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Frhasal

AYTOMMMYHHbIE U BOCNAJIUTE/IbHbBIE
3ABONNEBAHUA HEPBHOW CUCTEMbI

B Hacrosiiee BpeMs B CTPYKType 3a00JieBaHUI ueoBeKa Bejylliee
MECTO 3aHMMAIOT OOJIE3HU «IIUBHJIM30BAHHOTO OOIIIECTBA»: apTepua-
JIbHAs TUIIEPTEH3Ms, CaxapHbId ArabeT, JereHepaTUBHO-1UCTpOodU-
YecKMe WM3MEHEHUs] B TIO3BOHOYHUKE M CYCTaBax, PAacCTpOMCTBA
ajanTanuu, ayrTouMMyHHBbIe 3aboneBaHust u np. [locnegHue mpen-
CTaBIISIIOT OCOOYIO Tpymity OONe3HENW, B OCHOBE Pa3BUTUS KOTOPbIX
JIEXKUT arpeccusi COOCTBEHHOW UMMYHHOM CUCTEMBI, HalpaBIeHHas!
MPOTUB HEM3MEHEHHOU TKaHU. AYyTOMMMYHHBIE 3a00JieBaHUs IOpa-
XaloT JTI00bIe OpraHbl U CUCTEMBI OPraHU3Ma, B TOM YUCJIE HEPBHYIO
cucremy. Moxet crpanars 060 otaen LIHC u TTHC B pa3HbIx co-
YETAaHMUSIX, B TOM YUCJIe B KOMOMHALMKU C TTOPAXKEHUEM BHYTPEHHUX
opraHoB. MMeHHO 3TU OOCTOSITEbCTBA OOYCJIABIUBAIOT BbIpaXKEeH-
HBI KIMHUYECKUM moauMopdu3M 3Tux OO0Je3HEl, CIOXHOCTHL B
JIMATHOCTUKE ¥ BHIOOpE ameKBaTHOW Tepanuu. 3a TOCAEIHUE TOMbl
JMOCTUTHYT HECOMHEHHBII TIPOrPecc B MOHUMAHWUU UX ITUOTIATOreHE-
3a, TIPEIJIOKEHBI MEXTYHAPOAHbIE CTAHAAPTHI IUATHOCTUKYA U HOBBIE
MeToabl JeyeHus. OgHaKo i 6ojiee PeAKO BCTPEYAIOLIMXCS ayTO-
WMMYHHBIX HEBPOJIOTMUYECKMX 3a00I€BaHUI PE3YJIbTaThl TMAaTHOCTH~
K1 W TEepaIny elle JaleKu OT uaeanbHbIX. [10 9TMM NpUYMHAM MBI
CYOBEKTUBHO BbIOpaiM 12 peiKko BCTPEYAIOLIMXCS CUHIPOMOB WM
OoJie3Hel C MepBUYHBIM MO0 BTOPUYHBIM MOPAXEHUEM HEPBHOM
CHCTEMBI, OCHOBHOM MPUYNHON KOTOPBIX SIBJISIETCS HApyLUEHUE Me-
XaHU3MOB ayTOMMMYHUTETA, MOAPOOHBIE COBPEMEHHBIE CBEAEHUS O
KOTOPBIX M3JIOXKEHbBI B MEPBO MOAITIABE.

Bo Bropoit noariaBe 0000IEHBI JaHHBIE O MSITH PeAKUX 3a00e-
BaHUAX, IMPOTEKAIOIINX C TPEMMYILECTBEHHBIM BOCHAJIUTEIbHBIM
(MH(pEKIMOHHBIM) TIOPaXKEHUEM HEPBHOW CUCTEMbl, OCHOBHOW IpU-
YUHOM Pa3BUTHUs KOTOPBIX SIBIISIETCS] BO3AEUCTBUE OaKTEPUAIBHOM,
BHPYCHOI JTN0OO Mapa3suTapHON MHMEKIUN.
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Inasa 1. AYTOUMMYHHBIE U BOCMATIUTENbHBIE 3ABONEBAHUSA HEPBHOW CUCTEMbI

1.1. AyToumMyHHble 3a6oneBaHNA HEPBHOM CUCTEMDI

1.1.1. Bone3Hb [deBuKa

Bonesns desuka (BJ1, ontiyeckuii Heiipomuenut, G36.0 mo MKB-10)
B BUJIE OHOBPEMEHHOTO WJIM TIOC/IEIOBATEILHOTO Pa3BUTHSI HEBPUTA
3PUTENbHBIX HEPBOB M IMONEPEYHOrO MUEIMWTA BIEPBbIC OMUCAHA
(ppaniryzckum Bpauom E. Devic B 1894 r. u criycTst MHOTO JIET MOJTY-
quIa 3MOHMMMYECKOoe HasBaHue. Jlonrue roasl 3TO 3a0oseBaHUE
CUMTANOCH OJHOM M3 aTUMHUYHBIX KIMHUYECKUX (GOPM paccessiHHOTO
cKJIepo3a, ofHaKo oTKpeiThe B 2004 1. V. Lennon u coasrt. cnerubu-
YeCKUX JUIS JAaHHOM MAaTOJOTMH CHIBOPOTOYHBIX aHTUTEIN K aKBaro-
puHy-4 (neuromyelitis optica — Immunoglobulin G, NMO-IgG) no-
3BOJIMJIO JOKA3aTh €r0 CAMOCTOSTEIbHOCTh. DTa MMaTOJIOTMsl OTHOCHUT-
¢Sl K YMCay penkux 0osie3Hed HEPBHOM CUCTEMBI, HO IIPU 3TOM vailie
BCeTpeyaeTcs cpeay Juil ahpuKaHCKOro M a3uaTCKoro rpoucxoxuie-
MM, IpUYMHA JaHHOTO (hakTa He sicHa. B eBponeiickux crpaHax rnpu
HIMIEMHUOJOTMYECKUX MCCIeJOBAaHMAX pacnpocTpaHeHHoCTh b/l co-
crapisier 0,3—4,4 cayyas Ha 100 Teic. HaceneHus. Bospact Havana
3a60J1eBaHUS KOJIEOIETCS B LIMPOKOM JMana3oHe ¢ MUKoM aebrora B
35—41 rox. YKenmmnbl crpagaot B cymecrserHo vyaue (85% ciy-
yaes), yeM Myx4auHbl [Wingerchuk D. et al., 2015].

Hecmotpst Ha 125-JI€THIOIO MCTOPUIO U3YYEHMS 3TOM OOJIE3HU B
PYCCKOSI3BIYHOI TUTEPATyPe B CTPaHAX MOCTCOBETCKOrO MPOCTPAHCT-
B ONMy6JIMKOBAHO TOJBKO HECKOJIBKO HAyYHBIX CTATeH C OIMCaHueM
enMHUIHBIX Habmonenuii BJ1. [1pu 3ToM camasi Gosbllas cepust CiIy-
yaes muarsoctuku B (30 uen.) ormicana T. O. Cumanus B 2015 1.

VCTaHOBNIEHO, YTO B OCHOBE Pa3BUTHS JAHHOM MMAaTOJOTUMHU LIEHT-
paIbHOI HEPBHOM CUCTEMBI JIEXUT ayTOMMMYHHBIN MPOLIECC C ydac-
THEM KJIETOYHOTO ¥ TYMOPAIbHOIO 3BeHBEB MMMyHMTETa. Bemyliee
JHAYeHWE B TIOATBEPXIEHWM HAPYIIEHUI TyMOPaIbHbIX MEXaHU3MOB
ummynntera nipu BJl mmeer Beicokmit Tutp NMO-IgG, koTopbiit
BXOJMUT B COCTaB MEMOpPaHBI MaKPOMOJIEKYJISIDHOTO KOMILIEKCa acT-
POLIMTOB, KaK YacTy remMatosHuedanmuyeckoro 6apnepa. Ero nopa-
JKEHME BBI3BIBAET OTKPBHITHE BOMHBIX KAaHAJIOB, MPUBOIMT K MOTEpe
pHyTpuksieTrodHoro Nat u monanaHuio B HEMPOHBI TIyramara, 4To
BBI3bIBaeT MX armonTo3. YyBcTBuTeAbHOCTH onpeneneHus NMO-IgG
npu BJ1 cocrabnser 91%, a cnetmduyanocts nocturaet 100%. Kpome
T0ro, nokasato, yro Tutp NMO-IgG B CHIBOPOTKE KPOBU KOppen-
pyer ¢ pa3MepaMK O4aroB B CIIMHHOM MO3Te ¥ YacTOTOi 060CTpeHNM#
bJ1. HapyuieHue KI€TOYHBIX MEXaHM3MOB TPaHCTOPTa BOIBI, I10-
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B. B. Monomapes. PEAKUE KNIMHUYECKUE CITYHAU B HEBPOJIOTNN

BpeXJeHUe reMatosHuedanueckoro 6apbepa u MHGUILTPALMS Te-
PUBACKY/ISIPHOTO TPOCTPAHCTBA KJIETOYHBIMM SJIEMEHTAaMU KPOBU
(HeiiTpoduiamu, MakpodaramMu) CrocobCTBYIOT MPOLIECCY JeMUETN-
HU3ALUU B OEJIOM M CEPOM BEIEeCTBE MPEUMYILUECTBEHHO CIIMHHOTO
MO3ra, a TAKXKE BOBJEUYCHUIO B MATOJOIMYECKMIA MPOLIECC 3PUTEIIb-
HbIX HepBoB. TakuM oOpa3oM, naroreHe3 b/l oriuyaercs oT pacce-
SIHHOTO CKJIEpO3a ayTOMMMYHHOM acTpoLuTonaTueil u (Mim) KaHa-
JIOTIaTHEN, KOTOpasi UMEeT MPEUMYLIECTBEHHO T'yMOPaJIbHO-0MOoCpe-
nosaHHbI MexanusM [Kitley J. et al., 2014].

3a00/eBaHue HAYWMHAETCS TMOJOCTPO WJIM MMEET XPOHMUYECKOe
TeyeHue. B monoBuHe ciyyaeB pa3BuTuio B/l mpeaiecTByioT nepe-
HEeCeHHble MH(MEKIMM WIM CTPEecC, Y OCTaJbHBIX HauMHaeTcsi 0e3
BUIMMOI npuuuHbl. [Tpeobranaor nauueHTsl (10 90%) ¢ peunnn-
BUpYIOLIMM TeueHueM. Pexe BcTpeyaeTcsi MOHO(MA3HOE TeueHHE
(15—25%); npu 3T0M BTOPUYHO-NPOTPECCUPYIOLIEE TE€YEHUE IS
B/l HexapaktepHo. [IporHocTuyeckKuMu (PakTOpaMu pPEeLUANBUPY-
JOILIEr0 TeUeHUs! 3ab0JIeBaHUs SBISIOTCS KOPOTKHE peMuccuu (10
6 Mec), XEeHCKHUIA 110J1, MO3IHUI BO3pacT Hayajla, OCTATOYHbBIN BU-
raTeabHbI AeUIUT Mocae 060CTPEHUS MPOLECCa, HaTMIMUE COMyT-
CTBYIOLIEI ayTOMMMYHHOW TNaTOJOrMM M HajJW4Yuhe B ChIBOPOTKE
kposu NMO-IgG [[depessinubix E. A. u ap., 2015].

[Matomopdonornyeckn nipu b/l mopaxarorcs 3puTe/ibHBIE HEp-
BbI, X{a3Ma, cepoe ¥ 0eJI0e BEeLeCTBO CIIMHHOIO MO3ra, Pexe TUIo-
Tajgamyc ¥ cTBoj Mo3ra. [1pu MUKpPOCKOITUM OOHAPYKUBAETCsI BOCIA-
NUTEeNbHAS WHOWIBTPALMs, oJar (oyaru) MoJIHOrO HEKPo3a C JIUIOo-
(baramu, aKCOHATbHBIMM 1IAPaMU, 30HOM JEMUEINHU3AUN BOKPYT
ouara, JMMQO- ¥ IIa3MOLMTAPHBIMY TIEPUBACKY/ISPHBIMU MHOUIIb-
TpaTaMy B CIIMHHOM MO3Te, TIOJIyIlapusiX 60JIbLIOro MO3ra u CTBoJIE,
runepTpodus M mposndepanysi acTPOLUTOB, MUKporIMouuTos. B
3PUTEJIGHOM HEPBE TaKXe OOHAPYXUBAIOTCA OYaru JAEeMHUEMHU3A-
K, TuMboLuTapHas UHGWIBTPALUS U TUNIEPTPOGUPOBAHHBIE aCT-
pountsl [Cumanus T. O.; 2015].

