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[enatoneHTuKynapHaa agereHepauus ([J14), wan 60ne3Hb
BunbcoHa—KoHoBanoBa, — Taxenoe HacneacTBEHHOE NpPo-
rpeccupytoulee 3aboneBaHue, xapaKTepu3yeTcs co4veTaH-
HbIM MOpPaXeHWeM FroIOBHOMO MO3ra 1 BHYTPEHHUX OpraHoB
(B NnepByto o4epeab, NeYEHN).

3aboneBaHne MOHOreHHoOe, HacnegyeTcs no ayTOCOMHO-
peueccrBHOMY TUNy. PacnpoctpaHeHHocTb 1 B nonyns-
umMm coctaBnseT B cpegHem 2-3:100000 HaceneHus npwu
yacToTe retepo3nroTHoro Hocutenbctea 1:100 [1].

N1 snepBble onucaHa C. Westphal (1883) u A. Strumpell
(1898) n HasBaHa «MNceBAOCKIepo3oM» (60sie3Hb Bect-
dana-LUTpomnens) n3-3a cBOEro KIMHUYECKOro CXxoacTea
C paccesiHHbIM cknepo3om. B. Kauser (1902) u B. Fleisher
(1903) BnepBbie OTMETUIN OTNIOKEHME 3€/1eHOBATO-6yporo
NMUrMeHTa B POroBuLe y NOA0GHbIX 60/bHbIX, HA3BaHHOE
BrnocneacTBun Konbuom Kanzepa—dnenwepa. B 1912 1.
S. Wilson ony6nukoBan paboTy, rae gan onuvcaHue Kiu-
HMYECKOM W MaTonoroaHaTOMMYeCKOM KapTUHbl HOBOIMO
3a60/1eBAHNS C COHETAHHbIM NMOPaXKEHNEM NEYEHN U MO3-
ra, 4e6iToM B MOJIOOM BO3pacTe M MPOrpeccUpytoLLEen
PUIrMAHOCTbLIO, Aucdarven, au3apTpmuen, rMnepKUHe3amu,
NMCUXMYECKMMM pacCTpOMCTBamMM MNpU OTCYTCTBMKM Mpw-
3HAKOB MOPaXKEHUs MUpPaMWUAHbIX NyTEeN; ABYCTOPOHHM-
MW U3MEHEHUAMU 4YeyeBULEeoBpasHbiX f4ep U LMppo-

30M B MeYeHn — npu MopPpoorMyecKkoM MccnegoBaHuu.
B 1921 r. nceBaocknepo3 Bectdansa—LUTtptomnens u npo-
rPeccUpyoLLy0 NEHTUKYISPHYIO AereHepaunto BunbcoHa
06beaNHMIN B OHO 3ab0neBaHne — renaTto/IeHTUKYNap-
Hylo gereHepauuio. B 1948-1952 rr. 6biiM BbiIBEHDI
HapyuweHus obmeHa B Buae aepuunta Meb-cogepKallero
6enKka — UuepynoniasMuHa B Mnasme, a TaKkKe MoBbl-
LUEHHOTO OT/IOKEHUSA MeaMn B Me4vYeHu, NoYKax, MO3roBom
TKaHW 1 TMNEPIKCKpeumn ee ¢ moyon. B 1956 r. J. Walshe
CUHTE3MpOBaN W3 MEHUUMIMHA HOBbIA BbICOKOIDDEK-
TUBHbIM npenapat — [-NeHuunnnaMuH ans nevyeHus
60nbHbIX ¢ [T1/.

