTOHUSA B 6ONMbIIEN MM MEHbIIEN
CTeleHM oTMedaeTcs y Bcex 60nbHbIX. HeBponmoru-
YecKue CUMIITOMBI JIPOXKaTebHO-PUTUHOI GOPMBI
TeMOHCTPUPYIOT pa3IMYHbIe COYeTAHMA TpeMopa
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u purugHocTi. KpoMe TOr0, OIIpeie sl T IMIIOMIMUIO,
TUIepPCaINBalNIo, 3aTPYAHEHHYI0 MOHOTOHHYIO Peyb,
CHIDKEHNe VIHTe//IeKTa. AKMHETUKO-pUrgHas ¢op-
Ma COIIPOBO>KAAETCS APKO BHIPA’KEHHBIM PUTHIAHBIM
CHHJPOMOM, 3aTParuBaloOINM Pas/INIHble TPYIIIbI
Ml B pasBepHyTOIt cTaguy 60/1e3HN BBIABIIAET-
Cs1 XapaKTepHBIil TUIIePKMHE3 [0 TUITY «ObIOLINXCA
KPBI/IbeB», K KOTOPOMY MOTYT IIPUCOEUHUTDHCS VH-
TEHLVIOHHBIJI KOMIIOHEHT, n3apTpus u aucdarus,
MO3)XeYKOBBIE PACCTPOICTBA, MUOKIOHNN. OTMeda-
I0TCsI TUIIepCaTUBALIs, MAKPOITIOCCHS, CHIDKEHE NH-
te/iekTa. bes cnennduyeckoii Tepannum HapacTaHue
CHMIITOMAaTUKM IIPUBOAUT K BHIPa)KEHHBIM KOHTPaK-
TypaM, 06e3[BIDKeHHOCTH, Ipy60it ZeMeHI M. DKC-
TpaIMpaMUIHO-KOPKOBas BCTPEYaeTCs pexxe APYrux
¢dopm. Tunnansie fist BBK Hapy e HIs 0CTOXHAOTCS
OMPaMUHBIMI TAPe3aMIL, SIIENTI(GOPMHBIMI IPH-
[afKaMH, TSOKEIBIM HapyIIeHeM VHTe/IeKTa.

ITopaskeHue IMOYeK IIpHU remaTouepedpanbHOIL Fic-
Tpobuu nNpoABAsAeTCcsA NepudepuiecKUMI OTeKa-
MM, He3HaUMTEIbHOI IIPOTeMHYpHeli, HOBBIILEHUEM
KOHIIEHTPAL[/My KpeaTVHIHA CBIBOPOTKY KpoBu. Kak
PaHHUIT CUMIITOM MOXKET Hab/II0faThCsl MAKPO- U MI-
KpOreMaTypus.

VMMyHOrTO6ynuH A HedpomaTus, BTOPUYHAS 11O
OTHOLIEHNIO K 6071e3HM Bunbcona-KoHoBanosa, Ha-
6mropaercs penxo. IIpu TUCTOIOTMIECKOM MCCTIef0-
BaHNI BBIAB/ISIETCS PO epanyisi Me3eHI MaIbHOTO
SIUTENNA U OT/IOKEHN A B HeM igA-KOMIIIEKCOB [9)].

XapaKTepHbI MOBPEXXAEHNUS IPOKCUMAIbHBIX Ka-
Ha/IblleB MOYeK C UX AUCHYHKIMeH: aMUHOALUAY-
pus, III0K03ypus, pocdarypus, MUKpOTreMaTypus
(cunppom Pankonn). Hanbonee yacto B Moye 0OHa-
PYXMBAIOT TPEOHWH, TUPO3UH, NU3NH, BaluH, de-
HytanaHnH. KaHambueBslil alui03 9acTo IPUBOSUT
K o6pasoBaHuo kamHeit [10].

OCTpBlil BHYTPUCOCYAMUCTHI TEMOIN3 YaCTO OC-
JIOXKHsAET TedeHue 6one3nu Bunbcona-KoHoBanoBsa,
y 15% 60MbHBIX MOI'YT HAO/TIOLAThCS €r0 KIMHIYeCKMe
nposiBreHnst. [eMonu3 06bI9HO BpeMEHHBII, TP OXOLIUT
CaMOCTOATENTBHO, 32 HECKOIBKO JIET IIPeLIeCTBYs
SIPKUM KJIMHUYECKUM IpU3HAKaM IIOPa>keHus Ie-
qenn. JubdepeH1upyoT ero ot HechepounTapHoi
KyM6c-oTpuuaTeIbHOI FeMONMUTUYECKOI aHEMU.
VIHOT A OCTPBIiT TeMOIN3 MOXKET HAOIOAaThCA OFHO-
BpemerHO ¢ OITH. CMepTh B 9TUX CTydasiX HACTYIIaeT
OT OCTpPOI1 IEYeHOYHOI M IOYEUHO HEJOCTATOYHOCTIL.
IlpenmonaraeTcs BAMsAHIE OOIBIIOTO KOIIECTBA CBO-
60nHOI Mefu B I/Ta3Me Ha MeMOPaHBbI 9PUTPOLIUTOB
Y TeMOTIOOMH.