Hesposnoruueckue HapyueHust npu BJl cBsizaHbl ¢ mpeuMyiecT-
BEHHBIM TIOPAXKEHUEM CIIMHHOTO MO3ra U 3pUTEJIbHBIX HepBOB. Yale
[IpY 3TOii MATONOTUH CTPANAIOT LICHHbIA U IPYAHOI OTAE] CIIMHHOTO
moara. Knuanueckue npusHaku b/l 3aBUCAT OT pacripoCTpaHEHHOCTH
NEeMUEIMHUA3UPYIOILIEro TIpoliecca MO MUIMHHUKY M TONEPEeYHUKY
CIIMHHOTO MO3ra, YPOBHS MOPaXeHMs U KOJIEOIIOTCSI OT IMMPAMUIHOM
HEIO0CTATOYHOCTH JI0 CUMMETPMUHOI mapa- mbo Terparuieruu (66%).
XapakTepHbl YyBCTBUTEJIbHBIC HAPYyLIEHNsl MPOBOIHMKOBOIO THUIA U
tazoBbie (58%) HapywmeHus. Yacto BecTpevaloTcsi 0011 B KOHEYHOCTSIX
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Fnasa 1. AYTOUMMYHHBIE Y BOCTIATIUTENbHbIE 3AEONEBAHNS HEPBHOM CUCTEMbI

JeitponaTuyeckoro xapakrepa (33%), cumrToM JlepmurTra 1 601€3-
MeHHble cynoporn (kpammu) B Horax [Mcaitkun A. W. u ap., 2016].
[locie octporo arm3ona Muenuta rpu Bl o6bHO HabIIOAAETCS TO-
JILKO YaCTHYHOE BOCCTAHOBJIEHHE JIBUTATEIbHBIX (DYHKIIWIA, TIPU 9TOM
[IOJIHBII perpecc BCeX HEBPOJIOTMYECKMX CHMMITOMOB B OTJIMYME OT
PACCESTHHOTO CKJIEPO3a HE XapaKTepeH.

B cayuasix pacrnpocTpaHEHUs! AEMMEIMHU3UPYIOLIEro npouecca
1A [IPOMXOITrOBATHI MO3T MOTYT IPHCOEIUHSITECSA HEKYIMUPYOLIAscs
MKOTA, PBOTA, HECUCTEMHOE TOJIOBOKPYXKEHHE, HUCTarM U HeMPOIH-
JIOKPUHHBIE HAapyllieHWsi (aMEHOpesi, TalakKTopesi). Y 4acTy MalueH-
toB ¢ Bl oTMeuaeTcs CyXocTh BO PTY BCJIGACTBME COIMYTCTBYIOLICH
BOCTAIUTEIBHON MHPUIBTPAUY CIIOHHBIX XEJIe3.

[MopaxeHue 3puTenbHbIX HepBoB npu B waie (10 80%) moxer
[Ipe/IiecTBOBaTh JIMOG0 BO3HMKATH OJHOBPEMEHHO C IMOPAXECHUEM
CIIMHHOTO MO3Ta WJIN IIPUCOEIMHSIETCS TT03XKeE, Yepe3 HECKOTBKO Me-
¢sies wim Jet. TIpryeM 3puTe/IbHBIE CUMIITOMbBI MOTYT BapbHpOBaTh
O CYOKIMHMYECKUX B BUIE NMOOIEIHEHUS TUCKOB 3pUTE/IbHBIX HEP-
OB, BBISBJISIEMBIX TOJIBKO TPU LIEJIEHATIPABIEHHOM OCMOTPE OKYJIM-
¢TOM, IO BBIPAXEHHOIU CTENEHU C Pa3BUTHEM CJICNIOTHI BCJIEACTBHE
nepsuuHoi arpodun. HeBpUThl 3pUTENIbHBIX HEPBOB MPHU B/1 yaie
GhisaioT ABycTOpoHHUMIY (41%), pexe ogHocTopoHHMMH (20%). Xa-
PAKTEPHBI MO3UTUBHBIE 3PUTENBHBIC CUMIITOMBI B BUAE MOSBICHUS
Gosieii B opbuTe, MepLAKIINAX OTHEH, MATEH, JUHWIA, U3MEHEHMs
upseroomyuiernsi [Muponerko T. B., Xy6erosa U. B., 2015]. Tlpu
JIPOBEJEHU ONTMYECKOW KOTEPEHTHO# Tomorpaduu y OGOJbHBIX C
b/l BBISIBISETCS MCTOHYEHWE BOJOKOH 3PUTEIBHBIX HEPBOB, BbIpA-
JKCHHOCTh KOTOPOTO KOPPEIUPYET C OCTPOTOM 3pEHMsl, ILIKalaMu
KOHTPACTHOTO 3pEHMS U YMCIIOM PELIMIMBOB.

B jmartoctuke Bl MOMHMO OLIEHKM KJIMHWYECKON KapTHHBI Cy-
IIECTBEHHOE 3HAYEHME MMEIOT MCCIIeI0BaHUe LepeOpOCIMHAIBHOM
sunkocty (IICXK) u niposeseHre MPT rosoBHOTro 1 CITMHHOTO MO3ra.
LLCK B octpoii (paze 3aGoaeBaHNUS XapaKTepPU3YCTCsl MOSBICHUEM HE-
sHaunTensHoro (He Gonee 50 Ki1eTok/MM?) TMM(OLIMTAPHOTO IUIEOLH-
103a. XapakTepHbie Ul PACCESTHHOIO CKIIEepO3a OJTUIOKIOHATbHBIC
anrurena 8 LCK s B nerunmunst [Kitley J. et al., 2015].

O6nurarasii MPT-npusnak BJI — BeisieieHue B Toy-pexume ru-
[IEPUHTEHCUBHOTO ovara (Jinbo CIMBAIOIINXCS MEXITY co00¥ 04aroB
JeMMETMHM3ALMN) ¢ BOBJIEYEHHEM KakK Ceporo, Tak 1 6ej1oro BeIecT-
a CriMEHOro Mo3ra. OQyar BBITSIHYT B KpaHUO-KayJaJIbHOM HarlpaBiie-
MU, TIPOTSDKEHHOCTHIO HE MEHEE TPEX NMO3BOHOYHBIX CETMEHTOB. Iy’
OMATrM CIOCOOHBI K HAKOIIJIEHWIO KOHTpAcTa, peKoO MMEIOT Macc-
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B. B. Mornomapes. PEOKWE KIIUHUYECKME CNYYAW B HEBPOJIOTUMN

3¢ ¢exT. [IMarHoCTUYEeCKU 3HAYUMO OTCYTCTBHE XapaKTEPHBIX UIS

paccesiHHOrO CKJIEPO3a OYaroB IIPU OJHOBPEMEHHOM IIPOBENEHUU

MPT ronosHoro mo3ra [Mupouenko T. B., Xy6erosa U. B., 2015].
Juarnoctuueckue kputepun BJI npencrasieHs! B Tadn. 1.1.

Ta6bnuua 1.1
AuarHocTuyeckue kputepum B [Wingerchuk D. et al., 2015]
Kpurtepuu LOunarHocTuyYeckne NprUsHaKu
|. ABconoTHble . OnTuyeckue HeBpUTLI.

. OtcyTcTBUE ApYrvix GonesHei ¢ 3TOM CUMNTOMATUKOMN

Il. BonbLune . Oteytcraue npu MPT ronoBHOro Moara npuaHakos
rnogaepxusalolme | paccesiHHOTO CKIeposa.

2. Mpu MPT cnnHHoro mMo3ra BbisiBNieHue B Toy,-pexume oyara,
3axBaTbiBalOLLIEro Tpu 1 bonee NO3BOHOYHbLIX CErMEHTA.

3. B LICXK BbisiBNeHWe nMMoLUTapHOro NneouuTosa
>50 kneTok/MM® unm >5 Helitpodhunos/mm®

Ill. Manble 1. [IByCTOPOHHWE ONTUYECKNE HEBPUTBI.
NOAAGPXMBAIOLLINE | 2 BhipaeHHbIE ONTUYECKUE HEBPUTLI CO CTABUMbHBIM
yxyateHviem 3apeHusi menee yem 20/200 kak MUHUMYM
Ha oAuH rnas.

3. BolpaxeHHas crabunbHas cnabocTb B KOHEYHOCTAX
B MOMEHT 0BOCTPEHISA CO CHKEHUEM CUTbl HE MEHee [BYX
6annoB B o4HOW Unu Bonee KOHEYHOCTSIX

1
2. lNonepeyHbiii MUEenuT.
3
1

ITpu nocraHOBKe IMAarHO3a BaXHO YYUTHIBATL KPUTEPHH HCKJIIO-
yenusi B/l — «xpacHble dnaru», KOTOpBIE BKIIIOYAIOT KIMHUYECKHUE,
J1labopatopHble faHHble 1 MPT-pesyabraThl UCCIEI0OBAHUS CITUHHO-
ro mosra [Kim Ho. L. et al., 2015]:

1. KiimHuyeckue ocoOEHHOCTH WM JJaGOPaTOPHbIE Pe3yJbTaThl,

ITOJTBEPKIAIOIINE PACCESIHHBINM CKIIEPO3:

e ATUIUYHOE BpeMsi 000ocTpeHus (yXydieHue MeHee 4 4 wiun
MIPOJOJLKMTEILHOCTE (Pa3bl 0060cTpeHus: 6ojee 4 Helemb);

e YACTMYHBIM MUEJIUT C HexapakTepHoii st BJI kapTuHoii npu
nposeaeHuu MPT cnimHHOrO Mo3ra;

e oOHapyxeHue B LICXK 01MroxIoHaIbHBIX aHTUTEIL.

2. Hanuune KoMOpOMIHBIX 3260J1€BaAHUIA;

e CapKkoua03, TMM(MOMBI, MAPAHEOTUIACTUYECKUE CUHIPOMBI;
e xpoHuuyeckue nHdexkuuu (BUY, cudpummc).

3. Pesynbratet MPT ro/10BHOTO ¥ CIIMHHOTO MO3Ta:

e OYaru JeMueaInHu3auuy B Toy-pexumMe ¢ OpUeHTALIUEN TIED-
MEHAVKYISIPHO MO30IUCTOMY Tely («Imaiablibl JloycoHa»);
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e OUArk JeMMETUHU3ALMHI, HATIPaBIEHHBIE OT OOKOBBIX XKeJIy-
JIOYKOB B HMXKHUE OTHEbl BUCOYHBIX 0JIEH;

e CYOKOPTUKAJIbHBIE OYarW JEMUETMHU3ALUN C BOBJICUEHHUEM
U-BoJioKOH;

e OUar IeMUETMHU3ALNY B CTUHHOM MO3re MEHEe TPeX IM03B0-
HOYHBIX CETMEHTOB.

Kpome Toro, ciemyer y4uThIBaTh, YTO IOXOXHUE KIMHUYECKUE
CHMIITOMBI MOTYT BBISIBJISAITBCSI TIPU ONITUKOMMEINUT-aCCOLIMMPOBaH -
HBLIX PACCTPOMCTBAaX, KOTOPbie MOTYT HAOTIOAATHCSI B pAMKaX CUCTEM-
HbIX 3a0o0neBaHuid. [IMarHOCTUYECKUE KPUTEPUM 3ab0JIeBaHUIA, OT-
HOCSILMXCST K ONTUKOMUETUT-aCCOMMPOBAHHBIM PACCTPOMCTBAM, B
HIBMCUMOCTH OT Hayumst 1ubo orcyrerBuss NMO-1gG npencrasie-
nnl B Tada. 1.2 [Kim Ho. L. et al., 2015].

