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B cmamve npeacmagﬂeubt cospementole danmwie 06 0C00EHHOCMAX KIUHUMECKOU CUMNMOMAMUKU U Memooax ouaznocmuxu 6one3nu Buivcona —

KOHOGd]ZO()’Ll, a maxxce Kiunuueckoe nabooenue asmopa.

Knroueevie crosa: 6onesnv Burvcona — KOHOBCI][OGLZ, KAIUHUKA, duaznocmuxa.

Bonesus Bunbcona — Konosanosa (BBK) — ayrocomno-
pellecCUBHOE HACTIECTBEHHOE 3a00/eBaHne, B OCHOBE KOTOPOTO
JIE)KUT TeHETHYeCKH 00yCIOBIEHHOE HapyllleHe 0OMeHa Meu ¢
U30BITOYHBIM (TOKCHYHBIM ) €€ HAKOTIJIEHUEM [TPEUMYIIECTBEHHO B
neyeHn 1 HepBHOI cucteMe [ 1]. BobHbIe et poxkaaoTes y napsl
pojuTereii, 06a 13 KOTOPBIX KJIMHIIECKU 3/[0POBbI, HO SIBJISIIOTCSI
HOCHTEJISIMHU TIATOJIOTNYECKOTO reHa. 3a00J1eBAIOT TOJBKO FOMO3H-
TOTHBIE HOCUTENN MyTaiuu. JIiia, KOTOpbie OT OZHOTO 13 POJIITE-
Jieif TIOJTyYUJIA MYyTaHTHBII T€H, a OT IPYTOro — HOPMAJIbHBIIA, STB-
JISIFOTCSL TETEPO3UTOTHBIMU HOCUTEJIAMU MyTaluu. 3aboJieBaHe
y HUX HE PA3BUBAETCSI, XOTS [IPH OHOXUMUYECKOM MCCITIEOBAHUT
MOTYT OTMeUYaThCsl u3MeHeHus B MeTabouame mezu [2]. Pactipo-
crpanentoctb BBK cocrasisier 30 6osbHbIX Ha 1 MJIH YesioBeK, a
HOCHTEJIEM [ATOJI0rn4ecKoro rena sipyisercst 1 yenosexk Ha 90 [2, 3].
3a nocJieiHue rojibl HabJI0aeTCst TEHACHIIUS K YBEJTMUEHWIO YKC-
Jia iuarHoctupyeMsix ciaydaeB bBK. Cunraercs, 4ro oHa sBisteTcs
npuunnoii 15-20% Beex GoiesHei meyenn y aereii, a 5% GoJIbHbIX
MOJTOKe 35 JIeT ¢ KapTUHOH XPOHINYECKOTO AKTHBHOTO TeIaTUTA He-
sicHoit aTnosioruu crpagaior BBK [2, 4]. Cpexuuii Bospact nebiota
BBK 11-25 ner [5, 6]. Cuuraercs, 4TO 4eM paHbliie IPOSIBIISIETCS
3ab0JieBaHMe, TeM arpeccuBHee oHO mpoTekaet [5]. Knunnka BBK
MHOTOTPaHHa M BKJII0YAeT B ceOst, IPEK/IE BCETO, IeYeHOUHbIE U He-
BPOJIOTHYECKIE CHMIITOMBI, & TAK)KE TICUXUYECKIIe, TeMaTOoJI0Tnye-
CKue, HoYeuHble, 0(hTaIbMOTIOTHYEeCKHE, KOSKHBIE, 9HIOKPUHHBIE 1
cepzieuHo-cocyaucTole [1, 2].