ITpu 60nesuu Bunbcona-Konosanosa MOryT Ha-
6/1r0faThCS APyTUe BHEIIEYeHOYHbIE [IPOSIBIEHNS:
9H[JOKPMHHOII CUCTeMBbI (O/IUTO- ¥ aMEHOpes], CaMO-
IIPOM3BOJIbHBIE A0OPTHI Y XKEHIIVH, OKUPEHNE, YBe-
NMUYeHMe MUTOBUJHOM XKele3bl), 60eBoI abZOMu-
Ha/IbHBII M OUCIEICUYeCKUII CMHIPOMBI, @ TaK)XXe
KOCTHO-CYCTaBHOJ CMHJPOM C OCTEOIIOPO30M MU

3acnyuBaeT BHUMaHUA ciefylollee HabnoaeHne
Y 6onbHOIT M., 23 ropa, renarouepebpaapHas fuc-
Tpodus fuarHocTuposana B KnnHmKe rocnuTas-
Holl Tepanuy MMA. CuUMITOMBI TIOpaXkeH) A TIe4eHN
Ha MHOTO JIeT OIepel/IN HEBPOIOTUYECKYI0 CUM-
nroMatuky. [lepBble CMMIITOMBI 6OE3HN — JKENTYXa
U 60/Ib B )KMBOTE — MOABUINCD B 8-Ie€THEM BO3pacTe;

KNnHWYeckne Habnogenua | clinical case

ocTeoMassAlyeil, Hopa)keHeM KOJIEeHHBIX CyCTaBOB
U MO3BOHOYHMKA. ITopakeHue cepaLa, oCTphlit pabd-
TOMMOIN3 CKENIETHBIX MBI, BCTPEYAIOTCA PEIKO.

Y 6onbHoOI A., 16 neT, ¢ 12-1eTHero Bo3pacra Iosi-
BUJIOCD IpO>KaHMe PYK, IIOCTENIEHHO NPUCOESUHNU/IOCH
I pOXKaHMe HOT, LIATKOCTb IMIOXOJKM, HOCOBbIE KPOBOT-
edenus. K Bpauam He obpalanack, XOTs COCTOSAHME
MOCTOAHHO YXYJIIaloCh; TO/l Hasaj, peyb CcTana 3a-
TPYGHATHCA U3-3a [PO>KaHUA A3bIKa. [IBe cTapmme
cecTpbl 6OTIBHOI CTpafay MOKOOHBIM 3a00/IeBaHIEM,
ofHa 13 HUX yMmepna. KoHcynbTupoBaHa B KIMHNU-
Ke HepBHBIX 6omesHeit MMA, BBIsSIB/IEHO CHIDKEHNE
cofilep>KaHMs Lepy/ToIIa3sMIHa CBIBOPOTKY KPOBH,
AMaTHOCTMPOBaHa remarTouepebpanbHas AUCTPODU.
s BBIACHEHMA COCTOAHMA MEeYEHN U IIPOBENEHN A
nedenua D-neHMIMIIaMMHOM FOCIIUTaNN3MPOBaHa
B K/IMHUKY (aKy/IbTeTCKOI Tepanum.

Ipu 06¢menoBaHMY BHeIIeYeHOUHbIe 3HAK HE BBI-
sIBTIeHBL. [ledeHb aIbIUPYeTCs Y Kpas pebepHoOlt AT,
cenieseHKa He yBenudeHa. Konbuo Kaitsepa-®neitmepa
He oOHapy>xeHo. HeBposormyeckuit cTaTyc: TUIIOMU-
MM, TPEMOP Ta/bIleB BBITAHYTBIX PYK, HECKOBKO
6orblile c/IeBa, TPEMOP IPY IIATOYHO-KOJIEHHOI IIpo6e
MHTEHUMOHHOro Tumna. [Tapesos HeT, HO CyXOXUIb-
Hble pedIeKChI IOBBILIEHEI. [IByCTOPOHHUIT CUMIITOM
BabuHckoro. [IMCTOHNUA C 37IeMeHTaMM HapacTaHMs
TOHYCa IIPM MOBTOPHBIX IBVKEHMAX B JIEBBIX KOHEY-
HOCTSIX; IIPU X0 b0e pe3KO yMeHbIIEeHbI PM3MOTIOT I ue-
CKMe CUHKMHe3UN. Jucdopus ¢ UTOXOHJpUIeCKUMU
OTIaceHMAMMU, CyUI/jabHble BbICKAa3bIBaHM A. AHANN3
KpOBM: 9pUTPOLUTOB — 4,8 X 1012/11, reMOrno6mH -
138 1/, neiikouToB — 6,0 X 109/1, TpOoM601IUTOB - 0,2
x 1012/m; CO3 - 10 MM/4. BoiABNI€HO 2-KpaTHOE I10-
BbIIIEHJIe aKTUBHOCTU COPOUTAETNPOreHa3bl, IIy-
TaMatjerugporenassl. yHKIMOHAIbHDIE IPOODI IIe-
YeH! He M3MeHEeHBI. B MyHKTaTe IeuyeHy renaTonyThl
B COCTOSIHUY 3€PHUCTON, TUPOMNIECKOIT U 6aj/IOH-
HOJI BMCTPOGUM, HEKPO3 eNVHMYHBIX TellaTOLIUTOB.
Bcerpevarorcs gBysaepHble renaTOLUTHI, TeNaTOLMThI
¢ 6omp1IMM sA7poM U pUTypamu podeTok. [TopTanbHble
TPaKTbI C eJUHNYHBIMYU TUCTUONMMPOLUTAPHBIMA
NHUIbTpaTaMIL.