Ta6bnuua 1.2

JlnarHocTuyeckue KpUTEpPUM ONTUKOMUENUT-ACCOLIMMPOBAHHLIX PACCTPOICTB
¢ NMO-igG n 6e3 Hux

JmnarHocTuyeckue Kputepum [uarHocTuyeckue KpuTepum
ONTUKOMUETUT- ONTUKOMUENUT-aCCOLMNPOBAHHLIX PAaCCTPONCTB
ACCOLUMPOBaHHbIX npu otcytcTBum NMO-IgG
paccrponcTe c NMO-IgG nubo HenssecTHoMm ctatyce NMO-IgG

1. He meHee ogHoro 1. He MeHee 2 OCHOBHbIX KITMHUYECKUX CUMMTOMOB,
OCHOBHOTO KIMUHUYECKOro ABUBLUMXCS Pe3yNbTaTOM OOHOMO UMM HECKOMbKUX
cumnToma. KNMUHUYECKNX OBOCTPEHWI 11 COOTBETCTBYHOLLMX

2 MNonoxuTenbHbI TECT BCEM HIDKECTEAYOLLNM XapaKTepUCTUKaM:
Ha NMO-IgG npu HanBonee A. Kak MuHUMyM oaHO 060CTpeHUe A0MmKHO

UHhOPMATUBHOM OTHOGUTBCH K ONTUYECKOMY HEBPUTY, OCTPOMY
113 CyLLleCTBYIOLIX METOI0B NPOAONEHOMY PACTPOCTPAHEHHOMY MUENNTY.
obHapyxeHusi aHtuten. B. [iuccemmunaumst B mecte (2 unu Gonee

4. Ucknioyenve PA3NNYHBIX KIMHUYECKIX CUMMTOMOB,
ANbTEPHATUBHLIX AMArHO308 OTHOCSILLMXCS K KATErOpUIA OCHOBHBIX).

B. CooTBeTCTBME AONONMHUTENBHO NpUNaraembim
TpebosaHusm k MPT.
2. OTpuuartenbhbiil Tect Ha NMO-IgG npu
1Cnonb30BaHwUy Hauboree HHOPMATUBHOTO
13 CyLLECTBYIOLLMX METOA0B OBHapYXeHus
aHTUTen NMb0 HEBO3MOXHOCTL NPOBEAEHUS TECTA.

3. UcknoueHne anbTepHaTUBHBIX AMarHo308

B kadecTBe MeTona NMaTOTEHETUYECKOTO JICUEHUS TIEPBOM JTMHUN
1pu oboctpenun B/l mpemioxeHO mNapeHTepalbHOe HA3HAUCHME
HIIOKOKOPTUKOCTEpOUAOB. [IpeanoyTuTe bHbIM SIBJISIETCS Ha3Haye-
HIE METHUJIIPETHU30JI0HA B 03¢ | T/CyT BHYTPUBEHHO B TIEPHUOI OT
| 1o 5 nueit. Bo3aMoxkHa cxema Ha3HAYECHUS TIPEAHU30JI0HA BHYTPh
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craHoBku nuarHo3a «BI'll, B3pocnasi ¢hopma, MporpeAMeHTHOE Te~
YeHHUE C BHIPAXKEHHBIM 3KCTpanupaMUIHBIM CUHIPOMOM, UPaMU/-
HOM HEJIOCTATOYHOCTBIO, JIETKMMU KOTHUTHMBHBIMU HapyLICHUSIMU
TTOJIKOPKOBOTO TUIIA».

2.2.5. A3BeHHO-MyTHUNHMpPYyOLana aKkponarma

SA3BeHHO-MyTHIIMpPYIoiasg akponatus (AIMA, L97 mo MKB-10) otHo-
CUTCSI K YHMCIY peIKux 0oJie3Hel, BrepBbie onucaHa (HpaHIly3CKUM
HeBponatojoroM A. Thevehard B 1942 r. Beinensiior 1Be KIMHUYECKHUE
dhopmbr 6one3nn. HacnencreenHas popma HazBaHa 06ose3HblO Tese-
Hap/a, NPy Hei Yallle CTpajaroT JULA JETCKOrO U IOHOIIECKOrO BO3~
pacra. Criopaguyeckas hopma omnucaHa (ppaHIly3CKUMU JIepMaTOJIO-
ramu Yves Bureau u Henri Barriere B 1950 r. u Ha3BaHa aBTOpamu
«IICEBIOCHPUHIOMUEIMTHYECKasE HecemeiiHast SIMA». B nocnenyio-
LIEM MOJIyYH/Ia SMOHUMHUYECKOe Ha3BaHUe «cuHIpoM bropo—bappue-
pa». lanHas ¢popMa yaiile mopaxaeT My>XYuH cpeaHero Bospacra. J1o-
CTOBEPHBIX cBemeHmit o yacrore SIMA ner [Scalding J., Losseff N.,
2012]. OpHako, MO HalleMy MHEHMIO, 4acTh MAllMEHTOB, TOCTYITAl0-
IIMX C 3TOM IMATOJOTMEN B OTAEICHUsI THOMHOW XUPYpPruM Wi o0pa-
IIAIOIIMXCS K AePMAaTOJIOTaM, OCTAIOTCSI HEe PACIIO3HAHHBIMU U JieyaT-
Cs1 NCKITIOYMTETBHO MECTHBIMU CPEACTBAMU JINOO MM MPOBOAUTCS aM-
MTyTalusl TaJbLIeB KOHEUHOCTEM.

SI3BEHHO-MYTHUJIMPYIOILAsi aKPOTATUsI CUUTAETCS IMOJUITUOIOTH-
yeckoil marosiorneid. bosiesHp TeBeHapaa OTHOCUTCS K IpYyIIE Ha-
CIIEACTBEHHOM TMIEPYYBCTBUTEIbHON CEHCOPHOIl W BEreTaTUBHOM
HEeHpOIaTuM, UMEIOIIe KaK MUHUMYM 5 TUTIOB. Y CTaHOBJIEHA MYJib-
TUT€HHas] pUYMHA 3a00JeBaHMsI, CBSI3aHHAsI C MHOXECTBEHHBIMU
mytaunsmMu B reHe SPTLK-1 Ha 9q xpomocome. Hacnenyercs mno
ayTOCOMHO-IOMUHAHTHOMY M pelieccuBHOMY Tumnam. [Ipeobnanaior
criopanuyeckue ciaydan 6one3nu [Nicolic B. et al., 2010]. K uucay
TPOBOLMPYIONIMX (DAKTOPOB OTHOCSITCSI XPOHUYECKasi TpaBMaTU3a-
LIMSI CTOTI, HOIIIEHWE TECHOM OOYBH, JOKAJIbHOE MEPEOXITAXKICHUE
HOT, 37I0YTIOTPe0JIeHIe aJIKOroieM, caxapHslii 1uabet, ncopuas, 60-
JIE3HU TIeYEHM, OXKUPEHHUe, BPOXKICHHbIE aHOMAIUN TO3BOHOYHUKA,
MUCTIIA3UM CIIMHHOTO MO3Ta.

[Taromopdonornyeckue HapyueHus npu AMA cBsi3aHBI ¢ U3MeE-
HEHUWSIMU MEJIKUX CEHCOPHBIX BOJIOKOH CIMHHOMO3IOBBIX KOpEII-
KOB, CHMIATHUECKUX TaHIJIMEB, KOTOPHIC TMOABEPraioTes ACreHepa-.
LMK U aTpo(rM, YTO MPUBOIUT K TKAHEBON TMITOKCUM KOHEYHOCTEN
¢ HapyweHreM tpoduku tkaHei [Thoma E. et al., 1993].
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Jnarnoctnyeckoii Tpuanoi AMA asisiorcs:
1) A13BBI U TUMEPKEPATO3 MONOLIBEHHOM MOBEPXHOCTH CTOIT;
2) ceHCOpHasl U BereTaTHBHAS MMOJIMHEBPOIIATHS,
3) ocTeonn3 U MYTHUIISILIMSI TTAJTBLIEB CTOIL.

IIpn AMA crpazaioT NperMyIIECTBEHHO HUXHUE KOHEUHOCTH,
XOTs ONMCAHBI Cllydau M HEOOBIYHOW JIOKAJIM3allMM, MPU KOTOPOIA
nopaxatotcst pyku. be360osie3HEHHbIE 513BbI HA KOHEYHOCTAX MMEIOT
pasIMYHbIE Pa3MEPDI, IUIOTHBIE KPasi ¥ U3TI00JEHHYIO JTOKATU3aLUIO
y ocHoBaHus nansleB. [lonuneiiponatust npu AMA HOCUT MCKITIO-
YUTEILHO CEHCOPHBIN aKCOHAIBHBIN XapaKTep U MPOSIBISIETCS BbIpa-
JKEHHBIMU BET€TATUBHBIMM HAPYILEHUSIMM Ha Horax (OTEK, LIMAHO3,
TATEPIUAPO3 KOXU CTOI), CHUKEHUEM WM BBIIaEHUEM aXUJLIOBBIX
pedekcoB. XapaKTepHOl OCOOEHHOCTBIO TIOJMHEMPONATUH IIPU
SAMA cuuTtaeTcst CHUXKEHUE 00JIEBOI UYBCTBUTEIBHOCTH HA CTOTAX U
TOJIEHSIX IPA COXPAHEHUHU TAKTHJIBHOTO U TJTyOOKO-MBIIIEYHOTO YyB-
crBa [Nicolic B. et al., 2010]. Knmmnuueckast kaptuna IMA yacto go-
MOJIHSIETCS OCTEONOPO30M KOCTEM MasIbLIEB U CTOI C MOCTENEHHBIM
paspylleHUEeM U MyTWISILUEN (halaHT TayiblieB, IIPUBOISILIMMMU K JI€-
(opmauuu cror, 6e3007e3HEHHBIMUI [IEPETOMAaMU JUCTATbHBIX OT-
nenoB koHeyHocTel [Palma L. et al., 1999]. Teuenue SIMA meieH-
HO Tporpeccupylouee ¢ oooctpeHusiMu. OcTeonus u TpodudecKkue
A3BBI HA CTOIAX MOTYT MPUBECTU K yTpaTe TPydocIiocobHocTH. bo-
ne3Hb TeBeHapaa OmIMYaeTCs TeM, YTO KJIAacCHYecKasi Tpuanaa CUMII-
TOMOB MOXET COYETAThCSl ¢ PETUHUTOM, CHUXKEHUEM CIIyXa U CJ1abo-
ymuem [Mattle H. et al., 2017].

JuarHoctrka IMA ocHOBaHA B OCHOBHOM Ha Xajo0ax, aHaMHe-
3¢ ¥ OOBEKTUBHOM OCMOTpE, a TAKXKe pe3yjabTaTax peHTreHorpadu-
4ecKoro obcienoBaHusi Kocrei crorn. DHMI mpoBoauTcs TOIBKO
JUISE UCKITIOYEHHUST NEMUETNHUBUPYIOIIENA MOJIMHENPOITaTHMN.

HuddepeHunanbHplii auario3 AMA MpoBOIST ¢ CUPUHIOMUE-
JIMEiA; JIETIPO3HOM, NUabeTUIeCKOM, aJIKOTOIbHOM, IPYroi HACIENCT-
BEHHOM TIOJIMHEBPOIIATHEH; aKPOCKIEPOTUYECKOM CKIIEPOIEePMHUEIi;
MapxonHoBo# 513Boii (Marjolin ulcer, mposiBieHHE paKa KOXW)
v Ip.

