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YV 71 nayuenma npu obcredosanuu u y 1 ymepuiux npu eckpvimuu, cmpaoasuiux oonesuvio Buibcona-Konosanosa
U3yUeHbvl 8HeneyeHounble nposasienus 3aboneeanusn. Ommeuen 2eHepanu306anHblll XapaKmep nopajiceHus OpeaHos u cuc-
mem u Haubonee 8blCOKAS YACMOMA HEGPOI0SUYECKUX CUMAIMOMO8, MATbIX AHOMATULL CepoYyd, NOPANCEHUS. NOYEK, FHOOK-

PUHHBIX pACCMPOUCTE.

Knroueswle cnoea: bonesnv Bunbcona-Konosanosa, 6neneuenounvie nposeieHus.

Bonesns Bunbcona-KonoBanoBa — 3T0 MylIbTUCHCTEM-
Hoe 3a00JeBaHNE ¢ HAMOOJbIIEH YacTOTON MOpaKEHHUS Te-
YEHHW ¥ HEPBHOW CHCTEMBI.

IleueHp sBsETCS OCHOBHBIM JIeN0 Meau. [lenonupoBa-
HHE MEJU B ITEUCHHU CONPOBOXKIACTCS AKTHBALMEH CIienu-
(pMYECKNX KIETOYHBIX MEXaHU3MOB M IIMTOTOKCHYECKUMU
s¢pdexramu [23]. Meap CBA3BIBACTCS C MPOTEUHAMHU, OCO-
OGEHHO BBICOKYIO TPOITHOCTB MPOSBIISIET MEMIb K OeTKaMm, co-
JieprKalM SH-rpymiTsl, HakarIMBaercs B TKaHIX U B Tede-
HHE JUTUTEIBHOTO TIEPHO/ia BPEMEHH MOKET HE BBI3BIBATH NX
noBpexzaeHust. [1o Mepe HachIIeHNs TIeYeHH, MUKPOIJIEMEHT
MIOCTYTAET B KPOBb, OTKJIA/IBIBAETCS B TOJIOBHOM MO3T€, PO-
TOBHUIIE, B IPYTMX OpraHax M TKAHSX, BBI3bIBAsI IATOJIOTHYEC-
KHUE UBMCHCHUA B HUX.

Tokcuueckue 3(h(eKTbl MEIM HA TKAHU PEAIU3YIOTCS 110
MHOTO00pa3HbIM MexaHu3MaM. TOKCHYecKOW cuuTaeTes
TONILKO Me/Ib B MOHM3MPOBAHHOW (opMe, KOTOpas MHIYIIH-
pyer oOpazoBaHue CBOOOAHBIX PAJUKAIOB, OKUCICHHUE ITH-
MUJIOB ¥ OJIOKUPYET MHOXECTBO ()epPMEHTATUBHBIX ITPOIIEC-
COB. DTO MOXKET MPUBECTH K CEPHE3HBIM IOBPEXICHUSIM
MHOrHuX opranos [11, 12].

B 1-5% cnyuaeB nposiBiieHHe 3a00J1eBaHIsI HAYMHACTCS
C BUCIIEPAJIbHBIX BHENEYEHOUHBIX u3MeHenuii [1, 7, 10, 13,
15]. BHerneueHoHBIE TOKCHUECKHE 3DPEKTHI KCBOOOTHOM»
Me/TH PETH3YIOTCS YIKe Ha CTa iU MOCTYTUICHUS €€ B KPOBb.
AJbTepHaTHBHOE JICHCTBHE HOHOB MEH CONPSIKEHO C TO-
BPEXICHUEM MEMOpPaH 3HIOTEIMONUTOB, HAPYyIICHUEM T1pO-
HHILIAEMOCTH COCYIIOB ¥ PACCTPOMCTBOM MUKPOLIMPKYJISILIMH.
I'ncronornyecky oOHapyKMBAETCsl YTOJIIICHUE DHIOTEIHS,
($ubpO3 COCYyTMCTON CTEHKH, SPUTPOCTa3, MiIa3mMocTas, me-
pUBacKyIsipHbIi orek. Ha nmoBepxHOCTH MeMOpaH 3pHUTpo-
IUTOB (POPMUPYEOTCST KOMIUIEKCHI MEIH ¢ OeTKaMH, pa3Bu-
BAETCS OCTPBIH BHYTPHCOCYANCTHIH remonus [4, 5, 20].

