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®EHOTUNMNYECKME OCOBEHHOCTU BONE3HU
BUIIbCOHA U EE UCXO[bl Y CUBCOB

Dxyptyb6aesa A.P.", Bopo6beBa H.J1.%,
Komapoga A.[0.%, NMpoxopeHkoBa M.O.2

HayuHbin pykoBoautens: npocpeccop A.C. Noranos?

'®IAOY BO «[epBbiti MockoBCkuiA rocyaapCTBEHHbIN
MeauLUUHCKUA yHuBepceuteT nmeHn N.M. CeveHosa»
Mun3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus;

20lAY «HauunoHanbHbIN MeaUUMHCKUIA nccrieaoBaTenbCKUM
LleHTp 3gopoBbsa aeten» MuHagpasa Poccun, Mocksa,
Poccus

Kntouesnie criosa: 6onesHs BurnbcoHa; eenamum; cubebl;
demu; heHomuIn; YUPPO3 NeYeHu; mpaHcraaHmayus neveHu

Axmyanvnocms. bonesus Bunbcona (bB) — ayrocomHo-pe-
LeccuBHOE 3a00JeBaHue, OOYCIOBICHHOE MYTAllMsIMU B T€HE
ATP7B u xapakTepu3yrouieecsi MoJIuMop(pHU3MOM KITMHHYECKUX
nposiBIeHUH. B HacTosee BpeMst yOeAUTENbHBIX JaHHBIX O CBSI-
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V BCEPOCCUNCKM MEOVNATPUYECKMIA ®OPYM CTYAEHTOB U MONOALIX YYEHLIX «BUPTYO3 MEANATPUN»

31 reHoTHIa U GeHotumna npu bB He BBLBICHO, OHAKO TON00-
HBIX HCCIIEIOBaHUH Y cCHOCOB HE IPOBOANIIOCE.

L]eny: onpenenuts HEHOTUNNIECKIE OCOOCHHOCTH TE€UCHUS
u ucxonsl bB y cubcoB.

Mamepuane u memoowi. B paMkax peTpoCIEKTUBHOTO UCCIIe-
JIOBAHHUS [IPOAHATN3UPOBAHBI KIIMHUKO-aHAMHECTUUECKHE TaHHBIE
47 neteii u3 21 cembu. [IpoBeneHa onerka (HEHOTHUITIOB (XpOHUYE-
CKHIf TeNaTUT, OCTPHII IenaTuT, cMelanHas Gpopma) u ucxoznos bB
y cubcoB. B paboty BritouéH 21 npobaH/ ¢ yCTaHOBICHHBIM JH-
arHoszoM BB u 26 cu6coB, u3 xotopeix y 19 (73%) Taxoke auarso-
crupoBana bB u Tonbko 7 (27%) cuGCcoB 310pOBBHI.

Peszynomamoi. HecMOTps Ha ayTOCOMHO-pELIECCUBHBII THI Ha-
cienoBanusl, yactora Bcrpedyaemocti bB B 25% cityuaes BeisiBiie-
Ha TOJIBKO B 1 ceMbe, B TO BpeMs Kak B 12 ceMbsix OHa COCTaBUIIA
100%, B 3 — 50%, B oCTalbHBIX 5 ceMbsiX — OKoJio 75%. B 12
(57%) cembsix y cubcoB HaOmonaNCss ONMHAKOBBIN (EHOTHII, U3
HuX B 11 cembsx 3aboeBaHue NpoOTEKaao B GopMe XPOHHYECKO-
IO rernaTuTa ¢ pa3HOH CTENeHbIO MOBPEX/ICHNUS ITe4eHH, U B | ce-
Mbe — B cMmemianHoi Gopme bB. denorunuyeckas Bapuabesn-
HOCTB HaOmonanack B 3 (14,3%) ceMbsX, U3 HUX B 2 CEMBSIX OTMe-
YaJ0Ch COYETaHHE XPOHUYECKOTO I'elaTuTa ¢ HEBPOJIOTNYECKUMU
MPOABJICHUAMU, BBISBJICHHBIMU Yy CTAapIINX CI/I6COB, 4TO, BEPOAT-
HO, OOYCIIOBJICHO JUIUTEIILHBIM IIEPHOIOM TIOCTAHOBKH JIMArHo3a
M OTCYTCTBHEM CIIeHU(PUIECKON XeaTOPHON Tepanui, a B 1 ceMbe
(eHOTHITBI CHOCOB COOTBETCTBOBAIN XPOHHYECKOMY M OCTPOMY
renaruty. [IpudanHO# 00ceoBaHus MPOOAHIOB B 7 CEMbSIX CTa
OTATOIIEHHBIN HACJIEICTBEHHBIH aHAMHE3: U3 HUX B 2 — B CBA3U C
IIPOBEAEHHON TPAHCIIIAHTALMEH IEYEHHU U B 4 — CMEPTHIO CTap-
niero cudca BCIeCTBUE IEKOMIIEHCHPOBAHHOTO LIMPPO3a MeYeHI
B ucxoze bB, a B 1 ciiyuae — B ucxoze GyIbMUHAHTHOTO IeNaTH-
Ta. Y IaHHOW IpYNIBI MAIEHTOB 3a00JIeBaHNe XapaKTepru3oBa-
Jock Oonee TErKUM TeUCHUEM.

3axnouenue. AyTOCOMHO-PELIECCUBHBIN TUI HACIEIOBAHUS
BB He no3Bonsier npeayraaaTrs 4acToTy BOSHUKHOBEHUS 3a00e-
BaHMs B paMKax oiHOW ceMbH. Camoii pacnpoctpanéHHO# (dop-
Mol bB y neteli sBisieTcsa M30IMPOBAHHBIA XPOHUYECKHH TEATHT,
KOTOPBIH IIPH OTCYTCTBUU aJIeKBATHOM Tepanuy XapakTepusyeTcs
HEYKIOHHBIM MIPOTPECCUPOBAHIEM C Pa3BUTHEM HEOOPATUMBIX U3-
MEHEHUH U JeTalbHbIM ucxonoM. IIpoBenenne cemeitHoro ckpu-
HUHI'a Ha paHHUX 2Talax Mno3BOJISCT CYIIECCTBEHHO U3BMCHUTD TC-
YEeHHE U POTHO3 3a00JIeBaHMS.