Jleuenue AMA sBasieTcss CIOXHOM MyJIbTHAMCLUUIIMHAPHOM
1po0JeMoii U IPOBOAUTCS C y4aCTUEM HEBPOJIOTOB, XUPYPrOB, pea-
OUINTONOrOB, (PU3MOTEPATIEBTOB U CIELUAINCTOB IO JIyYEBOM Te-
paruu. ITpu 060CcTpeHUsAX HEOOXOAUMA TOCTTUTATU3ALIMS GOJIBHOIO
¢ 00513aTeIbHOM UMMOOMIM3AIMEN KOHeYHOCTH. OOLIYHO Ha3Haya-
IOTCSI aHTUOAaKTepUabHbIEe Tpenaparhl, CPEACTBA, YIydlUalollne
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MUKPOLMPKY/ISAILNAIO (PEONOTUIIIOKIH, TPEHTANl), aHTUOKCUIAHTHI
(TmokTauma, coikocepwi). K yueny cuMOToMaTuyecKux METOLOB
OTHOCUTCSI MECTHOE NMpUMEHEHME TUAPOKOJIOUAHBIX CPeICTB (Jie=
BOMEKOIIb, MPYKCOJI) U [IPENaparoB st JTe4eHNUs] HEHpOonaTu4eCKOM
6o (kapbamasenuH). Ha ctanuu rpanyisiuuu s3B MPOBOASITCS e~
PEBSI3KU C KYPUO3MHOM. B ciydasx JIMTETbHOTO TeUeHMS He3aXu~

BAIOLLMX 5138 ¥ MyTHISILMK (daJaHr MpoBOIUTCS MX amnyTauus [Pal--

ma L. et al., 1999]. B nomoctpom u xpoHudeckoM TeyeHuu SIMA
MOTYT Ha3HAYATHCS PALOHOBBIE BAHHBI U TMIIepOapuyecKasi OKCUre-
pauust. [pu orcyrerBuu ad@ekra oT MPOBOAMMOTO JICUCHMSI TOKa~
3aHO HaszHavyeHue rIyOOKOM pEeHTreHOTepanuu Ha o6J1acTh IosiC-
HUYHBIX CUMITATUYECKUX Y3JIOB WM XUPYPruuecKas CUMIIATIKTO-
Must Ha 9ToM yposHe [Thoma E. et al., 1993].

[Tporto3 Aist XU3HU Y TAKNAX MALMEHTOB OJIarONpUSITHBIN, OIHA=
KO HAIMYME XPOHMUYECKMX MHOXECTBEHHDIX JUTMTEIbHO HE 3aK1Bal0-
LIMX S3B HA HIKHUX KOHEYHOCTSX 3HAYUTEIbHO OTpaHUYMBAET [BU~
raTebHyI0 aKTUBHOCTH M CHMXKAET Ka4eCTBO XH3HU.

Ml Habmonann Tpex 60JbHbIX (2 MyX4nH, 1 XeHIMHa, BO3pacT
21—64 roaa). Bo Bcex cirydasix MMesa MeCTO KlacCU4ecKasi KITMHuYe~
ckas kapruHa SMA. TIpuBoauM OfHO 13 HAOIIOAEHUI, KOTOPOE pa-
Hee yxe 6bu10 ony6iukosaro [[Tonomapes B. B., 2005].

BonkHas C., 21 rog, CTyAeHTKa, NOCTynuna B HEBPOJIOrM4eckoe OTAeNeHne ¢ xa-
nobamu Ha 356KoCTb ¥ NoBreAHeHne KOXHbIX NOKPOBOB CTOM, ANUTENbHO He3axu-
BaloLme, 6e3bonesHeHHbIe TpoduHeckue A3Bbl Ha nanbLax cton u nogowsax. C
6-neTHero Bo3pacTa nocrne Cry4aviHblx TPaBM CTOM 3amMeTurna AnuTenbHO He3axn-
BalolMe ccaguHbl Ha Horax. Cnycts ABa rofa NpUCOeavHUNUCHL Tpoduyeckue
A3Bbl Ha AUCTanbHbIX (hanaHrax nanbLUes Npaeoii cTonbl. B CBA3K C OTCyTCTBUEM
achekTa OT KOHCEPBATUBHOrO NEYEHNs NPON3BEAEHO HECKONLKO ammyTaLuii Hor=
Tebix thananr |-1ll nansues npasoii cTonsl. Cnycts 10 neT Ha oHe NOCTOSIHHOMO
UyBCTBA MOXONOAAHNA CTON NosIBUNACL Tpodryeckas 838a Ha | nanbLe nesown CTo-
nbl, @ Yepes 6 mecsaues — Ha [V n V nanbuax. Jleyunace B XMpypra4eckom otaene-
HUM, NPOBOAMNACH KOHCepBaTvBHas Tepanus 6es achdekTa, No3aTOMY BhiNOHEHbI
amnyTaun OCHOBHOM U cpefHeit hanaHr V nanbua nesoii CTorb!. B cBA3n ¢ coxpas
HSIIOLLMMCS OHEMEHWEM B HOrax BriepBbie HarnpasrieHa Ans obcnefosaqHus B Hes
BPONOrMYECKWiA cTaunoHap. M3 paHee nepeHeceHHbix 3abonesaHuil oTmevaeT
npoctyaHbie. CemeinHo-HacneaCTBEeHHbIA aHaMHES He OTSATOLLEeH.

Mpu nocTynneHun obuiee coctosiHue BOMLHON yAOBNETBOpUTENbHOE, U3BbI-
TOYHOTO MUTaHKUS, COMaTUHECKOW NaToNor1n He BoisBneHo. MNynbcauus Ha apTepu-
six cTon xopoluast. CTonbl AedopMupoBaHs!, nnockocTonue. MNinepkeparos v keno-
uaHsie pybLbl NOCne 3aXMUBLIMX MHOXECTBEHHbIX TPOhUHECKVX A3B Ha nanbuax n
nogouwBax. OTCYTCTBYIOT HOTTEBbIE (hanaHr Ha HeCKOMNbKUX Nanbuax o6enx cTofl.
HeBpoMorMyecku: B CO3HaHUN, OPUEHTUPOBaHa, ageksaTHa. YepenHble Hepsbl 6ed
natonorun. Cuna B KOHEYHOCTAX AOCTATOMHASN, MbILLEYHbI TOHYC He 3MeHeH. Ko-
NeHHble pednekchl XMBLIE, aXunnoBbl OTCYTCTBYIOT. CHkeHa Gonesas u Temnes
paTypHas YyBCTBUTENBHOCTb MO TUMY «BBICOKUX HOCKOBY, rrybokas 1 TakTunbHas
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YYBCTBUTENbHOCTb Ha HOrax coxpaHeHa. AKPOLMaHO3 KOXHbIX MOKPOBOB Ha CTO-
nax. HepeHble cTBOMNbLI 6€360M€3HEHHbI MPY Nanbnaumm, CUMMNTOMbI KOPELLIKOBOTO
HaTsHXKeHUsi oTpuLaTenbHble.

O6cnegosaHnue: 0bLIEKNMHUYECKUE M BUOXMUYECKUE aHanuakl KpoBK 6e3 naTo-
rorum, caxap kposu 4,5 Mmonb/n. OkynucT: octpoTa 3peHus 0,1/0,3, ¢ Koppekuvei
0,5, Muonuyeckuid KoHyc, rmasHoe AHO B Hopme. QHMI: CMW no asuratenbHbIM
BOMokHam mariobepuosoro 1 GonbluebepLoBOro HepBOB B Mpedenax HopMbl
(48-50 m/c), Bennunta M-otBeTa cHkeHa (6—12 MB). MPT rpyaHOro 1 NOsICHUYHOTO
OTAEOB: KOCTHO-AECTPYKTUBHbBIX U3MEHEHUI Ha UccneayemblX YPOBHSAX He BbisiBne-
Ho. CaruTTanbHbI pasmep CrIMHHOMO3rOBOro KaHana 14 Mm. B BelecTse cnvHHOro
Mo3ra AOMONMHUTENbBHBIX MOMOCTEN He BbisBeHo. Y3W cocynos: MarucTparnbHbiii
KPOBOTOK MO apTEPUAM HMKHNX KOHEYHOCTE (OU3NONOTMYECKOro HanpasneHns, ap-
TEPUM U BEHbI MpoxoaumMble. PeHTreHorpadus KocTei CTon: OCTEONN3 MPOKCUMAarb-
HOVi cpanaHri, ronoskm | nocHeBol KOcTW, HorTeBow danawru |11l nansues npasoii
CTOMbI C yKOpodeHveM nansues. Octeonuns auctansHon danaxrv V nanbua nesow
cronbl. O4ar octeonoposa y ocHoBaHus | nanbLa neson cronsi (puc. 2.28). Mpose-
AeHO NeYeHne BHYTPUBEHHbBIM BBEAEHNEM TpeHTana, akToBernHa, Kypc pafoHoBbIX
BaHH U runepbapuyeckoi okcureHaumm.

Mpu kaTaMHecTUYeCKoM HabntoaeHU B TEYEHWE ABYX NET OTMeYeHa cTabunusa-
uus npouecca, obocTpeHuin 3abonesaHus He Bbirno.

Takum 00pa3oM, B MPEACTABIEHHOM BbIlE HAOMIONCHUM MMeEa
MECTO KJlaccuyeckas auarHocrtuyeckasi tpuana SIMA: tpoduueckue
sI3Bbl Ha CTOIAX, OCTCOJIM3 U MYTWISILIWSI IUCTAJIbHBIX Q)anaHr IMaJIblIEB
CTOTI, CEHCO-BereTaTuBHAast nojmHeBpomnartust. OcobeHHoCcTAMU SIMA,
HECMOTPsI Ha XapaKTEPHYIO KIIMHUYECKYIO0 KAPTUHY, B JAHHOM CJIydae
SIBJIAIOTCSI TTO3[HSSL AUArHocTuka (yepe3 14 jet ot Havana 3aboseBa-
HUS) W JUTMTEIbHASI PEMUCCHs. YCTAHOBIEHME UCTUHHON KIMHUYE-
cKoit opmbl 60s1e3HM 3aTpyaHeHo. C yIeTOM paHHETO HAYaIa MOXKHO
MpearnoaraTh y NalMeHTKy 6one3Hb TeBeHapa.

KocTel cTon naumeHTku C., n
21 roa, ¢ AMarHo3om r

«AI3BEHHO-MYTUNMpPYIOLLas
akponaTus»: ocTeonus |
NpoKcUManbHOWN canaxru, |
ronoBku | NNOCHEeBO KOCTH,
HOrTeBoW hanaHrm |
|-l nanbues npasoit cTons! |
C YKOpPO4EHWEM NarnsLUes.
OcTeonus aucTanbHon |
hanaHri V nanbua nesoun .
cronbl. O4ar ocTeonoposa

y ocHoBaHus | nansua |
neBoWi CTOMbI

Puc. 2.28. PenTtreHorpadus
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2.2.6. HacnepocrBeHHaa crnacTruyecHana naparvieruvsa

HacnencreenHas criactudeckas naparierust (HCIT, 6onesHb LLITpioM:
nenst, cuaapom IIrpiommnens—Jloppena, G11.4 mo MKB-10) -
rpylifa HeipoaereHepaTUBHBIX 0O0JIE3HEN, KOTOPBIE MPOSBIAIOT
M30IMPOBAHHOM JereHepalyeil HeHPOHOB MUPAMUIHBIX ITyTEH. 3a-
GosieBaHME BIIEPBBIE IMOYTH OJIHOBPEMEHHO OIMUCAHO A. H]TplOMl’le-
nem (A. Strumpel) B Tepmanuu u M. Jloppeitnom (M. Lorrain) Bo
®panumy B 1880 r. HCIT npuMepHO ¢ OAMHAKOBOI YaCTOTOM BCTPE=
yaeTcsi BO BCEX perMoHax Mupa, omHako Hekotopsie dopmer HCIT
yaiie HabIIoJal0TCes B OTIEIBHBIX PETHOHAX, B YaCTHOCTU PETUTHO3~
ubix usonsarax B CIIA, Kanane u Sinonuu. MctuHHY0 pacrpocTpa-
HenHocts HCII ycTaHOBUTH 3aTpyIHMUTEIbHO B CBS3U C OOJIBIIMM
yrcnoM (peHoKoMNmii y 1aHHOTO 3a60s1eBaHus. B GobIIMHCTBE IOy~
JIILMOHHBIX UCCIIEIOBAHMI YacTOTA STOM MAaTONOTUU BapbUpYET OT 1
710 4 ciyuaes Ha 100 Thic. HaceneHusi. ClefyeT yIUTBIBATh, UTO B HE=
OOJIBIIMX MOMYJISALMIX WA PETMOHAX C YaCThIMU KPOBHO-POACTBEH=
HbIMU Opakamu pacripoctpaHeHHocTs HCIT moxer ObIThb cyuliecT-
BeHHO BbIle [['punbepr A. u ap., 2004].

