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BOJIeSHb Busnbcona—Konosanoa (bBK), wmm
renaToJIeHTUKYJISIPHAS JlereHepalius, Hacaey-
€TCs 110 Ay TOCOMHO-PEIECCUBHOMY TUITY U XapaKTe-
PHU3YeTCst IPOTPECCUPYIONINM HAKOILJIEHEM MEJI B
opranuame. Muorve Bpauu cuutaior bBK ouenn
penkuM 3a00JIeBaHIEM U, KaK TIPABUJIO, HE YIUThHI-
BaioT ee B M bepeHImaabHON AUarHoCTHKe 3a00-
sieBanuii nederut. OIHAKO B CTAI[MOHAPAX TACTPOIH-
teposiorndeckoro npocduis BBK Beisgsisior y ma-
IIUEHTOB C XPOHUYECKUM [TOPAKEHUEM TIedeHu B 7 %
cay4daes [5]. BBK — peznkuii ipumMep HacieacTBEH-
HOTO 3a00JI€BaHMSI, IJIs1 KOTOPOTO pa3paboTaHbl BbI-
cok0a(HEKTUBHBIE METO/IBI JICUEHHUS: JIAXKe TTPH TS-
JKeJIOM HEBPOJIOTMYECKON CHMIITOMAaTHKe CHCTEeMa-
THYECKOe JieYeHHe OOBIYHO OKa3bIBaeT IMOJIOKHU-
TeTbHBI 3(hGHEKT BIUIOTH 0 MCYE3HOBEHMST BCEX
CUMIITOMOB WJIM PE3KOTO UX yMeHbIeHus. [lanmen-
THI BHOBb MOTYT MOJHOCTBIO OOCIYKUBATH Cebs,
BECTH JIOMAIIHIOK PaboTy, YYUThCs, paboTaTh 110
podeccuu, co3aTh CEMbIO U POANUTH PeOEHKA.
3aboseBanue cBs3aHo ¢ gedexrom rera ATP7B
13-it xpomocombi [5]. dtot ren kopupyer ATD-3a-
BUCHMBIT GEJIOK, KOTOPBIH TPAHCIIOPTUPYET Me/lb
U3 1MTO30Jis1 Yepe3 MeMOpaHy B Komiuieke [0Jib-
UK, TIe MeJlb BCTPAUBAETCS B allOIEPYJIONIa3MUH.
Bcrnencreue renerudeckoro siedekta HapyliaeTcst
BBIJIEJICHYE ME/IU B JK€JTYb, U Me/Ib HAYMHAET HaKall-
JINBATHCs B TENATOLUTAX. DTO BJedeT 3a COOO0M pas-
BUTHE 1Uppo3a nevenu. He cBsizanHas c 1iepyJio-
1a3MUHOM (CBOOO/IHAsT) Me/b BbI3bIBAET BHEIIEYE-
HOUYHOE TIOBPEX/I€HNE TKaHeH, B IEPBYIO ovepe/b,
TOJIOBHOTO MO3Ta, & TAKIKE M0Y€EK, CEP/IIIA, CyCTABOB.
[Ipu 6BICTPOM BBICBOOOKACHUM MEIM BO3HUKAET

dbepmeHToneHnyeckuii remosms. Obpaiaer Ha ce-
6s1 BHuManwe 10, uto BBK nmeercs yke Ha MOMEHT
POKIIEHUS], HO KJIMHUYECKHE CUMIITOMBI JI0 J-JIeT-
HEero BO3pacTa BO3HUKAIOT KpaitHe penko. B tummy-
HbIx cayyasx bBK manudectupyer B mogpocTko-
BOM U IOHOTIIECKOM Bo3pacTe. KinHmueckme mposiB-
JIEHUS 3aBUCAT OT COOTHOIIEHUS aKKYMYJISIIH Me-
JI1 B T€X WJIN UHBIX OpraHax. Beiessior mpecumii-
TOMaTH4ecKyto (hopmy, abJOMUHAIBHYIO (XPOHU-
YeCKUH TenaTuT, IUPPOo3 Tedenn, by IbMUHAHTHBIN
remnaTut), 1epedpanbHyo (apuTMO-THIIEPKIUHETH-
YECKU, JAPOKATENbHO-PUTHIHBIA U J[POKATEIb-
HBII BapUaHThl) ¥ cMemanHyto [5, 8]. CBoeBpemeH-
Hoe pacmodHaBanne BBK u mocrosnnas tepamnus
uMeroT OOJIbIIIoE 3HAYEHUE, MMOCKOJIbKY 6e3 Jieue-
HUS TTAIIMEHTHI TOTHOATOT.

Hawm xoTestoch ObI TIOIEMUTHCST C Bpa4aMK OTIHITOM
HabJoIeHusT HecKosibKux cirydaeB BBK, uto6sr 06-
JIETYNTD 337129y BBISBIEHUS W JIEYEHUS 3TOTO KOH-
TUHIeHTa OOJIbHBIX.

Krunuueckuii cayuai 1. llamuent bB., 29 ner,
cuuraer cebs 3aboneBmmM ¢ Hoss6ps 1997 r., Korma
BIIEPBBIE TIOSBUJINCH OTEKU HUKHUX KOHEYHOCTEH.
B nexabpe 1998 1. rocnuTaMsupoBaH B CTAllMOHAD
10 MECTY KUTEJbCTBA C JIMATHO30M: «MH(MEKIMOH-
HO-aJIIeprudecKuii MuokapanTs. Ha done sreuenmst
yJIy4dllIeHnus He HACTYMUJIO. BbIsABIEHBI 1MaToIOTH-
YecKre M3MEHEHUS CO CTOPOHBI Cep/Ifa, TIoYeK, re-
TIATOCTIIIEHOMETAJIHS C aCIUTOM, aKTUBHOCTH TPAHC-
aMWHa3, OTEKW HWKHUX KOHEYHOCTEN J0 BEpPXHEH
tpetu Geapa. Ha AI/IC: akTuBHAA A3Ba JIyKOBUIIbI
NIBEHA/IIIATUTIEPCTHON KUIIKU. B CBSA3W ¢ HaTmIueM
TIOCJIETHUX JTAHHBIX HAITpaByeH B UHCTUTYT racTpo-
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sHTeposioruu. VI3 anaMmHe3a KU3HU: POJIHAST CECTPa
naruenTta ymepiaa B 19 siler ot mporpeccupyromiero
3a00JIeBaHNSI HEM3BECTHOTO TIPOUCXOSKICHHUSL.

[Tpu mocrynnenun B MTHCTUTYT TacTpOaHTEPOJIO-
ruu B stuBape 1998 r.: tpomGornronenwst (87100 /1),
ocTaJibHbIe TOKa3aTeqn OOIIEero aHajm3a KPOBH B
Hopme (N); 6umpybunemust 10 90 MMOJTL/JT 32 CUET
npsiMoii ppakimn; Tpancamunassi 710 2N; [TTU 27 %;
dbubpuHoren 1,4 MMouIb/J1, uctiporentemust. B 06-
I1[eM aHAJIM3€e MOYM: CJIe/Ibl OeJIKa, MUKPOTeMaTyPHsl.