Iens vceienoBanys: BHIABUTH OCOOCHHOCTH BHETICUEHOU-
HBIX TIOPa)XCHUH BHYTPEHHUX OPraHoB Ipu Oose3Hu Buib-
coHa~KoHoBasoBa.

Matepuajbl 1 METOIBI HCCIIEIOBAHUS

Nzyaeno 78 ciydaes 6oesrn Binscona-Konosasosa (38
myxarH 1 40 sxeHIrH B Bo3pacte ot 17 no 63 set, MmeqmaHa
Bo3pacra 30 sier), u3 HuX 7 — yMEepIIKX, CTPaIaBIINX O0oe3-
Hbt0 Bribcona-KonoBanosa. J[UTensHOCTh aHAMHE3a 3200~
JIeBaHHsI BapbUPOBAJIa OT HECKOIBKUX MECAIEB JI0 24 JeT.
[Mpu3HaKH TOPAKEHHUSI IEICHA UMEIHCh Y BCEX MAIHCHTOB!
y 26 — npu3HaKy IMppo3a neYeH , y 52 — mpu3HaKku XpoHH-
4ecKOoro rematuTa. Manudecranus 3a001eBaHUs PU3HAKA-
MU TIOPaYKSHHUS TIEYCHN MMeTa MecTo y 47 MaIueHToB, He-
BPOJIOTHYECKUMHU paccTpoiicTBamu — y 24 mauueHToB. Bee
0O0JIbHBIC MOTyYaId 0A3KUCHOE JICYCHHE TTCHHUIIMILTIAMIHOM

u/umu mHKa cyiabdatoM. [TpomomKUTeNnbHOCTh JICUCHUS
cocrasisiia ot 1 Mecsina 110 24 Jier.

Pe3yabraThl 1 00CyKIeHHE
Iopasicenue nepenoii cucmemul

ITo manusm M.L. Schilsky (2002), y 34% u 10% marmen-
TOB O071e3Hb Brtbcona-KoHoBanoBa HaunHaeTCss HEBPOJIO-
THYECKHMH U TICUXYECKUMH HapYLICHUSMH, COOTBETCTBEH-
HO. XapaKTepHbl ABUIATEC/IbHBIC HAPYILIECHUS 10 TUILY 3KCT-
panMpamMUIHBIX PACCTPOUCTB, M3MCHEHHS MHTEIJICKTA, TICH-
X0-3MOIHOHATBHBIC, TOBEICHUCCKUE paccTpoiicTa [22]. x
MOSIBIICHHE. 00BSICHSACTCS OTIIOKCHHEM MeM B 0a3alibHbIX
TaHIIMSAX FOJOBHOTO MO3ra M TOKCHYECKUM e€ BIHsHueM. B
Tabmune 1 mpejcraBiieH CIEKTP NMCHXOHEBPOJOTHUECKUX
CHUMIITOMOB, HaOJIFOIABIINXCS Y 0OCIICIOBAHHBIX MTAIJHEHTOB.

Tabnuya 1 — HeBposoruyeckue U IMCUXUUECKHUE MPOSIBICHUS OO0IE3HU
Bunbscona-Konosanosa

KoauuecTBo namnmueHTos,
HMEBIIHX HEBPOJIOTHIECKUE
CHUMIITOMBI _

CUMIITOMBIL, N =71

atc. (%)
Tpemop 31 44
Hapynienne oxoaKy 1 paBHOBECHUSI 21 30
Juzaprpust, aucdonus 19 27
HapyieHue MeaKoi MOTOPUKH 18 25
C11abocTh B KOHEUHOCTSIX 13 18
Hapymienne KoopaAvHaIMK ABHKCHUN 13 18
MpliieyHas JTUCTOHUSI 13 18
3ameuIeHHe U MOHOTOHHOCTb peyuH 10 14
Hapymienue namsitu 8 11
Jucdarus 7 10
Hapyienne KOHIeHTpaluy BHUMAHUS 7 10
CHukeHne paboToCIOCOOHOCTH 6 8
I'onoBHBIE 60N 5 7
Cynoporu KOHEYHOCTEH 110 THITY 5 7
KpamIu
Jucrumust 5 7
I'unepcanuBarys 4 6
3aTpy/HEeHUs B yCBOEHHH HOBOT'O 3 4
Marepuana
l'oni0BOKpY)KEHHE 3 4
bpaukuHesus 2 3
MBblieYHble KOHTPAKTYPbI 2 3
JBoeHue 2 4
becconnuna 1 3
Icuxngeckue paccTpoiicTsa 7 10