Cucremarusanus HCII otmyanack Ha pasHbIX dTanax pa3sBUTHSL
HEBPOJIOTHM U HeifporeHeTMKH. TpaauIIMOHHO B pPAMKax 9TOM I1aTo-
JIOTUH BBIIEJSIOT ABE OOJIbIIME IPYMNbL: 1) HEOCTOXHEHHAsH («IUC~
tasi») HCIT — kiaccuueckuii BapuaHT 3a00J1€BaHUsT; 2) OCIOXHEH=
Hast HCII, npu KOTOpoii CMHAPOM HVIXHETO Iapanape3a CO4YeTaeTes
C KaKMMU-JTM60 IPYTMMM HEBPOJIOTUYECKMMHU U (MJIM) SKCTPAHeBpa-
abHbIMU miposiBieHusiMu. HeocnoxuenHnyio HCIT mpuHATO Takxke
pasziensith Ha aBa tuma: Tun | — c¢ HavasoMm Oosie3Hu A0 35 JieT,
BCTpeyaeTcss B 4 pasa vaie; tun Il — ¢ Havanom Gose3Hu mocie
35 ner. B ocnoxuennyio HCII, B cBoo ouepenb, BKIIOYAIOT MHOXE-
CTBO (PEHOKOIMI, CAMOCTOSITEIBHOCTh HEKOTOPBIX U3 HUX ITOKa re-
HETUYECKU He AoKazaHa. COrslaCHO COBPEMEHHO MOJIEKYJISIPHO-Te-
HETUYECKOM K1accnpuKalyu, JaHHYIO NAaTOIOTHIO MPUHSATO 0003HA-
yares abopesuarypoit SPG (Spastic Paraplegia Gene) c OpsiIIKOBBIMU
HOMEPaMM B XPOHOJIOTMYECKOW MOCAe0BaTeIbHOCTU. Beero x Ha-
CTOSILLIEMY BpEMEHM ycTaHOBIEHO 20 reHoB M 48 JOKYCOB, OTBETCT-
BeHHbIX 32 passutie HCIL, npuiem YacTs U3 Ipyrux JOKyCOB ellie He
kapruposansl [WMmnapuomkun C. H. u op., 2006].

Mopdonornueckue HapyeHus pu «aucteix» HCII 6asupytorest
Ha HE3HAUMTEJIbHOM KOJIMYeCTBEe HaOmoaeHuil. [T1aBHO MakpOCKO-
TIAYECKOM HAXOMKOM CIYKUT aTpodusi CIMHHOTO MO3ra, MaKCUMaslb-
HO BBIpaX€HHAsI B TPYIHOM OT/EJIE, TTPU 3TOM TMOTEPEYHUK CITUHHOTO
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MO3ra MOXET YMEHBLIATHCS B AUAMETPE 10 HECKOJIBKUX MIJUIMMETPOB
(B HOpMe 12 MM). [1pr MMKPOCKOIMY CIIMHHOTO MO3ra OOHApYKUBa-
¢Tes1, 4TO aTpousl KacaeTcst MPEeUMYILECTBEHHO MePeKPEIEHHBIX T -
pPaMUIHBIX TYTEH, MPOXOASIIMX B OOKOBBIX CTOJ0AX CIIMHHOIO MO3IA.
BbipaxeHHOCTb 9TUX HApYIIEHUWI BO3PACTAET B KaylaJibHOM Harpas-
JIEHMU B KOHILIE Haubonee WIMHHBIX akcoHoB LIHC, HaunHasch ¢ ux
JIMCTAIBHBIX YYACTKOB M YBEJIUYMBASICH TI0 HATIPABIEHUIO K TEJTy KIIET-
Kku. Takoit perporpaaubiit Tun aereHepauuu npu HCIT Has3BaH «pet-
porpagHoe oTMuUpaHue», uin «dying back». B KopTUKOCTMHATBHBIX
TpaKTax OTMEYAETCs YMEHbILIEHUE TJIOTHOCTU aKCOHOB, CTPAIaloT BO-
JIOKHA KaK OO0JIBLIOrO, TaK M MAJIOTO AUAMETPa, YacTh U3 HUX 3aMEHS-
ercsl HecnmeUM(MUIHBIMUA Y9aCTKaMU TIM03a. 3HAYMTELHO PeXe Ha-
xoznkoii npu «uucroits HCII siBisieTcst yMeHblEHHE KOJTUYECTBA KJIE-
ToK belia B MOTOpHOIi 30HE KOPbI U MOTOHEIPOHOB TIEPEHUX POTOB
110 BCEH JUIMHE CITMHHOTO Mo3ra. CIIMHHOMO3IOBbIE TAHIINN, 3aIHIAE
KOpELIKHU, TIeprudeprudecKre HePBbI, APYTHUE MTPOBOJISIINE ITyTU CITUH-
HOTrO Mo3ra yaile He ctpanatot. [Ipu «ocnoxHeHHbIx» dhopmax HCIT
[IOMUMO IMMPAMUIHOIO MyTU AeTeHEPATUBHBIE U3MEHEHMS OTMEYAIOT-
¢t 1 B apyrux otaenax LIHC, TTHC wm maxke CKEIETHBIX MBILILIAX
|Franca M. et al., 2012].

Ycranosineno, yto HCII gBisieTcst MyIbTUTEHHOM I€TEPMUHNPO-
BAHHOU MAaTOJIOTMEN CO 3HAYUTEILHOM reTePOreHHOCTBIO HACE10Ba-
HUS IO ayTOCOMHO-AOMUHAHTHOMY (B 70% ciydaeB), ayTOCOMHO-
peueccuBHOMY (B 25% ciydaeB) u X-cueruieHHOMyY Tiunam. Jlokanu-
3aUMsl TEHOB OOJIE3HM 3aBUCUT OT TUIa HacnenoBaHusi. [Ipu ayro-
COMHO-IOMUHAHTHOM THITE Ae(heKTHBIC JOKYChl HaxoaaTcs Ha 2, 8,
10, 12, 14—19 xpomocomax, mipuuem 40—50% Bcex ciydyaeB CBSI3aHO €
HapylieHueM 2p, 14q u 15q xpomMocoM. DTOT TUIT HACJIEACTBEHHBIX
HApyLIEHWH cyliecTBeHHO npeobianaet npu «uucteix» HCII. Tpu
ayTOCOMHO-PELECCUBHOM TuIle 60j1e3Hb KapTpoBaHa Ha 8 u 16 xpo-
MOCOMax W MPU ITOM MpeodiagaoT «ocnoxHeHHbie» ¢hopmer HCII.
Kpowme Toro, 1okazaHo yyactve B MaToJOrHYECKOM Ipoliecee aedek-
THBIX 0Tpe3koB Xq 11, Xq 21 u Xq 28 snokycoB Ha X XpomMocoMe.
HenaBHO ycraHOBNeHaA eille OHA TeHETHUYECKAsl TIPUYMHA Pa3BUTHMS
ciryyass HCII Bo dpaHko-kaHazickoit ceMbe. OHA ¢BSI3aHa ¢ MyTally-
sMu B reHe uuroxpoma P450 [Noreau A. et al., 2012]. ITouck apyrux
HEUIEHTU(PULIMPOBAHHBIX XPOMOCOMHBIX YY4ACTKOB, OTBETCTBEHHBIX
32 BO3HUKHOBEHME OOJIE3HHM, ITPOAOJIKAETCS.

N3yuenne naroreHe3a HCII mo3BomiIo ycTaHOBUTS, YTO 3Ta Ma-
TOJIOTMSI OTHOCUTCS K TpyIIie 00Jie3Hel, pa3BUTHE KOTOPBIX CBSI3aHO
C HapyUIEHUEM CTPOEHUS! OeJIKOB BHYTPHKJIETOYHOIO MaTpHKCA.
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VIMEHHO 5TO 0OCTOATENBCTBO OOBSICHSIET YacThIli BO3PACTHOM @
Top GoJjiee mo3aHEro Havyaga 3aboeBaHus 10 50 JieT. i
UsBectHbl yeThbipe mexanu3ma HCII: ‘
1) HapylieHre SMOPUOHAIBHOTO pa3BuTHs 1Uist reHa SPGI,
2) nedexThl (YHKIIMOHUPOBAHUSI OJUTONECHAPOIIMN IS Te
SPG2;
3) MUTOXOHIpHUAIbHBIE HapylieHus: Uit reHoB SPG7, SPG13;
4) HapylleHWs BHYTPUKIETOYHOTO TPaHCIopTa uisi reHoB SPGJ,
SPG4, SPG9 u np.

[MepBuyHasi pUYMHA MyTALlM¥ T€HOB HE M3BECTHA. YCTaHOBIIE-
HO KaK MUHMMYM HECKOJIbKO OEIKOBBIX IPOAYKTOB Ae(EKTHBIX Ie=
HOB, M3 KOTOPbIX HAau0OJI€e M3yYeHbl Maparierud U CIIaCTHH. Ma-
pamierud (SPG7) npeacraBiser coboil 0enoK, COCTOALINMI U3 79§
AMUHOKHCJIOT, M SBJISIETCs SICPHOI MUTOXOHAPHAJIbHOH MeTall-
nonporeasoii. Cnactu (SPG4) — 6enoK, BHICOKO TOMOJIOrMYHbIM li
muToxoHapuanbHoi AT®a3ze, BauMsieT Ha OOpa3sOBaHUE SANEP
TNPOTEMHOBBIX KOMILIEKCOB M BHYTPEHHIOIO MeMOpaHy MUTOXOHI=
puil. YKazaHHbIe O€JIKM MMEIOT OTHOILIEHWE K IIPOLIECCY OKMC/IH=
TeJIbHOTO (hochopuaIMpoBaHusl B HEPOHAX U Pa3BUTUIO MEXaHU3MORB
HelipoiereHepaTuBHOrO Ipolecca. Jpyrue maTolornyeckue Oenku
(aTnmacTvH, CEWIUH, CIIAPTUH U JIP.), UTPAIOLLIME POJIb B MEXaHHU3
passutus otaenbHbIx popm HCIT (SPG3, SPG17, SPG30), uzyye
Hegocratoyo [Mmnapuomkun C. H. u ap., 2006].

