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Mcesporunonapatnpeos (11MAT) — HacnefLcTBeH-
Has octeogucTpogmng OnbpaiiTa — pefLKo BCTpevaro-
LLieecs BO BpayebHOM MpakTuKe 3aboneBaHue, CLen-
NeHHoe C nosioM. Hacregyetcs no [OMUMHAHTHOMY
Tuny. O6YCNOBNEHO HEYYBCTBUTENIbHOCTLIO MOYeK U
KocTeir K naparropmoHy (MI7), KOTOpbIA CeKpeTupy-
eTCs B HOPMa/IbHbIX WAV CMIerka MoBbILIEHHbIX KOMN-
yectBax [6, 10]. M MOXeT He OKa3blBaTb CneLUdM-
YECKOro BO3[ENCTBUSA Ha K/IETKW BC/EACTBME MAaToso-
rmmn peuentopos K MMM, HapyLleHnsa 3KCNpeccumn CUH-
Te3a MHMOpMaunoHHo PHK HensmeHeHHbIM rop-
MOH-PELIENTOPHbLIM  KOMI/IEKCOM, Ha/IMumna natosio-
TMYECKNX KOMIMOHEHTOB afeHunaTumknasbl, narono-
rmyeckoii AM®-3aBUCUMOM  MPOTEMHKMHA3bI UK
[edeKTa CUHTE3a KUHa3HbIX CyOCTpaToB Mpy Hau-
4ynm UMpKynupyowmx aHtaroHnctos k M [5, 10]. B
no3fHeM HeoHaTa/lbHOM Mepuoje NoAobHble M3MeHe-
HWUS MOTYT HOCUTb TPaH3UTOPHbIN XapakTtep [7, 9]. B
HacTosdLee BpeMsa ycTaHoBneHo, vto MNITIT — rete-
POreHHbIN CUHAPOM, K PasBMUTUIO KOTOPOro MpuyacT-
Hbl pas/inyHble (hakTopbl. KnvHuyeckas n 6UoXnMu-
yeckas reteporeHHocTb MITT o6bACHAETCA CyLuecT-
BOBAHNEM MHOFOUMC/IEHHbIX MONEKYNAPHBIX AedekK-
T0B [10]. HeuyyBCTBUTENbHOCTb TKaHeM-MULLEHEN K
M MOXeT BeCTV K MOBbILEHWIO peabcopbummn ¢oc-
(paTHOro MOHa B MOYEYHbIX KaHa/bLax, BbI3bIBATb
CHWKEHWe ero BblAeNeHNs C MOYO U MNOBbILLEHWE
CO,EI,eE)KaHVIH HeopraHMyeckoro gocgopa B CbIBOPOT-
Ke. ocTeobnactax 3TO 3aMefnseT WHaKTUBALMIO
HALDH?2, uto 8 KOHEUHOM CYeTe MPUBOAUT K MOBbI-
LLIeHHOMY 06pa30BaHUI0 Kanbuus hocthata, 3aMessle-
HUIO BbIMbIBAHUA Ka/ibLMA B KPOBb, TMMOKasbLive-
MU/ U KanbUM(UMKaUMK CKeneTa U TKaHed [2].
MITT XapakTepusyeTcs CHWKEHWEM YPOBHA Kallb-
LMS B CbIBOPOTKE KPOBW, MOBbILIEHWEM YPOBHSA LLie-
NOYHOW (hocthatasbl. [18 3ab60neBaHUS XapaKTepHbl
aHOMa/InK CKeneTa, NPUBOAALLME K TUMUYHOW BHELL-
HOCTU: MaJleHbKUA POCT, KpYyrnoe nuuo, KOpOTKas
les, KopeHacTocTb ¢urypbl [1, 3]. W3 mHorouwmc-
JIEHHbIX CKesnieTHbIX aHoManui BcTpevarores 1V—V
MACTHbIE WM M/IOCHEBbIE KOCTW, KOTOPbIE TMPUBO-
[AT K YKOPOYEHUIO COOTBETCTBYHOLLMX MasibLieB. AHO-
Ma/ins pacrio3HaeTca Mo AMOYKam Ha CycTaBax ropa-
YKEHHbIX KOCTei, Korga 6O0NbHOW CXKUMaeT Kynak.
[pyrve CkeneTHble aHOMa/MW BK/IKOYAKOT YTOJLLEH-
HbIl CBOZ Yepena, WCKPWB/IEHHYHO Ny4eBYt KOCTb,
annasvio 1 runonsasuio 3y6oB C MPUTYMNIEHHLIMU
KOPHAMM MOJIOYHBIX 3y60B. DK30CTO3bl BCTPEYaroTCA
pegko. Yacteimn npusHakamu MITIT ABAgOTCA Mbl-
LLieYyHas cnabocTb, TeTaHWYECKME CYA0pOru, 0CO6eH-
HOCTU YMCTBEHHOro pas3sutus [3]. CMMNTOMBI TMMo-
Ka/lbLMeMUMN 0ObIYHO BO3HWMKAKOT B BO3pacTe OKOJO
8 net. Takum 06pa3oM, CUMMATOMbl FUMOKa/bLMe-
MUK, acCOLMMPYIOLLENCSH C 3TUMN CKENETHbIMU aHo-
Ma/IMIMA U XapaKTepHbIM COMAaTOTUMOM, [O/DKHbI
cBUAeTeNnbLCTBOBaTh B nonb3y MITIT [6].

