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IOBennabnas ¢popma 00KOBOIO
AMHOTPO(HYECKOr0 CKJIepo3a

(KIMHHYECKOe HA0M0aeHne)
A.B. Bacuaves, M.H. 3axaposa, H.A. 3asarumun

BokoBor ammnoTpoduryeckuin cknepos (BAC) — nporpeccupyioLLee, KIMHUYECKU N FTEHETUYECKM reTeporeHHoe, datanbHoe
3ab0seBaHNe, KOTOPOE XapakTePU3yeTCst HEYKITOHHOM rnMbenbio ABUraTenbHbIX HEPOHOB FONOBHOMO W CMMHHOIO MO3ra.
OBeHunbHbI BAC — pegkas dopma 3aboneBaHus ¢ aebioTom B Bo3pacTe A0 25 neT, npotekaoLlas ¢ BapnabenbHbiMu de-
HOTUMUYECKMMIN BapraHTamMu 1 CKOPOCTbIO MPorpeccupoBaHvs 3aboneBaHnsi. B ctatbe npeacTaBneHbl ABa crydas toBe-
HunbHoro BAC c pebiotom B 19 neT, umetowme abCconoTHO PasHyo KIIMHMYECKYIO KapTUHY: Y MEPBOro naumeHTa KiMH1u4ec-
Kas KapTuHaA NpeacTaBfieHa CUMNTOMaMU NOPaxXeHus nepndepryeckoro MOTOHEPOHa, Y BTOPOro — NPENMYLLECTBEHHbLIM
NopaxeHNeM LIEHTPaSIbBHOr0 MOTOHENPOHA, 4TO noTpeboBano nposeaeHus auddepeHLmanbHON AMarHOCTUKA C HEBPaslb-
HbIMW 1 CMUHANBHLIMW aMUOTPODUSMU, @ TakkKe C ApYyruMu 3aboneBaHNs MU Kak LeHTpanbHOW, Tak U nepudepmnyeckoi

HEPBHOW CUCTEMBI.

KnioueBble cnoBa: 60k0BOI aMMOTPODUYECKMIA CKIIEPO3, oBEeHUIIbHAA dopma, anddepeHumanbHblii AuarHos.

Bokosoi amunoTpoduyecknii ckneposd (BAC; B nntepatype
3aboneBaHne Takke 0603HavaeTcs kak 6onesHb LLapko, 6o-
nesHb Jly Tepura, 601e3Hb ABUraTeNIbHOrO HeMpoHa) — 3To
XPOHNYECKOE NPOrPeCCUPYIOLLEE, KIIMHUYECKN N FTEHETUYECKM
reTeporeHHoe, dartanbHoe 3abonieBaHve, KOTOPOE xapakTe-
pU3yeTcs MPOrpeccupyoLLein rbenbio ABUraTeNbHbIX HeNpo-
HOB rOJIOBHOIO M CIMHHOMO MO3ra. B pedynstaTe HeyKIOHHOro
nporpeccupoBaHns BAC cmepTb OT AblXaTenbHOro napanunya
1 APYrvX OCNIOXHEHWI HACTYNaeT B cpegHeM Yeped 3-5 net ¢
MOMeHTa MaHudecTaumm cumMnTomatuki. Hambonee yacto
BAC HaumHaeTcs B Bo3pacTe oT 55 f0 75 ner.

Momnmo knaccuyeckon nosgHen datanbHoin dopmel BAC
B IMTEPATYPE ONMMCaHbl Cnyyaun pa3suTus 3abonesaHus B 60-
flee paHHeM BO3pacTe, BECbMa OTAMYAIOLLMECS MO CBOEW Kn-
Hu4eckol kapTuHe. [ns toBeHunbHoro BAC xapakTepHo Hava-
510 60/1€3HM Yallle BCero Ha 2-m OecsTUNeTUN XU3HW, Bapra-
6e/1bHOE COOTHOLLEHWE BbIPQXEHHOCTMW MOPAXEHNS LLeHTpaslb-
HOro 1 nepudeprnyeckoro MOTOHENPOHOB, a Takke Oonee
MeZJ/1IeHHoe nporpeccupoBarune 3abonesanns [1]. KOBeHUNb-
HbIi BAC MOXeT HacnegoBaTbCs M0 ayTOCOMHO-A0MUHAHTHO-
MYy 1 ayTOCOMHO-PELIECCYBHOMY TUMY, U K HACTOSILLEMY Bpe-
MEHW N3BECTHbI TPU CAMOCTOSATENBHbBIX TEHETUYECKMX BapUaH-
Ta toBeHunbHoro BAC.