B Poccuu yuenue o 111 cBA3aHO B NepByto o4yepedb ¢ nme-
HeM H. KoHoBanoBa u ero wkonbl B HUM HeBponornn AMH
CCCP, roe 6bina paspaboTaHa nogpobHas Knaccudukaums
60ne3Hu (1948, 1960 rr.), a TaKKe AOKa3aHOo, 4YTO NaToso-
rMYecKne M3MEHeHUs B MO3re He orpaHM4MBaloTCsl Yeye-
BMLEOOpPa3HbIMK fiapamMu, a HocAT AP Y3HbIM XapaKTep
(«renatouepebpanbHas guctpodus» no H. KoHosanosy) [2].
B 1993 r. BbIsiIBNEeH natosiorM4yeckun reH 6onesHu Buib-
coHa — ATP7B, pacnonoxeHHbin Ha 13- Xxpomocowme,
a B HacTosiliee BpeMsa MAEHTMOULUMPOBAHO yxe 6osnee
300 myTauuK, 4TO O6BACHAET NOUMOPPU3M KIIMHUYECKUX
NPOSIBIEHNN U TEYEHUS 3TOM 60ne3Hu [3].
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Ha4vanbHble KIWHWYECKME MNpPOosBAEeHUA 60Ne3HU pasHo-
06pasHbl U peaKo BbIABASAKTCA Yy 60/MbHbIX OO0 OOCTUXKE-
HUS UMK B-neTHero Bo3pacTta. PasBepHyTas KInHMYecKas
CMMNTOMaTUKa XapaKTepu3yeTcs 3HayYuTeNlbHbIM pas-
HooGpa3nem, 0o6yc/oBNeHa HeAOoCTaTOYHOM 3KCKpeuuen
MeAM M3 OpraHM3ma U ee HaKOMIEeHWEM B pasHbix opra-
Hax W cucTemax B OMpeaeneHHon nocnefoBaTenbHOCTH.
lNepBOHa4YanbHO Meab HaKanaMBaeTcs B nNevyeHn (6eccumn-
TOMHbIM Nepuog 6onesnHun), 3atem B LUHC, poroBuue rmasa,
noykax, cepaue, Koctax. B cBA3W € aTUM NpenmyLLecTBeH-
HOEe nopajeHwe TOro WAM MHOro opraHa 3aBUCWUT OT BO3-
pacTa: y geTer, B OCHOBHOM, AMArHOCTUPYIOT HapyleHus
PYHKLMM NeveHun (nevyeHo4vHasa dopma), Ha 2 1 3-M AecATu-
NETUAX KU3HU NPeBannpyoT HEBPONOrMYecKas cMMnToMa-
TnKa (y 34% nauMeHTOoB) U HapYLLEHUS MCUXMKKN (HEMPOTNCU-
xnyeckas dopma B 10% cnyvyaeB), HO BO3MOXKHO coYeTaHue
ob6enx dopm. HeBposornyeckne HapylweHus BKIO4YaloT
3KCTpanMpamMuaHyto CUMMMNTOMATUKY: o06efHEHME MUMMWKM,
M30bITOYHYIO CanMBalMiO, PAacCTPOMCTBA pPeYn M KoopAau-
HaUWW OBUXKEHUN, TPEMOP, HAPYLIEHUSA MENKOW MOTOPUKMY,
noxoAKknU. CMMNTOMbI HapylweHUsa GYHKUMKU MevyeHU npu
60ne3Hn BunabcoHa y OeTen 4ypesBbl4anWHO Bapuabenb-
Hbl M MMET TeHAEHUMIO K MaHudecTauuMu B BO3pacTe
8—12 neT, XoTa onucaHbl cny4yan pasBUTUS LIMPPO3a NeYeH!
y)Xe B Bo3pacte 3 net. [lcnuxmyeckue HapylueHus Mnpo-
ABNSIOTCA KOMMNYNbCUBHO-UMMNYAbCUBHLIM MOBEAEHUEM,
arpeccuBHbIMK peakunamn, d¢obusamu. NMaTtorHOMOHMUYHbIM
CMMNTOMOM $SIBASIETCH OBGHapYXEHWE KEeNTo-KOPUYHEeBOro
KoJibLia no nepudepumn poroBuLbl (KonbLo Kansepa—dnen-
wepa). MHorga ero MoXKHoO paccMOTpPeETb TO/IbKO C MOMOLLLbIO
lieneBon namnbl. HakonneHne mean B poroBuLe MNpowuc-
XOOWT NOC/IE HacCbIWEHUA Meabto nedveHn [4—T71.
Taknm 06pa3oM, OCHOBHbIMW AMArHOCTUYECKUMWU KpUTEPUS-
Mu 6onesHn BunbcoHa aBngaoTca:
® COYEeTaHHOe MopaXeHue Mo3ra U BHYTPEHHMX OpPraHoB,
B NepBYylo o4epedb NevyeHu;
® ayTOCOMHO-PELLECCUBHbBIM TUM HacneaoBaHuUs;
° [e6loT B AETCKOM, IOHOLIECKOM BO3pacTe;
® 3JKCTpanupamuaHble CUMMTOMbI: TPEMOP, PUIMAHOCTD,
naTonorMyeckne nosbl, 601€3HEHHbIE TOHUYECKME cnas-
Mbl, AN3aPTPUS, aucdarus, CHUKEHNE UHTENNEKT];
® 3KCTpaHeBpasbHble CUMMTOMbI: 60/1b B 061aCTU NEYEHH,
renatocnieHomMeranns, KpoBOTOYMBOCTb [ECEH, HOCO-
Bble KPOBOTEYEHUS, 60/1b B KOCTAX U CycTaBax, paHHee
paspylueHune 3y60B;
° HapyleHWe MeaHO-6en1KoBOro o6MeHa:
— poroBuYHOEe KonbLo Kansepa—dnenuepa;
— CHUWXXeHWe YPOBHSA Mefdb-CoaeprKalero 6enka uepy-
NonnasMmnHa B CbIBOPOTKE KPOBMU;
— TUNEep3aKCcKpeLns mean ¢ Movow;
— MOBbIWEHWEe KOHLEeHTpauun meam B OGuonTtaTax
neyeHu;
— [HK-anarHoctuka;
— BbICOKMI TepaneBTUYECKNN IDPEKT OT NPUMEHEHNS
Meab-coaeprKalimx npenapatos [5, 8].
Kpome nopaxeHus MNevyeHUn U HEepBHOW CUCTEMbI MNpu
605e3HM BunbcoHa MoryT HabnoaaTbCs NMOpaXKeHus apyrux
opraHoB (10%): noyek (B 4aCTHOCTM, MOYEYHbIX KaHaib-
LueB) — B peaynbrate OT/OXKeHuUs Meau (Tybynonatus)
M ONOPHO-ABUraTeNbHOro annaparta (0CTeOMNopO3, PaxwT,