Kak BugHO m3 Tabmuue! 1, y OOIBIIMHCTBA MAIEHTOB
HaOJIIONIAINCh JBUTATENbHBIE paccTpoicTBa. Y BceX 7-MHU
YMEpIIHX TP MOP(OIOTHIECKOM HCCIICIOBAHUH CEKIIMOH-
HOTO MaTepuana OOHapyXEHBI OTEK W JHCIOKAINS T'OJIOB-
HOI'0 MO3ra.
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OpuUrMHanbHbIE MCCNEA0BaHUS

Ilopasicenue nouex

CoriacHo JUTepaTypHbIM JaHHBIM, MOPaKCHUE MOYEeK
npu Ooneznn Bunbcona-KoHoBanoBa He SIBISICTCST peaKUM
cumnromoM. Y 1% mammeHToB 0OJEe3HP MaHHU(ECTUPYET
MpH3HAKaMHu TopaxxeHust nouek [6, 17]. B uccnenoBanmm
0.10. PaxumoBoii (2003) y 56% narnueHToB ¢ 6one3Hbr0 Brutb-
coHa-KoHOBaJIoBa BBISIBJISUIMCH PA3IMYHbIE BAPHAHTHI 1IOpa-
skeHust odek: cunapom dankonu (34%), nHTEpCTUIIHAID-
ueii Hedput (18%), xpornueckuii momepynoredput (6%),
MouekamenHas 6one3npb (3%) [6]. INopaxkenue moyek Mo-
JKET pa3BUBATHCS Ha J1I000H craauu Oone3nn Buscona-Ko-
HOBaJIOBa. MexaHHU3MBI TIOPaKSHHS X OKOHYATENILHO HE YyC-
TaHOBJIEHBI. CUMTACTCS, YTO ME/Ib OTKJIA/IBIBACTCS MIPEHMY-
IIIECTBEHHO B IPOKCUMAJIBHBIX U3BUTBIX KaHAJBIAX, YTO ITPH-
BOJIUT K TTOBPEXJICHUIO UX DIUTENHS ¥ Oa3aJibHOW MeMOpa-
HBI M K Pa3BUTHUIO IIPOKCUMAJIBHON KaHAJIBLIEBOH IUCHYHK-
n (cuaapoM DaHKOHM), MPOSIBISIONICHCS aMHHOAIHTY-
puei, mroko3ypuel, runepdocdarypuei, TUIepKaIbIypH-
eif, runepypukosypueii [6]. Crexyer umerh B BUIy Hehpo-
TOKCHYHOCTh TMEHUIIMIUIAMUHA, KOTOPBIH MOKET BbI3BIBATH
MOBPEXJICHHUE TOYEK C Pa3BUTHUEM IIPOTEHHYPUH, reMaTy-
pHH, BILIOTH JI0 [IOYEYHOM HeJlocTaTouHOCTH [6, 17].

[Ipu3HakM MPOKCHMAaTHHOW KaHAJIBIIEBOU TUCHYHKITHN
B HaIlIeM HCCIICI0BAaHUH OTMeUannch y 25% manueHTos (y
18 u3 71); y msaTephix OHA MPOSIBIISUIACH OKCAJUTYpUCH U Y
TPOMX — COYEeTaHHEM OKcautypuu u pocdarypuu. Couera-
HHE YMEPECHHON NPOTCHHYPUH U JICHKOLMTYpHU HaOmona-
JIOCh Y JIBYX IMAIMEHTOB, IPOTEUHYPUH U MUKPOTeMaTypuH
— y YeTBIpeX, TaKXKe Yy YeThIPeX MAIMEHTOB MUKpPOreMaTy-
pust OblIa M30JIMPOBAHHBIM MPOSIBJICHHEM MOYEBOI'O CHHII-
poma.

V 16 u3 53 marmentos (30%6), MOTy9arONIUX JICUCHHE ITe-
HULWITAMHAHOM, OTMEYaJICs TATOJIOTMYECKHi MOYEBOH oca-
JIOK.

VY HanueHToB ¢ X0JIecTa3oM, He3aBUCUMO OT €ro PUIu-
HBl M OT HAJWYHs/OTCYTCTBHUS OOCTPYKLMH JKETUCBBIBOIS-
IMX IyTeH, HaOIronaeTcs NoYeyHas KaHalbleBas AUCHYHK-
LMl C TTOPA)KEHUEM MTPOKCUMAITbHBIX KaHabIeB. J{mst Takux
MIAIIMEHTOB XapaKTEePHBI YPUKO3ypwus, Gocharypus, TIOKO-
3ypusi, IOOYIHHYPHS TIPH HOPMaJIbHOM. yPOBHE KpeaTHHH-
Ha CBIBOPOTKH KpoBH [16, 21].