Hauaro neyenne D-neHUIMTIIaMIHOM B Tab/IeTKax
1o 150 Mr ot 6 70 8 TabneTok B cyTku. Yepes 2 Hex.
OT Hayaja IIpXeMa npenapara 3HAYUTENbHO YMEHbD-
IINJICS TPEMOP A3bIKA, PYK, CTaa 60Jiee yCTOMYMBOI
TIOXOZKa, NOSABU/IACh YBEPEHHOCTD IIPY BHIIIOTHEHUN
MaIbLIeHOCOBOII IIPOOHI.

Takum o6pa3oM, aHaMHe3, 9KCTpaIMpaMUfHbIE
PpaccTpoiicTBa B COYETAaHUM C MATONIOTHEN TIeYEH N,
CHVDKEHME COJlep>KaHMsA LePyIoIasMIHa aBaln
OCHOBaHMe [/IsI AMarHOCTUKY 6omne3Hy Bunbcona-Ko-
HOBAJIOBA, HECMOTPS Ha OTCYTCTBMeE KommbIia Kaiisepa—
Onefimepa. [lopaskeHne medeHN He COPOBOXK/ANTOChH
SIPKOI KJIMHMYECKO CMMIITOMAaTUKO U U3MEHEHNEM
(YHKLMOHAIBHBIX IPOO, HO 4eTKO JOKYMEHTMPOBa-
JIOCh MCCTIeioBaHMeM OMOIITaTa IeYeH.

JOUArHOCTUPOBAH «OCTPbIN BUPYCHBII remaTut». Pes-
KOe yXyZleH/e COCTOAHMA B 15-IeTHEM BO3pacTe
COTIPOBOX/ANMOCh OTEKaMU, acUUTOM. B mocnenymno-
mue 7 T HabIoanach peMUCCHUA, COCTOSHIE OCTa-
BaJIOCh BIIOTTHE YIOBAETBOPUTETHHBIM: 3aKOHYMIIA
LIKOTY M MHCTUTYT. B Bospacre 22 nmeT pasBumoch



HOBOe 000CTpeHMe 6OTe3HN C OTEKAMMU U aCLIUTOM,
[OSIBU/IACH IIYIIOYHAsI IPbIXKa. BIsIB/IEHDBI TPU3HAKYU
[IOPTa/IbHOJ I'UIIEPTEH3NY, TellaTONVeHAIbHbII CUH-
HPOM, FI/IHepCHHeHI/ISM, II€YC€HOYHAaA HEJOCTATOYHOCTD,
IVArHOCTUPOBAH LMPPO3 MEYEH.

B KHI/IHI/IKY HOCTYHI/ITIa 10 3KCTpeHHbIM IIOKa3a-
HUSM B COCTOSTHMM IIe4€HOYHOI pekoMsbl. Ha done
Ie3MHTOKCUKAIOHHO Tepalyyt COCTOsTHME 6OMbHO
3HAYMTEIbHO YAYYIIN/IOCH, B IOC/IEAYIOLIEM I10Y-
TU IIOJTHOCTBIO NCY€3 aCIIUT, yMeHbH_U/ITII/[CI) OTEKN.
OpHako obpamiana Ha cebst BHUMaHMe BbIpa>keHHas
LepebpanpHas MaTONOTU: AMUMM S, TUIIEPKIHE3N S,
[IOBBIIIEHHBIT MBIIIEYHBII TOHYC [0 9KCTPAIMPAMM/]-
HOMY TUILY, KOTOpbIe He YMEHBIIA/IICh [10 Mepe YIyd-
IIEHMsI COCTOSIHMA OOBbHOIL, a JaXke IpOrpeccupoBa-
JIn. aTO BI)IHY,IH/UIO yCOMHI/ITbCH B INMAarHo3e¢ L[]/IppOSa
IIeYeH N BUPYCHOII STUOIOT U U 3aII0f{03PUTH GOTIe3Hb
Bunbcona-KonoBasnosa. [lnaruos Obi1 HOATBEPXKiEH
HeBpoOmaTonoroM. I[Ipu fganpHelmeM 06CIeT0BaHUN
BBISIBJICHO CHIDKEHUE COflep>KaHus 1iepy/IoIIa3MuHa
B CBIBOPOTKe KpOBM, 0OHapy>KeHO Konbuo Kaiisepa—
@netimepa. Tepanma D-meHnnmmamaMnHEOM IpuUBena
K CII&XKVMBAHWIO HEBPOJIOTMYECKOI CUMITOMATHKHY,
HO yCV/INJIA TeIaTOLe/UIIONIAPHYI0 HeAOCTATOYHOCTb:
ypOBeHb OMIMPYOUHA CBIBOPOTKY KPOBU BO3POC HO
159,0 Mmkmonb/1 (9,3 Mr%), IpOTPOMOMH CHU3UIICS
1o 30%, AcAT - 112 EJl, AnAT - 207 E]I. Yepes 2 mec.