[eH ayTOCOMHO-AOMUHAHTHOV HOPMbI, KAPTUPOBAHHDIN HA
xpomocome 9g34 (nokyc ALS4), o6o3HadaeTcs kak SETX 1 Ko-

VI HeBposiormyeckoe otaeneHne HayyHoro ueHTpa HeBpo-
nornnm PAMH, Mockga.

Anekceit BnapumupoBuy BacunbeB — kaHA. Men. Hayk,
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nmpyet 6enok ceHaTakcyH [2]. 3TOT 6enok 0THOCKTCS K Kiaccy
OHK/PHK-renunkas n, npegnonoxuTesnbHo, Urpaet onpeaeneH-
Hyto posnb B penapaummn OHK, npoueccuHre n 6uoreHese MPHK,
CTabunm3aumm nepBUYHbIX TPaAHCKPWUMNTOB. [pumevaTtensHo,
YTO 3TOT Xe reH SETX 0TBETCTBEHEH 3@ PAa3BUTUE COBEPLLEHHO
[PYroro HacneACTBEHHOMO HEBPOJIOrMYeckoro 3aboneBaHns —
ayTOCOMHO-PELLECCUBHON aTakCum C OKYJIOMOTOPHO anpakcu-
er [3]. MpuumnHa Takoro noammopdusma 3akoyaeTcs, No-su-
OVMMOMY, B Pa3IMYHOM XapakTepe MyTaumii reHa SETX. Y 605b-
HbiX C ALS4 BbISIBNSIOTCA [OMWHAHTHbIE MWUCCEHC-MyTaLmu,
npupatoLme 6enky UTOTOKCUYECKME CBOMCTBA, JOCTATOUHbIE
ons “sanycka” HelpoAereHepaumm gaxe B retepo3vroTHOM
COCTOSIHUM; HANPOTWB, Y OOMbHbIX C aTaKCUE/0KyNIOMOTOPHOA
anpakcvein NMeIoT MeCTO MyTauum ¢ 0OPLIBOM TPAHCALMA 1
OTCYTCTBMEM HOPMAasIbHOMO CEHATaKCUHA B TKAHSX Y rOMO3U-
FOTHBIX ML, (FETEPO3UrOTHBLIE HOCUTENM TaKUX MyTaLMIA MOSHO-
CTbt0 300POBbI) [2, 3]. ATOT NpMMeEpP NOKa3bIBAET, HACKONBKO B
3aBUCMMOCTU OT Xxapaktepa 6enkoBoro aedekra MoryT usme-
HATLCS MULLIEHW NATONOMMYECKOro NpoLecca Ans OAHOro U To-
ro Xe€ reHa — OT CENEKTVBHOIO BOBAIEYEHUSI BEPXHENO U HNXHE-
ro MOTOHeNpPOoHOB Npu ALS4 10 pacnpocTpaHEHHOro nopaxe-
HUSI MO3XEYKOBO-CTBOMOBO-3KCTPANMPaMUAHbIX HepOoHab-
HbIX CUCTEM NPU aTakCUK/OKYIOMOTOPHOW anpakcuu.

AyTOCOMHO-peLeccuBHas Gpopma toBeHunbHoro bAC siB-
NAeTCs reHeTU4Yeckn reteporeHHon: nokyc ALS2 pacnono-
XeH Ha xpomocoMe 2933 (TyHUCCKWIA BapuaHT 6051e3HK), a
nokyc ALS5 - Ha xpomocome 15q15.1-22.1 (aTo 6onee yac-
ThlIli BApUaHT 60ne3Hun, obHapyxusaeMblii B CeBepHon Adpu-
ke n EBpone) [4].

