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Poccus

Wilson-Konovalov’s disease: what a doctor of the primary care should know
G.E. Roitberg, O.0. Sharkhun, E.S. Ivanova, M.V. Ovchinnikova
Pirogov Russian National Research Medical University, Moscow, Russia

Purpose: to draw attention to the timely diagnosis of Wilson-Konovalov’s disease
through the correct examination of patients with pathognomonic signs of this disease.

Methods. A retrospective analysis of the patient’s medical history was carried out
using Internet resources, specifically, social networks such as survey, questionnaires,
analysis of provided medical documentation.

Results. 24 patients aged 21 to 57 years were interviewed. The age of the first
manifestations: from 9 to 16 years old - 2 patients, from 17-25 years old - 12 patients,
from 26 years old and older - 10 patients. The duration of the disease ranged from
1 to 22 years. Heredity was aggravated in 3 patients (12.5%) - Wilson-Konovalov’s
disease in siblings. Kaiser-Fleischer rings were found in 10 out of 24 patients (41.6%).
Preliminary diagnoses before the verification of Wilson-Konovalov disease were: liver
pathology (hepatitis and cirrhosis of unknown etiology, autoimmune hepatitis) - in 7
patients (29.2%), neurological symptoms (multiple sclerosis, Parkinson’s disease) - in
9 patients (37, 5%), neuropsychiatric diseases (dystonia, depression) - in 3 patients
(12.5%). 22 (91.7%) of the interviewed patients are taking D-penicillamine therapy
now.

Conclusions. Cause of Wilson-Konovalov’s disease is similar to other diseases,
which leads to further mismanagement of the patient. Wilson-Konovalov’s disease is
not only a childhood disease. Manifistations of disease are possible at the ages 18-
25. The need for early diagnosis of this pathology is justified by an increase in the
life expectancy of patients with this disease. The use of modern diagnostic methods
and further monitoring of the patient plays an important role in the development of a
faster diagnosis and prescription of adequate treatment, which directly affects the life
expectancy of patients with Wilson-Konovalov’s disease.

Keywords: Wilson-Konovalov's disease, hereditary diseases, liver and biliary tract
diseases, copper metabolism diseases, hepatocerebral degeneration

Buuscon-KonoaJjios aypybl: 6acTankbl Adpirep HeHi 0is1yi kepek

[E. Poiit6epr, O.0. Ilapxyn, E.C. MBanosa, M.B. OBunHHIKOBa

H.J. Iluporos areiHars! Pecell yTTHIK 3epTTey MEULINHAIBIK YHUBEPCHUTET,
Mockey, Peceit

JKyMBICTBIH MaKcaTbl: OacTankbl OybIH JOpirepiHiH Ha3zapblH OCHI XKargal YIUiH
MaTOrHOMOHMKAJBIK Oenriiepi 0ap MalueHTTepIi IYPhIC TEKCEpy apKbuUibl BHIbCOH-
KoHoBaJI0B aypybIH yaKTBUIBI JHarHOCTHKAJIAyFa aynapy.

Omicrep. HHTepHeT-pecypcTapabl, COHBIH IHOIHAC Cypak-)Kayar, cayajaHama,
YCHIHBUIFAH ~MEIMIMHAJIBIK KyKarTaMalapIblH TaJiayblH KOJJIAHA OTBIPHIIL,
NalUEeHTTeP/IH aypy aHaMHe3[epiHe PeTPOCIIEKTUBTI TaJAay KYPri3iii.
Hotmxenepi. 21 men 57 jxac apayblFbIHAarbl 24 HayKacTaH Ccyx0aT aJIbIHIIBI.
AJTFaIliKbl KepiHiCTep/IiH skackl: 9 )kacTan 16 jkacka aeiiin — 2 nanueHr, 17-25 xactan
— 12 nmauument, 26 xacraH xorapbl — 10 mauumeHT. AypyablH Y3aKTbIFbl 1 JKbUlTaH
22 xpurra Jeiin Oonasl. TyKbIMKyajaymibuiblK 3 Haykacta aybip Oonasl (12,5%)
— Bubcon-KonoBanoB aypys! iHinepinae/kapsianacrapsiga.  Kaiizep-®neiimep
cakuHanapsl 24 manueHtTiH 10-biHma aHbikTamael (41,6%). Buibcon-Konopanos
aypyBIHBIH BepHU(HKAIMICHIHA JEHIHT] Qb aja JuarHo3aap: Oayblp MaToJIOrHsCH
(3THONOTHMSCEl OEJTiCi3 TremaTuTTep MEH LUppo3aap, ayTOMMMYHJBIK TIelaTut)-7
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bonesnr Bunbcona Konosanosa
«TeTaTOoJICHTUKYISIPHAS
«remnarorepeopanbHas

nporpeccupyouee

TUCTPOhUSD»)
HACJIeICTBEHHOE

nanuenTre (29,2%), HeBPOIOTHSIIBIK MaToJorus (Kem ckiiepo3, ITapkuHCcoH aypysr)
— 9 nanumentre (37,5%), NCHXOHEBPOJIOTHSUIBIK OY3bUIydaap (BEreTo — TaMBIPIIBIK
mucToHus, nenpeccusi)-3 manuentre (12,5%). Cypasiran mamueHTTepacH 22 agam
(91,7%) d-neHUNMIIAMUHMEH €M alajibl.

KopsiTbinasl. Bunscon-KoHoBaioB aypybIHBIH aFrbIMbI KeOiHece 6acka aypysap/ibig
MacKaJapbelH KHEl, OyJl TMAalWeHTTIH OJaH opi JYPBIC JKYPri3iIMeyiHe oOKese/i.
Bunibcon-KonoBanoB aypybl-Oys1 Tek OanaiblK LIaK emec aypy, manudecr 18-25
’Kacta Ooyrybl MYMKiH. Bysl maronorusHbl epre aAmarHoCTHKanay KaXKeTTLIIri OChl
aypyMeH aybIpaThlH HayKacTapJblH OMip CYPY Y3aKTBIFBIHBIH apTYbIMEH HEri3/esreH.
JlnarHOCTHKaHBIH 3aMaHayH 9JIiCTepiH KOJIaHy >KOHE HayKacThl OJaH opi Oakpuiay
Buibcon-KoHoBaoB aypysl 6ap naiueHTTep iR eMip CYpy Y3aKThIFbIHA TiKeJIel acep
€TeTIH Te3ipeK JAUarHO3/bl JKSHE THICTI eMJey/li JaMBITya YJIKSH P aTKapabl.
Hezizei cozoep: Bunbcon — Konoeanos aypywvli, myKvim Kyanaumoli aypyiap, oayvip
JICIHE OM JICONOAPLL AYPYIAPbL, MbIC AIMACYbIHbIY OY3blIVbl, 2enamoyepeopanbobl
oucmpoghus

boJae3nb Buibcona — KonoBajioBa: 4To 10/1:k€H 3HATH Bpay NePBUYHOIO 3BeHA
IE. Poiit6epr, O.0O. Illapxyn, E.C. MBanosa, M.B. Opununnkosa

Poccuiickuit HanmoHa bHBIN HCCIEI0BATENILCKUNA METUITUHCKUI YHUBEPCUTET UMEHH
H.U. Muporosa, Mocksa, Poccus

Lean padorbl. OOpaTuTh BHUMaHKUE Bpada MEPBUYHOTO 3BEHA HA CBOCBPEMEHHYIO
JIMarHOCTHKY Oone3Hn Bumiibcona-KoHoBanoBa myTeM MpaBMWIIBHOTO OOCIEIOBAaHMSA
MAIUEHTOB C MaTOTHOMOHUYHBIMU TIPU3HAKAMH AT JAHHOTO COCTOSHHS.