OwuarHos
HI/IaI‘HO3 MOJXHO YCTaHOBUTDH HAa OCHOBAHUM TUIINY-
HOJ KIMHMYECKON KapTUHBI: IOpa’keH1e IedeH !
Y HEPBHOI CUCTEMBI, CEMENHBI XapakTep 3aboje-
BaHMUsA, Konblo Kaiisepa-®reitmepa — 0Tn0XeHME
Meon B HepM(bepI/I'{eCKOM 9HJOTENNY POTOBUIIBI, BbI-
ABJAEMOE IIPU UCCIENOBAHNN C TIOMOIBIO IENIEBO
nmamnbl. CleyeT OTMETUTD, OIHAKO, YTO KobIjo Kait-
sepa-®reiimepa NoABNAETCA Ha MO3HUX CTAAUAX
00JIe3HU V1 MOXKET OTCYTCTBOBATb Y ieTell 1 60JIbHBIX
MoJjIofioro Boszpacta. Kpome roro, oHo Hecreupu4Ho
1 MOXET Ha6]IIOJIaTI)CH IIpy IEPBNIHOM 6I/UII/IapHOM
oUppo3se.

ITomo3peHue Ha Haau4ue renaTouepedpanbHO
AUCTpOdUM JOMKHO BOSHUKHYTD IPI:

e HEYTOYHEHHOM 3THONOTUM XPOHIYECKOTO TeNaTUTa
U IIMPPO3a;

o (Gy/IbMUHAHTHOJ II€4€HOYHOI HeJOCTATOYHOCTH;

o HeOODACHNMOM IHOBbILIEHNN YPOBHSI AMUHOTPAHC-
depas;

e HAIMYUU COOTBETCTBYIOUMX HEBPONTOTMYECKUX
M3MEHEHN T HEyCTAaHOBIEHHO 3TUONIOTUH, U3MEHE-
HMM OBeJIeHN A, KOOPAMHALMMA JIBYOKEHUIL;

e ICUXMYECKUX CUMIITOMAX, COYETAIOIMUXCA C IPU-
3HAaKaMM 3a00/1eBaHNA TIEUCHI;

e HEOOBACHMMOI PUOOPETEHHO TeMONTUTUIECKOT
aHEMMI;

o CeMelfHOM aHaMHe3e II0 TeraTolepedpanbHoi Ayc-

Tpodum.

JInarHo3 moATBepK/faeTCsA JAaHHBIMYU O HAPYIIeHNN
ob6MeHa Mefi: CHIUDKEHNE VIN OTCYTCTBIE AKTUBHO-
CTM Liepy/IOIIa3MIHa B CBIBOPOTKe KPOBY (OOBITHO
MeHee 200 Mr/i1 mpu HopMe ot 200 mo 600 Mr/m). DT
JaHHbIE BBIABIAIT Yy 95% 60NbHBIX 1 10% 370pOBBIX
reTepo3nuroTHsIX Hocuteneit. Ha 6ome3ns Bunbcona-
KoHoBamoBa yKa3bIBaIoOT:
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6071bHOIT IPOU3BENEHO IpbiKeceder e (ylieMIeHHa s
nyrno4yHas rpspka). OneparuBHOE BMeIIATEIbCTBO
3HAYUTE/IbHO YXYIIIN/IO COCTOSAHNE, Ha 5-11 IeHDb pas-
BIJIACh TIEYEHOYHAsI KOMa — U O0/IbHasI YMepIIa.

ITaTomoroaHaTOMMUYECKNIT TUarHo3: 60Ie3Hb
Bunbcona-KoHoBanoBa; cMeIIaHHBIN UPPO3 Iede-
Hu (Macca nmedenu — 500 r); crizreHoMeranusa (Macca
ceneseHk — 600 1); acuut (800 mi). Pacumpenne Bexn
HIDKHelt TpeTn nuineBoya. YKenrymHslit Heppos. Ha-
6yxaHue BellleCTBa FOJIOBHOTO MO3Ta. Me/Kye KICThI
B MOAKOPKOBHIX y3max. Konbio Kaitsepa-®rneiimepa.
CocTosAHMe MOC/e TPhIKeCeYeH M TI0 TOBOAY YIIeM-
JIEHHOI1 IIyTIOYHOM TPBIKM. ATe/leKTa3 HIDKHell Tomn
JIEBOTO JIETKOTO.

Takum 06pa3oM, B IpUBeJEeHHOM HabI0geHNN
6bly1a abmoMMHaIbHAS OpMa remaTolepedpanbHO
nuctpodun, NposBAABIIAsCI B TedeHMe 14 et mpe-
MMYLECTBEHHO CMMIITOMAaMy MOPaKeHNA TeYeHN.
Ha HavyanpHOM 9Tare 3a6oneBaHMe OMMOOYHO pac-
LeHuBanoch kak OBI, a B mocnefyomeM Kak IMppo3
Ie4eH!, ¥ JO/ITVie TOAbI TaTOTeHeTYecKasA Tepanns
He mpoBopunack. Hasnavyenne D-neHnnuniraMmmaa
B TepPMUHA/IbHOI cTaguu 60Ie3HU CIOCOOCTBOBAIIO
YMEHBIIEHNIO HEBPOIOTMIeCKO CMMITOMATUKM, HO
He MOTJIO IPeJOTBPAaTUTh IIPOTPECCUPOBAHUSA yKe
MMEBIIEICS TAXKENIOl IIe4YeHOYHO-KIeTOYHOM Heflo-
CTaTOYHOCTM.

e yBeIMYEHME COflep>)KaHUA He CBA3AHHOIA C Iiepy/Io-
I/Ta3MUHOM MeJiu B CBIBOpOTKe KpoByu (100 MKT/1
u 6ornee);

 IOBBIIIEHNE COfleP>KaHUA MEIM B OpraHax, B 4acT-
HOCTH B 6nonrarax nedenn (cbiire 250 MKI/T CyXOit
Macchl);

o MOBBIIIEHNE SKCKPeUM Mefu ¢ Mo4oii (boree 200
MKT/CyT Ipu HOpMe MeHee 70 MKT/CyT).