ocTeoMansiuus, CroHTaHHble nepenombl M T.4.). B cnyyae
BblPaYXEHHOro0 LMTONM3a renatoumnToB 1 MacCMBHOIO BbIGPO-
ca Meau B KPOBOTOK B pesyfnbTate NoBpeXAeHns MeMbpaH
3PUTPOLIUTOB MOMKET Pa3BUTbCH FEMONUTUMYECKAS aHEMMUS.
Y yacTv nauneHToB HabnaaloTca 3a4epKa NonoBoro pas-
BUTKUS, TMHEKOMACTKS, aMeHopes [5, 8].

HecmoTps Ha MHOroo6pasne KIMHUYECKOW CUMMATOMAaTUKK,
[ON151 MOCTAaHOBKM AMarHo3a 6051e3Hn BunbCcoHa AOCTaTO4HO
Tpuagbl NPU3HAKOB: MOPaXKEHUE NEYEHNU, HEBPOOrnYecKme
HapyLleHus, KonblLo Kansepa—Pneniuepa [5, 8].
MauneHTka C., 9 net, BnepBble obpatunacb K Kapauonory
MonuknnHuku OAO «[asnpom» B 2007 T. ¢ )xanob6amu Ha cna-
60CTb, BSIOCTb, MOBbIWEHHYIO YTOMASEMOCTb, Nepuoaunye-
CKMe 60711 B KOJIEHHbIX CycTaBax Npu xoab6e.

CeMenHbIM aHaMHe3 He OTArOLWLEH, poauTenn pebeHKa U
6NU3KME POACTBEHHUKM CYMTAIOT cebs 340pOBbIMU. AHAMHE3
YWU3HU: pebeHOoK OT 3-in 6epeMeHHOCTH, NpoTeKaBlen 6e3
0COBEHHOCTEN, 2-X CPOYHbIX POAOB; paHHee pa3BuThe 6e3
ocobeHHocTen. MpUBMBKKM — MO BO3pacTy. [lepeHeceHHble
60ne3Hu: yactble OPU, HEOAHOKpPATHO — aHruHa; ¢ 2005 1.
Habnganacb KapguMoioroM Mo MnoBoAy OTKPbITOro OBaslb-
HOro OKHa co cbpocoM. B GMOXMMHUYECKUX aHaNN3ax KPOBHM
M No AaHHbiM Y3W opraHoB 6pIOLWHOM NOMOCTU paHee naTo-
NIOTMK He BbISIBASIOCH.

Mpn ocmoTpe oTMeYeHbl OCOBGEHHOCTU deHoTUNa pebeHKa:
61e4HOCTb KOXHbIX MOKPOBOB C }ENTYLHbIM OTTEHKOM, Men-
Kas remopparnyeckas Cbifb Ha rofieHsx, NacTO3HOCTb rofne-
Hen u cton. Mepudepunyeckne NMMGOY3nbl HE YBENUYEHDI.
MepKyTOpHO rpaHuLbl cepaua He pacwunpeHbl. ToHbl cepaua
3BYYHble, pa3BOEHME BTOPOro TOHa B 5-M TOYKE, MAKUK
CUCTONIMYECKUI LIYM Ha BepxylKe U B 5-i Touke. B nerkumx
AbIXaHWe BE3UKyNSpHOE, XPUMOB HET, OAbIWKK HeT. KnBOT
npy Nnanbnauum MArkuin, yMEPEHHO GONE3HEHHbIN B TOYKe
NPOEKLMK KeNYHOro ny3bips. ManbnatopHO NeyYeHb U cene-
3€eHKa He yBennYeHbl. JM3ypuyeckunx aBeHUn HeT.

Mpu o6cnegoBaHumn (Mapt 2007 1.) B GUOXMMUYECKOM aHaNu-
3€ KPOBM BbISIBEHO MOBbIWEHKE LWenoYyHon docdaTadbl —
no 937 EA/n, obwero 6unmpybuHa — go 33,25, 3a cyer
Henpsmon ¢opakuun — 27,95, AJIT — 60,8 ME/n (B 2 pasa
6onble Hopmbl), ACT — 129,6 ME/n (B 4 pasa 60nblue
HOPMbI).