Mertonsl. [IpoBeieH peTPOCIEKTHBHBIH aHANN3 aHaMHe3a 3a00JIeBaHuUsl MMAMEHTOB
C HCHONb30BaHUEM MHTEepHET- pecypcoB, a MMEHHO CONMAlbHBIX CeTell — ompoc,
aHKeTHPOBaHNE, aHAJIN3 TIPEAOCTABICHHON MEUITMHCKON IOKyMEHTAIIUH.
Pesyabrarsl. boun onpomiensl 24 nanuenrta B Bo3pacte ot 21 1o 57 net. Bospact
MIEPBBIX NMPOsIBICHUI: 0T 9 10 16 sieT — 2 manuenTa, ot 17-25 net — 12 nmauueHTos, oT
26 net u crapue — 10 nmauueHToB. [uTeabHOCTS 3a001eBaHus cocTaBmia oT | roga
1o 22 ner. HacneactBeHHOCTh OblTa oTsrOLIeHa y 3-X manuenTtoB (12,5%) — Oones3nb
Bunbcona-KonoBanoBa y poxHbix Oparbes/cectép. Kombua Kaitzepa-®eitepa
BeisiBNIeHbl y 10 u3 24 manumentoB(41,6%). IlpeaBapuTenbHBIMH JHAarHO3aMH 10
Bepudukanun 6one3nn Bunbcona-KoHoBanoBa ObUTH: MATONOTUS MEYEHH (TEIaTUTHI
U IIUPPO3BI HESICHOM 3THOJIOTUH, Ay TOMMMYHHBIH Tenatut) —y 7 marueHTos (29,2%),
HEBPOJIOTHYECcKasi MaToNorus (paccestHHBIA ckinepo3, Oone3np [lapkuHcoHa) —y 9
nanuenToB (37,5%), HCHXOHEBPOIOTMYECKHE pPacCTPONUCTBA (BEreTo-cocyaucTast
JqucToHus, Aempeccus) — y 3 mamueHtoB (12,5%). M3 ompolIeHHBIX MalUueHTOB
MOTy4aroT Tepanuio D-nenuimnaMuaoM — 22 venoseka (91,7%).

BruiBoabl. Teuenne 3a0oneBanus Bunbcona-KoHoBanosa yaiie HOCUT Macku IpyTHX
3a00JIeBaHMH, YTO MPUBOJNT K AaJIbHEHIIEMy HEBEpHOMY BeICHHIO anueHTa. bonesns
Bunbscona-KoHoBanoBa — 3a0oieBaHHe He TOIMBKO AETCKOTO BO3PACTa, BO3MOXKEH
MaHugect B 18-25 ner. HeoOXomumocTh paHHel AMArHOCTHKHM JAHHOM MAaTOJIOTHU
000CHOBaHAa YBEIWYEHHEM MPOAOKHTENBHOCTH MKHU3HH MAlUEHTOB C JAaHHBIM
3aboneBaHueM. Mcronp3o0BaHne COBPEMEHHBIX METO/IOB JUATHOCTUKH U JaIbHEHIIIETO
HaOMIOeHNA 32 TMAlMEeHTOM HurpaeT OOJBLIYI0 POib B PAa3BUTHH Ooniee OBICTpOM
MOCTAHOBKY AWArHO3a 1 HA3HAUYEHNUS a/IeKBATHOTO JICYEHHs], YTO HAMPAMYIO BIUSIET Ha
MPOAOKUTENBHOCTD XKU3HH MALMEHTOB ¢ 6one3Hbio Bunbcona-Konosanoaa.
Knwouegvie cnosa: o6onesnv Bunbcona — Kownoeanosa, Hacieocmeenmvie
3a6o0nesanus, 3a001e6aHUA NEYEHU U IHCETYHBIX nymell, Hapyuienus oOMeHa Meou,
eenamoyepebpanvhas oucmpogus

(CMHOHMMBI Hcropuueckass crpaBka. Brepeie 3a0oneBanne
JiereHeparus, omucano B 1883 u 1898 romax Hespomoramu K.
—  TsDKeNoe Becrdanem u  A. llTprommensieM COOTBETCTBEHHO M
3abosieBanue, OBUIO HA3BaHO «IICEBAOCKIJIEPO3», TAK KAK KIMHUYECKU

nepefaroneecss Mo ayToOCOMHO-PELIECCHBHOMY THILY, B
OCHOBE KOTOPOTO JIC)KUT HAPYIICHNE KCKPELUH MEIU 13
OpraHusMa, NpHUBOJSIIEEe K M30BITOYHOMY HAKOIUICHUIO
ATOTO MHKPODJIEMEHTa B TKaHSIX M COYETAHHOMY
MOPaXEHHIO  MAPEHXMMATO3HBIX ~ OpraHoB  (Tpexie
BCEro TEYCHN) M TOJOBHOTO MO3Ta (IIPEUMYIIECTBEHHO
MOAKOPKOBEIX siziep) [1]. B 3apyOexHoit muTeparype darie
BcTpedaetcs « Wilson diseasey, wmu 0one3us BumbcoHa.

Oostee OBUTO OXOXKE HA PACCESTHHBIN CKIIEPO3.
Amnrmiickuit HeBposor CoMioens YWIbCOH (aHMI. S.
Wilson) B 1912 roxy B cBOEl OKTOPCKOW JUCCEpTallU
omnucaja TUIIUYHBIE JUIA IenaTo-lepeOpaabHOi AUCTOHUH
M3MEHEHHS B TOJIOBHOM MO3T€, YCTAaHOBMJI MOCTOSIHHOE
HaJlM4We  [Uppo3a TI€YeHH W OXapaKTepH30Ball
KIIMHUYECKYIO KapTUHY HOBOTO 3a00JICBaHMsI, HA3BAHHOTO
UM TIPOTPECCHBHON JICHTUKYISIPHOW JiereHeparueil (ot
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naruHckoro lenticularis — yeweBunieoOpasnsiit) (Puc. 1)

[2].

Puc. 1. Camroenb YnnbcoH

IToznHee  BblOaromIMiicsT ~ COBETCKUNW  HEBPOJIOL,
mpocgeccop Hukonait BacunbeBuu Konosasnos
Ha OOJIBIIOM KIIMHMYECKOM MaTepHaie NoipoOHO omucasn
OMOXUMHIO, MaTOMOP(OIIOTHIO, TaTO(GU3UOIOTHIO ITOTO
3a00JeBaHNs, @ TAaK)Ke BIIEPBBIC BBEN KIIACCH(UKAIHIO
pasmmuHbIX ero gopwm (Puc. 2).