IIpennosxxeHo ompefenAaTh CoiepKaHNe Mey He
B CyTOYHOM KONMYECTBE MOYN, @ B IIepBOI IOPIINN
yTpeHHel Mo4un. Pe3ynbraThl, IOTy4YeHHbIE C IOMO-
LIbI0 3TUX METOMIOB, OKAa3a/IMCh BIIOJIHE COIOCTAaBMU-
MpiMu. OnipefienieHye Mefiy IepBOIt HOPLMU YTPEHHEI!
MOYMY SABJIAETCS 60JIee TOUHBIM, OBICTPBIM 1 JICIIEBBIM
MertopoM [11].

JI7151 KOMMYeCTBEHHOTO O pefie/IeHN s Mey B OMOII-
TaTax IeYeHM UCIIOb3yI0T aTOMHOAOCOPOLMOHHYIO
CIIeKTPO(OTOMETPIIO, PEHTTeHOCTPYKTYPHBIIT AHA/INS.

I'mcTonormdeckoe BoIAB/IEHME Me[U IIPOM3BOAUTCS
C IOMOLIBIO OKPACKM pybeaHOBOIT KMCTIOTOI!, POaHMU-
HOM ¥ OPCEMHOM, HO IMAaTrHOCTNYeCKOe 3HaYeHMe UX
OTPAaHNYEHHO.

TpymHOCTN B AMarHOCTMKE MOTYT BOSHUKHYTD IIPK
M30/1MPOBAHHOM IIOPaXKeHUM NeYeHM U Y jeTeil 6e3
KJIMHUYECKOI CUMITOMAaTUKIL. ITo cpaBHEHNIO ¢ 607Ib-
HBIMJ C HEBPOJIOTMYeCKMMU NposBIeHusAMU (B 90%
BBIABNAETCA Konblo Kaiisepa-®mneiimepa n y 85%
CBIBOPOTOYHBII Ilepy/nomnnasMuu MeHee 200 mr/m),
y GOJIbHBIX C M30/IMPOBAaHHBIM NOPa)KEHVEM TIeYeHN
TONbKO y 17% ompepenserca konbuo Karisepa-Pneit-
urepa u 'y 65% — CHMOKeHMe yPOBHA 1iepyToN/IasMuHa.

Tenernyeckoe uccnegoBanme CyleCTBEHHO 3aTPY/-
HEHO 13-3a 60/IbIIOro Ko/mdecTBa MyTanuii resa ATP7B,
3TUM OOBACHAETCSA HEBO3MOXKHOCTD MCIIO/Ib30BAHNS
€ro [ CKPVHMHIOBOI JVarHOCTUKY 3a60/IeBaHuA.
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BmecTe ¢ TeM B CeMbsIX OOMIBHBIX, KOTja My TaLlisl IIPO-
6aHza M3BECTHA, BO3MOYKHA IIPAMas reHeTuuecKas fu-
arHOCTMKa remnarouepe6panbHoit guctpoduu [3,12].

B TpyHBIX cTy4YaAx IpepiaraeTca NpoBeCTH TeHe-
TUYECKOE MCCIelOBaHMe MUKPOCATE/IZIMTHBIX MapKe-
pos (D135295, D135296, D13S301), a Tak)Ke OKpacKy
6MOITATOB IIeYeHN Ha COTep)KaHIe Me) POLaHNHOM.

Pa3paboTaHbl METOADI IPeHATATbHOI AMATHOCTUKY
/IS ceMell, B KOTOPBIX MMEIOTCS 60JIbHbIE TeraTolie-
pebpanbHOI fucTpodueit.

st puarsocTuku 6ome3un Bunbcona-KoHoBanosa
MCHONB3YIOT IOTIOIEHNE TIeYEHbI0 PaMOAKTUBHO
Meny. DTa METOAMKA MMeeT 0COOYIO LIeHHOCTD /A
BBIAIBJICHU He TOTIbKO OOJIbHBIX C Terarornepedpab-
HOJ gucTpodueil, HO ¥ reTepO3UTOTHBIX HOCUTETEN.
CooTHOIeHNe pagMOaKTUBHOCTH ITeYeHN depes 24
” 2 9 1ocje BHYTPMBEHHOTO BBEJIEHUA PafMOHYy-
K/IMAa B HOpMe paBHO 1,4-9, Torga kak npu 60mesHn
Bunnrcona-KonoBanoBa 3T0 COOTHOIIEHME COCTAB-
nset 0,2-0,3. [eTeposuroTHble HOCUTENN U 607bHbIE
C «HEBM/IbCOHOBCKMMM» 3a60/IeBaHUAMM IEeYEHU

JleueHne

IlaToreHeTMYeCKas Tepanus renaroyepebpaabHOit
nuctpoduy HarpaBjieHa Ha BbIBefieHNe U30BITKA MeU
M3 OpraHu3Ma JyIs HpefyIpexX/eHNs ee TOKCUYEeCKOTOo
BO3JIEVICTBUS.