®dopma ALS2 obycnosneHa mytaumsamu resa ALS2, koou-
pylollero cuHTte3 6Genka ancuHa [5, 6]. AMMHOKMCNOTHas
CTPyKTypa 6enka ancmHa CoaepXUT AOMEHbI, FOMOJIOMMYHbIE
HEKOTOPbIM PEerynaTopHeiM 6Genkam cemeiictea Tda3 [6].
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MpennonaraeTcs, 4To ancuH onpeaeneHHbLIM 06pa3oM CBSA3aH
C mpoueccamy CUHaNTUYECKOro U akCOHaIbHOro TpaHcnopTa
B kneTke. HegaBHO GbiNo YCTAHOBMIEHO, YTO Pa3fINYHbLIE MyTa-
L1 B FeHe aiChHa OTBETCTBEHHbI 3@ Pa3BUTUE TPEX CAMOCTO-
ATENbHbIX aNNeNbHbIX 3a00NEBAHNI — MOMUMO IOBEHWUIIBHOMO
BAC K HUM OTHOCSTCS TakXe paHHWIA BOCXoaaLWMiA cnacTuyec-
KW napanuy v 1BEHUNbHbINA NepBUYHbIN GOKOBOI cknepos [6,
7]. B otnuume ot BAC npu AByx nocnegHux CMHApOMax cTpa-
[al0T TOMbKO LIeHTPasbHble MOTOHENPOHDI, @ KIETKM NepeaHux
POroB CAMHHOMO MO3ra OCTAOTCS MHTAKTHLIMK. 04T BCe U3-
BECTHbIE K HACTOAILLEMY BPEMEHW MyTaummn reHa ALS2 npeg-
CTaBNAT cO601 HebOoNbLIVE AeNeLun, 1 IULLb B OQHOV CEMbE
C PaHHUM BOCXOZSILLMM CNAaCTUHECKMM NapannyoMm BbisIBNEHA
HOHCEHC-MyTaumns. IHTepecHo OTMETUTb, Y4TO OJAMHHASA M30-
dopma ancuHa crnocobHa creuydryeckn CBA3bIBATLCS C My-
TaHTHbIM 6enkom SOD1, a akcnpeccust 3Toin M30POpPMbI ancu-
Ha in vitro npepoxpaHsieT MoToHepoHbl 0T SOD1-onocpeno-
BAHHOW TOKCMYHOCTW [8]. OTW daHHble CBMAETENbCTBYIOT O
BO3MOXHOW B3aMMOCBS3N MeXAY PasfinyHbIMU CEMENHLIMU
dopmamu BAC (ALS1 1 ALS2) ¢ TOUKM 3peHUst CYLLLEECTBOBaHUS
00LLMx MeTabonmnyeckrx nyTei, BOBNEYEHNE KOTOPbIX MOXET
NPUBOAUTDL K AereHepaLum MOTOHEPOHOB.

Mpu aytocomHo-peLeccusHor dopme ALS5 nepBuyHbIN
MOJIEKYNSAPHbIN AedeKT NoKa He YCTAHOBIIEH.

Knununyeckuin npumep 1

MauuenTtka WM., 19 neT, noctynuna B KIMHKKY € Xanobamu
Ha 3aTpyaHeHue Npu NoAbeMEe MO NECTHULE, BCTaBaHUM C
“KopToyek”, CTOSHUM Ha NATKax, TPYAHOCTM Npu ObICTPONA
xonp6e 1 6ere, NOBbILLEHHYIO YTOMISEMOCTb, MOAEPrMBAHNS B
MbllLax 6eaep, nney.

M3 aHaMHe3a 13BECTHO, YTO NPUOAN3UTENBHO 5 Mec Hasas,
nocne GU3NYECKNX HArpy30K CTain NOSIBISTLCS CyLOPOry B
MbllL@xX ronexun, 6egep, GplowHoro npecca. Cnycta 3 mec
nosiBunack cnabocTb B HOrax (3aMeTuna Ha ypokax duskynb-
TYpbl), y4aCTUANCH CYA0POrK B MblLLLLAX HOT. B cBA3KM C Hapa-
cTatowein cnabocTbio B Horax obpatunacb B 061acTHYO K-
Huyeckylo 6onbHuuy T. KanuuuHrpaga, roe Obin BbiCTaBneH
NpeanonOXUTENbHBIA AUarHo3 “HeBpanibHas ammoTpodus
LLlapko—Mapwn”. Ha ¢oHe npoBeaeHHON COCyaMCTO-MeTabo-
JINYECKO Tepanmm cnabocTb B HOrax npogosxana MeaneHHo
HapacTaTb. [Ing yTouHeHWst AnarHo3a naumeHTka Gbina rocnu-
TannsnposaHa B HayyHbIn LeHTp Hesponorum (HLUH) PAMH.

CemeliHbIli aHaMHe3: y 0oTua — runepToHnyeckas 6o-
Ne3Hb; MaTb, 6paT — 30,0POBbI.