Puc. 2. Hukonait Bacunbesuy KoHoBanos

B  Hactosiimee BpeMsi  OOJNBIIMHCTBO  aBTOPOB
WCHONB3YIOT [UIg 00O3HAYEHHUS TemaTolepedpanbHOM
JIeTeHepalud  TepMHH  «Oone3Hb  Bmiuscoma —
Konogranosa» (bBK) [1].

Onugemuonorusi. BBK  otHocuTcs Kk peaxum
3a00JICBaHUAM, YacTOTAa BCTPCYACMOCTH OTIIMYACTCS B
pasHBIX HMCTOYHHKAX, B cpegHem 1:25000. HauGomee
4acTo JAaHHOE 3a00JieBaHWE BO3HHWKAET B PETHOHAX, THC
IIMPOKO PACIIPOCTPAHEHBI OINM3KOPOACTBEHHBIC OpaKu.
Hecmorpst Ha TO, 4TO OOJNE3HH Brscona-KonoBaoBa
9TO pEAKOe TEeHETHYeCKOoe 3aboJieBaHHME, YacTOTa
HocuTenbcTBAa TeHa 1:90 uyenoBek HaceneHus. BBumy
PENKOCTH TaTOJOTHH, IMOCTAHOBKA BEPHOTO JHArHO3a
pacTArmBaeTcsi Ha TOABI, B TEUEHHE KOTOPHIX MAIMEHT
octaércs 0e3 MaTOreHeTUYECKOro JICUCHHUS, YTO 3HAYMMO
VXYIIIaeT €ro KadeCcTBO JKU3HU W IMPOTHO3, COKpAIIacT

MPOJOJKUTENILHOCTD JKM3HU. Tak ke BaKeH TOT (aKT,
YTO HMHBAIMAU3ZUPYETCS MOJIOAOE, TPYIOCHOCOOHOE
Hacenenue [3].

Otuonorus n maroreres. [IpwmumHoit BBK sBisercs
myTtauusi reHa  ATP7B,  koTopelii  JOKaJIM30BaH
Ha 13 xpomocome B Jjokyce 13ql4.3 u xomupyer
MenpTpaHcnoprupyomyo ATd-azy P-tuna. [lanHsbIid
0e0K OTBEYAeT 3a BCTPAauBaHKUE MU B IEPYIOIUIa3MUH,
C TOMOINBIO KOTOPOTO MHKPO3JIIEMEHT BBIBOJHUTCS
W3 OpraHm3Ma c xemubto. K Hacrosimemy BpeMEeHH
uneaTuuIIposano 6oxee 900 paznumyHbIX MyTanuit. J{is
380 U3 HMX JOKa3aHa poJib B HaroreHese 3abo0JeBaHMS.
BenymuM 3BeHOM maroreHesa SBISIETCd XpOHUYECKas
MHTOKCHKALIUS MEIbI0, KOTOpas BhI3BaHA MyTalWel reHa
ATP7B, uro npuBogut k nepurnury ATdD-a3zer P-tuna u
K HapyIICHUIO BBIBEICHNS MEH C JKEITYBIO MTOCPEICTBOM
LepyJIoIUIa3MuHa . B pesynbrare, Me/lb HaKaruIMBaeTCs B
MEYeHH, TOJIOBHOM MO3Te, CEle3€HKE, I0UKaX, POTOBUIIE,
XpycTajiuKe I1a3a U Apyrux opraHax. Hakomienue menu B
MIEYCHH MPUBOAUT K HEKPO3y T'eMaTOINUTOB, BOCIAICHHIO,
(hubpo3y, mponnepauy KeTIHBIX TPOTOKOB U IIHUPPO3Y;
B FOJIOBHOM MO3T'€ — K HEKPO3y HEHPOHOB ¢ 00pa3oBaHHEM
KHCT. MacCUBHBIN BEIOPOC MEIIM U3 I'eIIaTOLMTOB B KPOBb
NpU WX pa3pylIeHHM [0l BO3JCHCTBHE KaKOH-mnbo
BHEITHEH MPUYMHBI MOXKET NMPUBECTH K MHOTOKPATHOMY
TIOBBIIICHUIO €€ KOHLEHTPAIlMM B IIa3Me KpPOBH, U K
MEIbHHAYLINPOBAHHOMY MaCCUBHOMY T€MOJIM3Y H Jlasiee K
(hyTbEMUHAHTHOW IEYCHOUYHON HETOCTAaTOYHOCTH. B TO *xe
BpeMsi, CBOOO/HAsI MeJlb, HAKAIUIMBASCh BO BHYTPEHHHUX
opranax, Omnokupyer SH-rpynmel MHOTHX (EepMEHTOB,
TEM CcaMbIM Hapyllasg MpPOLECChl  OKHCIUTEIbHO-
BOCCTAHOBHTEIBHBIX PEAKIUi [4].

Kmmuanyeckass kaptuHa: TeueHue OO0JIC3HH OYEHD
pa3sHo00pa3HO, YTO CBS3BIBAIOT C OONBIION TeHETHIECKOM
BapuadeIbHOCTEIO. BBHUIy 3TOro, co3maHue eanHOH
kinaccudukanum KpaiiHe 3arpynHeHo. bone3Hp waine
MaHu(ecTupyeT B Bo3pacTe 8-16 JieT, Kak MpaBuio,
XapaKTepU3yeTCsl HOPaKCHUEM MEUYEHH U ITPH OTCYTCTBHH
CHEU(UIECKOr0 JICYEHUS] TPHUBOAUT K JIETAILHOMY
ucxony B Bospacte 30-35 mer. HabGmromarorcs u Oomee
MO3HHE CPOKH BO3HUKHOBEHHWsI OosesHun — B 20 jer
n paxe B 50-60 jer, M B 3TUX cCiydyasx HpeoOianaror
HEeBpoJIOTHUECKUEe HapylleHus. HapylieHue BbIBeJeHUS
MM M3 OpraHu3Ma MPUBOJUT K IIOCTEIICHHOMY €€
HAKOIUIGHUIO B OpraHax M CHCTEMax, Kak IpaBHIIo,
B ONPENCNCHHOW  IOCIEJOBATEILHOCTH:  IICUCHb,
LEHTpajbHAsl HEpPBHAs CHUCTEMa, pPOTOBUIA, a 3aTeM
Jpyrue oprassl [5].

Knaccudukaumss. B Poccwiickoit  ®enepaunun
cornacHo DenepanbHBIM KIMHUYECKHM PEKOMEHIAISIM
npunsita kinaccupukanus H. B. Konosamosa (1960r).
OcHoBubIME (opmamu BBK sBnstoTcst abmoMuHansHas u
nepedpanpHas [1-3].