Hasnauvalor sueTy Ne 5, 6oraTyro 6e/IKOM, C orpa-
HUYEeHMEeM COfiep>KallliX Mefib IPOAYKTOB (bapaHMHa,
KYpbl, YTKH, KOI6acsl, ppiba, pakoobpasHble, LIaM-
IMHBOHBI, Kpecc-caaT, liaBelb, TyK-Iopeil, peRiuc,
6060BbIe, Opexy, YEPHOCIUB, KalITaHbI, LIOKOMA,
KaKao, Mefi, Iepell 1 Ap.). VIcnonp3yoT npemnaparsi,
CBsI3BIBAIOII[VE VI BBIBOMSIVE MeIb U3 OPraHu3Ma.

CxeMbl Ie4eHU

D-nieHnIyUIaMyH MOy 4yl HarOOJIbIiiee pacipocTpa-
HeHye [IPY JIeYeHNH TeTaTorepebpanbHoi JUCTpodui:

o D-nenuunmnnamus B fose 0,3-1,3 1o 3-4 r/cyT B 3aBU-
CYIMOCTY OT BE/IMYMHBI SKCKpeLy Meiy ¢ Mo4oit. Or-
TUMaJIbHasA [03a Iperapara Ha Ha4aJIbHOM JTalle jie-
venus (1 rox) 1,5-2,0 r/cyT B 3-4 mprema 3a momyaca
no ensl. Ilognepxuparomas Tepanus — 0,75-1,0 r/cyT.
JledyeHne MPOBOJAT MOXKU3HEHHO.

[lo3a mpemnapara JOIKHA YCTaHABIMBATHCS €Xe-
TOZHO, a IIPY A/INTEeNbHOM TedeHIM KaXkible 2 Tofia Ha
OCHOBAHNY BBIJIE/IEHNS MEY C MOYOIT, KOHTPOIBHBIX
6uoIICHIt IIeYeH U ONpefe/IeH sl COfeP>Ka s Men
B GuonTaTax MeveH.

BBuAy TOro 4TO NMEHMUMIAMUH [aeT aHTUIIVMPU-
IOKCUHOBBIN 3G eKT, K Te4eHN o J0OABIAIOT:

o TNMPUTOKCHH B fo3e 25-50 MI/CyT BHYTpPb.

MexaHusm feiicTBUA IIpernapara TOYHO He yCTaHOB-
JIeH, IPeATONaTaloT, YTO OH 06pasyeT Xe/laTHbIE COeNNU-
HeHMS C Me[IbI0, KOTOPBIE JIETKO QUIBTPYIOTCS depes
HOYeYHbIe KTYOOUK, T.€. yBETMUNBACTCS BbIBE/IeHUE
Mepau ¢ Mmovoit. Kpome Toro, mpenapar uHruéupyer
CUHTE3 KOJJIaT€Ha, YBEeIM4YMBAeT BHYTPUKICTOUHDIN
YPOBEHD ITTyTaTMOHA.

Knuunyeckoe ynyuiienye nof BNMAHUEM Te4eHN A
BBIPA’KaeTCs B CIIA>KMBAHUY HEBPOJIOTMYECKOI CUM-
NTOMATUKY, CHVKEHUM aKTUBHOCTY BOCIATUTENb-
HOTO Ipoliecca B nedeHu. Ilpu ycnemnoit tepanun
noj, BiusAHKeM D-TIleHnuminaMuHaa BbIBefleHue Meiu
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MMeIOT COOTHOIIIeHNe, paBHOe eguHMIle. KnHeTnka
PpanoaKTUBHOI Meay To3BossieT fuddepeHmposaTs
60re3Hp Bunbcona-KoHoBanoBa ot remaronepebpanb-
HOTO CHHZAPOMa IIpY 3a060/IeBaHNUAX IIEYCHN.

Crepyet oTMeTuTh, uTo fimarHoctuka bBK ocraercsa
TPYAHOIL, 0COOEHHO IIPY HATMYUY AKTUBHOTO 3a607Ie-
BaHMsA MedeHn. Hut Of1H 13 JOCTYIHBIX 1a60paTOPHBIX
TECTOB He SIB/ISIETCS] COBEPIIEHHBIM U He MOXKeT OBITh
cnenudu4HbIM. 7151 TOro, YTOOBI HPEORONETh fua-
THOCTUYECKYIO IIP06/IeMY, 00beIUHAIOT KIMHIYeCKIe
npusHaku (konpua Kaitsepa-®reiiiiepa, HeBpoo-
rM4ecKye CUMIITOMBI) U 1abOpaTOpHbIe [TOKa3aTenn
(Meib B CBIBOPOTKE KPOBHU, MOYe, TIeYeHN; CBIBOPO-
TOYHBIN LIepy/IOIIa3MIH; TeHETUYeCKOe TeCTUPO-
BaHIl€e), KOTOpble OlleHMBawTCA 0T 0 (OTCYyTCTBYET)
1o 2 (IpucyTCTBYeT). 3aTeM CyMMUPYIOT IPU3HAKYU
u paccunteiBatoT Jleitmurckuit 6amn. Ecin oneHka >4,
IvarHo3 6onmesHy BuibcoHa odens BepositeH [13]. Jis
6eccuMnTOMHBIX OpaTbeB u cectep 60mpHBIX ¢ BBK
Haubosee Ha/Ie)KHBIM IIOfIXO/IOM SIB/ISIETCS MyTally-
OHHBIJI AHAJINU3.