MeTabonmueckne HapyLleHus MOryT 6bITb B (POp-
Me MOLKOXHbIX KaslbLM(NKATOB, KaTapakTbl U 0ObI3-
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BeCTB/leHMs 6GasasibHbIX raHraves [6]. Mpu MFOT
BO3MOXHO BO3HWKHOBEHWE C/ly4aeB, He WMELLMX
CKeNeTHbIX MposiBNeHni i 60/1e3HN, HO COMPOBOXAAt0-
LMXCA HapyLUeHMAMU (HOCHOPHO-Ka/bLIMEBOTO 006-
MeHa. Y POACTBEHHWKOB 60/bHbIX MITIT onucaHbl
clyyas C HOPMa/bHbIMU MOKa3aTeNsMy  KalbLiA-
(hocthopHOro obmeHa 1 cekpeummn I, ¢ BblpaxeH-
HbIMU OTK/IOHEHUAMW OOLLEro pasBuUTUA W CKeNeT-
HbIMWU aHOMa/IMSIMN U IKTOMUYECKMMMU HapyLLEHUS-
MWU. DTO TaK Ha3blBaeMbIil NCeBAOMNCEBLOrMNONaparu-
peo3. Takum 06pa3oM, Y OAHOro 3ab60/eBaHNs ecTb 2
(opmbl: MIFTIT v ncesgoncesgorunonapatnpeos [6].
[MokasaH 3HauuTenbHbIA 3ddekT 1,25 AUrngpokcu-
xXonekanbumdgepona (ButammHa D3), perynuvpyroLlero
cekpeunto I OKOMOWMTOBUAHBIMK Kenesamun [4] y
[laHHOV KaTeropun 60/bHbIX.

MpuBoaMM HaboLeHNe.

BonbHoOI 1., 1971 roga POX[EHWs, NocTynun B
OTfeNeHVe  TepaneBTUYECKONM  3HAOKPUHOMOMNN
MOHWKW 30.11.95 ¢ >xanobamm Ha cygoporu npe-
VIMYLLIECTBEHHO NIEBOI MONOBWHbI Tena W nnua, 3atop-
MOXEHHOCTb, Pa3fpaXXUTeNbHOCTb, MOBbLILLEHHYH YTOM-
NSEMOCTb, CKOBaHHOCTb NpY ABUKEHUN.