Mpn Y31 opraHoB GptOLIHON MOSIOCTU OblNM OBHaAPYKEHbDI
M3MEHEHUS TONbKO CO CTOPOHbI XXENYHOMO My3bIps: yBennye-
HWe o6bema, YTONLWEHNE U CNOUCTOCTb CTEHOK U CHUMEHME
COKpaTUTENbHON GYHKLINMN.

[Ons nanbHenwero o6cnefoBaHUs U le4eHns AeBoYKa bblia
rocnutanuanposaHa B PAKB ¢ npeaBapuTenbHbIM AMarHo-
30M: [enaTut HEICHOM 3TUONOTUK.

Mpr NOCTyNIeHUM B CTaLMOHap OTMEeYanmcChb ¥anobbl Ha COH-
NIMBOCTb, BANOCTb. [pn ob6cnefoBaHUK: B GUOXMMUYECKOM
aHanM3e KPoBM OTMEYEHO CHUMKEHWE YPOBHS anbbyMWHOB
no 30 r/n (Hopma — 35-52), noBblWeHMe 06Wero 6un-
pyébnHa — 23,8 MKMmoOnb/n (Hopma — 20,7), Henpsmo-
ro — 7,3-6,0 MKmMonb/n (Hopma — 2,5), noBbllleHNe
wenoyHon pocdartasbl — 857-768 E[/n (Hopma — 720),
ACaT — 93-72 ME/n (Hopma — 42), AllaT — 35-44 ME/n
(Hopma — 45), cHWKeHue anbbymmHoB — 51,8% (Hop-
Ma — 58,3-69,6), noBbilweHne 6eta-rnodbynnmHoB Ao 16,3%
(Hopma — 8,9-15) n ramma-rno6ynnHoB go 27,3-23,6%
(Hopma — 8,4-18).

Y
NEAUATPUHECKASA ®APMAKOJIOITUA /2011/ TOM 8/ N2 3 H



KnuHu4yeckKoe Ha6GnogeHue

MapKepbl Ha BUPYCHbIE renaTuTbl U Apyriue BUPYCHbIE MHDEK-
UMK — oTpULaTenbHble.

LlepynonnaamunH — 16,0 mr/an (Hopma — 22,0-58,0).
CopeprkaHue Meamn B moYe (CyTovHbIn aHann3) — 331,3 MKr/n,
414 mKkr/n (Hopma — o 50 mKr/n).

Y3W opraHoB OpIOLWHOM MOMIOCTU: MEeYEeHb He yBenu4veHa,
napeHxnmma o6blYHOM 3XOreHHOCTU, HECKOIbKO HEOAHOPOA-
Ha, NOAYEPKHYT COCYANCTbLIN PUCYHOK.

KoHcynbTaumsa oKynucTa: BbISIBIEHO KonbLO Kansepa-—
dneviwepa y HUMOGA; OTMEYEHO lerKoe BEHO3HOE MOJSHO-
KpoBHue.

KoHcynbTauma HeBponora: AucTanbHas MOTOpHas Mofu-
HeBponatTus C NPEWMYLLECTBEHHbLIM MOPAXEHUEM HUMKHUX
KOHEYHOCTEN.

Ha MPT ronoBHoro mo3ara: B 061acTu NOAKOPKOBLIX f4ep
(ronoBKa xBOCTaTOro siapa, CKopsyna) cnpaBa U clieBa CUM-
METPUYHO BM3yanuU3npoOBaHbl oYarM rMNEepPUHTEHCUBHOIO
MP curHana B pexumax T4, T2, FLAIR. [Mnonnasus 4epss
MO3}Ke4YKa C KMCTO3HbIM pacluMpeHneM 60MbLLOW 3aTbl/10Y-
HOWM LIUCTEPHBbI.

Mo pesynbtatam nposedeHHOro oécnenoBaHusa 6olna auar-
HOCTMpOBaHa 60ne3Hb BunbcoHa—KoHoBanoBa, Me4YeHoOM-
Haa ¢dopmMa. HazHayeHa nocTositHHas Tepanus neHuumina-
MWHOM (KynpeHwun) B go3e 750 mr/cyT, ypCcoAeOoKCHMX0NeBom
Kucnoton (YpcodanbK) — no 500 Mr Ha HOYb, BUTAMUHOM
Bg — no 50 mr/cyt (no 2 mec, ¢ nepepbLiBOM 2 MecC).
lMpoBeneHo KypcoBoe neyeHue AKTOBErmHoMm, TpeHTanom,
3aTeM — [mMatuanHoM.