B nacrosiem rccinenoBanuu u321 manmeHra c xosecra-
30M y 10 (48%) nmenuch NpU3HAKK IPOKCUMATILHON KaHAIb-
neBoit mucyHKipm. OgHAKO JTUHEHHON 3aBUCUMOCTH OK-
CaJUTypHH, YPUKO3YPHH, aMUHOALUIYPHU OT YpOBHS OWIIH-
pyOHMHA CBIBOPOTKM KPOBH BBISIBIIEHO HE OBLIO.

[Tpn ynsTpa3ByKoBOM HccregoBanuu udQy3HbIe n3me-
HEHUsI IApEHXUMBI II0YCK 3apEPUCTPUPOBAHBI Y 4-X TallHeH-
TOB, TAKXe y 4-XTaIIUCHTOB OBUTH BBLABIICHBI KHCTHI TTOYCK.
VY 2-X maipeHToB ObUIH MPU3HAKH XPOHHYESCKOrO UEIOHS(-
pura, y 1-ro — Mo4yekaMeHHOI 00JIe3HU ¢ THIPOHE(HPO30M,
y 2-X.— pU3HaKU He(hpornTo3a, y 1-ro — aHrHOMHOIUIIOMBI.

ITpu MopdomoruyeckoM UCCieI0BaHUN CEKIIMOHHOTO
MaTepuana y / yMepIIuX MalueHTOB, CTPaIaBIInX 0oes-
HbI0 Briibcona-KoHoBaioBa, 00HapYKUBATHCh KITYOOUKH C
nponudepanyeil Me3aHrusi ¥ yMEHbIIEHHEM MOYEBOTO 1PO-
crpaHcTBa (B 6-TH U3 7 cilydaeB), O4aroBblii HEKPO3 AIUTE-
JIMSl U3BHUTHIX KaHAJIBIIEB, MOJTHOKPOBHE COCYIIOB MUKPOLIUP-
KYJIATOPHOTO pyciia MHTEPCTHLHS W KPYIJIOKJICTOYHAS WH-
¢dunpTpanys (B 4-x u3 7 ciaydaes). CKIEPOTHUIECKHE H3MEHE-
HHS He ObUTH BBIpaxkeHbl. OTMedanach TUCTpOdUs dIUTe-
TSI U3BHUTHIX KaHABIEB. B oHOM ciiydae oOHapyKeHbI Te-
Mopparudeckue HHPapKTel. B oHOM citydae ceKIMOHHON
HAXOZIKOM CTaJl KOPaJUIOBHIHBIE )KEIThIC KAMHH B TIPOKCH-
MaJIEHOM OT/IeJIe MOYETOYHHKA.

Cepoeuno-cocyoucmasn cucmema
W3BecTHO, YTO MOpa)KEHUE Cep/ilia ACCOLMHMPOBAHO C

HAKOTUIEHHEM Pa3JINYHBIX METAJIIOB. jKejie3a, CBHHIA, KO-
6anpTa. OTHOCHTENBHO HEMHOTO H3BECTHO O BIHMSHUHU Tepe-
IPY3KH MEIBI0 MHOKap/a. B OTIenbHBIX HCCIeIOBaHUSX MO-
Ka3aHa BBICOKas BCTPEYACMOCTh TUIEPTPODHH JEBOTO
*Kenmymouka mpu 6one3un Bunscona-Korosamosa [18].

Bcem mammenram ¢ Gomesnpto Bribcona-Konosanosa
TIPOBEJIEHO 3JIEKTPOKAPIAHOrPaPUIECKOe MCCIIEI0BAHNE Cep-
Aua.

Hapyriiennst cepedsHoro putMa U TPOBOIMMOCTH TITH-
POKO pacmpocTpaHeHbl B 00Ime# momymsituu. [Ipu peruct-
pauuu OOBIYHOH AJEKTPOKAPAHOrPAMMBI APUTMHH CepALa
Berpevarores y 0,9% B3pocioro 3mopoBoro Hacenenus [3].
[To HAIIMM JQHHBIM, MPHU DICKTPOKAPAHOrPAPUUSCKOM HC-
CIICJIOBAHUH Y MALMEHTOB ¢ Oone3Hp0 Briibcona-KoHoBa-
JI0BA HAPYIICHHS CEPACYHOrO PUTMA 3aPErHCTPHPOBAHBI Y
4-x manpenToB (6%), HapyIIEHHS IIPOBOIMMOCTH — TAKKE Y
4-x marmentoB (6%), nuddy3HbIc H3MEHEHHS MHOKap/Ia — Y
13 marmentos (18%).