CumnTtaet cebs 6onbHbIM ¢ 1983 1. (c 14 neT), Ko-
rga Briepsble MOSIBUMCL NOAeprusBaHua | nanbua ne-
BOW pyKW. Bbin MocTaBfeH [MarHo3 “BPOXKAEHHLIN
CYLOPOXHbIN CMHAPOM™ 1 HayaTo NeyveHue rntodepa-
nom. B pesynbTaTe NPOTUBOCYZOPOXHOIO JfleyYeHUs
(Ha MpoTsXKeHWM | Mec) Cyfopory MpekpaTuamch. B
TeyeHMe 2 NeT YyBCTBOBa/I CEOSA YA0B/IETBOPUTESNLHO,
CYLOPOXKHOr0 CUHApPOMA He Habnwganock. B 17 net
nocsie MepeHeceHHOro HEepPBHOrO MepeHanpsmHKeHNns
BHOBb CTaM MOSABNATLCS 4acTble, Ma/IOMHTEHCUB-
Hble CYA0pOorn MNpPenMyLLecTBEHHO fIeBO MOMOBUHBI
Tena. C 17 0o 24 net 0TMeYaeT 5 CU/bHbIX MPUCTYMOB
C KpaTKOBPEMEHHOW noTtepeli co3HaHUsA. Cnabble cy-
LOPOXKHbIE MpUNagKM 6ecrnokKoAT NocTosHHO. C uio-
na 1995 r. Habnganock yXypALleHue camovyBCTBUSA
N Pe3Koe CHVKeHMe 3peHUs Ha npasblii rnas. OKynu-
CTOM BbISIB/leHa KaTapakTta npasoro rnasa. Ha npors-
YKEHUW BCEro 3abosieBaHus NIEUWCA Y HeBPOMaTonora
NPOTUBOCYAOPOXHLIML  NpenapataMn. B KAMHUKY
noCcTynun 418 NeveHUs n obenefoBaHus. B aHamHese
fLeTckne nHgekunn. usanng Il rpynnel ¢ 1992 r.

O6bekTBHO: pocT 158 cm, macca Tena 50 Kr.
KOXXHble MOKPOBblI 06bIYHON OKPacKM U BN&XHOCTU.
MofKOoXHas »XXMpoBas K/eTyaTka pacnpefeneHa pas-
HOMEPHO. JINLIO OKPYT/IOE, TENIOC/IOXKEHNE HEMponop-
LMOHa/IbHOE: KpyMnHas rofoBa, OTHOCUTENbHO KOPOT-
Kne KOHe4yHoCTU. OBOJIOCEHVE MO MYXXCKOMY TuMy,
CKyfiHOoe. TOHbl cepAaua AICHble, PUTMUYHbIE, aKLEHT
[l ToHa Hag nero4Hon aptepueid, nynse 90 B MUHYTY,
Al 120/80 mm pT. cT. CO CTOPOHBI NIErKNX, OpraHoB
OPOLLHOV MOMOCTWM OTK/IOHEHWI He BbisBNEHO. CuM-
NTOMbl XBOCTEKa, TPycco MOMOXuTenbHble, O6LyuiA
aHan3 KpoBW, MOYM, caxap KPOBW, HATPURA, Kanui,
XNOpUbl, MOYEBMHA, KPEaTWHWH, KEeTOHOBbIE Terna,
ounnpy6uH, obwmii 6enok, ANT, ACT, wenoyHas



KomnbloTepHas TOMorpamMmmMa rofioBHOro mosra 6onsHoro /1. Mac-
CUBHOE PaBHOMEPHOE YTO/LLEHNe MOKPOBHbIX YacTeil yepena (7).
KoHrnomeparb! BbICOKOMMOTHBIX BK/IKOUEHWIA CUMMETPUUYHOIO Xa-
pakTepa B 061acTu 6asa/ibHbIX fAep W YaCTUYHO B 06/1acTV 3pu-
TeNbHbIX 6yrpoB (2) — 6onesHb dapa.

(hochatasa, aHaM3 moum Mo HeuurnopeHko 6e3 na-
Tonormn, Kanbuuii 1,77 mmons/n (Hopma 2,24—2,74
MMonb/n), octop HeopraHuyeckuin 1,12 mmonb/n
(Hopma 0,65—1,29 mmone/n), M 21 nmons/n (Hop-
Ma 11—62 nmonb/n), TPUAOLTUPOHWUH 1,92 HMONL/N
Hopma 1,2—2,8 HMOMb/N), TUPOKCWMH 115 HMOsb/N
Hopma 60—160 HMOMbL/M), TUPEOTPOMHbIA FOPMOH
.3 MKEa/mn (Hopma 0,2—4,0 MKEA/Mn).