B panbHenwem y AeBOYKM Ha oHe MOCTOSTHHOW Tepanuu
NeHULUNNaMUHOM U YPCOAEOKCUXOIEBON KUC/IOTOM CoXpa-
HANUCb CNabocCTb, NepruoamMyeckme 601 B KONEHHbIX CycTa-
Bax, NPOSIBAEHUS AUCTa/IbHOM MOAMHEBPONaTUKN (C Npenmy-
LWECTBEHHbIM NOpa*KeHNeM NeBOW HOTK B BMAE NPEXoasnLLen
cnabocTu, TOPNUOHOCTb KOMEHHbIX pedneKkcoB 6e3 Hapylle-
HWUM YyBCTBUTENIbHOCTH).

B TeueHune 1 roga B GUOXMMUYECKUX aHaIN3ax oTMeYaanch
cneaywoume nokazatenu: A/llaT — B Hopme, ACaT — yBenuye-
Ha B 2 pasa, cCoXpaHs/ics BbICOKMI ypoBeHb AC/1-O — 1091,
CHUXKeHWe uepynoniasmuHa o 9 mr/an (Hopma > 20).

B nekabpe 2007 r. peBo4ka Oblna njaaHOBO rOCAMUTANU3U-
poBaHa B OTAe/NEeHMe racTPO3HTEPONOrMK Hayy4Horo LeHTpa
3n00poBbs aetert PAMH. Npu noctynneHnn oTMevanochb yBeau-
yeHue nevyeHu o 4 cm, cenesenHka — +0,5+1,0 cm, B aHanu-
3€ KPOBM — CHUKeHWe TpoMGOoLMTOB 40 158—132x10%/n,
AlaT — 19-16 ME/n, ACaT — 51-45 ME/n, uepynonnas-
MWH — 8,1 mr/an.

Mo paHHbIM Y3W B HU3/ (4epes 7 mec OT NnepBOn rocnutanu-
3aLuu): BblparKeHHas A0Nb4aTOCTb NAPEHXUMbI MEYEHU, MHO-
YKECTBEHHbIE TMMNEPIXOreHHbIE YHaCTKN 3—7 MM, TAXMUCTOCTb
neyYyeHOYHOro pUcyHKa, AMaMeTp CTBOSIa BOPOTHOM BEHbl —
10 mMm. lepunopTanbHble TPaKTbl YMEPEHHO YMJOTHEHbI
M pacwupeHbl. CeneseHka yBennyeHa: 140X60 MM; CTpyK-
Typa ee ymMepeHHO anddysHo-HeogHopoaHas. V. lienalis —
8,5 MM (pacliupeHa). YCUNeH PUCYHOK MENIKMX BHYTpWU-
cene3eHoYHbIX cocygoB. pu nonepeyHomM CKaHMpoBaHWK
B 0061aCTM XBOCTa NOMKENYA04HHOM Kenesbl co34aeTcs Bne-
YyaTieHne O HanuM4yuMM NOPTOCMUCTEMHbBIX aHAacTOMO30B (Npwu-
3HaK MopTasbHON rMNepPTEH3UN).

MpoagonxeHa 6asncHas Tepanua NeHUUUINaMUHOM U YPCo-
[E0KCUX0NEBOM KNCNOTON.

Mocne nepeHeceHHbIXx B MapTe—anpene 2008 . NOBTOPHbIX
OPWU Ha doHe sBIEHUN CUMHYCUTA COCTOSIHME OEBOYKU pes3-
KO yXyalunnocb. B HeBponornyeckom cratyce: rMnoMmMmus,
runepcanuBaums, aucdarus, «3aTyxalolwmm» ronoc ¢ aBne-
HUAMKU AUCHOHMKM, MPOrpeccupoBaHne MOAMHEBPOMNATUM,
HapylleHne NoXo4KM M novyepKa. MOBTOPHO KOHCY/IbTMPOBA-
Ha HEBPOJIOrOM, AMArHOCTMPOBaH nceBaobynbb6apHbIA CUH-
LPOM, 3KCTpannpaMmngHoO-MO3KEYKOBbIN CUHAPOM, HapacTa-
HWe ABNEHWUW AUCTaNbHOM NonnHeBponaTnn. PekoMeHaoBaHO
no6aBuTb B nedeHne Munbrammy, LUepebponnsuH, TpeHTan.
lMocne npoBeaeHUs KOMMAEKCHOW Tepanun obliee cocTos-
HMe pebGeHKa yNy4ylunnocb, HEBPOMOrnyecKas KapTuHa cTa-
6unnanpoBanach.