[IpoBogunau muddepeHIUaNbHYI0 AMATHOCTUKY
MEXK/y CUCTEMHON KPACHOH BOJIYAHKOMW, aMUJIOW-
no3om ioyek 1 bBK. KoncynsrupoBan: HeBpomaTo-
gorom — BBK?; okymucrom — xosbiia Katizepa—
Dueiininepa He oO6HapykeHbl. B Guontarte cimsuc-
TOI1 0GOJIOYKY TIPABOM MIEKU OTJIOKEHNST aMIJIOH/Ia
He BBISIBJIEHO. YPOBEHb IEPYJIOIVIA3MUHA B KPOBU
cumxen 1o 43,7 mr/n (N 281—334 mr/mn). YpoBeHb
o6meit meau B kpou — 0,4 mr/in (N 0,84—1,45 mr/i).
CyTouHast 9KCKpeIust Meqiu ¢ MO4oit — 720 MKr/cyT
(N menee 50 MKr/CyT).

Oxonuaresnpublil auarnos: BBK, abnomunanbaas
dopma. Hauata MempaMMUHUPYIONIAS Tepamus
(«Kympenuss» 1o 0,5 T/CyT ¢ TIOCTENIEHHBIM TIOBbBI-
rreHreM Kaskapie 7 cyT Ha 0,25 T 10 2 v/cyT). Uepes
1,5 ro/ia TepeBe/ieH Ha TOJEPAKUBAIOILYIO 03y
«Kymnpenwna» — 0,5 r/cyr. Cocrostnue 6OIBHOTO
cTabmmanupoBasioch. CaMOCTOSITETHHO IpepBal
npueM rpernapara. depe3 HECKOJIbKO MECSIEB I10-
rub OT OCTPOIi TIEYEHOUHOI HEJOCTATOUHOCTH.

Knunuueckuii cayuai 2. llammmenTtka H., 26 ner,
cunraer cebst OosnbHOI ¢ mexabps 2005 r., Korga
BIIEPBbIe CTaln OECIOKOUTH 001ast ciabocTh, TO-
JIOBHast GOJIb, HOCOBbIE KPOBOTEUEHMUST. YXY/IIICHNE
CaMOUYBCTBUSI CBSI3bIBAJIA C BPEHBIMU YCJIOBUSMU
pab6oteL. B susape 2006 I. HOSBUIIKMCH KENTYITHOCTD
CKJIED, IOTEMHEHKE MOYH, cyOdheOprIbHast TeMile-
parypa, rosioBokpy:kerust. [Tpu obparieHnn K Bpady
FOCIUTAIM3UPOBAaHA B MH(MEKIMOHHYIO OOJIbHMILY.
Pesyabrarbl oOcienoBanust: remoraobun 87 1/,
sputportel 2,8-10°/1, Tpomborursr 129-10°/11,
OuMpyOUH 54 MMOJIb/J1 32 CYET IPSAMOI (ppakIuu,
Tparcdepassr 10 2 N, koarymorpamma N. Y 3U: re-
naTomeranus, nudQysHble U3MEHEHUST B TE€YEHH,
actiut. [lo pesysbraram wuccienoBaHusi MapKepoB
OblJTa UCKJII0YEHA BUPYCHAs! 9TUOJIOTHS TeIaTUTa.

Bo Bpemst ipebObIBaHusT B CTallMOHAPE COCTOSIHUE
GOJIBHOI OCJIOKHIJIOCH KIIMHUKON OCTPOTO afllleH-
auiTa. B a1oii cBsi3u Gbliia epeBeieHa B XUPypru-
YecKoe OT/IeJIEHUE, T/le BBITTOJHEHB! JIATTAPOCKOIH-
yecKasl alleHIPKTOMHUSI, JAPEHUPOBaHUe OPIOITHON
HOJIOCTH, B3siTa OMOIICHS TIeYeHn. Pe3yisraThl ruc-
TOJIOTMYECKOTO UCCJIEIOBAHUS: AKTUBHbIN T€NATUT C
BBIPAKEHHBIM (rOPO30M, (POPMUPOBAHUEM Y3JIOB
pereHepaiiy. BoicTaBieH AMArHO3: «XPOHWYECKUI
KPUIITOTEHHBIN TenaThT, aciiut». [IpoBeseHo cumr-

TOMATUIECKOE JieYeHNEe C BKITIOUEHIEM KOPTHKOCTe-
ponzoB («MeTunpesny 1o 32 MT/CyT).

Ha ¢one Tepanuu npu obcrenoBanuu B MapTe
2006 T. oTMeuanuch KamoObl Ha YMEPEHHO BbIpa-
JKEHHYTO OOIILYI0 C1ab0CTh, OIIyIIeHue TUCKOMMOp-
Ta B IIpaBoM 1ojipedepbe. Pe3ysibraThl aHAJIM30B: re-
morsiobun 112 /11, ocTajbHble MOKa3aTe M 00IIero
aHaymm3a kposu N; yposenp 6umupybuna N; AnAT
110 2,5 N; obuuii 6eok 54 v/ IITU 77 %; ayToan-
turesa (AMA, ANA, LKM) ne obnapyskenbr. Y 3U:
[PU3HAKY [IUPPO3a TIeYeH!U, TI0PTaIbHAs TUIIEPTEH-
3us1, acluT. B asbHeiineM 60/1bHast HEOMHOKPATHO
MPOXO/IAJIA KyPChI aMOYIATOPHOTO ¥ CTAIIMOHAPHO-
rO JIeYeHUs], YTO MO3BOJIMIO KYIUPOBATH ACIUT U
JNOOUTBHCS OIPeAeNeHHON CTaOMIn3auu COCTOSI-
nust. [TocrenenHo ObLT OT™MeHeH « MeTHurpesns.

B nauasie 2008 r. y 60IbHOIT TIOSIBU/IACH HEBPOJIO-
rudeckas cumnromaruka. B nosope 2008 r. rocnu-
TAJIM3UPOBaHa B OHY n3 KInHUK Kuesa ¢ xxamoba-
MM Ha IIATKOCTh IPU XOjb0e, 3aTPyJHEHUE PeuH,
ChbMa, OOIIYIO CJIab0CTh, TIOBBIIIEHHYIO YTOMJIS-
eMocTb. PesysibraThl 00cie[0BaHust: TPOMOOIUTO-
nenwst (75-10° /1), ocrasmbHble MOKa3aTesgu OOIIEero
aHasmza Kposu N; noBbiinenue Tpancamunas 1o 1,2 N,
ypoBeHb OupyOuHa u koarysorpamma N. Y 3U:
MPU3HAKK [UPPO3A MeYeHH, TOPTATIbHAS TUITEPTEH-
3us, acMUT He onpezensercs. 3anoao3peda BKB.
PesysbraThl IOTIOJHUTEBHBIX UCCJAEIOBAHUIL Tie-
pysomaazmud B Kposu 75,9 mr/m (N 281—334 Mr/1),
ypoBeHb obmieit Mmeau B kposu 0,34 mr/n (N 0,84—
1,45 Mr/m), cyTouHasi 9KCKpelusi MeIu ¢ MOYOit
294 mxr/cyt (N menee 50 mxr/cyt). MPT rosioBHo-
r0 MO3Ta: KapTHHA 0YaroBOTO TOPAKEHUsT Ha3aib-
HBIX S7IEP ¥ HOKEK MO3KeUKa, BEPOSITHEE BCETO, KaK
[IPOSIBJIEHUE TENATOJIEHTUKYJISIPHOM JlereHepaIuu.
OkyJsmcrom  oOHapyskeHbl KoJiblla Kaiizepa—
Dreiinaepa. Boictasien quarnos: «bBK ¢ nopaske-
HUEM TIeYeHH U HEPBHOI CHCTEMBI».