VnbTpacoHorpadguueckoe MCCaeIOBaHEE CEPIa BBIMON-
HeHo 19 narmentam ¢ 6one3Hbio Bubcona-Konosaosa. Pe-
3yIBTaThl MOP(HOTOrHYECKUX U3MEHEHHH Cep/lia, BBISBICH-
HBIX NPH YIBTPA3BYKOBOM HCCIEIOBAHNH, MMPEICTABICHBI B
Tabmurie 2.

Taénauya 2 — Mopdonorudeckne W3MEHEHHs cep/ua y MalHeHTOB ¢
Gosnesupt0 Bunbcona-KoHoBaoBa, BBISBICHHBIE TIPU YIBTPA3ByKOBOM
UCCIIEIOBAHUI

o Yucno
XapakTep n3MeHeHHUH _
ciydaes, N=19
dubpo3KiIanaHa TPUKYCITUIAIIBHOTO 7
MHTPaJILHOTO 3
A0PTAJILHOTO 1
Perypruranus Ha MHUTPAJILHOM 9
KJIallaHe TPUKYCIHIATEHOM 7
A0PTAILHOM 6
JIETOYHOU apTepHu 4
Junarauus kamep 2
Hapymenue cokpaTuTensHON ciocoOHOCTH MHOKapaa 2

Criejtyer OTMETHTb, 4TO OOJIee YeM Y MOJIOBHUHBI MAIlHEH-
TOB IIPU YJIBTPA3BYKOBOM HCCIIE/IOBAHNH BBISIBIICHBI (PUOPO3-
HbIC U3MEHEHUSI KJIanaHoB cepia (MperuMyIiecTBEHHO TPH-
KYyCIIHIATBHOT0). Y BCEX MAIMEHTOB ¢ 00se3HbI0 BriibcoHa-
KonoBaioBa 00HapyKeHbI IPU3HAKU PErYPruTalii Ha Kiia-
MaHax, MpUYeM B PsJie CIy4aeB OHOBPEMEHHO Ha 2-X HJIH
3-X KIanaHax.

B 00r11eit momysisiiiy JOCTATOUHO TOYHBIX JAHHBIX O pac-
MPOCTPAHEHHOCTH CHHPOMA COSAUHUTEILHOTKAHHOM JINC-
TUTA3UH CETO/THS HE CYIIeCTBYeT. MOXKHO TOararh, 4To 4ac-
TOTA BBISIBIICHHUSI 3TOrO CHHPOMA BEJIMKA U BO MHOI'OM 3a-
BUCHUT OT MCIIOJb3YEMbIX METOJIOJIOTMYECKUX TOJXO0B U
TEXHHYECKOH OCHaleHHOCTH. Hanbomee pacipocTpaHeHHbI-
MU COEJIMHUTEILHOTKAHHBIMU JIMCIUIA3USIMH Cepala sIBJIs-
F0TCs Tiponarc MutpanbHoro kianana ([IMK) i anomanbsHO
pacrooKeHHbIe XOpbI JIEBOTO JKemynouka. B 3aBucumoc-
TH OT MeToJ/ia 00CIIe0BaAHUSI, HCIIOIb3YEMbIX KPUTEPHUEB U
o0cremyeMoro KOHTHHTEHTa pacnpocTtpaneHHocTs [TMK
cocranisieT ot 1,8% 1o 38%, a aHOMaTbHO PACIIOIOKCHHBIC
XOP/IbI JIEBOTO JKeimynouka BbisiBisitorest y 8,27% u 17,1%
obcnenoBannbix (Tpucseroa E.JI., FOmuna O.A., 2006;
Barlow J.R., 1992) [8, 9]. B To e Bpemst IpH MaToI0r0aHaTo-
MHUYECKOM HCCIIEIOBAHUM YaCTOTA BBISBICHHUS MAJIbIX aHO-
MaJmii cepna coctasisier ot 16,95% mno 50% [8, 19].