HeBponornyeckui cratyc. B cosHaHumM, KOHTaKTHa,
opueHTupoBaHa. MeHuHreanbHbIX 3HaKOB HeT. Pednekchbl co
CAN3UCTBIX 060104€eK, 3PAYKOBbIE XMBbIE. [BUXEHNE MMa3HbIX
A610K B NOIHOM 00beMe, rmasHble wenm D=S. Menkopa3ma-
LUMCTBIA FOPU3OHTaNbHbIA HACTArM Npu B3rs4e B CTOPOHbI.
YyBCTBUTENBHOCTb HA NNLLE COXPAHEHA. JINLLO CUMMETPUYHO B
MoKOe W MPY BbINOAHEHUM MUMUYECKUX NPO6. MMoTaHwe, do-
Haums He HapyLUeHbl. A3bIK Mo cpefHel MHUKU. CyXOXubHbIe
pednekchl Ha pykax XuBble, KONEHHbIE — PE3KO ocnabneHsbl,
AxXUNINOBbl — He BbI3bIBAIOTCA. BpIoWHbIE pedeKChl XUBbIE.
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EnvHMYHbIE BbI3BaHHbIE GACLMKYNALMN B MbILLLAX HOT. Hux-
HUM BANbIN napanapes, NpPevMyLLEeCTBEHHO BbIPaXEeHHbI B
NPOKCMMaJbHbIX OTAENAX HOT, CO CHUXEHNEM MbILLIEYHON CUNbI
10 3 6annoB. TOHYC B HOrax CHuXeH. MNape3oB B pykax HeT, To-
HYC He n3MeHeH. O6bEM [BUXEHWIA B HOrax OrpaHnyeH, nawu-
€HTKa C TPYAOM MOAHMMAETCS C KpoBaTu. He MOXET X0AWTb Ha
Hockax 1 natkax. CHuXeHne BUOPALMOHHOW YyBCTBUTENBHOC-
T 00 8 C Ha rofloBKax MieyeBolt KOCTH, [0 6 C — Ha KOJIEHHbIX
yatleykax. [OBEPXHOCTHAs YyBCTBUTENbHOCTb HE M3MEHEHA.
Matonornyeckux pednekcos HeT. KoopanHaTopHble npobbl
BbINOJIHAET YA0BNETBOPUTENLHO. B npobe Pombepra HeGonb-
LUOE noLaTbiBaHne. Ta3oBble GYHKLWN HE HAPYLLEHDI.

[aHHble AONONHUTENbHbLIX METOA0B UCCNEeAO0BaHuS.
O6LWwmii aHanM3 KPOBW: CHIXEHME YPOBHS remornobuHa (Hb)
00 90 r/n, cHUXeHVe LBeTOBOro nokasarens no 0,64.

OO6LLMIA aHaNM3 MOYU: OTKIOHEHWI OT HOPMbI HE BLISIBIEHO.

BroxvmMuyeckunii aHanna KpoBM: NOBbLILLEHNE YPOBHS Kpea-
TMHPOoCchOokMHasbl oo 309 ELL/n, CHUXeHWE YPOBHS hepputnHa
cbiBopoTkm 0o 20,3 mkr/n (Hopma 40,0-80,0 mkr/n), xenesa
CbIBOPOTKM — 0 6,6 Mkm/n (Hopma 10,0-21,5 mkm/n), obuias
Xene30cBsa3blBatoLas crnocobHOCTL ChIBOPOTKM 86,2 MKM/N
(Hopma 40,0-70,0 MKm/1T), CHVDKEHME HACbILLLEHUS TpaHChep-
puHa xene3om Ao 7,7% (Hopma 25,0-35,0%), ypoBHS TpaHc-
deppuHa — 8o 2,6 r/n (Hopma 2,7 r/n), Butammua B, CbIBOPOT-
kn — no 210,0 nr/mn (Hopma 300,0-900,0 nr/mn), ¢ponatos
CbIBOPOTKM — A0 1,5 Hr/mn (Hopma 4,0-14,0 Hr/mn), ponatoB
3puUTPOLMTOB — A0 2,5 Hr/r Hb (Hopma 5,0-35,0 Hr/r Hb).

AHanua nvkeopa: 6e3 naTonornyecknx nameHeHuii. Cepo-
amarHocTvika 6oppenvosa: 0TpULaTeNbHO.

lMpw oueHke KMCNoTHO-weno4Horo coctosiHus (KLLC) n ra-
30BOr0 COCTaBa KPOBY BbISIBIEHO CHUXEHMWE YPOBHS napLu-
anbHoro gaenexus kucnopopa (Pa0,) oo 69,3 Mm pT. CT.

B HLH PAMH 6bina nposeneHa OHK-gnarHocTuka ¢ Le-
NblO ONpefieNneHns HOCUTENbCTBA FreHa CNHANbHOM aMMOTPO-
duun. 3aknoyeHne: romMmosuroTHas peneuust oboux (7-ro u
8-ro) nccnenyembix 9K30HOB He OBHapyXeHa.