B mapre 2009 r. 6os1bHAs HAXOAUIACH HA JIEYECHUN
B MucrutyTe racrpoanteposioruu. [Ipu mocryriie-
HUM JKaJioBajlach Ha OOIILy0 c1aboCTb, TTOBbBIIIEH-
HYIO TIO/IBUSKHOCTD JIEBOIT PYKM M HOTH, OOJIe3HeH-
HOCTb B 9THX K€ KOHEUHOCTSIX, 3aTPY/IHEHUE PEUN.
ITpu ocmoTpe obparajv BHUMaHKME Ha CITacTHY-
HOCTb M 0OOJIE3HEHHOCTh JIEBOI PyKHM W HOru. Pe-
3yJIBTAThl aHAIM30B: remMormooun 116 1/71, ocrab-
HbI€e MTOKA3aTesI O0IIero aHam3a KpoBu N; moKasa-
TEJIN NeYeHOYHOTO KOMILJIEKCA U KoaryJiorpaMmbl N.
Y 3 npusHaky uppo3a rnedeHu, mopTaJIbHOU TH-
HepTeH3uH, aciiuTa HeT. DoJIbHON TpoBe/ieHa KOM-
mwiekcHad Tepanusg («/lydanak», «Bepormmupony,
«AHanpuna», «Ypcodaibks», «Heiipopyoums ). Ha-
yat cucteMubiit ipueM «Kympenumas ¢ 0,25 r/cyT ¢
MOCTETIEHHBIM TIOBbITIIEHNEM Kaskibie 7 cyT Ha 0,25 T.
ITpu noze «Kympenwnmas 0,75 r/cyT ycunnaach HeB-
POJIOTHYECKAsT CUMIITOMATHKA, YTO TOTPeOOBATIO
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ME/IMKAMEHTO3HON KOPPEKIIUU HEBPOJIOTUIECKOTO
craryca. Ha cerognst ynanock poctudb 10361 «Kym-
peauna» 1 r/cyt. B HacTtosiiee BpeMs HaXOAUTCS
10/1 HabJIIOIEHUEM.

Knunuueckuii cayuai 3. bomprOU M., 21 rog,
KJIMHAYECKash CUMIITOMAaTHUKA TOSIBUJIACh B KOHIIE
HOs16ps1 2005 T., TI0CJIE TOTO, KaK ObLT M30UT XyJIMra-
Hamu. B 3T0 BpeMs Ha TIepBbI 1IJ1aH BBICTYTIAIHN 13-
MEHEHUs] HEBPOJIOTMYECKOTO CTaTyca: HapyllieHue
peuu, MIcbMa, MIaTKas MOX0Ka, yXy/IIeHre TaMs-
TH (He MOT BCIIOMHUTH IIPOCTBIE CJIOBA), IMOIIUO-
HaJIbHAst JIAOUJIBHOCTb, IPOKD B TeJIe, yCUIINBAIOIIA-
sicst ipu BosiHeHuu. OTMEYaIuch BBICOKOE apTepu-
aJbHOE JIAaBJIEHNEe, HOCOBBIE KPOBOTEUYEHUs, BBIpPA-
JKeHHast 00111ast ¢1aboCTh. 3aKI0YeHrne HEBPOITaTo-
JloTa: 3aKpbITasi YepermHo-Mo3roBasi TPaBMa, COTps-
CeHue TOJIOBHOTO MO3Ta.

ITpu Gosiee TryGOKOM 00CII€IOBAHUK YCTAHOBIIE-
HbI CJIEJIYIONINe U3MEHEHUS: aHEMUS], JIEUKOIIEHUS,
TPOMOOITUTOIIEHNST, TIOBBIIIIEHUE YPOBHSI TPAHCAMU-
Has, TUIepOouIMpyouHemus, Koarysonatus. Y 3U:
reratomeranus, 1uddysHble U3MEHEHNS TTAPEHXH-
MbI II€Y€HH, CILJIEHOMeTraiusl. DOJIbHOM JIednsics: B
OTJIeIEHNSX KapAMOPEBMATOJIOTUN, TeMaTOJIOTUH,
Hesposiorun. ITpu ocMoTpe OKyJIMCTOM OGHApyKe-
Hbl KoJiblia Kaitsepa — Dielinaepa. Hampasien Ha
uccsesoBaHe 0OMeHa MeIn: 1epPyJIoIIa3MUH KPO-
Bu 170 mr/m (N 281—334 mr/x), ypoBeHb obiieit
memn B kposu 0,5 mr/mx (N 0,84—1,45 mr/m). Boic-
taBJsieH auaruo3: BBK. [IpoBoauiachk TOIBKO CUMIT-
ToMatuueckasi teparust. OT HAa3HAUYEHUST MEIb3JIH-
MUHUPYIOIIEN Teparny BO3/IEPKIUBAINCH U3-32 BbI-
PaKEHHOI KOoaryJIonaTh ¢ TPOMOOIUTONEHUEH 1
BBICOKOTO PUCKA PAa3BUTHS JETIPECCUN KOCTHO-MO3-
rOBOrO KPOBETBOpPeHUsi Ha (hOoHE IPUMEHEHUS
«Kymnpeannas. Koptukocrepon bl He Ha3HAYAIN.

Ha momenT noctymienns B IHCTUTYT racTpoaH-
teposoruu B despane 2009 r. y 60abHOTO YXyi-
IIUJICS HEBPOJIOTUYECKUI CTATyC: YCUJIUJIUCH 3aT-
pYAHEHUE PeYr M TOXO/KH, CHACTUYHOCTDb JIEBOM
PYKH; M00aBUJIMCH CJIOHOTEYEHUE, DIUIICHTH-
(opMHBIE TPUTIAJIKHN, CYAOPOTH WUKPOHOMKHBIX
MBIIIII, OTEKU PYK, HOT, Jmi@a. Ipu obcienoBanmu:
remoryio6un 102 r/m, neiikorurst 3,0 - 10° /71, TpOM-
6oumter 160 -10°/51; Tpancamunaszer 10 2,5 N; 6umm-
pyOuH 10 53 MMOJIB/JI 3a CUET HENPSIMOI (hpaKIuu;
y-T'Tl 12 N; pucnporentemust; [ITU 75 %; ¢hubpu-
noren 1,8 r/m. Y 3U: npusHaku XpOHUYECKOTO rera-
TTa ¢ TpanchopMalieli B IMPPO3 TeYeHH, MOp-
TaJIbHOW TUTIEPTEH3UEN, ¢ pacliupeHHON eyeHoy-
HOBEHO3HOU CHCTEMOI1, CILIEHOMETAJINS, aCIIUT, XO-
JgenucTuT. MoyekaMeHHbIN uare3, XPOHUYECKUN
nuesonedppur. MI/IC He npoBoAMIN U3-32 CKIIOH-
HOCTHU K KPOBOTEUYEHUIO.

3axmouenne HeBpomatosora (16.02.09): BBK,
cMenanHas hopMa, yMEPEHHO BbIPAKEHHBIN aKuHe-

TUKO-PUTHIHBIN, CylTOPOKHBIN cuHAPOM. OKyInucT
(13.02.09) eme pa3 MOATBEPAW HATHYME KOJIEI]
Kaitzepa— @uelinHepa.