AOOMHUHAIbHAS ¢dopma XapaKTepU3yeTcst
MOpa’kKeHUEM TI€YEHU OT OCTPOTO remaThTa JO LUppo3a.
OcCTpelii  remaTur 10 KJIMHUYECKOM KapTUHE U
71a00paTOPHBIM TOKA3aTeNsIM Majo 4eM OTIMYACTCs OT
JIPYTHX TENaTHTOB. XapaKTEPHBIM SIBISETCS OTCYTCTBHE
B KPOBH MapKEpOB CIEMU(PUIECKNX T'elaTUTOB, 4acToe
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COYETaHHUE C FeMOJUTHYCCKOM anemueii (peakmus Kymoca
OTpHLIATeNIbHA), HHU3KUH YPOBEHb MOYEBOIl KHCIIOTHI,
HU3KUHA YPOBEHb LEPYJIOIUIa3MHHA W MEIH B KPOBU H
MOBBILLIEHHOE BbIAEIEHUE Meau ¢ Mouoil. IloctenenHo
OCTPBI TEMAaTUT NPUHUMAET XPOHHUYECKOE JIATCHTHOE
tedyenne. Ha 310l cragum Hamboiee 4acTo BIICPBBIC
YCTAHABIMBACTCS JTUArHO3 M TMOSBIISIOTCS XapaKTEpHBIE
KJIMHUYECKHE U J1a00paTOPHbIE CUMIITOMBI. X POHUYECKUI
renaruT npu BBK omimuaercs or Apyrux renaruroB
COITyTCTBYIOIIECH eMy pa3HOOOpa3HOH HEBPOIOTHIECKON
U TICUXHUATPUYECKONH CHMIITOMATHKOW, HAIMYHEM KOJICIl
Kaiizepa-@uneiiepa B porosune (or 50% no 90%
OOJIBHBIX), TEMOJIMTUYCCKOW aHEMHUCH C OTPHUIATEIILHOM
peakimeit Kymoca. [luppo3 mnedeHn oOHapyKuUBaeTCs y
Bcex 6onpHBIX ¢ BBK, xapakTepu3syeTcst 6ecCHIMTOMHBIM
Te4eHHEeM W OmnmmpyOnH-TpaHc]epa3sHOH TUCCOIanneit
[1-2].

LepeOpanbhas dopma XapaKTepu3yeTcs
HEBPOJOTUYECKUMH W TICUXMYECKHMH HapYIICHHUSIMH.
CyliecTByloT  4eThlpe  HeBpoJioruueckue  (hopmbl

3a00JIeBaHNUs: APUTMOT UIIEPKUHETHIECKAs, JPOXKATEIILHO-
pUTHIHAsL, IPpOXKATEIbHAS W SKCTPAMPAMHIHO-KOPKOBAsL.
ApHUTMOTUIepKUHeTHYeCKas (hopMa BOSHHKAET B pAaHHEM
Bo3pacrte (0T 7 10 15 1eT) u mposiBIIsieTCst MOIMMOP(GHBIMA

WHBaITUAU3UPYIOIIUMHU AKCTpanupaMUIHBIMU
TUNIEPKUHE3aMH, HWHTCIUICKTYAaJIbHBIMU W TAXKCIIBIMU
BHUCLEPATbHBIMHU paccTpoicTBaMu. T'unepkunessl

OXBaTBIBAIOT PA3JIMYHBIC TPYNIBI MBI TYJIOBHIIA,
KOHEYHOCTEH, a TakKe MBIIIIbI, OTBETCTBCHHBIC 32
apTUKYJISILUIO M TJIOTAHWE, YTO BBI3BIBACT JANU3APTPHUIO
u aucdaruro, CyIOpOKHBIH cMeX U 11ad, apdekTHBHbIC
paccTpoiicTBa M yMEPEHHOE CHMKEHHE WHTEIUICKTA.
Hepenko rumepkuHe3bl  CONPOBOXKAAIOTCS  OOJSAMH.
BBICTPO HAPACTAIOT MBIIICYHAS] PUTHHOCTb, IPUBOJISIIAs
K KOHTPaKTypaM, OSIHOCTh U 3aMEIUICHHOCTD ABH)KCHUH,
XOpEoaTeTON/IHbIE WJIM TOPCHOHHBIC HACHILCTBECHHBIC
nwkenus.  [lpy 910l (dopMe  HEBPOIOTHUECKUX
HapyIIEHUH MPU OTCYTCTBHHU JICYCHUS JIETAIbHBIN UCXO[
HacTymnaet uepes 2-3 roga [1, 2].
HpokarenpHO-purHaHas (opMa BCTpedaeTcs daiie
JPYTUX HEBPOJIIOTMYECKHX PAcCTPOHCTB W Hamboiee
TOYHO COOTBETCTBYeT (opMe, ommcaHHOW BMiibcoHOM.
Ona ornyaercs Oojiee ITO3JHMM HadyaloM B BO3pacTe
oT 15 mo 25 net, Teyer MeUIEHHEE, C PEMHUCCHAMU U

BHE3AIHBIMH  yXYAIICHUSIMH,  CONPOBOXKIAIOIIMMUCS
cyOodeOpumpHOl  TemmepaTypoil.  HeBpomormdeckue
paccTpoiicTBa  XapaKTepHU3YITCS  OJHOBPEMCHHBIM

Pa3BUTHEM TSKEIION PUTHIHOCTH U ApOxkKaHus. J[pokaHue
OYCHb pPUTMHUYHOE (2-8 npokaHWI B CEKYHIY), PE3KO
YCHJIMBACTCS IPH CTATHYCCKOM HAMPSDKCHUH MBIIIILI,
JIBIDKCHUSIX W BOJHEHHH, B [OKO€ M BO CHE MCYUE3aeT.

I[lo wmepe mporpeccupoBaHusi OOJIC3HH JApOXKaHHE
YCUIIMBACTCS, CTAHOBUTCS  KPYIMHOAMIUTUTYIHBIM — C
BBIPD)KCHHBIM ~ MHTCHLIHUOHHBIM ~ KOMIIOHEGHTOM.  be3

JiedeHus 3a00JIeBaHKe MTPOTPECCUPYET B TeUeHHE S5-6 JieT
U 3aKaHYMBaeTCs JeTanbHo [ 1, 2].

HpoxarensHast ¢opma (cooTBeTCTBYyMOmas ¢opme,
ormcaHHoO# emie Bectdanem) otnmngaercs 0oee O3 THIM
HaganoM (B cpenHeM B Bodpacte 20-30 ier) u Hambomee

Jno0pokadecTBeHHBIM MeieHHBIM (10-15 et u Gonbie)
TeueHueM. M3BecTHbI ciydan aebroTa 3aboseBanus B 40
u gaxe B 50 ner. OCHOBHBIM KIMHHYECKHM CHMITOMOM
SBIIACTCS JIPOXKAHHWE. PHIHUIHOCTD TOSBISAETCS JIMIIb
B KOHIC OONE3HH, OTMEYAITCS aMHUMHs, MEIJICHHAs
MOHOTOHHASI PeYb, TSHKEJbIC U3MEHEHHSI IICUXUKH, YacThIC
apdextuHbie Benblkd. [lpu stoli dopme Oonesnn
TaK)Ke HAOIOIA0TCS AMUICITU(OPMHBIC IPUTIAIKH.
DKCTpanupaMuIHO-KOPKOBasi (GopMa TPEACTaBIISET
coOoli (mHAN TIepedncIeHHBIX Bhime Gopm. OHa MOXKET
pa3BHUTBCS MO Mepe EeCTECTBCHHOIO TEYCHHs OOJe3HH
WIN T10]] BO3/ICHICTBHEM BHEUIHUX (DaKTOpPOB (HaIpHMep,
YEPEITHO-MO3TOBOM  TpaBMbI) W3 JII0OOOW OCHOBHOM