IMox nammM HabJOIEHUEM B HAcTOsIIIee BpeMst Haxosarcst 10
narenToB ¢ BBK B Bospacte ot 17 10 49 s1eT. 5 U3 HUX IepeHec-
JIN OPTOTOTIMYECKYTO TPAHCIIAHTAITUIO TIEYEHU B CBS3U C PA3BHB-
[IMMCS IIIPPO30M IIeYeH! ¥ MeYeHOUYHON HeZ0CTaTOYHOCTHIO, B
TOM 4ucJe 2 — B CBA3U ¢ (QyJIbMIHAHTHOH [Te4eHOYHOH HeZocTa-
TouHOCTBIO. O1Ha 3 nauenTok, 1986 roga posxaenus, nepexec-
mast B 2004 r. opTOTONMYECKYIO TPAHCIIAHTAIUIO [IeYeHU OT JKH-
BOTO POJICTBEHHOTO /IOHOPaA (OTIa) 1O MOBOIY (YJIbMUHAHTHOI
rnevyeHouHoit HeocTarounoctu B ucxone bBK, B 2008 r. poauia
310poBoro peberka. COCTOsTHIE JKEHIIMHBI 1 pebeHKa B HACTOSI-
1ree BpeMs y/1oBJeTBopuTesbHoe. IlomyuaeT IMMyHOCYTIpeCCHB-
Hylo Tepatuio. Bropoii ciydail GpyapMUHAHTHOM Te4eHOYHON He-
nocratounoctu npu BBK npousomen B utone 2010 r. Bosibhas
A., 1992 rona poxaenus, 16.06.2010 moctynuia B KINHUKY C JKa-
J06amMu Ha cJ1aboCTh, yBeJMUeH e JKUBOTA B 00beMe, UyBCTBO Ha-
MOJIHEHWSI B 9MUTacTPasibHON obsacTu. [lepBble PU3HAKY HEO0-
MOTaHMS TOSIBUJINCH IIOJITO/Ia Ha3a/| (HapylleHne MEHCTPYasb-
HOTO IIMKJIA, CJIaGOCTh, IEPUOITYECKITE HOCOBBIE KDOBOTEUEHHST).
3a 10 aueil 10 rocnUTANN3ANNE TOSIBUIUCH HOIOTIIE GOJIM 1 Yy B-
CTBO TIEPENOJHEHYSI B SITUTacTPAIbHON 00JIacTH, B3y THE KIUBO-
Ta, JKUJKHUIT ety 110 3 pa3 B cyTku. [lepereceHHbie 3a60I€BaHMSE:
OPBM, mnenonedput. Kposs n mma3my He mepemBaiu, HHBEK-
LUK 32 TTOCJIEAHII TO/[ He MoJIyyasia, JKeJITyXoi He 60Jiea, B KOH-
TaKTe € JIMXOPAASIIUMHU OOJIBHBIMU U GOJIBHBIMU C JKEJITYXOW He

6bwra. [Ipusura ot BupycHoro remarura «B» 8 2004 r. O6bekTHB-
HO IIPH MOCTYIUIEHUH: COCTOSIHUE CPEeNHEN TSIKeCTH, CO3HAHIE
sacHoe. KoJKHbIe TOKPOBBI YUCTbIE, OJIe/IHBIE, CHITIA HET, MaJbMap-
Hast aputeMa. Ckiepsl cy6ukrepuunbie. [Tutanue yMepeHHO T10-
BbIlIEHHOE. B jierkux u cep/ite 6e3 MartoornyecKux N3MeHeHuil.
JKuBot yBesmueHn B oGbeme 3a cuet aciiura. [ledeHp BBICTYITAET U3-
01 Kpast IPaBoil pebepHoii yru Ha 2 CM, IIJIOTHOBATas! Ha OILYIIb,
Kpaii 3akpyriieH, 6e3bosesnentbiii. Y 311 opraHos OprOIIHOM 110-
JIOCTH: YMEPEHHasl renarociieHoMeranust, iuddysHbie n3MeHe-
HUS TApEHXUMBI TTeYeHH, aCIUT, TPU3HAKU MOPTAJIBbHON THIIEp-
TEH3UH, YBEJIMIEHHDIN JKEeTIHBIN My3bIPb, OTEK CTEHKN JKETIHOTO
Iy3bIPs1, yBeINYeHHbIe JINM(ATHIeCKHe Y36l B BOPOTAX MeYeHn
u nepuractpanbhoii 3one. IT/]C: BapukosHoe pacmupenue BeH
HUZKHEH TpeTH nuieBo/a 1 ¢T., TOBePXHOCTHBIN racTpuT. AHAIN3
KpoBU Ha Mapkepsl reratuto A, B, C, D, G, TT, Bupyc dmmrreii-
Ha — bapp, nuTomerasoBupyc, BUPYChI IIPOCTOTO Teprieca, aHTH-
tesa kK BUY meropamu UDA u [P — orpunar. R-rpadust ser-
kux: 6e3 ocoberHocTell. Y 3V MaTKu 1 SHYHUKOB: TPU3HAKH ACI[H-
ta. Ix0-KC: 6e3 marosoruu. O6mumii ananus kposu: Hb — 120 /1,
spurporutsl — 3,58-10'2/1, TpomGoruter — 200-10°/71, neiikorm-
Tl — 5,6:10° /71, 9 — 6%, ¢ — 69%, 1 — 19%, M — 6%, COID — 5 MM/u.
AHnanuz Moun — 6/1, cojiepkaHue ypoOUJIMHA PE3KO MOBbIIIe-
HO. Buoxnmunueckue mokasaresu Kposu: 00wt 6eyox — 68 /11,
anpOymunbl — 50%, roGyaunst: al — 2,4%, a2 — 9,3%, f1 u f2 —
10,5%, y — 27,5%; 6usnupybun obuwii — 27 MKMOJIb/J1 (TIPSIMOit —
18,0 mxmoutb /a1, Herrpsimoit — 9,0 mxmoutb/i1); ACT — 0,91 mmostb /i1,
AJIT — 1,58 mmoub/ 11, mienounast pocdaraza — 603 umoss/c, [T
84%; MmoueBnHa — 5,5 MMOJIb/J1, KpeaTuHuH — 103 Mmoub/1. Map-
KePBbI 0ITyX0JIeBOTo pocTa: o-detonporent 72,12 ur/mi (8 N 0,9—
8,1 ur/mi), CA 125 — 204 ur/ma (B8N 2,6—18,0 ur/mur), CA 15-3 —
51,4 ur/mu (8 N 9,0-51,0 ur/ma), CA 19-9 — 87,22 ur/ma (8 N
0-32,0 ur/mur). ANA, AMA M2 B nopme. IlepyJsiomiasMus cbiBo-
porku kposu — 1,480 /1 (N 0,2—0,4 /1), 0611ast Me/Ib CHIBOPOTKI
kposu — 10,8 mxmoutb /o1 (N 12,56—24,34 MKMOJIB/T).