Ha 60KOBOWM KpaHMorpamMme KOCTW CBOAa PaBHO-
MEPHO YTO/LLEHbI, LWBbI U COCYAUCTbIE 6OPO3abl OM-
pegenstotcs. TypeLKoe ceano 00bIYHON (hopMbl 1 Be-
NMunHbl. CnvHKa ero HeroposHa. KomnbroTepHas
TOMOrpaus rofioBbl: MacCMBHOE paBHOMEPHOe YTON-
LLieHWe MOKPOBHbIX KOCTEN CBOAa M OCHOBaHWS Yepe-
na. KoHrnomeparbl BbICOKOMNOTHbIX BKIOYEHUIA CUM-
METPUYHOrO Xapaktepa B 06/71aCTU 6a3anbHbIX Aaep v
4aCTUYHO B 00/1aCTV 3pUTENbHLIX 6YrpoB (60/1e3Hb
®apa; cM. pUCYHOK). Takum 06pa3oMm, UMeeTca 06bI3-
BECTB/IEHME KaK KOCTEei 4epena, Tak W MArKMX TKaHel
Mo3ra. Ha 3xosHuedanorpamme CMeLeHUs CpeauH-
HbIX CTPYKTYp FO/IOBHOrO MO3ra He BbIIB/IEHO.

AneKTposHUedaiorpaMMa — M3MEHeHUs No 3nu-
nentomgHomy Tuny. OnpesenseTcs MNoBbllLEHHas Cy-
[0POXKHasA rOTOBHOCTb MO3ra (0COGEHHO B YC/OBMAX
TMNepPBEHTUNA LU N).

OneKTpokapauorpamma — CUMHYCOBas apuTMus
92—I111 B MuHYTY. BepTuKasibHOe HarnpasneHue
9NEeKTPUYeCKoin ocu cepaua. MpusHaku gucbanaHca
3/MIEKTPOSITOB MO TUMY TUMOKabLUEMUNN.

YnbTpa3ByKOBOE WCCNefOBaHWe — TeyeHb Hop-
Ma/lbHbIX PasMepoB UM aKyCTUYECKOW CTPYKTYpbl,
BHYTPW- W BHEMeyeHOYHbIE MPOTOKM He pacLuvpe-
Hbl. 2KenuHblli Ny3blpb pasmMepoM 6X3 cM. CTeHKWM
ero YTO/LeHbl 4O 5 MM, NPOCBET HErOMOreHHbI. B
MPOCBETE >XENYHOr0o My3blps Ha 3afHei CTeHKe onpe-
LenaloTca Menkue, CMeLLaloLmnecs rUrnepsxoreHHble
CUrHa/Ibl C OTYET/IMBOW aKyCTMYECKON TeHbto. [loa-
XenyfoyHas »enesa 06bI4HbIX Pa3MepoB 1 3XOreHHO-
ctu. CeneseHka u 06/1aCTb MOYeK He M3MeHeHbl. 3a-
K/HOYeHVe: YNbTPa3ByKOBas KapTuUHa XPOHWUYECKOro
Ka/lbKy/Ie3HOro X0sieuncTumTa.

on —

KoHcynbTaums  OKynucra: 0,3—1,25,
O =04, OC — 1,0. Porosuua npo3payHas, 3padok
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MeVKaMEHTO3HO paCLUMpPeH, KPYI/blid, Hada/ibHble
MOMYTHEHUA 3aflHEel Kancy/bl XpycTa/MKa Crpasa.
[varHo3: Hava/bHas 3afHekancy/bHasa KaTtapakTa
npaBoro rnasa. [pybas [ecTpyKuus CTEKI0BUAHOIO
Tena obomx rnas.