HEBPOJIOrMYECKOI (bopmbI renaroJeHTUKYIISIPHOM
JereHepalii.  XapakTepu3yeTcsd  IPUCOCIHHEHUEM
K MMEOIMMUMCA THUIUYHBIM  HApyHIEHUSM  OCTPO
Ppa3BUBAIOLIUXCSA MUPAMUIHBIX nape3oB  u
SHUICNTUYECKUX  IIAPOKCU3MOB,  4allle  04aroBOro

xapakrepa. J{yst 9T0it popMBbI XapaKkTepHO BO3SHUKHOBEHHE
B TOJIOBHOM MO3re, OOUIMPHBIX pPa3MSIYeHUl B Kope
OompmMX MONymapuii, YTO MPHUBOTUT K OBICTPO
MPOTPECCUPYIONMM  NICHUXWYECKUM  HApyHIICHUSIM U
TSDKEJIoOMY craboymuro [4].

[lcuxuyeckne HapymIeHUS Pa3BHBAIOTCS INPHUMEPHO
y 1/3 OONpHBIX TenaToJIeHTHKYISIPHOH JereHepamuen
U y BceX OOJBbHBIX C XapaKTepPHOW HEBPOJOIMYECKOH
cumnromarukor, obycimosnennoi BBK. K wambonee
PaHHUM TICUXMYECKUM CHMIITOMaM OTHOCSITCSI CHUKECHHE
KpPaTKOBPEMEHHON NaMsTH, KOHIEHTPAIMM BHUMAaHMUS,
3aTpy/IHEHUE ¥ 3aMEJICHUE MBIIUICHHS, 00eJTHEHHE PeUH,
CHIDKCHHE CIIOCOOHOCTH K oOyueHmro. HabGmromarotcs
TAaKXC MMOCTCIICHHOC U3MCHCHUEC ITIOBCACHU, J'[a6I/IJ'IBHOCTB
HAaCTPOCHUS, MOBBILICHHAS 9MOLMOHAIBHOCTb.
Berpeuarores Taxke mu30(ppeHONONO0HBIE H3MEHEHHS
[4].

Konpna Kaifzepa @neiimepa. Kombuna Kaiizepa-
Oreiiepa Ha3BaHBI B YECTh HEMEIKMX O(TaTIbMOJIOTOB
bepuxapna Kaiizepa u bpyno @neifmepa, KoTopbie
BriepBbie onrcanu ux B 1902 u 1903 rogax. [TepBoragansHo
MpPeNNoNarajgoch, 4YTO OHM CBSI3aHBI C HAKOIUICHHEM
cepeOpa, HO BIEPBBIE OBUIO MPOAEMOHCTPUPOBAHO, YTO
oHHM conepskar menb B 1934 rony [3,4].

Berpeuwatores mo  passeiM  gaHHBIM Yy 50-90%
60mbHBIX. OHAKO UX OTCYTCTBHE HE HCKIIIOYAIOT HATHO3
renarojJeHTUKYISIPHOM ereHepauuu. PaBHO, Kak M MX
HaJM4Yhe, TaK KakK IOJ00HBIH CHMOTOM H3pEIKa MOXET
BCTpeYaThCs MPU JTUTEIFHOM X0JIECTa3e, KPUITOTEHHOM
uuppo3se neuen [3, 4].

Ilopaxxenue napyrux opraHoB mpu BBK. ¥V 15%
00JIbHBIX 3200JI€BaHUE MTPOSIBISIETCS TEMATOJIOTHYECKUMHU
CHHJIDOMaMH, TIPEKJI€ BCEro I'eMOJUTUYECKON aHeMHel
¢ orpumarenbHOi  mpoboit  KymbGca. Ilopakenme
9HJIOKPHHHON CHCTEMBI MOXKET BKJIIOUATh B C€0SI CHMIITOMBI
THIIOTHPE03a, THIONAapaTupeo3a, a Takke HapylIeHHs
MEHCTPYaJIbHOTO  [MKJIA,  BBIKWJBINM,  Oecruioane
y OKeHHIMH. Y JIeBOYEK YacTO OTMEYaercsl IO03JHee
MeHapxe. MOYeBBIBOIIIAS CHCTEMA XapaKTepH3yeTCst
TUCOYHKINEH KaHaibleB (TMOKO3ypws, (ocdarypus,
YPUKO3YpHUsl, aMUHOAUUAYPHs) ¥ HE(DPOIUTHA3OM.
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Jlpyrumu opraHaMu ¥ CUCTEMaMH, KOTOPBIE TIOPAKAIOTCs
npu BBK B pesynprare HakoIUIGHHS MEAH, SBISIOTCA
TTOYKH, KOJKa, CEpAIe, KOCTHO-CYyCTaBHAsI M YHAOKPUHHAS
CUCTEMHI [5].

Tedenue 3a00eBaHNs MOXKHO Pa3/ICIUTh HA 2 CTaIUH:
JIATCHTHYIO W CTAJUI0 KIMHHYCCKUX MposBieHuil. [Ipu
JIATEHTHOH CTa/INU KIIMHUYECKNUE CUMITTOMBI OTCYTCTBYIOT
U npu3Haky 3a0osieBaHusi (NPU3HAKKM HAKOIUICHUSI MEIU
B OpraHW3Me) BBISBISIFOTCS TOJBKO TPH J1a00paTOPHOM
00cCIIeIOBaHHH. [pu 3¢ PeKTHBHOM JICUCHUH
JIOTIOTHUTEIBHO BBICIAIOT CTAIHI0 OTPHUIATEIHHOTO
Gananca Menu. B aToM cityuae B pe3ysbTare JOCTHXKCHUS
W JUIMTEIBHOTO  MOJJIEpXKaHUs  OTPHUIATEIBHOTO
OajaHca MeIM HaOJNIONAeTCs Perpecc KIMHUYECKHX |
J1abopaToOpHBIX MPOsBICHUM 3a00eBanus [3, 4].