C MO40J1 yBeTM4muBaeTca B 3-5 pas. B mureparype ectb
OIMCaHUs TOJTHOTO MICYe3HOBEHM A KaK KITMHIYeCKUX
CUMIITOMOB, TaK ¥ aKTUBHOCTY XPOHUYECKOTO Tella-
TUTA ¥ LUPPO3a II0 JAHHBIM OMOIICUY IIeYeHN CIIYCTS
TOJibI IIOCTIE IIPMMeHeH s Ipenapata [14].

IIpu neuyenuu D-neHnuuanaMmMHOM BO3MOXKHBI
reMaToIoruvYecKue, MouYedHble ¥ KO>KHbIE OCTOXKHe-
HUsL. 3/10KaueCTBEHHBIN arpaHy/IOLUTO3, IIPeXOf1lias
TpoM60- 1 JIeiIKOIIeH N s Harbosiee 4acTo Hab/IIOA0TCS
B IIepBbIe 6 Hefl. IeYeHN s, KOHTPOIbHbIE aHATU3bI KPO-
BJM BHayajIe JleNIaloT 3 p./Hex., a 3aTeM 1 p./mec.

Hedporuyecknit CMHAPOM BBIABISETCS OOBIYHO
B IIEpUOJ OT 2 MeC. JI0 2 JIeT N0C/Ie Havasla JIedeHn .
OH MOXeT 1cYe3aTb CIIOHTAHHO VIV IPY TPUMeHEeHU N
TTIOKOKOPTVIKOUIOB.

Ko>XHbIe OCTIOXHEHN S — JIOKaIbHAS VM TeHepanIn3o-
BaHHas 9pUTEMa, YPTHUKAPHbIE BBICBIIIAHM A, TeMOppa-
I'MYecKye KOXKHble 9KCTPaBa3aThl, CyXOCTb KOXKI TMLIA.
[Ipexpamenne npuema D-nennuniiaMyuHa IpUBOAUT
K MCYe3HOBEHNIO KOXXHBIX OCTTO>KHEHUII.

VI3 gpyrux OCIo>KHEeHUT BO3MOXXHBI AUCIEICH-
YecKe pacCTpONCTBA, CHIDKEHNE VN TTOTepsl BKyca.

He pexoMeHAyeTCcs CaMOCTOATE/IbHOE NpeKpalle-
HIe nedeHuss D-eHnniiaMiuHoM gaxke Ha QoHe
XOpOILIEro caMOYyBCTBM L, TaK KaK 3TO MOXKET BbI3BAaTh
peLuauB 3a60IeBaHMS C PE3KUM YXYALIEHVEeM, BIUIOTb
10 pasBUTUs QYIBMIHAHTHOTO reIlaTUTa.

ITpoTuBOIOKa3aHMEM K Te4eHNI0 D-neHnunmiamMm-
HOM CJTY’KaT JIEJIKOIIeHW I, TPOMOOLIMTONeH IS, @ TAK)Ke
IpeKoMa U KoMa.

ITpu BbIpaXKEHHBIX TOKCUYECKMX 9B PeKTaxX IpYMeHs-
eTCs1 IPYToe XemaToobpasyloliee COeMHEHe — TPUITU-
JIeHa TeTpaMyH auruapoxiaopus. Hapsny c o6pasoBanu-
€M Xe/IaTHBIX KOMIUIEKCOB C MefIbI0 IIperapar CHYDKaeT
BCachIBaHIe Meqy B KuiledHuKe. Jlosa mpemnapara:

¢ TPUITUJIEH TeTPaMUH JUTUJPOXIOPU], B 103€
1-2 r/cyT B 3 mpuema.

[Ipu HemepeHOCUMOCTY 060MX BelleCcTB IPUMeEH -
eTCsl TPMEHTHUH (TeTpaTnoMonn6iaT aMMOHMA):

e TPHUEHTHH B fjo3e 120-200 MI/cyT BHYTpb.



IIpenapat 6710KMpyeT BcacbiBaHME MeRN U3 K-
IIEYHNKA, a TAK)XKe CBA3bIBAET Me[lb B TKAHAX B Me-
tTabonmnyeckyu nHepTHOI Popme. Ha done nevenus
TPUEHTUHOM, 0COGEHHO y >KEHIIVH, MOXKET PasBUTHCS
xere30medNINTHAS AHEMISI, KOTOPasi KOPPEKTUPYeT-
s penaparaMi JKenesa.

ITo6ounble 3¢ PeKTh: TOaBIEHE KOCTHOMO3IOBO-
TO KPOBETBOPEHM A U BeCTPYKLMA KOCTEI Y pPacTyIUX
JKMBOTHBIX, B CBA3Y C 9TUM OTPaHNYEHO IIPUMEHEeHMe
npenapara y jieTeit.

AJIpTepHATUBHBII METOf, IEI€H IS — IPUMEHEHIe
3HAYNMTETBHO MeHee TOKCUYHOro, YeM D-nenniuna-
MIH, Cy/nbdara [IHKa: OH TOPMO3UT abCOpOLMIO0 MeaAN
B KMIeyHuKe. [losnpoBka:

o IuHKa cynbdar B fose 150 mr/cyr o 50 Mr 3 p./neHb
MEX/Y IIpreMaM ML,

IIMHK OTHOCUTEIbHO 6€e30IacHbIN, 13 TOOOYHBIX
abdexToB oTMeualoTcs Hapyuenne gynkuyn JKKT
¥ TOJIOBHAsA 6071b. BepoATHOCTD TO6OYHBIX peaKLmit
MO>KHO YMEHBIIUTb MCIIONb30BAaHMEM OKCHUJIA, a He
cynbdara nuHKa. JledeHre BO BpeMst GepeMeHHOCTH
He IpeKkpamaioT. PekoMenayemas gosa D-nmenunni-
JTaMIHa MOXKeT OBITh CHIDKEHA BO BTOPOII IIOJIOBIHE
OepeMeHHOCTH, BO3MOXXEH IIepPeBO Ha IOAJePXKIBa-
Iolljee JIedeHle IIMHKOM.