Knunnueckue nposisieHus: u xapakrep tedeHusi HCII B onpene-
JICHHOU Mepe 3aBUCST OT TWUIIA HacienoBaHus. [Ipu ayrTocOMHO-I0~
MHWHAHTHOM THIIE YCJIOBHO BBIIEJCHO [Ba BapuaHTa TeYEHMs: JI
NepBOro xapakrepHo paHHee Hauyaso B 20—40 jer u 100poKayecT
BEHHOE T€YEHME; /ISl BTOPOTO TUIIMYHBIM siBiisieTcst Hayaio B 40—60
JIeT U nporpeccupyiollee reueHue. [1pu oboux BapuaHTax BCTpeyael
¢S 3HAUUTENbHbBIA BHYTPU- U MEXCEMEUHbINM NMoauMopGhu3M BO3pac=
Ta 1e6I0Ta M TSOKECTU KIIMHUYECKUX TIPOSIBICHUI, TaKXe OnucaH @
HOMEH aHTHIIMNALWN. AYTOCOMHO-PEIIECCUBHBIN TUIT BCTpEeYaeTcst B
JIBa pa3a pexe JOMMHAHTHOTO, 0COOEHHO B PETMOHAX C paclipocTpa
HEHHBIMM KPOBHO-DOJCTBEHHBIMU OpakamMuy, W BCErja HOCHUT MPO=
rpeccupymollee TedeHue. HavyaabHBIMU TIPOSIBICHUSIMU «UUCTOM,
nim knaccmdeckoit, popmel HCII sBnsiioTcsi HEJIOBKOCTH U 3aTPY/i=
HEHKE IPU OBICTPOI X0Ib0e, 0COOEHHO Ha HOCKAax, Oere, BbIMOJIHE=
HUM TaHLEBAIbHBIX IBVXKEHMI. XapaKTepHbI XKal00bl NalleHTOB Hé
TSDKECTh M CKOBAHHOCTb B HOTAX, MOBBIIIEHHYIO (DU3NYECKYIO YTOM=
JIIEMOCTh, BOJIE3HEHHBIE CyIOpPOTH B Horax Tuma kpamnu. [Toctes
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neHHo B reyeHue 10 et pa3BUBaeTCs CIaCTUYHOCTh UCKITIOUUTENEHO
B HYDKHUX KOHEYHOCTSIX, KOTOpasi 3aTeM CcTabuau3upyercs. Muiiiey-
Has c1abocTh pa3BUBAETCS MO3XKE, YeM CHACTUYHOCTB: MPH peliec-
CUBHBIX (JOpMax — 4yepe3 HEeCKOJIBKO JIET, IPU JOMUHAHTHBIX — Ye-
pe3 MHoro JieT. PopMuUpyeTcst TUITMYHAS TTOXOAKA Ha HOCKAxX, ¢ He-
MOJHBIM pa3rubaHueM B KOJEHHBIX CycTaBax, IpMBENECHUEM Oenep,
YTO MPUBOLUT K IepekpyTy Hor. CTombl MpU Xoab0e C TPYIOM OT-
PBIBAIOTCSI OT I10J1a, HOCKU LETUISIIOTCST 32 HEPOBHOCTHU, M3-3a YETO
MAlMeHThl YacTO MaAaloT M HAYMHAIOT T0JIb30BAThCS ONOPOIl Ha
TpocThb. [Ipn HEBPOIOTMYECKOM OCMOTPE OTMEYAETCS 3HAYMTEILHOE
MOBBILLIEHNUE MBILIEYHOTO TOHYCA B HOIAX MO THUITY <«CKJIAZHOIO
HOXa», BBIPAXXEHHOE TMOBBILICHNE KOJIEHHBIX U aXWLIOBBIX pedek-
COB C KJIOHYCOM CTOII, PEX€ KOJIEHHBIX Yallle4YekK, MaTOJOTMYECKNE
CTOMHBIE 3HAaKM rpymmbl babuHckoro u Poccommmo M COXpaHHOCTH
OprowHbIX peduiekcoB. CrniactuuHocTh npu HCIT Hocut cuMMeTpuy-
HBI XapakTep, MpUYeM MaKCUMaJIbHO BhIpaXKeHa B MBIILIIAX Pa3Ti-
Oaresieil TOIEHU W CTOTIBI M YETHIPEXTIABOM MbIliLe O6enep. OcobeH-
Hoctsamu criactuku npu HCII saBrnsitoTes ee npeobiagaHue Ham mape-
30M M HEKOTOPOE YMEHBUIEHWE B IOJIOXKEHUHU Jiexxa. OTMEeUeHHbIE
MPU3HAKU BbICOKOTO MbiiiieyHoro Tonyca npu HCIT umetor mudde-
PEHLIMAIBHO-AUArHOCTUYECKOE 3HAYEHHE, MTOCKOJIBKY, HECMOTPS Ha
BbIpaXKCHHBIC HapYIICHUsI TIPU XO/Ab0e, JieXa B IOCTEIM MALMEHTHI
JIEMOHCTPUPYIOT XOPOLUYIO CUY B HOrax. Ta3oBble HAPYILIEHMUSI, TIPO-
BOJHMKOBBIE PACCTPOMCTBA YYBCTBUTEIBLHOCTA HA HOTax, >XHWBOTE,
rpyaHou kietke npu «guctoii» HCIT He xapakTephbl. Cuiia B pykax
1 HOPMaJIbHbIM MBIILIEUHBIN TOHYC B HMX IPUA 9TOM TATOJOTHU [T -
TEJIBHO COXPAHSIOTCS, XOTsI U OTMevaeTcst rureppediaekcust. ToabKo
Ha no3nHux cragusix HCII npucoenmHsaioTes MupaMUIHbINA T1apes u
CIaCTUYHOCTh B PyKax, KOTOPbIE OCTAIOTCSI 3HAYUTEIILHO MEHEE Bbl-
paxeHbl, yeM B Horax [benoycosa E. /1., 2010].

B ciyyasix «ocnoxueHHbix» dopm HCII cnactryeckast maparuie-
sl MOXeT COYETaThCsl ¢ MOTOPHOUW WJIM CEHCOPHOM IMOJIMHEBPONa-
TUEH, INWIENTUYECCKUMU TpUnagkamMu (B (popMe MpoCThIX U CIAOXHBIX
abCaHCOB, MUOKJIOHMYECKUX U OMIaTePATbHBIX TOHUKO-KJIOHUYECKHUX
MPUCTYIOB), KOTHUTUBHBIMU, TA30BBIMU, TICEBIOOYIEOAPHBIMU, MO3-
JKeuKoBbIMM HapyleHussmu. Kpaitne penko ripu HCII omucaHbr 3K-
CTpanmvMpaMMUIHBIE PACCTPOMCTBA U MOPaXeHUE YEPEIHBIX HEPBOB.
Cpenu sKCTpaHEeBpaIbHBIX MTPU3HAKOB 3a60/1eBaHMsl MpeobIagaeT na-
TOJIOTWSI a3 (MUTMEHTHAsl PETUHOMATHUs CETYATKM, Karapakra), a
TaKXXe MHOXECTBEHHbIE aHOMAJIWW PA3BUTHSI BHYTPEHHUX OPraHOB
(cepaia, ovyeK), maToJaoTusl KOXH, KOCTHOM W SHIOKPUHHOMN CHUCTEM.
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Y «ocnoxueHHbx» (opm HCII, kak npaBusio, 6osee ObICTPBIA TEMIT
nporpeccupoBaHmst U xyaumii mporrHos [Finiche G. et al., 2009].

B nureparype onucano He meHee 30 kaunudeckux dopm HCII,
KapTUPOBAaHHBIX K OIpEneleHHBIM JiokycaMm reHa SPG. Ux nendar
Ha TPU TPYITILI B 3aBUCMMOCTHU OT TUIAa HaclemoBaHus. K rnepsoi
rpymiie — ayrocomHo-nomuHanTHeie HCIT — otHocat SPG 3, 4, 6,
8,9, 10, 12, 17, 19, 29. BTopyio rpyrmimy — ayToOCOMHO-DPELIECCUBHBIE
HCII — cocrasisnior SPG 5, 7, 11, 14, 15, 20, 21, 23—28. K TpeTbei
rpynne — X-cuerienusie HCIT — otHocsit SPG 1, 2, 16. Bee ati
(GopMbl OTIIMYAIOTCSI BHIPAXKEHHBIM MOJUMOP(GU3MOM CUMIITOMOB,
B TOM YHCJI€ BHYTPUCEMENHBIM.

Cospemennas nuarHoctuka HCIT ocHoBbIBaeTCS Ha KIMHHUYE-
CKMX JAHHBIX M PE3yJbTaTax MOJEKYISIPHO-TE€HETUIECKOTO aHAIU-
3a. Jlaboparopusie uccnenoBanus kposu u LICXK npu HCIT He nn-
(opmaTuBHbl. Dinekrpodusnonsornyeckue Meroauku (YHMT, BbI-
3BAHHBIC IMOTEHIIMANBI) MO3BOJSIOT TOJBKO MOATBEPAUTH HAIMUKE
«OCJIOKHEHHBbIX» (hopM 3a00eBaHUsI, HO TPU 3TOM HUX 3HAYEHUE
JUISE IMArHOCTUKM caMoro 3abosieBaHus He Bennko. CylecTBeHHas
pouib B auddeperHtmanbHoi quarnoctuke «aucroit» HCIT npunan-
JIEXUT pe3yiabTrataM cnuHaibHO MPT, KOoTopbie MO3BOJISIIOT BBIsI-
BUTb 3HAYUTEIbHOE UCTOHYCHME NEPEaHEe-3aHero 1naMeTpa CriuH-
Horo mosra Ha ypoBHe Thy—Thx. [To Halremy onbITy, MOBTOPHOE
nposeaenre MPT rpyaHoro otaena nmpu JUIMTEILHOM TEYEHUM 3a-
6oJieBaHUs M NTPOTPECCUPOBAHUYN KIMHUYECKOW KAPTUHBI ITO3BOJISI-
eT MOATBEPANTH OTPULIATENIbHYIO IMHAMUKY Mpollecca M BBISIBUTh
yMEHBbIIeHWe auamMeTrpa cnuHHoro mosra. Ilpu BeimonHennu MPT
rOJIOBHOTO MO3ra Y NMALMEHTOB C «OCIOXHEHHBIMU» (hopmamu HCII,
OCOOEHHO COMPOBOXIAIOIIMMUCS KOTHUTHUBHBIMKA HapylLIeHUSIMU,
CUMTAETCSl XapaKTEPHBIM BBISIBICHME MCTOHYEHUS MO30JIMCTOrO
Tesa b0 ero areHe3uu. B aTux ciydasix ocoboe 3HAYEHUE MPUOO-
peraeT BBIMOJIHEHUE COBPEMEHHBIX MPOrpaMM HeWpoBU3yali3a-
LUK BekceabHON Mopdomerpuu u auddy3Ho-teH3opHoit MPT.
PesynbTarsl ctepeorakcuyeckoi (hpakiiMOHHON aHM3OTPOIUN TO-
3B0JIs110T Tipu SPG 1] BHISIBUTH HE TOJBKO TTOPaKeHUE MO30JIUCTOTO
Tesla, HO U arpodUIO Ceporo BellecTBa Tajamyca, JTEHTHKYJISPHBIX
siep, CUMMETPUYHOE BOBJIEUEHHE CYOKOPTUKAJILHOrO 0eloro Be-
LIECTBa, y3J0BOM M3BWAMHBI U cTBoJsia [Franca M. et al., 2012].

Juddepenumansasnii auario3 HCIT 06b9HO TPOBOAKTCS C BEP-
TeOPOreHHOI MUEIONATHElH; OMyXOJIMU TOJIOBHOTO (ITapacarTTalb-
HOW MEHUHTMOMOI) ¥ CIMHHOTO MO3ra JiM00 MeTacTa3aMu; CITMHAIb-
HOI (OpMOIi pacCcessHHOTO CKJIep03a; apTepHabHBIMU U apTepHUO-
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BEHO3HBIMU ManbhOpMallMSIMKU CIHUHHOTO MO3ra; CHACTUYECKOM
(hopmoit nerckoro nepedpanbHOro mapanuya (6ones3Hsb JIutmis); y-
HUKYASIPHBIM MUEI030M; OOKOBBIM aMUOTPOGMUUECKUM CKIEPO30M;
TPOTIMYECKUM criacThyecKuM mapamnape3oM; JODA-uyBCTBUTENb-
HOM nuctoHmeit (6one3Hb CUraBbl); MUETUTAMU PA3TIUYHON STHOJO-
u; Metabonmyeckumu 3adoneBaHussMu (6onesHs Kpaboe, 6oe3Hb
Humanna—Iluka, 6onesHb Pedcyma, ampeHOMUENIOHEUpONaTUs H
ap.). Crnoxna auddepenumanbHas auarHoctuka mexay HCIT u
CIIMHAJIBbHBIMU aHeBpU3MamMu. HeBponoruyeckue MposiBIEHUST CTIu-
HaJIbHBIX AHEBPU3M YPE3BBIYAWHO pa3sHOOOpPA3HBI M 3aBUCSIT OT MX
AHATOMUYECKHUX OCOOEHHOCTEH (JIOKaIM3allly, YPOBHSI PACIIOIOXKE-
HUSI, B3AMMOOTHOIIIEHUI ¢ TBEPIOM MO3rOBOM 000JOYKOI) 1 Marore-
HETMYECKOTO BapuaHTa pa3Butusi. Hanbosnee yacto Hepa3opBaBilile-
csl CTIMHAJIIbHBIE AHEBPU3MbI TPOSIBIISIOTCS KOPEIIKOBBIMU OOJISIMU
1 (M) KOMIIPECCUOHHO-CIMHAIBHBIMU CHHIPOMAMU TTOPaKEHUSI
CIIMHHOTO MO3ra Ha Pa3jIMYHOM YPOBHE JTMOO KIMHUYECKUMH CHUMII-
TOMaMU, UMUTUPYIOIIMMY HapyIIeHUE CITMHAIBHOTO KPOBOOOpaIie-
Hus. B ciayyasx mx paspbiBa pa3BUBAETCS MEHUHTIEANbHBIA CUHIPOM
wiu reMatomuenusi, a B LICXK onpenensitoTcesi cBexkue 3pUTPOLIUTHL.
OKOHuaTeNbHbIM [UArHo3 YCTAHABIMBAETCSl IIOCJE BBITOJHEHNS
MP-anruorpacdum Wiv CeIeKTUBHON CITMHAIBHOM aHTHMOTpaduu.