Huarnoctuka. Ha cragum rematura W uLHppo3a
[IEYCHN UMCIOTCS XapaKTepHBbIC (PH3MKAJIbHBIC TaHHEIC:
CMYIJIBIH («METHBIN») IIBET KOXKH, JKEJITYITHOCTH CKIIEp,
HEe3HAuYMTeJbHAs WJIM  yMEpeHHas  TIenaTtoMeraius,
CIUICHOMETaNusl, OTIOKEHHE MeIW B  POrOBHIIE.
JlaGoparopHbie naHHBIC MPEICTABICHBI TEMOINTHIECKON
aHeMHeH, IOBBIIICHHEM aMUHOTpaHCc(hepas, moka3aTesnei
xonmecta3a. CrernupuYecKuMu SBIAIOTCSA ITOKa3aTeiH
oOMeHa MeJy: B CHIBOPOTKE KPOBH CHIDKCHHE YPOBHS
LepyJIOIUIa3MIHA M OOIIEeH MEH, MOBBIILICHUE YPOBHS
CBOOOJHOI MeAM; TMOBBIIICHUE CYTOYHOW HKCKpPELUU
MEIW C MOYOH; mpu MOP(OIOTHIECKOM HCCICIOBAHIH
OwonTara TICYCHH — TIOBBIIICHHE KOJHMYECTBEHHOTO
comepkanue Menw B remartonure (Oomee 250 MKI/T).
JIMarHOCTUUECKUM CUUTAETCSI IOBBIIICHUE CYTOYHOU
9KCKPELUU MEIU ¢ MOYOi: 0a3ampHON — Oonee 50 Mkr/
cyT; B mpobe ¢ D-nenurmmuiamuaom (500 Mr x 2 pasa B
cyTkn) — 6omee 1600 Mxr/cyT. LlenecooOpa3HbiM ABIsETCA
TCHETHYECKOe FICCICIOBaHUE IS BBIABICHUS MyTallld B
rene ATP7B [3, 4].

OdranpMoIOrnyeckoe  HCCICIOBAaHUE  TTO3BOJISIET
Bepudunnposars koibua Kaizepa-dineitmepa (Ha paHHUX
CTaauiax uX MOXXHO BbISIBUTH TOJIBKO C IIOMOIIIBIO HleHeBOﬁ
JIAMITBI).

IIpu [IPOBEACHUM MarHUTHO-PE30HAHCHOM
TOMOTpa( TOIOBHOTO MO3Ta BEISIBIISTIOTCSI XapaKTEPHBIC
CUMMETPHYHbIC JBYCTOPOHHHE Y4YacTKH HM3MEHEHHOMH
IUIOTHOCTH B pexume T2 0e3 rumeppokaibHOr0 OTEKa
B CKOpJIylie M OJeJHOM Iape, a TaKKe CHIKeHHE
nHTeHCHBHOCTH MP-curnama B Tl u moBbIIeHHE
naTeHCHBHOCTH MP-curnana B T2 u Flair-m3o0paxeHusx
MIPEUMYIIECTBCHHO B MPOCKIINH SIEP IKCTPATUPAMUTHON
cuctemsl [3].

B mHacrosimee Bpems Ul YCTaHOBJIGHUS JMarHosa
ucnionb3yercss  Jlednuurckass — mikana, — CO3J@aHHas
Ha KOHTpecce, TOCBAMIEHHOM Oosie3Hn BuiabcoHa-
Kononanosa, B 2001 romy. OHa BKJIIO4aeT B ceOsl Takue
MpU3HAKK 3a00ieBaHms, Kak Konbro Kaitzepa-dieiiniepa
Ha pOrOBHIC, KOHIIEHTpalus LepysIoIuIa3MruHa
B cheiBopotke kpoBu  (menee 0,1 r/m 2 Oamra),
HEBPOJIOT'MYECKHUE CHUMIITOMBI 0050 XapaKTECPHBIC
mmMenennss Ha MPT romoBHOro Mosra ( 3a Hajauuue
TSOKETBIX OTKIIOHEHWH maéres 2 Oamma),MyTanmus B 2X
xpoMocomax (4 0arura), TOBBIICHHOE COMCPKAHUE MEIH

B renaronurax (6osee 250 MKr/T -2 0ajia), yBeTHUCHHAS
B 2 pa3a BbIIe HIKHEH T'PAaHHUIBI HOPMBI 3KCKPEIHS
Menu ¢ Mo4oi (2 Oamma). Ilpm Hammuuum 4x 0auioB U
Ooree OMAarHO3 CUUTACTCS TOCTOBEPHO YCTAHOBIICHHBIM.
OmHAaKO 10 CUX TOp HE SICHO, KaK OBITH C TOI KaTeropuei
JMIL, Y KOTOPOH MMEETCsl MyTauusi B TeHe, KOAUPYoLeM
MenpTpaHcnoprupymonytro  ATdazy  P-tuma, HO
OTCYTCTBYIOT CHUMIITOMBI 3a00JI€BaHUSI M KaKue-mnbo
abopaTopHbIe OTKJIOHEHUS OT HOPMBI [4].

Jleuerne. OCHOBHBIMH HANpPAaBICHUSAMH JICUCHUS
BbBK  saBusrorcs coOmronenne CTPOrOM  JIUETHI
CO CHIDKEHHBIM KOJIMYECTBOM MEIU B  palOHE,

NPUMEHEHNE MEbIIUMHHHUPYIOMINX MperaparoB U, Npu
HEOOXOIMMOCTH, TMPOBEJCHUE TPAHCIUIAHTALUKN MEYCHU
[3].

Huera. Meab comepkKHUTCSI BO BCEX IHILEBBIX
MPOAYKTaX, TOITOMY  TOJHOE  HCKIIOYCHHE ¢
NOCTYIJIEHUs ¢ nuuied HeBo3MoxHO. Juery mpu BBK
MOXHO OXapaKTepU30BaTh KaK MOJIOYHO-PACTUTENIBHYIO.
PexomeHyeTcsl MCKIIOYEHHE MPOIYKTOB, COAEp)KAHHE
Meau B KoTtopbix mpesbimaer 0,5 wmr/100r, Takmx
Kak TpHOBI, pakooOpa3HBIE, MOJUIIOCKH, OpPEXH,
MOKOJal, TIe4eHb, OapaHWHa. KpaifHe OCTOPOXKHO
HY)KHO OTHOCHTBHCSI K TIOJIMBUTAMHHHBIM Mperaparam,
COZIepXKallMM MHUKPODJIEMEHTHI, IHUIIEBBIM J100aBKaM,
CpeAcTBaM MCKyCCTBEHHOro mnuTaHud. CremyeT Takxe
n30eraTh XpaHEeHUS MMUIINA B MEIbCOICpIKaIei mocyze [3,
4].