WUronbuataa anekrpomuorpadpusa (AMr). BuiseneHHas
OMr-kapTuHa 1 pe3Ko BbIPaXeHHbIE NOTEHUMaNb! Gacumnkyns-
umii B 3 13 4 06CnenoBaHHbIX MblLUL, CBUAETENLCTBOBAM O Ha-
n4mn 'y 601bHON reHepann3oBaHHOro 3a601EBaHUS MOTOHEN-
POHOB CMMHHOIO Mo3ra. Bo Bcex MblliLax, KpoMe AUCTaNbHO
MBILLILLbI HOTW, UMENCh MPU3HAKN PE3KO BbIPAXEHHOW AEHEP-
BaLWMW MbILUEYHbIX BOJIOKOH. Mpy 3TOM peuHHepsauus Gbina
HavVMeHee BbipaXXeHa B AENLTOBUAHON MbiLLLE, a Hanbonee — B
[OVCTaNbHOM MbILLLE HOTW, rae HabnioJanucb rMraHTckue no-
TeHUpanbl ABWraTeNbHbIX eauHuULL, ykasblBalowye Ha 6Gonee
paHHee Hayano 3aboneBaHsl, YeM cumnTana 6onbHas.

CTumMynsiLMoOHHas anekTpoHepomuorpadusa (QHMr).
BrinonHeHo o6cnefioBaHne GyHKLMM HEPBOB. [OPOroBbie Be-
NINYMHBI TOKa B HOPME. BbISIBNEHbl HapylleHns amnauTyg,
M-0OTBETOB M CKOPOCTM PacnpocTpaHeHus BO3ByXAeHus
(CPB). CpefMHHbIN HEPB — pe3uayasbHas NaTeHTHOCTh BbILLE
HopMbl. ManobepuoBblii HepB — amnnntyaa M-oTBeTa Huke
HopMbl. HapyweHnnit CPB He BbisiBneHo. O6pallanv Ha cebs
BHUMaHVe HapyLueHus F-BoJH. B Lenom HapyLueHnin HeBpuTun-
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4eCKOro TMMna He BbISIBIEHO. XapakTep HapyLweHui F-BOH No3-
BOSISN NPEAMNON0XNUTL HANMYNE HEMPOHANBHOMO NOPAXEHNS.

MarHutHo-pe3oHaHcHas Tomorpadusa (MPT) rpyaHo-
ro, NOSICHUYHO-KPECTL,0BOrO OTAENIOB MO3BOHOYHMKA U
CMUWHHOIO MO3ra: naToJior He BbISIBNEHO.

KoHcynbTauus remartonora: xenesogeduumtHas aHe-
MUS IETKON CTEMEHWN TAXECTU.

Takum 06pasom, y 601bHON Oblin BbISIBAEHLI NMPU3HAKA
NPOrpPeccMpyioLLErO NOPaXeHns nepudeprnyeckoro MOTOHe-
pOHa B BMAE HUXHErO BANOro napanapesa, Hannyimnsa dacumky-
NALMWIA MbILL, HOT, YTHETEHNS CYXOXWUIbHbIX pedriekcos. 3a60-
nesaHue AebioTrpoBano B Bo3pacte 19 net n umeno BbICOKYIO
CTeneHb NPOrpeccrpoBaHMs.

Mo gaHHbIM 31eKTPOdU3NONOrNYEeCcKMX MeTO0B 06Ceno-
BaHWSA YCTAHOB/IEHO FEHEepann30BaHHOE MOpPaXeHWe ABura-
TENbHbIX HEMPOHOB HA BCEX UCCEAYEMbIX YPOBHSIX.

OTCyTCTBME NMPU3HAKOB MOPaXEHUS LLEEHTPaSIbHOr0 MOTO-
HenpoHa B JaHHOM cfiydae He ucksodaeT gnarHo3 bAC, yum-
TbiBasi CKOPOCTb HAPACTaHNS HEBPONOMMYECKON CMMITOMATH-
KV 1 OTHOCUTENbHO HEOONbLUYIO AABHOCTL Havana 3abonesa-
HYS. NOSBAEHNS KIIMHUYECKNX NPU3HAKOB NMOPaXEHNS BEPXHE-
ro MOTOHENPOHA MOXHO OXuzaTb Ha 6onee NO3gHMX aTanax
pa3BUTUS GONE3HN.

OcobeHHOCTAMU NPeACTaBNEHHOr0 KNMHUYECKOrO NpUMe-
pa sBnstoTCA ObICTPbIA TemMn NporpeccupoBaHust 3aboneBa-
HUSI, @ TaKXKEe MHTAKTHOCTb LEHTPaNbHbIX MOTOHENPOHOB, YTO
notpeboBano nposeneHus andbdepeHLnanbHOR AMarHoCTUKN
C HeBpanbHoM amunoTtpoduen LLapko-Mapu 1 cnvHanbHbIMK
amroTpodusMm, Ana KOTOPLIX XapakTepHo H6onee MeasieHHoe
1 GnaronpusTHOE TEYEHME NATONOrMYECKOro npoLecca.