[IpoBenena xkomriekcHast Tepanus («/lydamaxs,
«IJtam3unaty, <«Bepommupon», <«AHATIpUIUHY,
«¥Ypcodanbks, « MeTunpes» 1o 32 Mr/cyT, HEHPOBH-
TaH; BHYTPUBEHHO KaresibHO 10 % pactBop amb0y-
MuHa). Yepes 3 Hep rmocsie BoccTaHOBJIEHNS Ha (hoHe
npueMa «MeTuripeay mokasatesiell rmepudepmnyec-
KOU KpoBU 10 3HaYeHU N MPUHSITO pellieHne O Ha-
qyasie teparin «Kympenumoms ¢ mossr 0,25 r/cyT.
YeenuuuBas 103y Ha 0,25 r/cyT B HEJlENMO, IOCTUT-
HyTa go3a «Kynpeawna» 2,0 v/cyt. Ilpu aTom mo3a
«Mertumnpena» cumkena 1o 16 mr/cyt. Ha done se-
YeHUS 0TMeYaeTCsd HOPMaJIU3AITus ToKa3aresiell me-
pudepruecKoii KpOBU U TIEYEHOUHOTO KOMILIEKCa,
HECKOJIBKO YMEHBIIMJIACh TI0 BBIPAYKEHHOCTH TIPO-
SIBJICHWII HEBPOJIOTMUYECKAs! CUMIITOMATHKA, 32 Bpe-
Ms JIedeHUs] He HaOJII/IaIoCh SIUIPHUIALKOB. B
HACTOSIIIEe BPEMST HAXOIMTCS 1107l HAOJIIOJIEHIEM.

Knunuueckuii caiyuaii 4. bononoii C., 18 ner, 3a-
6osrenn B Mapre 2008 1., Kora mocie OPBU nosiBu-
JIICH 0011181 C1ab0CTh, KEJITYITHOCTD KOKH 1 CKJIEP.
TocriuranmanpoBan B MHGMEKIIMOHHOE OT/EIEHNE TI0
MECTY JKUTEJIbCTBA. MapKepbl BUPYCHBIX TEaTUTOB
He oOHapy:keHbL. 110 JaHHBIM aHAIN30B: TeMOTJIOONH
110 v/, noBsimenue 6umpyorna 10 90 MMOJIb/J1 32
cJeT mpsiMoit ppakiuu, TpaHcamuHasbl 10 6,7 N,
camkenrie [ITU 1o 43 %. Bour o6ciieioBaH Ha ayTo-
aHTHUTEJA — BBISBIEHO HE3HAUNTEIbHOE TIOBBIIIIE-
HUe aHTUMHUTOXOHApUAIbHbIX aHTUTea (11,4), an-
THHYKJIeapHble aHTHTeJa He oOHapyskeHbl Y3U:
rernaTocIieHoMerasvst. BoicTaBjieH IuarHos: «ayTo-
WMMYHHBIH TEMaTUT C BBICOKOH aKTHUBHOCTHIO».
Hampassien nms ganpHEUIeTo JjiedeHus y TacTpo-
AHTEpPOJIOTA.

B asrycre 2008 r. rocniuTaTn3npoBaH B OJHY U3
kimHUK [/[HemporieTpoBcka. PesysbraThl aHAIN30B:
remorsiobuH 81 /i1, Guampybun 57 MMOJIb/JT 3a
cuet npsimoli ppakiuy; TpancamuHassl 9,2 N; y-I'TI
1,5N; IITU no 78 %. ¥ 3 npusHaK1 XPOHUYIECKO-
TO TeNaTuTa, TemaToCIJIeHOMETaanun, HadaJbHbIe
MPOSIBJIEHNS] TTOPTAJIBHOU TUTIEpTeH3MN. BoicTaBien
JINAaTHO3: «ayTOMMMYHHBIN TEIaTUT ¢ BBICOKOH aK-
TUBHOCTBIO, KCXO/IOM B IIUPPO3 TIeYeH!U C TIPU3HAKA-
MU TOPTAIbHOW THUTIEPTEH3UH M XOJIECTATUIECKUM
cuHzipoMoM». [IpoBe/ieHbl JiedeHre rernaTonpoTek-
TOpaMH, a TaKKe TOPMOHOTEPANMs B MaJbIX /103aX
(«Metumipen» 1o 4 mr/cyt). Ha aToii no3e marmeHT
HaXO/IUJICS U TIOCJIE BBITTMCKH.

B cBa3u ¢ orcyTerBueM apdexTa OT TpoBOIUMOI
tepanuu B HostOpe 2008 r. maruenT moctymua B MH-
CTUTYT TaCTPOIHTEPOJIOrUU. BhISICHUIOCH, YTO POJI-
Has TeTs TalMeHTa yMepJia B Bo3pacte 29 jieT or
1IUPPO3a TeYeHU HESCHOU 3TUOJIOTUM, BPEIHBIX
TIPUBBIYEK He MMesia. Pe3ysbraThl aHATM30B: TEMO-
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riobun 98 r/a, Gunupybun 51 MMOJIb/J 3a CYeT
obenx dpakiuii, Tpancamunasbl 10 13,5 N, y-T'TI 2N.
Boum oOHapysKeHbl aHTHHYKJ€apHble aHTHTEJa.
Y 3U: renatomerasisi, MpU3HAKA XPOHUYECKOTO Te-
maTuTa ¢ Tpancgopmaleil B muppo3 meyeH, CIiie-
HoMerasust. [lanmeHT oGcie/IoBaH Ha MPEJMET KC-
kniouenusi BBK: mepysmomsmasmua  kpoBu N,
yposenb o6mieit meau B kposu 0,76 mr/mn (N 0,84—
1,45 mr /). Oxymct kosbita Kaiizepa — Daetiriie-
pa He o6Hapy:kuI. OcTaBjieH [UariHo3 ayTOMMMYH-
HOTO TefaTUTa C BBIPAYKEHHOW aKTUBHOCTBHIO C TIepe-
XO/IOM B TIMPpo3 reveHu. IIpoBommim KoMIIIeKc-
HYIO TepaIuio, B T. 4. Ha3HaYaym «MeTurpe» ¢ Ha-
yaJpHOUW 10361 32 Mr/cyt. IlammeHT BBITIMCAH C
YJIYYIHIEHHEM: YMEHBIIUIACH CJIab0CTh, HOPMAJIH30-
BaJICsl YPOBEHb TeMOTJI00MHa, 001Nl ypoBeHb GH-
JpyOUHA CHU3UIICS 110 36 MMOJIb/JI, TPaHCAMUHA-
3bI — B 2 pasa.

B auBape 2009 r. manreHTy TTAaHTPOBAJIN ITPOBEC-
TH TIyHKIIMOHHYO OMOTICHIO TeYeHH B IEJISIX YTOU-
HEHUS IMarHo3a, B MEPBYIO OYEPE/lb, UCKIIOUEHMS
BBK. Oxnako B cBsI31 ¢ KoaryJonaTrueil 1 BBICOKIM
PUCKOM KPOBOTEYEHHSI OT OMOTICHH OTKA3JIHCh.