XenarHas Tepanus. Ha naHHbII MOMEHT B MHPOBOM
npaxTuke Ui Jeuenuss bBBK ucnonb3yrores cneayromiue
KOMITIIeKcooOpasyrolue Impenapars: D-neHunmniaMuH,

TPUEHTHH,  TETPATUOMONMUOMAT ©  yHUTHON  [4].
B Poccuiickoii @denepaiii  3aperucTPUPOBAHBI
npenaparbl D -TMIEHUIINIIIAMUHA, TOTOBUTCSI

perucTpanus TPUCHTHHA. D-TICHUIMIIIAMAH — TIEPBBII
U3 TMperapaTtoB  KOMIDICKCOOOpa3oBaTeliel, KOTOPHI
HayaJl ucnonb3oBatbes npu BBK, mMmeHHO ¢ Havaiom
ero mpuMeHeHusi B 1956 romy cCBsI3aHO KapAMHAIBLHOE
M3MEHEHHE TMIPOTHO3a TMPH JAaHHOM  3a00JIeBaHUM.
IIpn BBemeHwm mpemapara B OPTaHU3M MPOHCXOTUT
OBICTpas MOOWIM3aNKs MEON W3 TKaHEH W JIMMUHAIHS
C MOYOH B BHAC KOMIUICKCA MEIb-TICHUIIMUIAMUH.
Tepamusi HayMHACTCS B CTAllMOHApPE, KaK IPABUIIO,
COIPOBOXKAACTCSI  OOJIBIIAM  KOJIMYECTBOM  [MOOOYHBIX
3¢ ($EeKTOB, B YACTHOCTH, YXyALIICHAEM HEBPOIOTHIECKOM

cumnroMatnkn  maruerta (B 10-50%  ciydaes),
aHOpeKCcHel, Jauapeell, apTPaITUsAMH, MHUAITUSIMH,
ocreommopo3oM.  Kpome  Toro,  D-meHMnmaMuH

CrocoOCH CBS3BIBATH KM BBIBOIUTH W3 OpraHW3Ma HE
TOJIBKO M€b, HO W MHOTHUE JpyTHe MHUKPOIIEMEHTHI
— UUHK, Kajnpuui, marHuil. IlockosbKy HM3BECTHO, UTO
D-nenunminamMuH BbIBOOUT NUPHUIOKCUH U3 OpPraHu3Ma,
HEOOXOJUMO [OIOJHHUTEIPHO Ha3HAuaTh BHUTaMHUH B6.
AJICKBaTHOCTB JICYCHUS, TTOJ00P JO3bI IS JITUTEIBHOTO
JICUEHUSI MOHHUTOPUPYETCS TOCPEACTBOM H3MEpPEHUs
CyTOYHOM BKckpenuu wmeau ¢ Moudoi. llanumeHTtsr c
0Oone3upr0 Bunbcona-KonoBanoBa MOMKHBI HAXOIUTHCS
MOl TIOCTOSHHBIM HAONIONECHWEM Bpada, KeIaTeIbHO
HMMEFOILETO OIBIT BEJICHUS TaKUX 0OJIbHBIX [1-3].
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TpaHcruTanTaIms TICUCHH MPECTABIISCT
co00il  paguKkajdbHBIA METOJ| JICUCHHs] TAIMEHTOB
¢ BBK. On nmokazan mpum  (yITbMHHAHTHOH

IMEYEHOYHON HEIOCTATOYHOCTH, a TaKkKe OOJIBHBIM C
JIEKOMIIEHCUPOBAHHBIM IIUPPO30M II€YEHH, y KOTOPBIX
HET TIOJHOIEHHOTO OTBETa Ha MEIUKaMEHTO3HOE
JIeueHWe B TeUeHUEe 3 MecsneB. JOHOpCKas IedeHb He
COACPIKAT METa0OIMYECKOTO Me(eKTa, OTBETCTBEHHOTO
3a pasBUTHE 3a00JICBAHUS, MMOITOMY IIOCIC IEpPECaaKH
MEeYeHH BOCCTAHABIMBACTCS MEXAHU3M BBIBEJACHUS MEIN
U3 OpraHu3Ma W HaOIIomaeTcs perpecc 0OpaTUMBIX
CHMIITOMOB 3a00/IeBaHMs. BEDKMBAEMOCTH B TEUCHHE
roja Tmociie onepanuu konebnercs B mpexaenax 79-87%,
MATUJCTHSIST — COMOCTaBHMa C TOAO0BOH. Bo3MOXKHO
MPOBE/ICHUE TPYIHOW TPAHCIDIAHTAIMH FIIH Tepecaaka
JIOJTH TICYSHH OT JKUBOTO POIICTBEHHOTO AOHOpA [3, 4].

IIporHo3 3aboneBaHMsl CBsi3aH CO  CTEHEHBIO
JICKOMIICHCAIIMU  [EUEHOYHBIX (YHKIUH, TSHKECTBIO
HEBPOJIOTHYECKOM CHMOTOMATHUKU U MPUBEPKEHHOCTHIO
Tepanuu.  Hopmanm3amus — TEYCHOYHBIX  (YHKITHIA

MIPOUCXONUT Ha 1-2 romy Tepamuu M HE MPOTPECcCHpyeT
MIPYU TIOJIHOM BBINIOJIHEHUU BCEX peKoMeHnauuii. Tem
HE MEHee, HECMOTPS Ha MPOBOANMYIO TEpAInIo, y 4acTh
marieHToB - bBK  mproOperaer WHTEPMUATTHPYIOTHIA
XapakTep, U HEBPOJOrudyecCkKkasd CHUMITOMAaTHKa MOXKET
MIporpeccupoBars Ha (poOHE COMATHYECKOI CTaOMITH3aINH.
K coxanennio, n mpu COBPEMEHHOH TaKTHKE JICUCHHUS
mo 15% oOomeHBIX ymmparor Benenctsue bBK, a 43%
CTAHOBSITCSI HHBATUAAMH [3, 4].

Knunnueckoe nabmrogenne. C momomnpio MHTEpHET-
pecypcoB, a UMEHHO COLMAIBHBIX CETeH, HaM YIaioch
TIPOBECTH OTPOC 24 MAIMEeHTOB, CTPANAIOMINX OOIE3HBIO
Bunibcona-Konoanosa. BozpacT manueHToB COCTaBHII OT
21 roga go 57 nert. [Taumentam npenjarajoch OTBETUTH Ha
HECKOJIbKO OCHOBHBIX BOIIPOCOB:

B kakoM Bo3pacTe TOSBHINCH TIEPBBIC CHMIITOMBI
3a0omneBanns?

Kakoii quarso3 ObUT OCTABIICH MPEIBAPUTEIHLHO?

Kakum 00pa3zoM ObLT ocTaBieH BEpHBIH AHaruo3?

Bruto nm manHOE 3a00NeBaHWE CpeAN €ro ONM3KIX
POJICTBEHHHUKOB, OCOOCHHO Cpeay POIHBIX OparbeB W
cectép?

EcTp M B HacTOSIIMA MOMEHT y TAIMEHTa KOJIBIIO
Kaiizepa-®neiimepa nim ObUIO TH OHO paHee?

Tlonyuaer 11 B HACTOSAUIMI MOMEHT KaKO€-TO JIEUeHUE
T10 TIOBOJY Te€TIaTOJICHTHKYIISIPHOMH JiereHepannm?

Pesynerarel  nccnenoBanus. [lepBele  TposiBICHMS
3a0oseBaHns OBITH OTMEUEHBI B Bo3pacTe oT 9 mo 44
net. Y 2-x manumenTtoB (8,3%) nepBeie cumntoMsl BBK
MOSIBUJIMCH B Bo3pacTe oT 9 mo 16 net, y 12 manueHTtos
(50,0%) — ot 17-25 ner, y 10 nauuenros (41,7%) crapue
26 met. Kak BUTHO TI0 TaHHOH BEIOOPKE, TTEPBBIC CHMITTOMBI
3a00JeBaHNS BIIEPBBIC MOSIBIIIMCH BO B3POCIIOM BO3pacTe,
YTO BO3BpAIllaCT HAC K aKTyaJbHOCTH 3HAHUS JTAaHHOW
HO30JIOTHH TEpalieBTaM1 M BpauaMH O0Iel TTPaKTHKH.