[anee, B TeyeHue anpena—masa 2008 r. oTMeYeHO Hapac-
TaHWe HEeBPOSIOTMYECKOM CUMMOTOMATUKK, dopMUpOBaHME
aKMHETUKO-PUITMAHOro cuHApoma. MpoBedeH Kypc Tepanvu
KaBunHTOHOM, [laHTOramom, Hakomom; mnocne nnaHoBOM
rocnutanndauun B HU3/[ nonyyana amaHTaguH (MK-Mepu)
C MNOJIOKUTENBbHOW AMHAMMWKOW MPOSIBNEHUN aKUHETUKO-
pUrMgHoOro cuHgpoma. Ha ¢oHe KOMMAEKCHOM Tepanuu
(6asncHoe nevyeHne neHUuMIIaMMHOM U YPCoAEeOoKCcHXose-
BOW KWUCNOTOW, BUTAMUHOM Bg, @ Takke KypcCbl COCYAUCTbIX
M HOOTPOMHbIX NpenapaTtoB; NK-Mepu — Kypcamu no 2 mec)
B COCTOSIHMM pebeHKa [AOCTUrHyTa KIMHWKO-nabopaTopHas
pemMuccus. KynupoBaHbl SBAEHUS TMNOMUMUK, AUCHOHUMU,
runepcannBaumn; BOCCTAHOBMIOCH [10TaHWE, MPOU3BOJb-
HOCTb ABMMKEHWUM, YAYHLLMIUCD MOXO4Ka M NOYEpPK.

Mpu pganbHenwem HabnogeHuun (B TeyeHne 2009-2010 rr.)
0TMeYanocb NPOrpeccupoBaHne HEBPOIOTMYECKOM CUMMNTO-
MaTUKWU B BUAE HAPYLLEHWS MOXOAKM (NowaTblBaHWe, OTKIIO-
HeHWe BNEeBO), CMa3aHHOCTU PEYU, CHUKEHUS MbILLEYHOMO
TOHYCa U 3aMeA/IEHHOCTU CNOHTaHHbIX ABUXKEHWUN. OTMEYeHo
CHUXKEHUWe nHTenneKTa nerkon ctenenu. NMpu MPT ronoBHoro
Mo3ra B AvHamuke (B 2010 r.) BbISIBIEHO HE3HA4YUTE/IbHOE
nporpeccupoBaHne noparkeHus 6e3 M3MeHeHUs pacnpo-
CTPaHEHHOCTU 30H U3MeHeHHoro MP curHana.
KoHcynbTMpOBaHa OKyJMCTOM B AMHamMuKe: Konbua Ka#n-
3epa—dnenwepa Ha o6oux rnasax (MPeUMyLLECTBEHHO
B BEPXHUX KBagpaHTax).

K nocTtosiHHOM noaaep»KuBallWen Tepanuu MneHuuunnna-
MWHOM (20 Mr/Kr B CYyT) U YPCOOEOKCUXONIEBOM KWUCNOTOM
(500 Mr Ha HO4b) fOGaBMEH MOCTOSAHHbIM NPUEM aMaHTaguHa
no 0,025 2-3 pasa B AeHb C Nocneaylwmm nNoBbllEHNEM
no3bl o 0,05-2 pasa B [eHb, a TaKKe perynspHble Kypcbl
HOOTPOMHOM W CcocyaucTon Tepanuu. Ha ¢doHe Komnnekc-
HOW Tepanuu oTMeYeHa MONOXKWUTENbHAsA AMHAMUKa B Buae
cTabunnsaumm HeBPOIOrMYECKON KapTUHbl U NOCTEMEHHOIO
perpecca NoAKOPKOBO-MO3}KEYKOBOW CUMMTOMATUKM.
[aHHbI cnydyan AEMOHCTPUPYET TPYAHOCTb PaHHEN AuarHo-
CTUKM B pe3ynbTate AAUTENbHOro 6€CCMMMNTOMHOMO Te4YEeHUs
60/1€3HM — [OMarHo3 Obla YCTAaHOBMIEH Ha CTaauu LMppo3a
neyeHn M U3MEHEHW MOAKOPKOBLIX f4ep, 4TO B nocneg-
CTBMM OTpaaeTcs Ha MNporHose 60/1€3HM, HECMOTps Ha
BblPaXEHHYIO MONOXKUTENbHYIO AUHAMUKY HEBPOMOrMYECKMX
nposiBNeHMn Ha ¢doHe 6Ga3UCHOW Tepanun U MOCTOAHHOrO
npuema NPoTMBONAPKMHCOHMYECKOrO Npenaparta.
YyuTbiBas, 4To 6051€3Hb BunbcoHa—KoHoBanoBa — Hacnea-
CTBEHHOE 3aboneBaHue (y cMbcoB BbisBaseTcs B 25% cny4va-
eB), 6bl/1 06cnefoBaH poaHoM 6paT NauMeHTKM (B Bo3pacTte
10 net, HECMOTPS Ha OTCYTCTBME *Kasob).