B despaiie 2009 r. maryeHT MOBTOPHO TOCTYIIVI B
WNucturyt tacrpostteposioruu. [Ipu obcienosa-
HWUU: YPOBEHb reMOIIoOMHA W IOKa3aTeJd Koary-
jgorpammbl N; Ouaupyoun 49 MMOJIb/JI 3a C4eT
HenpsiMoil ppakiuy; TpaHcamuHasel 2,5 N. JlanHbie
V3U 6e3 puaamuki. CyTodHast 9KCKPEIUsT MM ¢
mouoit 160 mxr/cyT (N menee 50 Mxr/cyt). [ToBTOp-
HO KOHCYJIBTUPOBAH OKYJINCTOM: KoJiblla Kafizepa —
ODueiitinepa He obHapyskeHbl. HeBpormaTosior yet-
KOTO 3aKJIIOYEHUsT HE J1aJl, PEKOMEHI0BAHO HABJTIO-
neHre B iMHaMuKe. BoictaBien auarnos: «BBK, ab-
noMmuHATbHAS GopMmay. Hazmauen «Kympenuns» B
noze 0,5 v/cyr. YBenmuuBast n03y Ha 0,25 r/cyr,
YAQJIOCh IOCTUYh CYyTOTHOU 710361 710 2,0 T/cyT. st
crabuym3aiy ToKasaresieil KpoBM COXpaHeH MpH-
em «Metumnpena» mo 16 mr/cyt. Ha done nmpuema
«Kynpennsna» cyTouHas aKCKpenusi Meii ¢ MOYOH
noBbicuiiach B 10 pas, uTo sIBJISIETCST TTOATBEPIKIE-
nueM jquarHo3a BBK. Kpome Toro, otmeuena Hop-
MaJM3anus aKTABHOCTUA TpaHcdepas, COXpaHIeTC s
nosblenne obiero Gummpyouna 10 30 MKMOJIb,/J1
3a cyeT HemnpsMol ¢pakmuu. B HacTosiee BpeMst
HAXOUTCS T10]] HAOJTIO/IEHUEM.

Kaxoeot nepsvie cumnmomvt bBK?

B nonosune caygaeB bBK manudectupyet mopa-
SKEHUeM TIe4eHH, TIPU 9TOM Y OOJIbITMHCTBA Hal{ieH-
TOB C JKEJTYXOIi, 4TO ONpe/IessieT TIepBUudIHoe 06pa-
neHre K UHPEKIUOHUCTY (KIMHUYECKUe CIydar
(KC) 2 u 4). ITpubausurenbHo 0koJio 30 % TareH-
TOB UMEIOT B /e0I0Te IIPOSBIEHHUS CO CTOPOHBI
ITHC. 9to xopomo npociesxxknBaercs B KC 3, xots
MePBOHAYAIBHO CKJIAJIBIBAIOCH BIIEYATJIEHHE O Ha-

JMYUK Y OOJIBHOTO TTOCTTPaBMATHUYECKUX HM3MEHe-
uuii [IHC. 3nauurensro pexe (B 10—15 % ciayya-
eB) Ha ore opakenns nedyern bBK mpossiasgercsa
Kymb6c-oTpHnaTeIbHOM reMOIUTHYeCKO aHeMUeH,
KOTOPast MOJKET OBITh KaK YMEPEHHOM, TaK ¥ TsIKe-
Jiolt BesrenicTBUe MOBTOPHBIX Kpu3oB (KC 4). Us-
MeHEHUs, XapaKTePHbIe JIJIST Ay TOMMMYHHOTO TeTia-
TUTA — TeNaTOCIIIIEHOMETAJIVS, TIOBBIIIIEHNE YPOBHS
obrero 6esika, y-TIo0yJIMHOB, UMMYHOTJIOOY/IMHA
G, HaTMuMe ayTOaHTUTENT B HU3KUX TUTPaX PU OT-
CYTCTBUU MapPKEPOB BUPYCHbBIX IelaTUTOB, — SIBJISI-
IOTCSI OCHOBAHUEM JUUIsI TIOCTAHOBKK OIIMOOYHOIO
mnarHo3a (KC 4). K peaknm HaqasbHBIM CUMIITO-
mam BBK (0 1 %) oTHOCST U3MeHEHUsT cepla, 110-
YeK, KOXKU, KOCTHO-MBITIeYHOl cucteMsl [ 1, 3]. [Ipu
9TOM OHH, SIBJISISICh, 110 CYTH, TOKCUYECKUMMU, 00s13a-
TeJTbHO coveTatoTes ¢ mopaxkenneM redenn (KC 1).

Kaxoswvt nposisnenus Hegponozuueckotl
cumnmomamuxu npu bBK?

CHuzKeHMe UHTEJIEKTa U U3BMEHEHUSI ICUXUKHU B
BUJIe YepeIOBAHUS Iy PAlJIMBOCTU U TIOHUKEHHOTO
HACTPOEHUSI, TPY/THOCTH YCBOEHUSI HOBOTO MaTepHa-
Jia, pobJIeMbl ¢ YCIIEBAEMOCTBIO B 1ITKOJIE Ha (hoHe
MOPaKEHUST TI€UEHU MO3BOJISIIOT 3aII0/I03PUTh PaH-
uiofo cramio BBK. TIpumepro y 40—50 % 60JbHBIX
[PY JIATEHTHO POTEKAIOIIEM MOPAKEHUU TeYeHU
BBK mpostBsieTcst HEBPOJIOTUYECKON CUMITTOMATH-
KoM, MaHU(beCTUPYIOIIel, Kak ITPaBUiIo, Ha 2—3-M
necatunetnu xusnan [2, 3, 6]. Cpenu HeBposiorudec-
KuX (hopM HanboJIee TSKEIbI apUTMO-THIIEPKUHE-
TUYECKWIT BAPUAHT, KOTOPbII XapaKTepU3yeTcs PaH-
HUM HavasioM pas3sutusi (B 7—15 set) u ObICTPBIM
MIPOTPECCUPYIONUM TeYeHUEeM. XapaKTepHOH 0Co-
GEHHOCTBIO 9TOTO BapUAHTA SBJISIIOTCS aDUTMUYHbIE
TUMEPKUHE3Bl PA3HBIX TPYII MBI TOP3UOHHO-
JIMCTOHUYECKOTO XapaKTePa, MHOTA COTTPOBOXKIAT0-
muecst OOJIE3HEHHBIMK Clla3MaMM, JIU3apTpPHeEi,
nucdaruei.

JlposkaTebHO-pUTHIIHAS U JpOKaTesbHas hop-
MbI XapaKTEePU3YIOTCS IPOKAHUEM PYK, YCUIUBAIO-
numcst ipu BostHennu (KC 2, 3), usmeHenuem
TeMOpa roJioca, TMOXOAKH, 3aTPYJHEHUEM IHChMA,
TUTTIOMUMUM, TUTIEPCATTUBAINY, YMEPEHHON Ir3ap-
Tpuell, HapyIlleHreM B AMOIIMOHATBLHOU cepe. ITu
BapuaHThl 3a60J1eBaHMsT NMeIOT GoJiee T0OpOKaydec-
TBEHHOE TeUEHKE U CPABHUTEJLHO [TO3/IHUI BO3PACT
nebiora (B 15—25 ner). HauboJsiee MArKuM sABJIsIeT-
sl IPOsKATE/IbHbII BADUAHT — BO3PacT jebroTa mpu
aToil popme MoskeT mocturath 40—45 jiet, a am-
TeJbHOCTH 3a00steBanst octurath 10—15 ser.