C y4eToM IIpecTaBIeHHBIX JAHHBIX TPOBOANIICS 1 depeHiu-
AJTBHBIH ANATHO3 Ay TOMMMYHHOTO TeNaTuTa 2-To THIIA C HCXOIOM B
LIUPPO3 IIe4eHH, X0olaHrnoKapiHombl, bBK, kpunrorennoro nup-
posa redenn. bosibHas KOHCYIbTUPOBAHA OHKOJIOTAMU, OHKOTHHE-
KOJIOTOM B CBSI3H C BBICOKOW KOHIIEHTPAIMEN OHKOMAapKEPOB; /1~
arHO3 OHKOIATOJIOTHH CHST, TIOBBIIICHNE YPOBHS OHKOMapKepOB
GBIJIO PACIIEHEHO KaK CJI/ICTBUE aKTHBHOTO renatuta. OcMoTpeHa
OKYJIUCTOM, B TOM YHCJIE C TTOMOIIBIO IIETEBOIl JIAMIIBI — KOJIBIO
Kaiizepa — Duieiiniepa ne obHapyxeHo. B utore, ¢ y4eToM nosbi-
[IEHHOTO YPOBHSI CHIBOPOTOYHOTO 11ePYJIOIIA3MUHA, HE XapaKTep-
HOTO Jist GoJibiHCTBa cayyaeB BBK, OblI BbICTABJIECH JHATHOS:
AyTOMMMYHHBII T€MaTUT 2-TO THIIA C UCXOJIOM B IIMPPO3 MEYCHU.
[Topranpuas runeprensust. Acunt. Bapukosnoe pacmmpenne Bex
nreBozia. [list yrouHeHus irarto3a OblIo 3allJIaHIPOBAHO TTPO-
BeJleHue YPECcKOKHOI Guoricun nevenu, ograko 02.07.2010 cocro-
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saHUe GOJIBHOM PE3KO YXYAIIMIOCH — TIOSBUIUCH Pe3Kast CIaboCTh,
3aTOPMOKEHHOCTb, KOJKHBIE T€MOPPArui, TIPU3HAKU T€MOJTHTHYE-
CKOI1 aneMuH, yeusuaach xKenrTyxa. Anamus kposu 02.07.2010: Hb —
60 r/n (nanee — 45 rv/n), spurporutsl — 1,4-10'%/11, peTukyomm-
Tl — 43%o0 (manee — 297%o0 u 534%.), Tpombonutsr — 120-10°/11,
Ht — 19%, seiikorursr — 9,8-10°/a1 (hopmyia He nusmenena) (aa-
aee — 27,5-10%/1, 17,5-10° /o), COD — 8 mm/u (masee — 40 Mmm/4),
AHM30ITNTO3, TOJUXPOMATOMUIHS, HOPMOIIUTO3. broxmMuyveckue
HCCJIEIOBAHNUS B IMHAMUKE TIpejicTaBJieHbl B Tabu. 1. BosbHast me-
peBe/ieHa B peaHUMAInOHHOE OT/[eJICHUE B KPaltHe TSKEIOM COCTO-
SIHUH, C sIBIeHnsIME aHIedasonaTun. Koxuble TOKpOBE! 1 cKile-
PbI JKEJITYIIHbIE, TeJICAHTMOIKTA3U U, B MECTAX UHbEKIUI HeGOIb-
e rematombl. [lepudepudeckne amumboysibl He MATBITUPYIOT-
cs. OTeKoB HeT. B sierkux npIxaHne Be3UKyJISPHOE, XPUIIOB HET,
Y/I 18 B 1 MuH. ToHBI cepAlia IPHUIIYIIEHBI, BBICTYIINBAETCS CH-
CTOJIMYECKUII IIyM BO BCEX TOUKaX, pUTM IpaBuibHbil. A/l 110 n
70 mm pr. ct., YCC 80 B 1 MuH. SI3bIK BIaKHBII, cJierka 00JI0KeH
Gembim HasetoM. JKuBoT yBesnuen B oGbeMe 3a CUeT aciuTa, pu
HaJIbIAIMU MATKU, Ge300se3HeHHbIH. [TeueHb He MaJIbIupyeTcst.
[TampnupyeTcs kpaii ceseseHKH. Moya 1o KaTeTepy TeMHOTO I[Be-
ta. /IC 01 02.07.2010: raHHBIX 32 KPOBOTEUEHUE U3 TTUIIEBOA U
sxenyaka Het. Y 3U ot 02.07.2010: auddysnoe ynnoraenue neve-
HU 110 THITY TelIaTUTA, ICEB/I00TEK JKeJTYHOTO My3bIPsi, HOPTAIbHAS
TUTIEPTEH3USI, CIiJIeHOMerasust, aciuT. C yueToM pa3BUTUSI FeMOJIU-
TUYECKOI aHEMUH 1 TEMOJIUTHYECKOTO KPU3a CJI0KUIIOCH BITEYAT-
nenue 06 abnomunanbuoii popme BBK, neGiotuposasuieii Ha cra-
JIIY IPPO3a IIe4eHH U OCJIOKHUBIIENCS TSAKETO0H re MO THYeCKOH
aHeMueil, TeMOJINTUYEeCKIM KPH30M, TOPTAJIBHOI THUIIEPTEH3HENH,
aciuToM, (hyJIbMUHAHTHOM 11€4€HOUHO-KJIETOYHOM HEJIOCTATOUHO-
CTbI0, IIeYeHOYHOI 9HIleaonaTei 2 CT., renaTopeHaJlbHbIM CUH-
npoMoM. TTPUHSATO peliieHre 0 HeOGXOAMMOCTH 9KCTPEHHOMN TpaHC-
TIJTAHTAIIUY TIEYeHN B OT/IeIEHUN TPaHCITaHTamn neyean HUN
CITum. H.B. Cximocosekoro (Mocksa). C 1esibio crabuimsaniu
COCTOSIHHS B TeueHue 2 JTHeH /10 TPAaHCIOPTUPOBKH IIPOBOAUIIOCH
sevenue: Metutrpezt 1000 Mr/cyT BHyTPUBEHHO KalleJIbHO, KBaMa-
Tes1 40 Mr/cyT BHYTPUBEHHO KariesbHO, anbOymut 10% 300 mut/cyT,
cBexke3aMoposkeHHast tiazma 500 Mii/cyT, OTMBITBIE IPUTPOIUTHI
50 mut/cyT, rasaprut 2 Mr BHy TprBeHHO, prudakcumus 200 mr/cyT,
sazukc 20 Mr/cyT, 1aktyno3a 30 Mi/cyT, sHTEepocrelb, hocdasio-
restb, YJIXK 750 mr/cyT, nedaszonuu 3 t/cyT.