JlnmutensHOCTh 3a0o0NleBaHUsT cocTaBWwiia oT | roma
0 22 5neT OT MOMEHTA IOSIBICHHUSI TNIEPBBIX CUMIITOMOB.
Cemelinblii aHamMHe3 ObLT OTATOMEH Yy 3-X TalMEHTOB
(12,5%), y KOTOpBIX pOITHBIE OpaThsi UM CECTPHI CTPATAIOT
JTAaHHBIM 3a00JIEBAaHUEM.

Konbno Kaiizepa-®neiimepa B JaHHBII MOMEHT
nMeeT mecto ObiTh y 10 u3 24 mamuentoB (41,7%). YV
2-X ONpPOIICHHBIX IMAIMEHTOB KOJBIIO MCYe3I0 Ha (HoHE
npoBoauMoil  Tepanuu  Jl-meHuumianamMuHoM.  CTouT
OTMETHTB, 9YTO 3TOT CUMIITOM HCYe3aeT Ha (JOHE TPaAMOTHO
OoA0OpaHHO JO3KI, TaK KaK POTOBHUIIA OTPaKaeT YPOBCHb
HAKOIUICHUS] M B OPTaHU3ME.

BBuny penkoctu 3abosieBaHUsT M MOJIMMOP(HOCTH
€ro  TpOSBICHHWW, TMAIICHTaM HE Ccpa3y  ObLI
YCTaHOBIICH MPaBWIBHBIA Auarao3. COrmacHO Ompocy H
MIPEACTABICHHBIM JTaHHBIM MEIUIIMHCKON JOKYMEHTAIHH
MEepBOHAYAJIBHO MMM MECTO OBITh  ClIeIyIoNIne
JTUArHO3bI: TCMATUT HESICHOW 3TUOJOTHH, Ay TOMMMYHHBIH
renatut —y 6 nmannenTos (25%), Tuppo3 MeYeHn HesICHON
stuonornu — y | manmenra (4,2%), y 12 naumeHnTtoB
(50,0%) mpenBapuTeNbHbIE AUATHO3BI KACAIUCh HEPBHOM
CHUCTEMBI U TICUXHYCCKUX PACCTPOMCTB: y 7 MAIMICHTOB
(29,2%0 Habromanrch C MarHO30M PACCESTHHBIHN CKIEPO3,
y 2 mammenTtoB (8,3%) — c Gomnesnpto [lapkmHcoHa, 2
nanuenTa (8,3%) — ¢ BEreTo-coCyiucTon AUCTOHUEH U 1
narmeHT (4,2%) — ¢ aenpeccucii.

Ha wMomeHT ompoca TONY4aOT IITUTEIHHYIO
Tepanuio D-nennimmnamuaom — 22 marmenta (91,7%).
2 manuMeHTa B HACTOSIIMKA MOMEHT CaMOCTOSTENbHO
OTMCHIJIU TIPETapaT BBUIY YJIYYIICHUS CAMOYYBCTBUS H
HOPMaJTH3aINH JTa00OPaTOPHBIX TTOKa3aTelNei.

BrIBoIBI MM YTO MOIDKEH 3HATH Bpad IEPBHUYHOTO
3BeHa. ComtacHO JaHHBIM JuTeparypsl, BBK ormeuaercs
3HAYUTENFHO dYalle, YeM IuarHoctupyercs. Hecmorps
Ha JUTHTENEHYIO UCTOPHIO U3YUCHHS ATOTO 3a00JICBaHMUS,
nmuarnoctuka bBK 3amazapiBaet B cpenneM Ha 3—15 ner.
DT0  OOBACHSCTCS  BBIPAKCHHBIM  KIMHUYCCKHM
noauMOp(U3MOM,  HECHECHU(UYHOCTHIO  OCHOBHBIX
KIMHAYECKUX CHHIPOMOB, a TAaK)Ke TEM, UTO IIHPOKHHA
KpYT Bpadeil MMEIOT HEeJOCTATOYHYI0 HACTOPOKCHHOCTH
B ornomennn bBBK. KpacueiMun ¢maramu  BBK
SIBIISIFOTCS:  CHIDKCHHE IIEPYJIOIUIa3MHHA, YBEIHUCHHC
MCUCHH, TIOBBIICHHE  «ICUCHOYHBIX»  (PEPMCHTOB,
HEBPOJIOTHYECKAsl CHMIITOMATHKA (TpeMop) + HapyIICHHS
MICUXUYECKOU CEephI.

VYuuteiBas BBINIC CKAa3aHHOE, Bpad IEPBUYHOTO
3BE€HA MOXKET 3aloJ03pUTh Hanuuue y nauueHta bBK B
CIIEAYIOUINX CIydasiX:

1. BhIsBIEHHBIN UPPO3 NMEUCHH Y TALMEHTOB MOJIOIOTO
BO3pacTa MPHU OTCYTCTBUU IPYTUX MPHYHH.

2. OTKIOHEHWE «ICUYCHOYHBIX» IIOKa3aTeleld KpOBH
y TAaIUeHTOB MOJIOAOTO BO3pacTa B OTCYTCTBHE
MapKepoB Crelu(UIecKuX rernaTuToB.

3. CoyeraHue HEBPOJOTHYCCKOM CHMIITOMATHKH W/WIIA
MICUXUYECKUX HAPYIICHUH C MPU3HAKAMHU ITOPAKCHUS
TICYCHH.

4. BpIABICHHBIE TP CIy4aHOM
HapymieHuss 0OMCHa MEIA B KPOBH.

5. TeMonmuTuyeckass aHEMMsl HESCHOM STHOJIOTMU C
oTpHIaTeNbHOMN peakiueit Kymoca.

6. Hanuume cemeiiHoro aHaMmHe3a y pPOJHBIX Oparbes/
cecTép MO XPOHWUYECKHM TCIaTUTAM H IHPpPO3aM
HEYCTaHOBIICHHOH 3THOJIOT MU, BOSHUKIIINM B MOJIOZIOM
BO3pacTe, Win 1o Oosne3nn Buibcona-Konosamosa B
n000# Gopme.

o0caen0BaHu
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7. KpynHopa3MamucThlii TPEMOpP y MOJIOJIBIX TTAIUEHTOB

B OTCYTCTBUE APYI'UX €r0 NPUYHH.

3akiaioueHne. Bpadam NepBHYHOrO 3BEHA, BKIIOYAs
Bpadeil oOmell mpakTHKH (CEMEHHBIX Bpade) wu
TEpareBTOB, Ba)XKHO IOMHHUTH 00 3TOM 3a00JieBaHHH,
TaK Kak ITO3/HSS JIMAarHOCTHUKA M OTCYTCTBHE JICUCHHMS
MPUBEIYT K BHIPAKCHHOMY CHIDKCHHIO — KadecTBa
KHU3HH B OYCHb MOJIOLOM BO3pacTe, COKpPAILCHUIO €€
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