B 6MOXMMUYECKMX aHann3ax KpoBu OblIO BbIBEHO MOBbI-
weHne AJIT B 5 pas Bbiwe Hopmbl, ACT — B 6 pa3 Bbllle
HOPMbI, LepynonaasmMunH CHUXKeEH ao 12,2 mr/an.

Mpu Y31 y manbynKa onpenensisiocb yYMepeHHoe yBenmyeHune
npaBov gonu neyeHn (4o 1-1,5 cM) Npu HEM3MEHEHHOM
9XOMEHHOCTU U 3XOCTPYKTYPE, YCUNEHME PUCYHKa MNepunop-
TaNbHbIX TPAKTOB. YKenyHbi Ny3bipb YBEIWYEH B pa3mepax
(95X45 MMm), ¢ yniIOTHEHHBIMU, YMEPEHHO YTONLLEHHBIMWU CTEH-
Kamu go 1,5—-2 mm, npusHakamu gucxonuu. Mpu aTom gocTo-
BEPHbIX USMEHEHWI CO CTOPOHbI KPOBOTOKa COCYA0B NopTasb-
HOWM cUCTeMbl He BbisiBNeHo. Cene3eHKa cpeaHnx pasMepoB.
Mpu NyHKUMOHHOM 6unoncun B anpene 2008 r. BbISBAEH LUP-
P03 NeyeHmu.

Ha rnasHom gHe: 6e3 ocobeHHocTewn. NpnaHakn dopmnpo-
BaHMA Konbla Kansepa—-dneiiepa BnepBble BbISBEHbI
yepes 1 rog nocne nepBMYHOro obcneaoBaHua ¢ nogospe-
HWeM Ha 6one3Hb BunbcoHa—KoHoBanosa.

Mpn aneKkTpoHenpommorpadum BbiIBIEHO MNOPaXKeHUe Mmaso-
6€epLoBbIX HEPBOB MO aKCOHaIbHOMY THUMY.

Mo pe3ynbTatam npoBeAeHHOro o6cneaoBaHus (Lepynonnas-
MWH — 12,2 Mr/an, CyTo4YHas 3KCKpeLus Meanm ¢ Mo4Yon —
2720 MKr/cyT, Konbuo Kansepa—®neiwepa, LMppo3 neye-
HW) AuarHoctupoBaHa 6one3Hb BunbcoHa—KoHoBanoBa,
neyeHo4yHass ¢dopma. HaszHayeH MOCTOSAHHbLIM MPUEM MNEHU-
uunnamuHa.

KoHcynbTMpoBaH HEBPOIOrOM, BbISIBAEH CMMMNTOMOKOMMIEKC
MOTOPHOW NOSMHEBPONAaTUKN Ha GOHE ANCNNa3nnU CoeUHUTENb-
HOW TKaHW, MUHUMaNbHOW MO3roBon AMdYHKUMKU. HecmoTps
Ha TO, 4TO No AaHHbIM MPT ronoBHOro Mo3ra AnarHocTMpoBa-
Hbl UBMEHEHHWS B 6a3abHbIX FraHMIMSAX («CKOpyna», «<xBOCTaToe
A4P0»), KIMHUYECKMX MPU3HAKOB MOPAXKEHUS 3TUX CTPYKTYP
Ha MOMEHT OCMOTPa He BbiBNEHO. [poBeaeHbl Kypchl feve-
HUS Munbrammown, Anbkapom u NUMKaMUAIOHOM, 3aTeM Kypc
LlepebponnamvHa Ha ¢OHe MNOCTOSSHHOM 6Ga3uCHOW Tepanuu
NEeHUUMNIaMUHOM U YPCOAEOKCUXONEBOW KUcnoTon. [danee
pe6GeHOK Mnonyyan NnaHoOBblE KYpCbl JI€YEHWS COCYAUCTbIMM
M HOOTPOMHbLIMK MpenapaTamun ¢ NONOKUTENbHOW AUHAMUKON
NPOSIBJEHUA MOTOPHON NOAMHEBPONATUM B BUAE HapacTaHus
MbILIEYHON CUNbl 1 06beMa aKTUBHbIX ABUKEHWUN.