05.07.2010 6osbnas nocrasiena 8 HUU CII um. H.B. Ckim-
(ocosckoro. Tpu nocTymieHnu (BbIUCKA 13 UCTOPUU OOJIE3HU
Ne 11387) cocrosinue kpaiite Tsikesoe. B cosnanmu, 3aTopMoke-

Ha. O4aroBoil HEBPOJOTMYECKOI CUMITTOMATHKY HET. Bbipasken-
Has majbMapHas aputeMa KoskHble TOKPOBBI JKEJITYIITHOM OKPACKH,
reMaTOMBI B MeCTaxX MHBEKII, yMEepeHHO BIaxxHOCTH. Emimanyg-
HBIE TEJIEAHTHOIKTA3MH Ha KOXKe TPy, YMePEHHBIE OTEKHU Ha TTe-
pelHell TOBepXHOCTHU JKUBOTA, HIDKHUX KOHEYHOCTSIX. AyCKyJIbTa-
TUBHO J[BIXaHH€ JKeCTKOE, IIPOBOIMTCS HAJl BCEMU OT/IEIAMH, OCJIa-
6J1eHO B GazaibHBIX OT/Ie/1aX. XPUIIOB HET. TOHBI cepiIa Mpuriy-
mredsl, purMmuanbie, AJL 105 1 80 M. pr. c1., YCC 74 B MuH. S3bIK
BJIQKHBII, 067105keH OesibiM HasetoM. JKUBOT yBemdyeH B 00beme
3a CYET aCI[UTa, yIaCTBYET B aKT€ JbIXaHMUs, IEPUCTATHTUKA BbI-
CJTYITUBAETCS, IEPUTOHEATbHbIE CHMITOMBI OTCYTCTBYIOT, [T€Y€Hb
He yBeJIinuyeHa, cesie3enka + 3 cMm. CTyJ1 KuAKU 10 3 pa3 B CyTKU.
Moua 110 KaTeTepy KOHIIEHTPIPOBAaHHASL.