ITo manubmv S.M. Factor et al. (1982), npu ayrorcun ymep-
IIMX TMAIMEHTOoB ¢ Oone3nbio Busbcona-Konosanosa (6e3 co-
MyTCTBYIOIIEH apTepHaIbHOW THUITEPTECH3NWH) BhISBIICHA TH-
neptpodust Muokapa B 5 u3 9 cirydae, aHOMalnK aopTalib-
HOTO KJ1anaHa — y 4-X, ¥ aHOMaJ M METPAJILHOTO KJIariaHa y
7-mu w3 9 marpentos [14].
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OpVII'VIHaJ'IbeIe nccneanoBaHu g

Hamu npoBezaeH aHanu3 aHomasuil cepAia y nalueHToB
¢ Oone3npio Buibcona-KoHoBasioBa 1o JaHHBIM ayTONCHH 1
TIPIKU3HEHHBIX HCCIICA0BaHUH (pe3yibTrarTsl PUBEICHBI B
Tabuie 3).

Tabnuya 3 — AHOMANUK U BapHAHTbI Pa3BUTHS CEP/LA, BBISIBICHHBIC Y
MAI[HEHTOB B Pe3yJIbTaTe ayTOICHU U NPMKU3HEHHBIX HCCIEI0BaHUIT

Yuciao Yucno
Bapuant anomanuu CEKIHMOHHBIX | MAIHCHTOB,
ciy4aes, N=7 n=19
Kianan BeHEYHOTO CHHYyca B BUJIE 1 0
HHUTYATBIX OCTATKOB
OTKpBITOE OBAJILHOE OKHO 1 0

PacrueruieHie namuuIsIPHBIX MBI 3 0
JICBOTO JKEJy/I0UKa

AHOMAJIFHO PACITONOKEHHbIC XOP/IBI B [OJIOC- 3/1 10/0
TSIX JKEITYI0UKOB cepa (JIeBoM/TipaBom)

[Iponanc MUTpaIBHOTO KIIalaHa 0 9
AneBpu3Ma cuHyca BaibcaibBbl 1 0

TakuM 00pa3oM, MPHU3HAKK MajbIX aHOMAJMW cepiua
oOHapykeHBl y BceX 19 marmeHTtoB, KOTOPBIM HPOBEICHO
VIBTPa3BYKOBOE HCCIIEIOBaHKE. MaJble aHOMAallK Cep/lLa,
BBIBJICHHBIC Y MAIMCHTOB B HAIIEM HCCIICIOBAHUHM, MPE-
CTaBJICHbI aHOMAJILHO PACIIOJIOKEHHBIMU XOPJIaMH B JICBOM
JKEITYJJOUKE M TIPOJIalicoM MHTPAJIBHOTO KiarmaHa. B oxHOM
cllydae IMpH YyiabTpacoHorpaduu oOHapyKeHa >KUJIKOCTh B
TIOJIOCTH TTEpUKap/Ia.

Marsle aHOMaJINy Cepiua Mpu MaToMop(OIOrHIecKoM
MCCIIe/IOBaHUM CEKIIMOHHOTO MaTepuajia ObUIN IpescTaBie-
HBI IIUPOKUM CIIEKTPOM OTKJIOHEHHMH U HaOJIo1ainuceh y 6 n3
7 ymepmmnx. OIMHOYHbBIE BApHAHTBl MAJIBIX aHOMAIIUH cepyi-
I1a He BCTPEYAIINCh, HAOIIOAAIIICh Pa3HOOOpa3HBIE MX Cove-
TaHMS: aHOMAJIBHO PACIHOJIOKEHHBIE XOP/bI IIPAaBOro U Jie-
BOTO KEJTYJI0YKOB, PACIICIUICHNE MANMUIIPHBIX MBIIII] JIe-
BOTO JKETY/I0YKa, OTKPHITOE OBAJbHOE OKHO, HETIOJHOE. yT-
pOeHHe MAMUIISIPHBIX MBIIII] JIEBOTO YKETyI0uKa, aHEBPH3-
Ma cuHyca Basbcanbel. ClieyeT OTMETHTB, YTO OOHApY:Ke-
HHE aHOMaJIBHO PACIIOIOKCHHOH XOp/Ibl B IPaBBIX OTAENAaX
cep/Illa BCTPEYaeTcsl pexe, YeM B JIEBBIX. AHOMAIHU CHHYCA
BaubcanbBbl TakkKe OTHOCSTCS K UUCITY PEAKAX MaJIbIX aHo-
Manuii cepaua (tabmuna 3). B eMHUYHBIX CIy4asx UMEINCh
1 JpyTHe Tpu3HaKku HemddepeHIpOBAHHON COSTMHNTEITh-
HOTKaHHOW UCTUIa3uH (apaXHOMAKTIIINS — 2 COydast U3 Juc-
na 71 obcnenoBaHHOTO ManyeHTa): B Hamllem nccnenoBaHin
CBSI3M KOHIICHTPAIMK MU B CHIBOPOTKE KPOBU U YAaCTOTHI
MaJbIX aHOMAJIHH cep/ra OOHApYKeHO He ObLITO, OHAKO yC-
TaHOBJICHa 00OpaTHas 3aBUCUMOCTh YPOBHSI LIEPY/IOIIIa3MH-
Ha M 4aCTOTHI MaJIbIX aHOMAJIMH cep/ia.