BoissButs nmopaskenvie ITHC nipu BBK, B ToM umic-
Jie TIPU OTCYTCTBUU KJIMHUYECKOW CUMIITOMATHKH,
MOMOTaeT KOMITBIOTePHAs MJI MAarHUTHO-PE30HAHC-
Hasg ToMorpadus TOJTOBHOTO MO3Ta, TTO3BOJIAIONIAT
BU3YaJIM3UPOBATh TMITO/IEHCUBHBIE OYard MPEenMy-
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1eCTBEHHO B 6333.HI)HBIX TaHTJIMAX W JIEHTUKYJIAP-
HOM si/ipe Ha (hOHE HEKOTOPOIT aTpod K KOPKOBOTO
BemecTna [2].

Ymo npedcmasisiom coboi

xoavua Kaiisepa — Dnetiwepa?

[Tocnie Hackiienust MebIO TIEUEHU MTPAKTUYECKH
onHoBpemenHo ¢ rnopaskenvem [THC mnpoucxomut
HaAKOILIEHVE MeJIU B BUJIE IUTMEHTAIIUU 30JI0TUCTO-
KOPUYHEBOTO U 3€JIEHOBATOTO I[BETA 110 nepudepun
poroBuilbl T7a3a (kosibito Kaiizepa— Dueditiiepa).
ITU U3MEHEHUSI MOTYT GbITh JIMOO B BUJIE 3aMKHYTO-
'O KOJIbI[a, JTMOO0 B BUie (DOPMUPYIOIIUXCS B KOJIBIIO
MTOJTYLYT WK Jaske Touek Ha 6 u 12 4. OcMOoTp poro-
BUIIBI POBOJAT 00SI3aTEIbHO € TIOMOIIIBIO MIEJIEBOI
samniel. Kosbiia Kaiizepa — Jieiiniepa mosiBasSoTCsS
JOCTATOYHO 103/1HO. OHI 0OHAPYKUBAIOTCST Y HOJIb-
HIMHCTBA TIAIEHTOB C HEBPOJIOTMYECKUMU HapyIie-
HUSIMU ¥ JIWIITb Yy TPETU — € U30JIMPOBAHHBIMU T1€Ye-
HOUHBIMU TIposiBieHusaMu [4]. B nabmonennsax KC
2, 3. OrcyrcrBue koden; Kaiizepa — uieiiiepa He
nckmodaer auario3 bBK (KC 1, 4). XapakrepHbiM
st BBK aBnsercs Takske MOMyTHEHIE XPYCTAINUKA,
HATIOMUHAIOIIIEE TIBETOK TTO/ICOTHYXA.

Kaxux nayuenmos ciedyem obcnedosamnv na BBK?

BBK cremyer uckimiouars ¢ 5 10 40 siet ripu nato-
JIOTHH TIeYeHH HEeyCTaHOBJIEHHON sTHosoruu |5, 8].
Ha BBK moskHbI 00CI€10BaTh MAIIMEHTOB € THITY-
HBIM AyTOMMMYHHBIM TEIATUTOM, KOTOPbIE TLIOXO
pearupyioT Ha CTAaHIAPTHYIO KOPTHUKOCTEPOUIHYIO
tepamio (KC 4), muir ¢ HeaTKoToJIbHOHN KUPOBOI
6osesnbio medenn. O BBK weobxoxnmo gymats y
BCEX TAIMEHTOB € (DYJbMUHAHTHOM TEYEeHOUHON
HEJI0CTaTOYHOCTHIO, TIPU HeraTuBHON 1ipoGe KymOca
HA BHYTPUCOCY/IUCTBIN FeMOJIN3; YMEPEHHOM TIOBbBI-
IIIEHUU TIeYEHOUHBIX CHIBOPOTOYHBIX AMUHOTPAHC-
depas, HI3KOM YPOBHE IIeJI0OYHOM hochaTassl 1 co-
OTHOIIEHU] T1esIouHoN (ocharassl u OrupyOrHa
MeHee 2 [8]; mpu cemeitnom anamuese 1o bBK.

Kaxue nanpasnenus donxicen sxmouamo
OJuaznocmuuecxuii nouck bBK?

Usyuenue cemeitHoro anamuesa. VckiouyeHue
JPYTOil 5THOJIOTHH 3a00/1eBaHust (BUPYCHOM, TOKCH-
yeckoi U T. 1.). O6beKTUBHU3AINSA TUITMYHBIX TIOPa-
xeuuti npu bBK (mewenu, xposm, rias, [THC).
[ToaTBepsKAeHNe HAPYIIEHNI 0OMEeHa Me/IH.

Kaxosvt zenemuuecxue ocobennocmu BBK?

BBK oannaxoBo yacTo BcTpeuaeTcs Kak y My K4HH,
Tak M y JKeHIIWH, cocTaBiss B cpexarem 1:30 000
HaceJIeHHsT IIPH TeTePO3UTOTHOM HOCHUTEILCTBE Ia-
Tojiorndeckoro rera ot 1 % [7]. IIpu 6amskoposn-
CTBEHHBIX OpaKaX 4acToTa 9TOM MaTOJOTUK YBeJH-
yrBaeTcsa. TWUIIOM HacaefoBaHUSA OODLACHAETCS TOT

daxT, uto BBK HanboJiee 4acTo BBISIBISIIOT Y cecTep
u OparbeB OosbHOro. Hepenku ykasaHusi Ha WX
CMePThb B MOJIOJIOM BO3PACTe OT TIOPAXKEHUS TIeYeHN
npu orcytctBum Bpeaubix npusbiuek (KC 1, 4).
Puck poxaeHust 60bHOTO peOeHKa Y KIMHUYECKU
3/IOPOBBIX Te€TEPO3UTOTHBIX HOCUTENIEN MYTaIluu
cocrasiisieT 25 %. Ecom oqun u3 poauresieii 6oseH
BBK, a BTOpOiT — reTepo3uroTHHIN HOCUTEN, PUCK
poxaenus 60abHOTO pebenka Bospacraer 10 50 % u
cocrasasier 100 %, ecim oba pomuresss GONbHBI
BBK [5]. TIpu cemeiioM aHamMHe3e CKPUHUHTOBOE
ob6enenosanrie Ha BBK Heo6x01Mo PpOBOAUTS Jie-
TSIM C 5 JIeT, 10 9Toro Bodpacra Manudecranus bBK
HEW3BECTHA.

Kaxkue uccnedosanus nossonsirom
BLLABUMD HAPYULEHUS. 00MeHa Meou?

OrnpejiesieHue 1epyIOMJIA3MITHA ChIBOPOTKU KPO-
BH, YPOBHsI 00111€i 1 CBOOOIHOI MEIN B CBIBOPOTKE
KPOBH, CYTOUHOI 3KCKpelnu Meau ¢ Mouou. ITyHk-
IIMOHHAsT GUOTICHSI TEYE€HN ¢ TUCTOXUMUYECKIM FIC-
creoBanneM (OKpaliuBaHue pyOeaHOBOI KHUCJIO-
TOH, POJJAHMHOM WM opcerHOM ). KosmuecTBeHHOE
orpesiesieHne Meli B OMOINTaTax MedeHr MeTOaMu
aTOMHO-a0COpPOIMOHHOI  crieKTpodoTOMETpHH,
PEHTTEHO-CTPYKTYpHOTO aHamu3a [6]. Pagmonyxk-
JIUJTHOE UCCIIe/IOBAHKE TTOTJIONIEHUS TTeYeHbIO PAJIH-
OAaKTUBHOW Mejiu (TeCT BKJIIOYEHUS HYKJIUIA MU
(84Cu) B 11epyJIOILIa3MUR).