Wccnenosanus kposu 05.07.2010: spurporurs: — 1,14-10'% /1,
reMorsio6uH — 45 t/11, remaTokput 14%, TpomGormTer — 129-10°/1,
seikorutsl — 7,81-10° /i1, 11/ — 16%, ¢ /51— 72%, mumbonn st — 5%,
MoueBuna — 19,2 Mmoutb /i1, kpeaturud — 201,3 MMoJtb /1, 001IHTT
6enok — 55,5 /11, anbOymunbl — 26,2 r/11, y-rno0ymaHbl — 29,3 1/,
xosecrepuH 1,09 MMoutb /i1, Gunpy6us o6t — 391 MKMOJIB/JI,
nenpsimoii — 201,1 Mrmoutb /a1, mpsiMoit — 190 mxmous/i1, KOK —
311 E/xn, D — 17,3 amous/c, [TTII - 79,4 E /71, chiBopoToUHOE Ke-
1ie30 — 8,69 mrmostn,/i1, AJIT — 59,9 mvoss /1, ACT — 121,3 Mmmoiib /1,
JIIT — 622 E /7, sxemunsie kucyaotsl — 136,19 mxm /1, AHTB - 82 ¢,
MHO - 4,78, pubpunoren — 0,75 r/J1, 11epyIOIIA3MUH KPOBU —
0,19 v/, mexp B mmasme — 1,32 Mr/i1, Mmeznb B Mode — 985 Mr/1.

BoicTasieH auartos: [[uppos nedeHn B Hexo/ie abloMUHATBHO
¢opmbl BBK, dyabMunanTHOE TeueHne (reMOTUTHYECKUI KPU3).
OCIOKHEHNUST: TEYEHOTHO-KIETOUHAsT HEIOCTATOYHOCTD, KEJATYXa,
MOPTaJIbHAS TUTIEPTEH3Us (ACIUT, BAPUKO3HOE pPACIIUpEeHNe BeH
MUIEBOA, CIIEHOMETANINS ), TleYeHOUHAs dHIledaTonaTus 2 CT.
TeMosMTHYECKAst aHEMUsT, TPOMOOTIUTOIIEHHUS, KoaryJionarust. [e-
natopenabbiil cuuapoM 1 tumna. 09.07.2010 npousBenena orme-
paiust — OPTOTOMMYECKAst TPAHCTLIAHTaIHs TiedeHn. [Tocmeomnepa-
IIUOHHBIH TIEPUO]T OCTOKHSIICS HATHOEHUEM TIOCIE0TIEPAI[TOHHOM
paHbl, TEPUKAPAUTOM, OCTPHIM TIOYEYHBIM MOBPEKIeHUEM 1 CT.
Ha 50-ii enb narrenTKa Obljia BHIIMCAHA B YIOBJIETBOPUTEIBHOM
COCTOSTHUY C PEKOMEH/IAIUSIMU TIO3KU3HEHHOI MMMYHOCYTIPECCHU
[UKJIOCTIOPUHOM (caHAuMMyH-Heopas 250 Mr/cyT) + MaiihopTrk
720 Mr 2 pasza B CyTKH ¥ CHMIITOMATUYecKast Teparnus (OMernpaso.,
tpoMGo-ACC). B Hacrosiiiiee BpeMst COCTOSIHUE MAIIUEHTKU Y10~
BJIETBOPUTEJIBHOE, OHA MIPUCTYIUIIA K yuebe B CTOJUYHOM BY3e.
ITpu reHETHUYECKOM HCCIIeIOBAHIH Y Hee BbIsiBIeHa HanboJiee pac-
npocrpanenHas B Poccun «eBporeiickasi» mytarus rena bBK B

Tabnuna 1. BuoOXUMHUYECKHE HCCIEI0BaHNUs KPOBH 00JbHOMN A. B IMHAMUKE

ITokazatesn Enunuie1 uamMepenust 19.06.2010 02.07.2010 03.07.2010 04.07.2010
O6umit Geok /1 68 71 73 63
AnbGymuH % 50 44 42 55
MoueBuHa MOJTb/JT 55 13,0 13,7 14,8
Kpearunun MOJIb/JT 0,1 0,11 0,12 0,09
Busnnpy6un MKMOJIB /JT 31,4 341 423 439
[Ipsimoit MKMOJIb,/JT 13,5 116,7 268,8 2594
Henpsamoit MKMOJIb/JT 17,9 224,5 154,2 180
AJIT MMOJIb/JT 1,16 0,9 0,4 0,5
ACT MMOJIb /JT 1,49 0,6 0,5 0,39
[Menounas docdaraza HMOJIb/C 112 226 489 603
TumomnoBas mpoba el 3,27 3,93 2,5 59
[IpoTPOMOHHOBBIN HHIEKC % 84 29 20,5 18
Oubpunoren Mr/J1 3552 1500 1250 1250
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14-m sxsone H1069G. Poaurenn u Maanmuii 6par malueHTKy —
retepo3uroTHsI 1o reny bBK.