B Hacrosiiiiee BpeMst He CyIIeCTBYET STHOTPOITHOTO WJIH MATOreHe-
truyeckoro JedeHus: HCIT, crmocoOHOro MpeIoTBpaTuTh, 3aIepXaTh WiIn
[OJBEPIHYTh PErpeccy MpOsIBJICHUS 3a00JIeBaHMsI, TTOSTOMY Teparus
00J1e3HM OCTaeTCsl cUMITOMaTHueckoi. OCHOBOIM METMKAMEHTO3HOTO
neyeHust HCIT siBnsieTcst mpuMeHeHWE MUOPEIaKCaHTOB (OakiodeH,
MUIOKAJIM, CHUPHAIy, HAHTPOJEH), KOTOPBIE YMEHbIIAIOT CHACTHY-
HOCTb, HO IIPY MOBBILIEHWH A03bI (Il KaXIOTO MallMeHTa OHA UHIU-
BUIIyaJIbHa) MOTYT yCYIyousiTh ciabocTs Hor. I[lpy HeadheKTUBHOCTH
TabIeTUPOBAHHBIX (hOPM BO3MOXKHO MHTpaTeKaJIbHOE (IT01000I0Yey-
HOeE) BBeleHue 0aknodeHa ¢ MOMOLIBIO ClieLMaTbHOM TToMITbl. [Tpen-
MYIIIECTBOM JaHHOTO TTyTH BBEIEHMNS SBJISIETCS HU3KAd 1034 Mpernapa-
Ta, MaKcUMaabHasl 3HEKTUBHOCTh KOTOPOTO HACTYIAeT CIycTs 6 9
|Exywiesa E. B., HanwiosB A. b., 2002]. Bosbliioe 3HaueHue B Tepaniu
HCII npunamnexur Gu3notepaneBTUUECKUM METOIAM JiedeHust (rma-
pahuHO-030KEPUTOBBIM ATTUIMKALIUSIM, BBICOKOUACTOTHOM 3JIEKTPO-
CTUMYJISILIAM CIIMHHOTO MO3ra) U TUIepOapruiueCcKOoi OKCUTEeHAIINN.

[To Hauemy onbiTy, B psine ciaydaeB HCIT MoxHO 10OUThCS Tepa-
neBTUYecKoro achdekTa mociae NpuMEHEHHs IIOBTOPHBIX KYPCOB BbI-
COKOYACTOTHOM TPaHCKPaHUATbHOW MarHUTHOW CTUMYJIsuuu. Omnu-
CaH TOJOXUTEIbHbBIN Pe3yabTaT JIEKTPOCTUMYJISIIUN aHTATOHUCTOB
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CMacTU4eCKUX MbIII. Cpear COBPeMEHHEBIX METOIOB JIEYEHUS CIie-
JIyeT BBIIEIUTH BBEICHUE B CITA3MHUPOBAHHBIE MBIIIIIBI OOTYIOTOKCH=-
Ha (zucropta) B no3e 500—1500 en., XoTst MPOIOIKUTETEHOCTE TEpa-
nesruyeckoro acdekra He mpesbiaeT 3 Mecsiua [Franca M. et al.,
2012]. ITpu HCII Benmka poib JieueOHOU (DU3KYILTYPHI, IIOCTU30-
METPUYECKOM pelakcauu, pacciaabisiolnero Maccaxa, CO3JIaHusl
HOBOI'O CTepeoTHIia XoAb0bl. YacTy MalMeHToB MoKas3aH Moadop op-
TE30B WM XMUPYPruvecKoe JeYeHUe MPU Pa3BUTUM KOHTPAKTYP.

[Iporuo3 npu HCII 3aBUCHUT OT KJIIMHWUYECKOI (DOPMBI ¥ THUITA Ha-
CJIEIOBAHNS JIaXe Y YIEHOB OJHOW ceMbM. [Ipu «umucThIX» hopMax
MPOTHO3 Oosiee OnaronpusTeH: 3aboaeBaHUe Yalle MUMEET MEUIEH-
HBIIA TUI NPOTPECCUPOBAHUS U TTALMEHTHI COXPAHSIOT CITIOCOOHOCTh
K CaMOCTOSITEJIbHOMY TEepeABIKEeHUI0 Ha (ase IIaro B TeYeHUeE
MHorux Jier. [Ipu «ocnoxraeHHbIx» popmax HCII 3aboneBanue, KaK
MPaBUIIO, MIPOrpecCUpyeT ObICTPEE M MAlIMEHTHI IePecTaloT XOAUTh B
cpenHem yepe3 10 et or Havyama GoOIe3HN.

B kauecTBe wumocTpaliu 0Co0EHHOCTEN KITMHNYECKON KapTUHbL
OIHOM U3 «ocioxHeHHbIX» Hopm HCIT npuBonum cobcTBEHHOE pa-
Hee onyonnkoBaHHoe HabmoneHue [[Tonomaper B. B., 2005].

MauuenTka B., 22 roga, noctynuna ¢ xanobamu Ha CKOBaHHOCTb 1 CriabocTb B HOrax,
HapyLLeH\e NoxXoaKku, 6onesHeHHbIe Cy[opOori MbiLLL, HOT. BorbHa ¢ 8-neTHero Boapa-
CTa, Koraa npu oopMIeHUn B TaHLEBanbHbIA KPYKOK POAWUTENU 3aMETUMM HEMOB-
KOCTb, @ 3aTe€M CKOBaHHOCTb M cnabocTb B Horax. Ha nepBbix aTanax guarHocTuposaH:
fAeTckuii LepebpanbHbiit napanuy. OgHako TedeHue 3a6onesaHnst HOCUO MeanNeHHO
nporpeccupytoLuii xapakrep. C 10 neT npucoeanmHUIOCh CHUKEHWE NaMsAT, BHUMa-
HUA, CTana oTcTasaTh B yMCTBEHHOM PasBUTUM (B CBA3M C 9TUM C 4-T0 kracca oby4a-
nack B cneuuanuamposaHHol wkone). B 19 net ycraHosnewa Il rpynna uHsanuaHo-
CTU. V13 paHee nepeHeceHHbIX 3a6oneBaHnii OTMeYarna aKCcCyAaTUBHbIN AnaTes, PeaKo
npocTyaHble 3abonesanus. B cembe aHanornyHbix 3abonesaHuii He Bbino.

Mpu noctynneHun oblLuee coctosiHve yaoeneTsoputensHoe. ALl 120/80 mm pr.
1. ComaTn4ecKoii NaTonorui He BbIBNEHO. B CO3HaHUM, OPUEHTUPOBAHA, CHUXEHa
KPUTUKa K CBOEMY COCTOSIHUIO. [lnanornyeckas peyb OAHOCHOXHAs, CrOBapHbIi 3a-
nac 6eaHbii. Pacctpoera ppasosas peub. McnbITbiBaET 3aTPyAHEHUS MPU YTEHUA U
nucbme, He BbINOSTHAET NpocTenLue apumeTideckue AencTBUS, HE OPUEHTUPOBa-
Ha B coLinanbHbix cutyaumax. OueHka ypoBHS UHTENNEKTYansHOro passnTus Mo Tec-
Ty Bekcrniepa cauaetenscTeyeT o AeuULMTapHOM passuTi GOMbLUMHCTBA AUarHoC-
TUPYEMbIX UHTEMNeKTyanbHbIX yHKUMA. HeBponoruyecku: apavkn D=S, rnazoasu-
ratesibHbIX HapyLWeHWid, HucTarma Hert. Jlerkas nuueBasi acuMMETpUs, HaMmeyeHbl
akcuanbHble pedrekcs!. Cuna B pykax JoCTaTo4YHas, MbILLIEYHbIA TOHYC HE U3MEHEH.
Cuna B Horax CHinkeHa 4o 4 6annos, peakoe NoBbilLEHe MbILLIEYHOTO TOHYCA B HIUX
no nupamuaHomy Tuny. Fny6okue pednekchbl Ha pykax OXuBneHbl 6e3 pasHuLbl CTO-
POH, KONEHHbIE, axumnoBbl pedneKkcsl BbICOKWE, UX 30HbI PaCLUMPEHbI, KIOHYCH
CTOr, BbI3bIBAIOTCA NATONOrMYECKUE CTOMHbIE 3HaKW rpynnbl BabuHckoro n Pocconun-
MO. BpioLHble pedrekckl xuBble. Jlerkas 6onesHeHHOCTb Mpy Nanbnauun HepBHbIX:
CTBOJIOB Ha rOfNeHsIX, MMNecTesns C ypoBHSI KOMEH 1 runepecteauns Ha ctonax. Mny6o-
KO-MbILLIEYHOE YYBCTBO HE HapylueHo. Moxoaka cnacTuko-napeTudeckas ¢ onopo
Ha TpoCTb (puc. 2.29). HapylueHus yHKUMM Ta30BbIX OPraHoB He BbISIBEHO.
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Puc. 2.29. Moxoaka naumenTtkun B., 22 roga,  Pwuc. 2.30. MPT rpyaHoro otgena aToi xe
C QMarHo3om «HacrneacTBeHHas nauveHTku (B.): KOCTHO-AEeCTPYKTUBHbIX
cnactuyeckasi napannernsay» U3MEHEHWIA He BbisiBNeHo. COOTHOLeHWe
(mosicHeHuUs1 8 mekcme) Ten NO3BOHKOB npaBurbHoe. CarutransHbIn
pasmep NO3BOHOYHOrO KaHana Ha yposHe
Thy 10 Mm. OTMeHaeTcs sHauuTenbLHOe
yMeHbLUEHWe NepeaHe-3agHero pasmepa
CMMHHOTO MO3ra Ha 3TOM ypOBHE A0 6 MM