Hamu npoBeneHa oreHKa MUKPO- M MaKpOCKOITHYECKUX
M3MEHEHUI B CEepIIle Y / yMEPIINX MallieHTOB ¢ OOIE3HBIO
Bunbcona-KoHoBajioBa TIpU 1MaToIOroaHaTOMUYECKOM  HC-
CJIeZIOBAaHHMH. Pe3yiibraThl CEKIIMOHHBIX MCCIIEIOBAHUN OBLTH
CIIEYIOIINMH: KPOBOM3JIMSIHIS B TKAHB CEp/Illa BBISBIICHBI Y
44X ymepIuX (B HEKOTOPBIX CIy4asx KPOBOMIIHSHHUS OOHA-
PYXKHUBAJIUCH B 00JIACTH MPOBOJSAIICH CHCTEMBI), nuddy3-
HBIH MEJTKOOYArOBbIi KapAUOCKICPO3 Y 2-X, OTEK MUOKap/a
y 4-x ymepimx. B psige ciydaeB orMedanuch «apsionbIii»
Mmuokapy (2 ciydast), HHOUIBTPALHS MHOKap/a MOTUMOp Q-
HOSIJICPHBIMH KJIeTKamu (2 citydas), TpoMO B IOJIOCTH mpa-
BOro xemynouka (1 cirydaii), B GAMHUYHBIX CIy4asx BBISBIIS-
JIMCh OTJIOKEHUSI IMTMEHTA 3€IEHOBATO-KOPUYHEBOTO IIBETA
B 9HJIOKAP/IE JKETYIOYKOB.

Ilopasicenue Opyzux opzanos u cucmem
W3 npyrux opraHoB ¥ CHCTEM HamOOJIee YaCTHIMU U 3HA-
YUMBIMH OBUTH M3MEHEHHUS B OPOHXOJIETOYHOH, MOJIOBOM 1
SHJIOKPHHHOM CHCTEMaX.

Opezanwl Ovixanus
VI3MeHeHust OpraHOB JIbIXaHUs ObLTH IPE/ICTABIICHBI, [TIAB-
HBIM 00pa30M, OCJIO)KHCHUSAMU TIOPAKCHUsI ITeueH. Y 9-Tu
MAIMCHTOB C ACIIUTOM PETHCTPHUPOBAJICS THAPOTOPAKC OTHO-
WM TBYCTOPOHHHM, TAaKXKE Y OIHOH MAIIMCHTKU C aCIUTOM
HaOJII0aJIMCh 3aCTOMHBIE SIBJIICHUSI B MAJIOM Kpyre KpOoBOOO-
pareHus.

Ilonoeasn u 3nookpunnas cucmema

W3 36 onpoleHHbIX nayeHTok 12 yka3plBaiu Ha HaJTU-
Yy1e MEHCTPYaJIbHOW TUC(YHKIINH, OIHA — HA THPCYTH3M B
HavaJIe JICUCHUS TICHUIMJUTAMIHOM. Y OIHOTO MAIFICHTA IIPH
OCMOTpE BBISBJICHA THHEKOMACTHS CJICBa, PA3BUBIIIASICS Ue-
pe3 6 MecsieB mocjie Havajga npueMa MeHUIWUIAMUHA, Y
OJIHOM MAIMCHTKH BBISIBJICHA KUCTA IMYHHUKA. Y 4-X MallicH-
TOB OOHAPYXKEHBI CTPHUHU: Y 3-X — HA KOXKE )KUBOTA TIOCIIC ac-
[UTA U Y OJJHOTO Ha KOXK€ MOSCHUYHON 001acTH (HaIrieHT
CTpajaeT OKUPEHHEM IICPBOM CTEICHH). YBEIMUYCHHC IIH-
TOBHUIHOM KE€JIE3bI BBISBJICHO Y-4-X MAIFIEHTOB, B OJHOM CITy-
Yyae yCTaHOBJICH ayTOMMMYHHBIN THPEOUINT:

M3MeHeHst OpTaHOB, BBISBIICHHBIC TIPH TATOIOT0AHATO-
MHYECKOM HCCIICIOBAHNY, IPENICTABICHBI B TaOHIIE 4.