AHamM3Upyst IaHHBII CITydail, HeOOXOMMO €Tl Pa3 OCTAHOBHTh-
cs Ha cnoxHoctH ainarnoctikn BBK. Ee nevenounas cumntomMatika
IIPOSIBJISIETCST B BUJIE OCTPOTO MJIM XPOHMYECKOTO aKTUBHOTO refia-
THUTA, IUPPO3a IIeYeHY C IIOPTAIbHOI TUIIePTEH3HEl! 1 IIeUeHOUHO-
KJIETOYHON HEZOCTaTOUHOCTHIO [7]. Y 25% naiueHToB 3ab0eBaHe
Ha4YMHAEeTCs BHE3AITHO, C JKeJITYXH, TIOBBIIIEHNS TeMIIepaTypbl TeJa,
cabocTH, paccTpoicTB anmetTa [8]. Y poBeHs 1epyIonia3MiHa 1
M€/ B CBIBOPOTKE KPOBU OOBIYHO CHYIKEHBI, COIEPKAHNE MEI B
CYTOYHOI MOYE [OBBIIIEHO. Y DPOBEHD 11ePYJIOIIA3MITHA B KDOBH MO-
KeT GbITh HOPMAJIbHBIM, TAK KAK OH — HE TOJIBKO OEJI0K-TIePEHOCUUK
MeIH, HO U PEareHT OCTPOii (hasbl, ¢ STHM MOTYT OBITH CBSI3AHbI IHa-
rHoctrueckue omuOku [9]. [ledeHounast neoctatourocTs mpu BBK
MO’KeT UMeTb MOTHIeHOCHOe ((pyIbMIHAHTHOE) TeUeHNe, 1 TOT/[a B
GOJIBIIMHCTBE CJIyyaeB 00JIe3HD 3aKaHUNBAETCST CMEPTENBHBIM HC-
XOJIOM, HECMOTPs1 Ha Jiedenve. [Tokazaresb CcMeEPTHOCTH Cpejiu 6OJIb-
HBIX C Pa3BUBIIeiics (hyJIbMIUHAHTHON IeYeHOYHOI HeJJ0OCTaTOYHO-
crbio coctasisier 70% [8]. [Ipu byibMIUHAHTHOM T€YEHHUH, KOTOPOE
Jare BCTPEYAEeTCsT y IeTel 1 MOJIOJIBIX JIOfIe, HaBIiolaeTcst mpo-
TPeccUpyIoIas sKeJaTyXa, aCIUT, TsoKesast edeHOYHas 1 MoueyHast
HEZO0CTATOYHOCTB. /7151 Hero XxapakTepHO BBIPAYKEHHOE TOBBIIIEHIe
MPSIMOTO U HEMPSIMOTO GHIIMPYGHA BCIEACTBIE BHY TPUCOCYIUCTO-
IO reMOJIN3a, IOBBIIIeHIE AKTHBHOCTH TPAaHCAMUHA3 (B OCHOBHOM
ACT), menounoit pocdarassl, HU3KMIT ypoBeHb anbOymuHa [10].
OybMIHAHTHAS TEYEHOYHAST HEIOCTATOYHOCTD Yallie HabIio/iaet-
cs1y JKEeHIIUH, 4eM y MyskunH (4:1). ExnncrBenublit o ek TuBHbIIM
METO/L JIeueHHsI — TPAHCIIAHTAIu Ttedeni |2, 9].