KnuHuueckuii npumep 2

MauwvenT B., 19 net, nocTynun B KNMHKKY C Xanobamu Ha
cnabocCTb B pyKax 1 Horax, NPenMyLL,eCTBEHHO B KUCTSIX, MOXY-
JaHne MbILUL, NPeanieymnin, KUCTemn, pacnpoCTPaHEHHbIE Mbl-
LUIEYHbIE MOAEPTMBAHNS, NEPUOANYECKM BOZHUKAIOLLYIO ObILL-
KY B MOMOXEHMN IeXa Ha CrvHe.

13 aHamHesa 13BecTHO, 4To 3 roja Hasap Obll YKyLUEH
KNELLLOM, MECTHbIX PeaKLUiA, NOBBILLEHNS TEMNEPATYPbI HE OT-
Meyan; 6 Mec Ha3ag, Moay4mn TpaBMy CnvHbl — nepenom L. Ye-
pe3 1 Mec nocne TpaBMbl MOSABUNACH CNabO0CTb B NasibLiax npa-
BOW KNCTW, @ 3aTeM NoxyAaHne MbilLl, KOTOPbIE NaLMEHT CBS-
3bIBaj C AANTENbHBIM XOXAEHNEM Ha KOCTbINAX. Cnyctsa 1 mec
3aMeTWI NosiBNEHVE cNaboCcTu B MbLLILIAX IEBO KUCTU. Yepe3
3 Mec np1coeauHUANCL PacipPOCTPaHEHHbIE MbILLIEYHbIE MO-
[eprvBaHus, nerkasi cnabocTb B HOrax U ofblllka B MOMOXe-
HUK nexa Ha cnmHe. CnabocTb B KMCTSX NOCTENEHHO HapacTa-
na: Havanu GopMMUPOBATLCS CrubaTesibHble KOHTPAKTYPbI.
MpumepHO 2 Mec Hasaz NosiBMiach flerkasi CMa3aHHOCTb pe-
4n. MaumeHT obpallancs 3a MeauLMHCKON NOMOLLBIO MO Mec-
Ty XUTenbCTBa, raoe Obin BbiCTaBNeH avarHol: “Pacnpoctpa-
HEHHbI 0CTEOXOHAPO3 NO3BOHOYHMKA. COCTOSIHME Nocne ne-
penoma no3eoHka L,”. HapyLweHns nocteneHHo Nporpeccmpo-
Banu, B cBA3M ¢ 4em obpatuncs B HLIH PAMH. [ins yTouHeHus
[IMarHo3a nauneHT Obii rocnmTanM3vpoBaH.

CeMeliHblit aHaMHe3: 0TeL, MaTb — 340POBbI.

HeBponorunyeckuii crtatyc. B CO3HaHUM, KOHTaKTEH,
OpPVEHTUPOBAH. MeHMHreanbHbIX 3HaKOB HET. Pedrnekchbl co
CIM3NCTbIX 060/104€eK, 3PaYKOBbIE XIBbIE. [IBUXEHWE rMa3HbIX
A610K B NoNHOM oObeme, rmasHble wenu D=S. Huctarma Her.
YyBCTBUTENBHOCTb Ha NMLE COXpaHeHa. Jlerkas CrnaXXeHHOCTb
npaBoi HocorybHo cknaaku. Jlerkas on3apTpus, AMCHOHUS.
[NOTO4HBIN pednekc cpeaHen XNBOCTU. A3bIK MO CpeaHeln n-
HUK. CyxoxunbHble pednekchl Ha pykax xusble D>S, Ha Horax
PE3KO MOBbILEHbI, C paclMpeHneM pPednekCoreHHbIX 30H.
KnoHycel cton. Pednekcbl BabuHckoro, Pocconnmo ¢ apyx
CTOPOH. Pednekchbl opasbHOro aBToMatnuama ¢ ABYX CTOPOH.
BpiowHble pednekchbl xuBble. PacnpocTpaHeHHble dacuumky-
NALMK MbILLL, PYK, BEPXHErO NAEYEBOro nosica. BepxHui cnac-
TUYECKMI Napanapes CO CHUXKEHMEM MbILLEYHON CUflbl B AUC-
TanbHbIX 0TAENax A0 3 6annoB, B NPOKCUManbHbIX — 10 4 6an-
nos. Jedopmaupms kucter no tmuny “Kortucton nansl”. Beipa-
XEHHble TMNOTPOGUU MbILL, KUCTEW, npeanneynin. ToHyc
cnerka noBbiLLEH MO MMPaMUAHOMY Tuny. NOBEPXHOCTHAs YyB-
CTBUTE/ILHOCTb He M3MeHeHa. KoopauHaTopHble Npobbl Bbl-
NOAHSIET yaoBneTBOpUTENbHO. B Npobe Pombepra ycTonuums.
TazoBble GYHKUMN HE HAPYLLEHBI.