HasHaueHne npenapaTos I[THKa MOYXXeT PacCMaTpu-
BaThCs KaK HAMJIYYINNI BAPMAHT TePaIuy 6ONbHBIX
B IIPeCUMIITOMHOI cTaguu 3aboneBanns [15].

B neuennn remaronepe6panbHOl AUCTPOGUY LIN-
POKO IIpMMeHSI0T BUTaMuHbI Bl u B6, Tak kak mpu
9TOM 3a60/IeBaHNY M30BITOYHBIE KOTMYECTBA MeU
OIOKMPYIOT X aKTUBHOCTb. PeKOMeH/IOBaHBI IIpe-
[apaTsl, yAydInanoliue oOMeH relaTouyToB, aHTH-
OKCUJAHTHI.

TpaHcIIaHTaLMs TedeHN TOKa3aHa G6ONIbHBIM Te-
natorepebpanbHoil fUCTpodert, HPOSBIISIONIENCs
GyTbMMHAHTHOI IIe4eHOYHOI HeJOCTaTOYHOCTHIO;
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Hea(PeKTUBHOCTY Tepanuy XenaTopaMy Meu B Te-
YeHNe HeCKONbKIX MeCAIIeB y MalIeHTOB JJeKOMIIeH-
CHPOBaHHBIM LIMPPO30OM U PasBUTHI IPOTPECCUPYIO-
11et HelOCTATOYHOCTY IT€YeHN IIPU CAMOCTOSTETHHOM
TpeKpaleH N IeYeH S

BbIkMBaeMOCTh MAI[MEHTOB B Te€YEHME IOfia TIOCTIE
YPreHTHOI TPaHCIUIAHTALI M 10 IOBOAY OY/IbMIHAHT-
HOJI IeYeHOYHOI1 HefocTaTouHocT Ipu BBK pocTu-
raeT 70%, B OTCYTCTBYE TPAaHCIUIAHTALIMM BBDKMBAIOT
TOJIBKO OTHenbHble 6onbHble. [Ipu TpacmmanTanun
TeveHy Ha CTafMM SeKOMIEHCHPOBAHHOTO IMppo3a
BBDKMBAEMOCTD ITAIIMIEHTOB B TEYEHE TO[Ja COCTAB/ISAET
95%, dyepes 5 net — 83%, yepes 10 neT - 80%. O6mmit
pe3yIbTaT TPAHCIIAHTALMY OLIeHMBAETCs KaK OT/INY-
HBIII, pelNAMBOB 3ab0/eBaHNs He Habmoxaercs [7].

YnydireHye HeBPOTOTMYECKOI CUMITOMATHKY HO-
Cjle TpaHCIUTaHTAIMu Habmogaercs 6oree yem B 50%
cnydaeB. OgHaKO, €C/I HEBPOIOTUYeCKasA CUMITO-
MaTHKa IIepcucTupyeT 60see 2 eT Ha QOHe IeUeHN,
yIy4lleH}e pe3y/IbTaToB II0C/Ie IPOBeeHNUs OPTOTO-
IMYeCKOJl TPaHCIUIAHTALVY MTeYeHU VTN IPOJOTIKe-
HIISI X€JIATOPHOL TEPAIINY MaJIOBEPOSITHO.

ITporuos. TeueHne 6one3Hu nmporpeccupyioluiee,
Befyllee K MHBATMAHOCTYU. IIpOrHO3 3HAYMTENBHO
YAYYIINICS C IpUMeHeHMeM D-IeHnnuinaMuHa; Ha
PaHHUX CTafusAX 60/Ie3HY OH B psifie CITy4aeB CIOCo0-
CTBYeT HOpMa/IM3alyy KINHIYECKO KapTUHBI U CO-
XpaHeHnIo paborocnocobrocTu. Tepamnst Ha TO3EHUX
cTapusax 60ne3HN He IPeJOTBPAlaeT OCIOKHEHNIA
LMppO3a IeYeH .

IIpodunakTuKa 3aKI09aeTCsA B paHHEM OOHapYyKe-
HUM FeTePO3UTOTHOrO Hac/efoBaHus1. CyliecTBeHHOE
3HaYeHye /I yCIexa Tepaluy U IpesoTBpalleH N
TSKEJIBIX OPa’KeHN T HEPBHOI CUCTEMBI I IT€YeHN
MMeeT PaHHASA JUATHOCTHKA OONe3HM.

ITpu BbIsABIIeHNY Be(PeKTHOTO reHa B TOMO3UTOTHOM
COCTOSTHMU JIEYeHNE CBSA3YIOLMMI Mefib IIperapartamMu
MOXXeT OBITh HAYaTO B BO3pacTe 3 JIeT U CTaplle.

7. Iodvmosa C.[]. «<bone3Hu nedeHn: pyKOBOLCTBO AJIA
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