KoHCynbTaums HeBpoMaTosiora: B KOHTaKT BCTY-
naer. OTMeYaroTCs BA3KOCTb MbILUIEHNS, CHUXKEHWe
nHTennekTa. VIMeeTcsd HenponopuMOHa/IbHOE pas3Bu-
Te ckeneta. [BWKEHWUS TNasHbIX S6/10K B NOJHOM
o06beme. PoTOpeakuMs 3pavykoB COXpaHeHa. Jluuo
CUMMETPUYHO. $A3bIK MO CpeaHeiln nnHUKU. Mbiwey-
Has cuna coxpaHeHa o 5 6annoB. TOHYC He CHVDKEH.
B nose Pombepra ycrtoiums. KoopauHauMOHHbIE
Mpobbl BbINOSHAET YO0BMETBOPUTENBHO. CYyXO0XWUNb-
Hble 1 MepuocTasibHble pediiekCbl C PYK BbICOKME
(O-C), axunnoB pediieKc BbICOKMWIA, GptoLIHbIE ped-
nekcbl cpeaHein xueoctn (A-C), HapyLleHWin JyBCT-
BUTENIbHOCTU HeT. [1aToNornyecknx MeHUHreasbHbIX
3HaKOB HeT. [CUXMYEeCKOoe COCTOSHME XapaKTepusy-
eTCA MOBbILLIEHHON MCUX03MOLMOHAIbHOCTHIO, HEKO-
TOPbIM  MH(AHTWUIM3MOM, CHWKEHVEM WHTENNEKTa,
NefaHTUYHOCTbIO, aKKypaTHOCTbLH.

MpoBefeHo neyeHuve: anbga-0O3-TeBa (Kancysbl

no 0,25 no 2 wWTykn 2 pasa B [eHb YTPOM U Beye-
poM), MepBOHaya/bHas [o03a coctasnsana | Kancyny
ngOM W 1 Kancyny BeYepoM; Ka/bLs T/IIOKOHAT Mo

TabneTku 3 pasa B AeHb; Kanbums xnopug 10 mn 10%
pacTBopa BHYTPUBEHHO CTPYMHO Npu Cydoporax; rio-
(hepan (NPOTMBOCYZLOPOXHBIV Mpenapar Ha3HayeH HeB-
ponartonoramu) no 2 TabneTtkn 3 pas3a B feHb; B fasib-
Helillem B CBA3W C OTCyTCTBMEM asib(ha-DR-TeBa neve-
HWe MPOLO/KEHO TaxUCTMHOM Mo 20 Kanesb B feHb (Mo
10 kanenb yTpom u 10 Kanenb Beuepom). Ha oHe Ta-
KOro fIeYeHNs OTMEYEHO 3HauuTe/lbHOEe Y/yYlleHue Cco-
CTOSIHWS, MOMHOCTBIO UCYE3/IN CYAOPOry ¢ NOTepen co3-
HaHWUA, YyYLWWInCb CoH, annetut. Kabuuit-pocdop-
HbliA 06MeH LOCTUr HOPMa/IbHOTO YPOBHS.

Ha oCHOBaHWM KIMHWYECKOM KapTuHbl (Bblnage-
HMe BONOC, OKPYrNOCTb NMUa, Kanbuudukaums 6a-
3a/IbHbIX TaHrIMEB MO3ra, ANUAENTUPOPMHBLIN CUH-
[POM, AWCMPOMOPLMOHANIbHOCTL  CKENeTa), KIMHUKO-
NabopaTopHbIX AaHHbIX (CHKEHWSI COAEPXaHUs Kaslb-
UMa npu HopManbHOM ypoBHe I B KpoBW), ynyulle-
HWA COCTOAHMA Ha (JOHE MPUMEHeHWs MpenapatoB BU-
TaMyHOB rpynnbl D 6611 noctasneH guarHos MIMT.

CnepoBaTenibHO,  3NWUNENTU(POPMHbIE  CyLOpPOrN
umenn Mecto y 6onbHoro ¢ MITMT, nepsBoHaYaibHO
AMarHoCTMPOBaHHbIM ~ KakK  CY[OPOXHbIA  CUHAPOM.
Hopmanusauus kanbuuii-oc)opHoro o6meHa no3Bo-
NAET cAenatb BbIBOA O TOM, YTO OCHOBHOW MPUYMHOW
CY[IOPOXKHOIO CUHAPOMA ABWU/ACHL €r0 HapyLLEHUS.
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