[aHHble AONONHUTENbHLIX METOAOB UCCNEeAOBaHUS.
O6LmMin aHanM3 KPOBW, MOYM, CTaHOAPTHbIA OUOXUMUYECKUIA
aHanM3 KPoBW: OTKNOHEHWI OT HOPMasbHbLIX 3HAYEHWI HE Bbl-
SIBNIEHO.

Ananua nukeopa: unto3 17/3, 6enok 0,45 r/n; numdoum-
TOoB — 11 Knetok, HenTpodunoB — 4 knetTkn, NoAMGNacToB —
2 knetkun. CepoamarHocTvika 60ppenrosa u KNeLLeBoro aHLe-
danuTa: oTprLaTensHo.

Mpwn ouexke KLLC v ra3oBoro coctaBa KpoBu onpenens-
NOCb CHUXEHWE XN3HEHHOW eMKOCTM nerkux ao 3,19 n, yto co-
cTaBmno 66% OT JOMKHBLIX BESMYMH, CHUXEHME YpOoBHS Pa0,
no 66,5 MM pT. CT.

Wronbuartas M. B 2 13 3 06cneoBaHHbIX MbiLuL, Habio-
Janucb noTeHumansl GacUMKynsaumin, CBUAETENbCTBYIOWLME O
3aMHTEPECOBAHHOCTY MOTOHENPOHOB (FeHepann3oBaHHoe 3a-
6oneBaHue). He BbisiBNEHbI GacLmMKynaLmm TONbKO B MbILLILIAX
KucTu, rae npeobnazan NpoLecc AeHepBaumy 1 pacnana Mbi-
LLIEYHbIX BOMOKOH. Takum 06pa3om, SMI-kapTrHa COOTBETCT-
BOBasia reHepasM30BaHHOMY HENPOHAIbLHOMY MOPAXEHMIO.

CtumynsaumnoHHas QHMI. Amnantyga M-oTBeTa MblLbl,
WNHHEPBMPYEMOI MPaBbIM JIOKTEBBIM HEPBOM, HUXE HOPMbI,
WNHHEPBMPYEMOI NIEBbIM JIOKTEBLIM U JIEBBIM CPEAVHHBIM Hep-
BaMu — B HOpMe. Ha MOMEHT nccnenoBaHus NPU3HaKoB Hapy-
LLeHVst NpoBoAsiLLe PYHKLMM HEPBOB He BbisiBieHo. Obpalua-
no Ha cebs BHUMaHwe BbinaneHne F-BosH.

TpaHcKkpaHuanbHag MarHuTHas ctumynsuusa. Bosoy-
[MMOCTb KOPbI FONIOBHOr0 Mo3ra B 3oHe Cz yrHeTeHa, napaca-
rUTTaNbHOW KOPbI — CHXEHa. OTMEeYanoch HapyLUEeHVe NPOBO-
Jauen GyHKUUY KOPTUKOLLEPBUKANBbHBIX NMMPAMULHBIX MYTEn 1
CMMMETPUYHOE HapyLLUEHNE NPOBOASALLEA QYHKLUMM KOPTUKO-
nOMOaNbHBIX MYTEN.

MPT ronoBHoro mo3sra, LWENHOro otaesna No3BOHOY-
HMKA U CMIMHHOr0 MO3ra: MaToN0rny He BbISIBIEHO.
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Takum 006pa3om, KmMH14eckas cuMnToMaTtunka y 601bHOro
npencTasneHa Co4eTaHHbIM NMOPaXKeHNEM LEHTPaNbHOro 1 ne-
prcdepnyeckoro MOTOHENPOHOB (BynbbapHbIi CUHOPOM, -
neppednekcus, Hannyme naTonornyecknx pedrekcos, ammo-
TPOGUK, pacLmKynaumm).

3aboneBaHne Havanocb B Bo3pacTe 18 net ¢ nopaxexus
nepmndepryecknx MOTOHENPOHOB LIEAHOr0 YTONLLEHNS U 3a
KOPOTKOE BPEMS PACMPOCTPAHUNOCH Ha BbilLe- U HUDKENexa-
LLIME YPOBHW.

HeyknoHHoe nporpeccupoBaHve 3aboneBaHWs, AaHHble
OMI 1 TpaHCKPAHUANBHOW MArHUTHOM CTUMYASLMK, @ TakKe
OTCYTCTBUE U3MEHEHWNI MO AaHHbIM MPT B COBOKYNHOCTU C OT-
CYTCTBMEM MaTONorMM B N1abOpaTopHbIX aHan3ax 1 JIMKBope
NO3BOAWAN BbICTaBUTb AnarHos: “bAC, oBeHunbHas dopma”.