3a BpeMs fanbHenwero HabnwoaeHus B TedeHue 2009-
2010 rr. Ha PoHe MOCTOSHHOM Tepanuu NeHULMAIaMUHOM
B Ao3e 20 Mr/Kr B CyT, UMHKa cynbdaTtom (LInHKTepan) —
no 150 mr/cyt M ypcOAEOKCUXONIEBOM KWUCNOTOW B [03e
500 mr/cyT HeBpoNiorMyeckass cCUMNToMaTMKa He HapacTana.
Mpn Y3U opraHoB 6ptoLliHOM NONOCTH OTMEYanach oTpuLaTenb-
Has AMHaMKWKa: nevyeHb 06bl4HbIX pa3dmepoB (115X55 mm),
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BHYTPUMNEYEHOYHbIE MPOTOKM M COCYyAbl HE pacLUMpPEHbI.
CTpyKTypa napeHxuMbl rpybas, TaxKucTtasa, Anddy3Ho-
HeoLHOpOAHas 3a CYET YepeLoBaHUS MENKMUX IXOHEeraTMBHbIX
YYaCTKOB M 3XOT€HHbIX CUIHanNoB, YMEPEHHO-MOBbIWEHHOM
3XO0reHHoctTn. OyaroBble M3MEHEHUS He BbIiBAEHbI. YIbl
neyYyeHn He yBenuyeHbl. MepunopTanbHble TPaKTbl yMEPEH-
HO YNJOTHEHbI M pacliMpeHbl. YTONLIEHa Kpyrias cBsi3Ka
nevyeHun. B BopoTax noumpyercs eaMHnYHbIM 1MMdoy3en aua-
MeTpoM 11 mMm. V. portae — 9 MM. | cermeHT He yBennYeH.
Mpy cKaHMpPOBaHUKM 061ACTM AMCTaNbHbLIX OTAENO0B NULEBOAA
M XBOCTa NOKENYAOYHON Kenesbl: Hannine nopTocuUcTeM-
HbIX aHAaCTOMO30B (MPU3HAKKU NOPTaIbHOM TMNEPTEH3UN).
Mpun npoBeneHnn KT opraHoB 6ptoliHon nonoctv (Man 2010 r.):
KapTMHa renartocnjieHomeranu, AMPPy3HbIX U3MEHEHUN
neyeHU M NOKEeNyaodYHoM Kenesbl. [TpnusHakn nopTtanbHOM
TMNepTEH3UMN.

CyTo4YHasa 3KCKpeuuss Mean ¢ Mo4Yor Ha poHe npuema neHu-
unnnamumHa — 909,3 MKr/cyT. YpoBeHb LepynoniasMmHa B
KposBu — 5,8 mr/an.

Ocob6eHHOCTb TevyeHus 6one3nn BunbcoHa—HKoHoBanoBa B
JAHHOM cny4yae — faTeHTHOe, B CBfI3M C 4Y4eM [JuarHos
nocTaBfiEH Ha CTaanu LMppo3a nevyeHn. Kpome Toro, y Manb-
YMKa oTMevanocb npeobnagaHue B KIMHMYECKOW KapTUHe
NOpPaXKeHUs NeYeHn C FABJEHUSIMU LMppo3a (C nopTasbHOM
rMnepTeH3nen), OTCyTCTBME MPOrpeccMpoBaHns HEBPOOMU-
YeCKOM CUMMNTOMATUKKU, HECMOTPS Ha MMeEloLLeecs noparke-
HWe 6a3anbHblX raHIMMEB B Te4eHne 4 neT nocne BbiSBAEHUS
60/1€3HU, 4YTO, BEPOSATHO, CBA3AHO C NPOBOANUMON NaToreHe-
TUYECKOW Tepanuen NeHULnIIaMmmMHOM.

CeMenHbIn cnyvyan 6051e3Hn BunbcoHa—KoHoBanoBa 4eEMOH-
CTPUPYET pa3Hoobpa3ne KIMHUYECKUX NMPOSIBIEHUN JaHHON
6051€3HM C Hanbonee TaxenbiM nopaxeHnem LUHC v nevyexu,
NONOXKUTENbHOW AMHAMWKOW Ha GOHe afeKBaTHO NoaobpaH-
HOWM noaaepKuBatoLen Tepanuu.

Takum o6pasom, 6one3Hb BunbcoHa—KoHoBanoBa —
HacneACcTBEHHO AeTepMMHMPOBAHHOE 3aboneBaHue, Mnpo-
TeKawlee anMTeNnbHoe Bpems 6eCCUMMNTOMHO. B HavyanbHOM
nepuoge npouecc y AeTer XapaKTepua3yeTcs MopaxeHu-
€M MeYyeHu, OTCYTCTBMEM HEBPOMOrMYECKON CUMMNTOMATUKMU
U Konbua Kansepa—Pneniepa, 4To 3aTPyAHSET AMArHo-
CTUKY 3a60neBaHNsA Ha paHHUX cTagusax. TAXKeCTb KIIMHUYe-
CKMUX NPOSIBIEHWA M NPOTrHO3 6ONIE3HNU BO MHOIMOM 3aBUCAT
OT CBOEBPEMEHHOW OMArHOCTUKM W Ne4vyeHus, dyemy oyaet
cnocobcTBoBaTb 06cnefoBaHMe BCeX CUMOCOB B clyyae
BbISIBIEHUS Y OAHOr0O U3 YeHOB ceMbn 60n1e3HM BunbcoHa—
KoHoBanosa.
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