Tabnuya 4 — Mopdosiornueckie U3MCHEHHs Pa3INYHBIX OPTaHOB IPH
6one3nu Bunbcona-KonoBanosa

Yucno
CEKI[MOHHBIX
ciay4aes, N=7

XapakTep U3MEHEHUi

WHpapKThl IETKHX 2

TpomOGBI B cocyIax JIETKHX

ITHeBMOHUS

BocnannTenpHble H3MEHEHUS HO,H){(CHyHO‘IHOﬁ JKCJIC3bI

CTeaTOHCKpO3I>I HO[I)KCHyZ[O‘IHOfI JKCIIC3BI

CreaToHEKpO3b! aparaHKpeaTHIeCKOH KJIeTYaTKI
|-AyTOJU3 MOXKEITY JOYHOM JKEIe3bl

TIpu3HaKy OTJIOXKEHHUS MEIU B [IOJDKEIY TOUHOM JKelie3e

Juctpodust HaIIIOYEUHHKOB

AYTOJIM3 MO3TOBOT'0 BEI[ECTBA HAAMOUECUHUKOB

IIpu3HAKH OTIIOKEHUS MEIH B IEUCHH

KamHu B 5KEJIYHOM ITy3bIpe

[Tpy3HAKH OTI0KEHHUSI MEJIH B CETIE3CHKE

Bapuko3Hoe pacmmpenye BeH MHIIeBOAA

Dpo3uH, A3BbI CIM3KUCTOM Kenyaka u 12-nepcTHoit

KUIIKH

[Ipy3HAKH OTJI0XKEHUSI MEJIH B IUILIEBO/IE, KEIYIKE,

KHUIIEYHHKE

D[P WO (WIN N FRPWN O O

(&3]

Kax BunHO U3 TabmwIis! 4, y OOMBIIMHCTBA yMEPIINX Ha-
OJIroIaNMCh BApUKO3HOE PACIIMPEHHUE BEH MHINEBOJA, dPO-
3MU U S3BBI KEITYKA U JABEHAIATUIIEPCTHON KHIIIKH, ITHEB-
MOHWMSI, TPOMOBI B BETBSIX JIETOYHON apTepHH, IPU3HAKN OT-
JIOKEHHS ME/IN B TICUCHHU M YKEITYI0YHO-KHIIIEYHOM TPaKTe.

Ha ayroricun B 50% criydaeB mopkesynodHast xenesa
OblIa cO CcllabbIM MEXK/OIBKOBBIM CKJIEPO30M M OYaroBOM
KPYIJIOKJIETOUHON HWHOUIBTparmeil. B kieTkax KOpKOBOTO
BEILIECTBA HA/IIOYEUHUKOB BBISBJICHBI MIPU3HAKU MEIKO(O-
KyCHOW OaJUIOHHOM IHCTpoduy, B OOIBIIMHCTBE CIIy4acB
OOHapY)KCHBI SBJICHHS ayTOIN3a MO3TOBOTO BEIECTBA Ha-
nouedHrKoB (y 6 3 7 ymepmmx). OTIHYUTEIBHBIME H3Me-
HCHHUAMM TI0JIOBBIX OPr'aHOB OBUTH. THUIIOIUTIA3HS OHIAOMETPUA
M0 CMELIaHHOMY THITy ¥ KHUCTO3Hasi arpe3usi (OUTHKYIOB
sinuHUKOB (33%).

BriBoani
1 Kimnuyeckue u natoMopQoIornieckue nposiBICHNs
6one3nn Bunbcona-KoHoBanoBa MMEIOT reHepaT30BaHHbIN
XapaxTep.
2. HawuOonee 4acThIMU BHETICUCHOYHBIMH ITPOSIBICHH-
saMu Oone3nn Bunbcona-KoHoBaoBa SIBIISIFOTCSL TOPasKeHHsI
HEpPBHOM CHUCTEMBI, IOYEK U Cep/la.
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Extrahepatic manifestations of Wilsons disease
O.A. Zhyhaltsova!, N.N. Silivonchik!, A.M. Zhihaltsov2, O.A. Udina3,
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Extrahepatic manifestations of Wilson’s disease were investigated in 71 patients during examination and in 7 section
cases. Generalized character of the affected organs and systems and higher frequency of neurological symptoms, small
heart abnormalities and endocrinal disturbances were revealed.

Key words: wilson’s disease, extrahepatic manifestations
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