Kax npasunvio ouenusamo cooepacanue
UEPYIONIAIMUHA 8 KPOBU?

Bpementoe cHuskeHure KOHIEHTPAIUU IEPYJIO-
IJIa3MKUHA B KPOBU HaOJI01aeTCst Ipu J1io6oM 3a00-
JIEBAHUU C TSDKEJIBIM TEUEHUEM, OJIHAKO C YJIydiiie-
HIEeM OOIIEro COCTOSHUS TTal[ieHTa COepPIKaHue 11e-
pyJioTIa3MuHa B KpoBUW Bo3Bpamiaercs K N. [lasg
BBK 1maTOrHOMOHHYHO IIOCTOSIHHO HU3KOE COJep-
JKaHWe 1epyJoIyia3MMHAa B KPOBH, Kak IIPABUJIO,
camkeHHoe Oostee uem Ha 50 % N. B penkux ciyda-
ax (y 5—15 % 60sbHBIX) HAGIIOAAIOTCS HOPMAJIb-
HbIE TI0Ka3aTe/In 1ePYJIOIJIa3MUHA, YTO He UCKJIIO-
yaer 3abosieBanust. Takast curyanust 0ObIMHO Hab-
JIIOJJAETCST TPU BBICOKOM aKTUBHOCTU TelaThTa
(KC 4), mpu aTOM YpOBEHb I1ePYIOIJIA3MITHA OCTa-
€TCsI B IIpe/iesiaX HOPMBI 32 CY€T MHTEHCUBHOTO Pas-
pyuieHus rermaTonmuToB.

Kaxosvt kpumepuu nocmanoexku duaznosa bBK?

CHusKkeHUE KOHIEHTPAIUU  1[ePYJIONJIAa3MHUHA
mia3mbl KpoBu Metee 180 mr/Ji, ypoBHst Oosiee yem
Ha 50 % OT HOPMBI SIBJISIETCS JIOCTOBEPHBIM ITPU3HA-
koM. CHIDKeHMe cofiepsKatusi O0Iell Mel B ChIBO-
porke KpoBu Mmenee 0,8 mr/m (N 0,84—1,45 mr/i).
VBesmmueHne KOHIIEHTPAIM CBOOOIHOW Me/u, He
CBSI3aHHOM ¢ IepyJIomiasMuHoM, 6osiee 0,15 mr/i
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(N 0,10—0,15 mr/1). YBemudeHue aKCKPEIun Men
¢ mouoii 6osee 100 mxr/cyt (N Meree 50 MKr/cyT).
[ToBbleHnEe coEPKAHUS MEIU B OMOIITATAX TIEYEeHN
6onee 250 MKr/r cyxoil maccbl. Kosbiia Kaiizepa —
Dreiiniepa — crerududeckuii mpusnak bBK [8].

B uem saxmouaemcs yenv neuenuss BBK?

OcHOBY JieueHUs COCTaBJISET PUHITUT BBIBEIE-
HUSl U3 OpPraHM3Ma M30BITOYHON MeAU W TIPEOT-
BpallleHre ee HAKONJIEHWS. IJTO CIYKHUT Tpodu-
JIAKTMKOW Pa3BUTHUSI HEOOPATHMbIX M3MEHEHUI B
OpraHusMe, KOTOpble NPUBOJAT K JEeTaJbHOMY
KOHITY.

Koeoa cnedyem navunamo nevenue?

Ycranosienne auarnosa bBK gasiserca mokasa-
HUEM K HeMe[JIEHHOMY HaJdary JedeHsI.

Kax cnedyem nposodumn neuenue?

[Tpenaparom BbIOOpa sIBJIsIETCST D-NIEHUIIAMITH
(DPA) (ToproBoe Ha3zBaHUe TIPeNapara, 3aperucTpu-
poBaHHOTO B YKpanne — «Kympenus» ). Haznavator
BHYTPb 3a mojyaca 710 efwt mo 0,25—0,5 r/cyT ¢ moc-
TENEHHbIM yBeJdenneM Jo3bl Ha 0,25 T Kaxk/bie
7 cyt o 1,5—2 t/cyt B 3—4 npuema. [Tpu mpekpa-
NIEHUY TIOBBITIIEHUS YPOBHS 9KCKPEIUH Me/IU C MO-
Yol m HopMasm3anuu coctostans DPA mpuauMa-
IOT TOXU3HEHHO B TIOJIEPXKUBAIOIIEN [/[03€ TI0
0,75—1,25 r/cyT. B Teuenne 2 mepBLIX MECSITIEB Jie-
dyeHust OO aHaJ M3 KPOBHU (KOJIMYECTBO (hOpMeH-
HBIX 5JIEMEHTOB) ¥ OOIINiT aHAII3 MOUH (BEJTMUMHA
MPOTENHYPUN ) TIPOBOAST KaK/ble 2 HEJMl, B TEUEHUE
CTEYIoMmnX 6 Mec — eXeMecsYHO. YUNTBIBAs, YTO
DPA saBrsercs cenmndnyecKuM aHTaroHUCTOM TT1-
pumokcuHa (Butamun Bg), HEOOXOAUM Tapasiiesib-
HBIN 1preM nupuzokcruHa 1o 0,25 r/cyt. Jledenne
DPA ne 10/KHO IPEKPAIATHCS BO BpeMs OepeMeH-
Hoctu. Pexomenmyembie 1031 DPA (0,75—1 r/cyT)
He OTIACHBI /LIS TIJI071A.

[ToGounbie sBiaenuss DPA MOryT HpPOSIBISTHCS
YXYIIIeHUeM HEeBPOJOTUYECKON CUMITOMATUKU,
YTO CBSI3aHO ¢ MOOMJIM3AIINEN Me/TH 13 JIETT0 (B 9TOM
CJTydae 103y TIperapaTa CHUXKAIOT ), B BUJIE JlepMaTH-
TOB, YTHETEHUSI KPOBETBOPEHUST, aHEMUH U [IP.

[Tpu memeperocumoctu DPA npumensioT amsrep-
HaTUBHBIE MeTO/bI JTeuenus. Hanpumep, «IlwHKTe-
pas» (BHYTpb 110 150 — 375 Mr/cyT), TpueHTUH (He
3aperucTpupoBaH B YKpawuHe), Tpernaparbl MOJUO-
neHa (TeTpaTnoMosnb/1aT, He 3aperncTpUpPOBaHHBIN
B YKpauHe).

Kaxoii duemot cnedyem npudepicusamvcs
nayuenmy c bBK?

Crporoe cobuoeHne <«Ie4eHOYHOW»  IUeThl
(cros Ne 5a) ¢ UCKIIIOYEHUEM TPOLYKTOB, HOTaThIX

Mezibio (GapaHWHBI, KYPSTHHbI, YTATHHBI, KOJOACHI,
nedyeHu, poiObl (TPeCcKu), pakooOpasHbIX, rPUOOB
(IMaMTMHBOHOB), KaKao, MOKOJaIa, Kode, Opexos,
6000BbIX, KaIlyCThl OPOKKOJIU, Kpecc-cajiara, IaBe-
Jid, JIyKa-Tiopes, peiuca, YepHOCINBA, KalllTaHOB,
MeJla, TiepIia u Jip.).