Kapruna nopaxenus nedenu 1npu bBK necnenudnuna, mosro-
My TpebyeT cepbesHoii auddepeHnanbHoi guarnoctuku. Boob-
me BBK oTHOCHTCS K Yncity Hanbosiee TPYIHO ANArHOCTHPYEMBIX
3a60JIeBaHIH B CBSI3M C VTUTETBHBIM JIATEHTHBIM T€U€HNEM Ha Ha-
YaJIbHBIX CTAAUSAX U OOJBITUM TTOJMMOPMOU3MOM KIMHUYECKON
KapTHHBIL. 3aM0/[03PUTh PAHHIOW CTa/IMI0 GOJIE3HH, TIPU HATMYUT
HACTOPO’KEHHOCTH, MOJKHO HA OCHOBAHHMM CJIEYIONMIUX IIPU3HA-
KOB: IlepeHEeCeHHOH KeJITyX! HeyCTAaHOBJIEHHOTO reHe3a, TI0BTOP-
HBIX KPOBOTEUEHHUIT 13 HOCA, KPOBOTOYMBOCTH JieCeH JMOO MHO-
JKeCTBEHHBIX KPOBOTIO/ITEKOB, COCY/IMICTBIX «3Be3/[0UeK» Ha KOXKe
IPYIH ¥ CIIMHBI, CBOEOOPA3HBIX «IOJOCOK> (OEbIX, MEHSIONINX
MEPUOJINYECKH OKPACKY Ha KPACHOBATO-CUHIOINIHYIO) Ha Oeipax
1 B IOJIMBIIIEYHBIX OOJIACTSIX; TOPMOHAIBHBIX HAPYIIIEHUH B BH/IE
aMeHOpeH WJIN IUCMEHOPeN Y JIeBYIIeK, THHEKOMACTUH Y I0HOLIEH,
a TakyKe CHUPKEHHSI MHTEJUIEKTA ¥ U3MEHEHUH IICUXUKH B BUJIE Ue-
PeOBaHIsI Iy PAILTHBOCTH 1 TOHIKEHHOTO HACTPOEHHST, TPOGIeM
¢ ycreBaeMocThio B 1mKoste [ 5]. Tlo manubiM kaunaukn uM. E.M. Ta-
peeBa MMA um. 11.M. CeuenoBa nipu anamse CPOKOB IOCTAHOBKH
muarnosza BBK B8 86% ciyuaes jquarto3 ObLI OCTaBJIEH HA CTAJUN
1UPPO3a IIeYeHH, YTO HO/ATBEPIK/IAeT [103/IHee PAacO3HABAHNE 3a-
Goreantist. OCHOBHBIMU OIMTMOOYHBIMH AXATHO3AMH [I0 TIOCTYTITIE-
HISI B KIMHUKY OBLUIH: 2y TOUMMYHHBIH reratuT (B 90% corydaen)
¥ IIMPPO3 MeYeHN BUPYCHON MV HeyTOYHEHHON 3THOIOTHH (B 5%
Kask/1pli1 ). Bosiee yactoe npeanosioxkenue 0 HAJIMYUU Y TTAIIUEHTOB
ayTOMMMYHHOTO FelaTUTa MOKHO OObSICHUTD HATTMYMEM TUIIEp-y-
106y IMHEMUH, TIOBBIIIEHUEM YPOBHEH HMMYHOTIO0YIMHOB, MHO-
raa ayroantuten (ANA 1 Ip.) B HU3KHX TUTPax IIPH OTCYTCTBUN
MapKepoB BUPYCOB FelaTiTa. ITH Tab0paTOPHbIE PU3HAKI HAOITIO-
JATOTCS TIPU IIUPPO3e TIeYeHH JII0GO STHONOTHH, SIBJISISICH BTOPHY-
HBIMH, 00YCJIOBJIEHHBIMU JIECTPYKIHMEH TKAHU 1 ITOJHKJIOHATBHON
akTuBalueit B-nmumdonutos nuurokunamu [7].

Cxpununr BBK nosken mpoBonThCs TPU HEYTOYHEHHO TH-
OJIOTUH XPOHUYECKOTO IellaThTa U IINPPO3a NeveH , 0C0OEHHO Y MO-

JIOJIBIX MTAIIMEHTOB; TPU (DYIbMIHAHTHOM TI€YeHOYHON HEZO0CTATOY -
HOCTHU; HEOOBSICHIMOM TOBBINIEHHN YPOBHSI TIEYEHOUHBIX TPAHCa-
MUHA3; HAJTMYUHU XaPAKTEPHBIX HEBPOJOTUYECKUX CUMIITOMOB (J11-
3apTpus, aucdarus, paccTpoiicTBa MOTOPUKH, aT€TO3) HEYCTAHOB-
JIEHHOH 9TUOJIOTUH; IICUXUYECKUX CUMIITOMOB (HApYIIEeHUs MOBe-
JIeHUs) B KOMOMHAIINY ¢ HEBPOJIOTMYECKUMU MPOSABIEHUAMU I
NPU3HAKAMH TTOPasKEHUS [IeUEHH; TIPU HEOObACHUMON IPUOGPeTeH-
HOIi TEMOJIMTHYECKO# aHeMU K, 0COOEHHO IIPH OTPUIIATENBHOIA TTPO-
6e Kymbca; ipu otsirorentoM cemeiinom anamuese no BBK [2, 5].
Ilesbio AMATHOCTUKHY SIBJISIETCS YCTAHOBJIEHNE HAJIMY I 3200J1€Ba-
HUS Y TIAIIMEHTA U BbIsiBJIeHIE GECCUMIITOMHBIX TOMO3UTOTHBIX HO-
CHUTeJIell MaTOJOTUYECKOTO TeHa C 1EeJbI0 OI[EHKU TIPOTHO3a 1 PaH-
Hero HazHavyeH st ahhekTnBHOIT Tepanui. OCHOBHBIE (CKPUHUHTO-
BbIe) TecThl Juist uarHoctiku BBK: oGHapy:kenne kosen Kaiizepa —
Daeitniepa, orpeieienne COAEPKAHIST ME/IH U [IePYJIOIIA3MIHA B
CBIBOPOTKE KPOBH, CyTOYHOH 9KCKpennu Me i ¢ Mouoit. OiHaKo Bce
atu Tecthl He sBistiores 100% cnenupuunsivu 17151 BBK. B cox-
HBIX CJIYYasIX OJKHBI TPUMEHSIThCST IOTIOJTHUTEIbHbIE HCCIIe[0BA-
HUSL: OTIpe/ieJIeHre HellePyJIONIa3MITHOBO Me/Ii CBIBOPOTKU KPO-
B, D-TIeHUIINI/IAMIHOBBIH TECT, UCCIEIOBAHUE COICPKAHNS METH
B GuoNTaTaX MeYeH!, reHeTnueckue uccegosanus [9, 10].