Oc0BEHHOCTBIO 3TOr0 KJIIMHUYECKOTO MPUMeEpPa B OTAnYME
0T NpeabiayLlero onvcaHns 3aboneBaHuns SBnseTcs ObicTpoe
BOBJIEYEHWNE B MATONOMMYECKMIA NPOLLECC ABUraTesbHbIX Heil-
POHOB Ha BCEX YPOBHSIX, BKMto4as OynbOapHylo rpynny saep.
Ob6a npencTaBneHHbIX ChyYyas OT/MYaNUCh BLICOKOW CKOPO-
CTbIO HapacTaH1s HEBPOIOrMYECKOro AeduunTta 1 pasnnyHom
GEeHOTUNMYECKOW KapTUHOM, YTO MOXET Bbi3blBaTb Onpene-

NIEHHblE TPYLHOCTY NPW NOCTaHOBKE NPaBW/IbHOIO AnMarHo3a y
NpakTMKyoLWwmx Heeponoros. Mpu toBeHunbHON dopme BAC
anddepeHUManbHy0 AMarHoCTUKy cieayeT NPOBOAUTL C Ha-
CNeacTBEeHHbIMU 3a00N1eBaHNSMM (CNMHANBHBIE aMUOTPOdUM,
neduunT rekcolammnHmaasbl, MUTOXOHApUanbHele 3abonesa-
HUS, MbILLEYHbIE AUCTPObUK), C AEMUENNHUSMPYIOLLMMUA 1
BOCMANNTENbHBIMU ayTOUMMYHHBIMY 3a00/1€BaHUAMY (pacce-
SIHHbI CKNepo3, CUCTEMHAs KpacHasi BOMYaHka, MUacTeHus),
numdonponndepatTBHbIMU, MHOEKLMOHHBIMU, SHOAOKPUHHBI-
MU (rMNeEpPTUPEO3, rynepnapatvpeos) 3abonesaHusammn. PaH-
HAS AMarHOCTMKa 3ab0oneBaHnst 4acTo OMNpefensieT NporHo3
TEYEHUS 1 MCXOAbI NATONOrMYeckoro npoLecca.
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AdpoxxarenbHbie runepkuHe3bl: PyKOBOACTBO AOJ1S1 Bpayen
(Cepus pykoBoacTB “[lBUraresibHble paccTpoicTea’).
ABTtopbl C.H. UnnapunowkuH, U.A. UBaHoBa-CmoneHckas

B nepBomM 0T€4ECTBEHHOM PYKOBOACTBE, MOCBSALLEHHOM YPE3BbIYANHO akTyasibHOM U
Hanbonee pacnpoCcTpaHEHHOM Gopme ABUraTeNIbHbIX PACCTPONCTB — TPEMOPY, CUC-
TEMATU3NPOBAHbI BOMPOChHI KNacCUduKaunm, KNMHNYECKUX NPOSBIEHUIM, ANArHOCTUN-
KW, METOAOB perncrTpauum Tpemopa, NpencTaBieHbl OCHOBHbIE 3ab0sieBaHUs, NPO-
ABNAOLLNECH APOXKATENbHLIMU TMNEPKMHE3AMN, PACCMOTPEH NAaTOreHe3 pasanyHbIX
BapVaHTOB TPEMOPA, NPOaHaNU3NPOBAHbI COBPEMEHHbLIE BO3MOXHOCTU KOHCEPBA-
TUBHOIO N XMPYPrMYECKOoro nevyeHnsa Tpemopa. B MNpunoxeHnax npueBeneHbl coBpe-
MEHHbIE LLKasbl M ONPOCHUKWN AN KOJIMYECTBEHHOM OLEHKM TPeMOopa U CBSA3AHHbIX C
HUM PYHKLMOHAJIbHbIX HaPYLLUEHWUM, KOTOPblIE MOFYT OblTb MOJMIE3HLIMM Ha MPAKTUKE
npu o6cnenoBaHNY NALMEHTOB C ApOXaTebHbIMKU runepkmnHesamn. 360 c., ui.

J1ns HeBPOJIOroB, rCUXMaTPOB, BpadYer o0LLe npakTuku, HerMpopu3noaoroB, HerMpopapmMakosoroB, K-
HUYECKUX OPANHATOPOB U CTYAEHTOB MEANLIMHCKUX BY30B, a TakXe A/ APYrux CrieumaancTtoB, MUHTEPECYIO-
Lmxcs npobaemMori Tpemopa.
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