Kax donzo doncro nposodumovcs neuenue 5BK?

Tepanust DPA moJikHa TPOAOJIKATHCS TOKU3HEH-
Ho. [Ipu mo3aneit nuarnoctuke bBK, Tsmxesnoit mop-
TaJIbHON TUIEPTEH3UH, CO3/IAIONIEN PUCK TSIKEIbIX
OCJIOKHEHMIT 1 HeoOPaTHMOI TIPU KOHCEPBATUBHOM
JIeUEHUH, PA3BUTUU OCTPOI MEUYEHOUHOUN HejocTa-
TOYHOCTH, a TakKe NMPU HedDHEKTUBHOCTU aleK-
BaTHOW TEPaIUU U B CJIydae HEIIEPEHOCUMOCTH TIpe-
MapaToB TOKa3aHa TPaHCIIAHTaIlUs TTeyeHn. Peko-
MEH/IYIOT POJICTBEHHYIO TPAHCILIAHTAIUIO TeYeHU
[6]. Yenernasg TpanciianTalus ycTpanser Metabo-
JImuecKuil 1epekT TeyeHn 1 MOJTHOCTHIO U3JIeunBa-
er 3abosieBanye. B Hamreil crpane Takue oneparum
mpoBOJAAT B MIHCTUTYTE XUPYPrUM U TPAHCILJIAHTO-
gorun AMH Yxpaunsr (Kues).

Yem zpo3um npexpaujerue
MEOLAUMUHUPYIOWEL mepanuu?

IIpu crabuaMsanuu COCTOSHUS HAlMEHThI CaMo-
BOJIPHO, & MHOT/IA W TI0 COBETY Bpaya IPEKPaIaioT
snedenrie DPA. Yepe3 HECKOJIBKO MeCSIIIEB MPU OT-
CYTCTBUM KJIMHUYECKUX CHMIITOMOB ITOBBIIIAETCS
yPOBeHb TpaHCaMUHAa3, IMOCJe 3TOTO CITyCTsS KOPOT-
KOe BpeMsI BHE3AIMHO Pa3BepPTHIBAETCS JApaMaTHIec-
Kasg KapTHHA TPOTPECCUPYIOIIEN [TeYeHOUHON He-
nocratogHoctH, mpuBongieit kK cmeptu (KC 1). Ta-
KM o6pasoM, Tpekparnienne Tepanuu DPA, MmoTu-
BUPOBAHHOE <«HOPMAJIN3AINEN MMeYeHOYHOTO KOM-
MJIeKCa», XOPOIIUM CaMOYYBCTBUEM WJIM 3HAYU-
TEeJIBHON perpeccueii HEBPOJOTUYECKUX CHUMIITO-
MOB, SIBJII€TCS Cepbe3HOl ommnbKoit. Ilaruentam ¢
BBK Heo6x0amuMo peryJisipHo HabIoAaThest Y 1Moc-
TOSTHHOTO JIEYaIIero Bpaya.

3aknouenue

[TogBoast UTOTH, HEOOXOAUMO OTMETHUTB, YTO
npuBe/ieHHble KianHndeckre Habmopennst bBK u
BOITPOCHI, KOTOPBIE PACCMOTPEHBI B CTAThe, TT03BO-
JIUJIA TIOPOOHO OCTAHOBUTHCST HA TPAKTUYECKIX
aCIeKTax AUArHOCTUKY 1 JIEYEHHSI 9TOTO 3a00JIeBa-
Hus. BaHbIM sIBIIsIETCS TOT (QakT, 4To 3pperTrB-
HOe JieueHre TI03BOJISIET TTPEIOTBPATUTD TSKEJIbIE,
MIPOTHOCTUYECKY 3HAUYNMBbIE TIOPAKEHUS TIeYeHU U
JIPYTUX OPraHOB, a 9TO BO3MOKHO TPHU yCJIOBUU
paHHel auarHoCTUKK 3abosieBanus. B a10il cBsa3n
Bpadyy HEOOXOAMMO TPUJIOKUTH MaKCUMyM
YCUJIMH 71T CBOEBPEMEHHBIX /IMArHO3a U Havyaja
aZIeKBaTHOU Teparum.
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M.B. lllep6unina, CJI. Menanuy, /1.B. ITormok
[Tpo6eMu iarHOCTHUKU Y TAKTUKA BEJICHHS NAIi€EHTIB
3 XBOpPOOOIO BitbcoHa — KOHOBa/10Ba

XBOpo6a Binbcona — Konosanosa (XBK) — CmajKoBe 3aXBOPIOBAHHS, IO XaPAKTEPU3YETHCS IPOTIPECYIOUNM
HATPOMA/DKEHHAM Mifli B Opratiami. ¥ TMNosux sunajkax XBK maniecTye B MiZJIITKOBOMY i IOHAITBKOMY Billj.
KitiniuHi BUABY 34J1€KATh Bifi CITiBBiTHOIIEHHS AKyMYJIALLil Mi/li B TUX UM iHIINX OPIraHaX, y IEPUTY YEPTY, BiJl ypa-
JKEHHS [IEYiHKH i TOIOBHOTO MO3KY. XBK 4aCTO HE BPaxXOBYIOTh Y JU(DEPEHIIIIHIN 1iarHOCTULLi 3aXBOPIOBAHB I1€-
YiHKW. Y CTATTi y BUIVIAAL IIMTAHB i BiATIOBIZEH PO3IVIAHYTO OCHOBHI MOMEHTH, IIOB’13aHi 3 AiarHOCTUKOIO LIbOI'O
3aXBOPIOBAHHSA i TAKTHUKOIO JIIKYBAHHA NAIi€HTiB. [IpuBeaeHo onmc 4 KIiHiYHUX BUITaAKiB XBK.

XBK — pigkicHUI IPUKIA]] CIIAAKOEMHOI'O 3aXBOPIOBAHHS, JIJIS IKOT'O PO3POOIIECHO BUCOKOE(PEKTUBHI METO-
au aiKyBaHHA. HaBiTh NpU TOKKHUX BUABAX CUMIITOMATUYHE JIKYBAHHA 3a3BMYAl CIIPAB/AE IMO3UTUBHUMI
edekT. bes niKyBaHHSA Nali€eHTH 'UHYTh. TOMy CBO€4YaCcHE po3nizHaBanHd XBK i nOCTilHA Tepartis MalOTb BU3-
Ha4a/IbHE 3HAYEHHS.

M.B. Shcherbinina, S.L. Melanich, D.V. Popok
Problems of diagnosis and treatment tactics of patients
with Wilson’s — Konovalov’s disease

Wilson’s — Konovalov’s disease (WKD) is a hereditary disease, characterized as progressive copper accumula-
tion in organism. In the typical cases WKD manifests in young age. Clinical signs depends on the ratio of cop-
per accumulation in one or another organ, and first of all in the degree of liver and brain injury. WKD is often
not taken into consideration in differential diagnosis of liver diseases. The article in a form of questions and
answers highlights the issues of the disease diagnostics diagnosis and tactics of treatment of patients. The
description of four clinical WKD cases has been presented.

WKD is a rare example of hereditary disease when the highly effective methods of treatment have been
worked out. Even in case of severe symptoms the systematic treatment usually gives the positive effect. In the
case of treatment absence the patients die. That is why the timely identification of WKD and permanent thera-
py has the defining value.
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