[TpuBeseHHbII KIMHUYECKUI CITyUaii elile pa3 moJYepKUBaET He-
obxoxumocts BryoueHust BBK B kpyr mnddepenimanbHoro guario-
3a 3a00J1eBaHNT TIEYeH N, 0COGEHHO Y GOIBHBIX MOJIOJIOTO BO3PACTA, €
HCIIOJIb30BAHNEM MAKCHMAJIBHO IMTUPOKOTO CIIEKTPA UCCIIEIOBAHIIA.
BBK — 0/1HO 13 HEMHOTHX HACJIE/ICTBEHHBIX 3200JIBAHMI, TIPU KOTO-
POM OTMeUeH GJTATONPHSITHBIN IPOTHO3 B CJIyYae PaHHEl IHarHoCTH-
KM ¥ CBOEBPEMEHHOT'0 HayaJla JIeYeH:], IIPH 3TOM IIPOJOJKUTEIb-
HOCTD JKU3HU OOJIBHBIX HE OTJIMYAETCS OT TAKOBOM B 001II€il moIry-
s, TIporHos 1ipu nosaHei auarnoctike BBK Beeraa HeGmaro-
MIPUSITEH, TaK KK MATOTeHETIYeCKast Teparust D-TeHuIIIaMiuHOM,
Hayartast Ha CTaJMK [[MPPO3a [IeYEHH, He BBI3bIBAET 0OPATHOTO pas-
BUTHUS TOPTATBHOM TUTIEPTEH3UN U TUTIEPCTIIEHN3MA.

JIUTEPATYPA
IHoovimosa C. /1. Bonesnu neyenu. — M.: Meaununa, 2005. — 768 c.

2. Hlepnox 1L, [Tyau /lnc. 3aboseBanust edenn u sxkeaunsix mmyteii / [lox
penaxiueii 3.I. Anpocunoii, H.A. Myxuna. — M.: ['sotap Meauiua,
1999. — 864 c.

3. Brewer G. Wilson Disease // A. Fauci et. al.: Harrison’s Principles of
Internal Medicine. Vol. 2. — New York, 2008. — P. 2449-2552.

4. Merle U., Schaefer M., Ferenci P. et al. Clinical presentation, diagnosis

and long-term outcome of Wilson’s disease: a cohort study // Gut. —
2007, Vol. 56, No. 1. — P. 115-120.

5. Henamosa T.M. Pannss muarnoctuka 6osesnn Buibcona- Konosanosa:
pajiuKaslbHOE yJlyullleHue Iporuosa // Bpau. — 2004. — Ne 12. — C. 36—
39.

6.  Aftab A., Walker A., Ashkan K. et al. Wilson’s Disease // Lancet. —
2007. - Vol. 3. — P. 397-408.

7. Brewer G,J., Askari F.K. Wilson’s disease: clinical management and ther-
apy // Journ. of Hepatology. — 2005. — Vol. 42 (Suppl. 1). — P. 13—
21.

8. CoxD.W., Roberts E.A. Wilson disease // Feldman M., Friedman L.S.,
Brandt L.J. (eds). Sleisenger and Fordtran’s Gastrointestinal Disease:
Pathophysiology, Diagnosis, Management. — Vol. 3. — Philadelphia,
2006.

9. Perri RE., Hahn S.H., Ferber M J. et al. Wilson Disease — keeping the
bar for diagnosis raised // Hepatology. — 2005. — Vol. 42. — P. 974.

10. Ala A., Borjigin J., Rochwarger A. et al. Wilson disease in septuagenar-
ian siblings: Raising the bar for diagnosis // Hepatology. — 2005. —
Vol. 41. — P. 668—670.

26 Ne2-3/2011

lactposnrepororna Cankr-llercpbypra