OBcneposanue: obLeknuHuYeckue, BUoxMMmMYeckue aHanusbl KPOBU B HOpPME.
CeneKTUBHBIN CKPUHWHT HE BbISIBUIT HACNEACTBEHHbIX HapyLUeHWii obMeHa BeLecTs.
AKTUBHOCTb nu3ocomMarnbHbIX (hepmMeHToB B neikouutax (berta-rnokosvaasa, be-
Ta-ranakTosugasa, anba- u 6era-maHHo3unasa, 6era-rekcozamuHnaasa, apuncy-
nbghatasa A) B Hopme. SHMI: cHuxeHa amnnutyaa M-oteeta, CINW no asuratens-
HbIM HEPBaM HWKHUX KOHEYHOCTEeN B Hopme (45 m/c). LICXK: 6enok 0,18 r/n, uutos
6x108 kn./n. OkynucT: ocTpoTa 3peHus 1,0/0,7, ¢ koppekuueit 1,0; rmasHoe aHo 6e3
natonorun. MPT ronoBHOro Mosra: natonornyecknx o6 bemMHbix obpasoBaHuii B no-
TI0CTV Yepena He BbisBIIeHO. basarnbHble LMCTepHbI, Xenyao4ku Mosra, KopTukans-
Hble 60p03/bl 06bLIYHBIX Pa3MEPOB, YacTU4Has runonnasust Mosonuctoro Tena. MPT
rPYAHOro OTAENa: KOCTHO-AECTPYKTUBHBIX M3MEHEHWIA He BbisiBrieHo. COoTHOLWEeHMe
Ten No3BOHKOB npasunbHoe. CarnTTanbHbli pasmep NO3BOHOYHOrO KaHana Ha ypoB-
He Thy 10 Mm. OTMevaeTcs 3HaunTeNnbHOE yMEHbLUEHUE NepeaHe-3aHero pasvepa
CMWHHOTO MO3ra Ha 3ToM ypoBHe A0 6 Mm (puc. 2.30).
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Taxum obpasom, y MamMeHTKH ¢ IETCKOTO BO3pacTa MOCTENEHHO
Pa3BUJICSI HIDKHUM CITACTUYECKMI TMapanape3 ¢ XapaKTepPHBIMU IS
HCII ocobeHHOCTSIMM, OTMEeYeHHBIMU BhIILE. CIIyCTs HECKOJIBLKO JIET
K KJIMHUYECKOW KapTHHE MPUCOCAMHWINCh YMEPEHHbIE KOTHUTHB-
Hble HapylIeHUs U JIeTKasi CEHCOpHAasl aKCOHAJIbHAs IMOJIMHENpona-
THs. TemIl pa3BUTHUSI CUMIITOMOB HE OTJIMYAJICS OBICTPBIM MPOrpec-
cupoBaHueM. 3a60JIeBaHUE, BEPOSITHO, HACIIEAYETCS MO ayTOCOMHO-
PELIECCUBHOMY THUITY, O YeM CBUAETEILCTBYET OTCYTCTBHME IMOTOOHBIX
MALMEHTOB B CEMbE CpeiM OMVKaMIIUX POJCTBEHHUKOB, paHHEE Ha-
yayio 00JIe3HN U HATW4YUe «OCI0XHEHHON» dopmbl HCIT (HykHMiMA
CIIACTUYECKUIA mapanape3 + neMeHuus + noauHeBponarus). [1o k-
HUYECKOM KapTHHE TOYHYI0 (opMy GOJIE3HU YCTAHOBUTH HEBO3MOXK-
HO. MOXHO npearonarats, mockojibky JIHK-auarHoctrika He 1ipoBo-
OAJIach, YTO Yy MAUMEHTKW CriacThyeckas mnaparuierus 11-ro tuma
(SPG1I). Bty hopmy CUMTAIOT CAMOI YaCTOM U3 BCEX «OCIIOKHEHHBIX»
peueccuBHbIx HCII, nmockoabKy OHAa COCTaBISIET OKOJIO TOJIOBUHBL
ciydaeB Oose3Hu. J1ast Hee yCTaHOBJIEH MAaTOJOTMYECKUit TeH, KapTh-
poBaHHBII B JoKyce 15q13-15. Bo3pact Hauana 3ab0sieBaHuMsT pasiiv-
YaeTcs Jaxe B Mpeesiax OMHOM CeMbH U KOJIEOIETCSl OT pAaHHETO JeT-
ctBa (1 rom) mo 50 ner, omHako GoJjice TMOUYHBIM CUMTAETCS IEOIOT
1o 10-netHero Bo3pacra. KimHuueckue nposipiieHus SPG1 1 3akmoda-
I0TCSI B COUYETAHUM HIDKHETO mapariapesa ¢ JeMEHLIME, MoJInHEBPO-
natueid. [To3aHee K HUM MOTYT MPUCOEIMHUTHCS CUMITTOMBI TTApKUH-
COHM3Ma, SMWIENTUYECKUE TPUITAAKK WM BPOXICHHAs KaTapakTa
[Mnnapuoiwuxkun C. H. u ap., 2006]. K 4ucity xapakTepHOro, HO He Ta-
TOTHOMOHWYHOTO Tipu3Haka SPGI] OTHOCAT areHe3ni0 MO30JIMCTOrO
Teja, YTO TAKKe OTMEYEHO B HallleM HaOMoneHuu. TeMIT porpeccu-
POBaHUS JTAHHOU (POPMBI CYIIIECTBEHHO BAPbUPYET, HO Yallle IIPOrpec-
CUpOBaHUeE Mpoliecca 0osee ObICTpoe.

2.2.7. MHOTOHMMH

Muotonuu (G71.1 mo MKB-10) — rpyrma peakux HaclaeaCTBEHHBIX
HEPBHO-MBIIIEYHbIX 3a00JICBaHNUI, Pa3BUTUE KOTOPBIX 00YCIOBICHO
HapyLUEHUWEM IIPOHMLAEMOCTH WOHHBIX (KaJlMeBbIX, HATPUEBBIX,
XJIOPHBIX) KaHAJIOB.

OCHOBHBIM MAaTOMU3MOIOTUIYECKUM MEXAHU3MOM M3MEHEHHMS
TPaHCIIOPTAa MOHOB NIPU MUOTOHMU SIBJISIETCSI AETIONSIPU3ALINS MbI-
LIEYHOW MEMOpPaHbl M KPaTKOBPEMEHHBIN OJIOK IMOTEHIIMAIA TeCT-
BUSI, YTO MPOSIBJIAETCS 3aTPYAHEHUEM pacciabieHUsT MBIIILBI TTOCE
aKTUBHOTO COKpauleHus. PasButue MUOTOHUHM OOYCIOBJIEHO pas-
JIMYHBIMUA MYTaUMsIMUA (MMCCEHC-3aMEHbI, [ECLIUU, WHCEPIIUM,
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HOHCEHC) B T€HaX, KOTOPbIE KOAMPYIOT BHIPAOOTKY CIIEHU(PUIHBIX
0eJIKOB, PeryJuUpyouIMxX MPOHUIIAEMOCTh MOHHBIX KaHaioB. Hapy-
LLIEHWE TPAHCIIOPTAa UOHOB Y€pe3 COOTBETCTBYIOIINE KAaHAIBI IPU-
BOJIUT K TMIIEPIONSPU3ALIMM MEMOpaHbI U TIEpeBOy ee B pedpak-
TepHOe (HeBo3Oynumoe) coctosinue. [Ipuuem gedekT MOHHOTO
TPaHCIIOPTa CBS3aH KakK C aKTUBAllMEW KAaHAJIOB, TaK U ¢ OBICTPOM
uHaktuBanueit [Cannon S. C., 2000].
Brinensior HeckonbKo Kimandeckux opm Muotonuu [I'yces E. U.

u ap., 1999]:

e 0os1e3Hb ToMceHa;

e aTpoduyecKass MUOTOHUS,

e XOH/IpOAUCTpOGUYECKAs MUOTOHMSI;

e NIPOKCUMMAaJIbHAsI MUOTOHUYECKAasi MUOITATHS;

e TTAPAMUOTOHMUS;

e MHUOTOHMST bekkepa.

O6nuraTHbIN TIPU3HAK BCEX YKA3aHHBIX KIMHUYECKUX (HOpM
MUOTOHUM — HAIMYUE MUOTOHMUYEcKoro cuHapoMa (MC), KoTopslii
[IPOSIBJISIETCSI HEBO3MOXHOCTBIO OBICTPOTO pACTIPSIMIIEHUS TTATBLIEB
I10CJIe TIEPBOrO CUJIBHOTO (POPCUPOBAHHOTO CXATUSI KUCTEH B KyJIaK.
XapakTepHbIMU [UISI MUOTOHUU TIPU3HAKAMU SIBJISIOTCSI MOCTEIEH-
HO€ YMEHbIIEHWE MBIIIEYHOTO CIa3Ma B TEIUIE U MPU ITOBTOPHBIX
JBVDKEHUSAX MaIbLEB KUCTU ((heHOMEH «BpabaThIBaHUS») U 00pa30-
BaHUE TUITMYHOTO MBILLIEYHOTO BajMKa B MECTE MEePKYCCUM MBIIIIIBI
¢ IMKOI1 B MecTe yaapa. [Ipu pasauuHbIXx HopMax MUOTOHUN KITUHM-
yeckass KapTUHa AOMOJHSETCS aMUOTPOQUSAMI KOHEYHOCTEH, 3H-
JIOKPDUHHBIMU, OOMEHHBIMM, KOTHMUTMBHBIMM HapyiueHusMu. Pac-
[IPOCTPAHEHHOCTh, TUIl HacjleAOBaHMsI, BO3pACT Hadalla, TreHIepHBIE
pasnuuus, TUM TEUEHUS, TEHETUYECKUI PUCK, TEMIT TTPOTPeECCHPOBa-
HUST PA3IMYaloOTCsl B 3aBUCHMOCTU OT heHOTHIIa MUOTOHUHU [Rop-
per A. H. et. al., 2014].

MuroToHmrsa TomceHa

Muoronust Tomcena (MT) siBasieTcst camoii M3BECTHOIM M pacIpo-
cTpaHeHHO! (hOpMOI BPOXKACHHBIX HEAUCTPOMDUIECKUX MUOTOHUIA.
ITepBbIM NMOAPOOHOE KIMHUYECKOE OMMCAHME 3TOM IAaTOJIOIMK Jal B
1875 r. marckuii Bpau A. Thomsen, caM cTpajaBILIKii 3TUM 3a00j1eBa-
HueM U uMmeBlIMi 20 G0JBHBIX POICTBEHHUKOB B YETHIPEX IMOKOJIE-
Husix. Pacnpocrpanennocts MT cocrasisieT ot 1 1o 9,4 cirydaeB Ha
100 ThIC. HaceaeHMs], UTO 3aBUCUT OT CTPAHBI M STHHYECKOM MPUHA/I-
JNexXHocTU. TUITMUHBIHM 1e0I0T MPUXOAUTCS Ha IETCKUIA U TIOAPOCTKO-
BBII BO3pacT, yalle BcTpevaercst y MaibuukoB. MT Hacieayercs o
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ayTOCOMHO-IOMMHAHTHOMY THITy C BBICOKOW MEHETPAHTHOCTHIO W
OTCYTCTBUEM MpoOIycKa B pa3HbiX nokojeHusix [Kyp6aroB C. A. u
ap., 2016].

[lepBbIM M €AMHCTBEHHBIM KIMHUYECKUM TiposiBieHneM MT siB-
nsercs MC, yeuauBalomuiicss Ha XoJIofe, ¢ 4eTKUM (EHOMEHOM
«BpabarbiBaHms». [Ipy ocMOTpe y MalMEeHTOB BBISIBISIIOTCS] CUMITTOM
MBILIEYHOTO BaJIMKA (SIMKa TTOCJIe yaapa MOJOTOYKOM Ha SI3bIKE WU
IJIeue, COXpaHsouascs 10 HECKOJbKUX CeKYH/) U CUMNTOM 00Jib-
oro najblia (MEAIEHHOE TMpUBENECHUE OOJBIIOTO Tajblia MOCe
yaapa 1o TeHapy kuctu). Yacro y nauveHToB ¢ MT oTmevaeTcst aTiie-
TUYECKOE TEJIOCTOXEHUE, OIHAKO MbIIIIEYHAs CUJIA B KOHEYHOCTSIX Y
HUX 00bIMHO cHMXEeHA. CyXOXUIbHO-TIEPUOCTATBbHBIE PedIeKChl HE
U3MEHSIOTCS, OJHAKO MPU UX BBI3BIBAHUM HAOIIOOACTCS 3aMeUIeH-
HOE paccnabiieHue MBI (MUOTOHUYECKHE CYXOXUIbHbBIE pediiek-
cbl). YyBCcTBUTENBLHOCTL He Hapymiaetcs. [Ipm wronpuaroit DMI ¢
m. abductor pollicis brevis y nogansironiero yucia nanueHTos ¢ MT
BBISIBJISIIOTCSl XapaKTEPHbIE HApYLIEHUS: CIIOHTaAHHAasi aKTUBHOCTD B
BUJE MMOTOHMYECKMX Pa3psiioB M Mpu 3anmucu M-oTBeTa — <«3BYK
nuKupyoouiero ooMoéapnupoBiiyka». [Ipy pUTMUYECKONW CTUMYJISI-
LMW PETUCTPUPYETCS AeKpeMeHT M-oTBeTa. YpoBeHb KpeaTHH(OC-
GoxuHazpl 00bIYHO He u3MeHsietcsi. MT xapakTtepusyercst 100pO-
KayecTBeHHbIM TeueHueM |Mattle X. et al., 2015]. OnHako cienyer
YUMUTBIBATh, YTO MEpBUYHASA TTOCTAaHOBKa auarHo3a MT MoxeT mpu-
BOIMUTb K ACTIPECCMBHBIM COCTOSIHMSIM, B TOM YMCJIe, 1O HalIeMy
OIBITY, K 3aKOHYECHHBIM CYUIIMIAM.

[TpuBOoIMM OXHO M3 CEpUM HALLIMX HAOJIONCHUIA.

BonbHon C., 26 neT, CTyAeHT, Npu NOCTYNNEHUN B CTALMOHAP XanoBascs Ha 3a-

TpyAHeHue npu pasrubanuu kuctei pyk. boneH ¢ poxgeHus. MNpu NPoOXoxXaeHun Me-

AVLVHCKOWM Aonpu3bIBHOM kKomuccum (B 17 neT) Bnepsble o6palleHo BHUMaHWe Ha

MC. B nocrniegytolume rofibl NporpeccuposaHnst 3abonesaHusi He OTMeYarn, OHaKo

yyBcTBOBan cebn xyxxe B xonogHoe Bpemsi rofa. B cembe aHanormyHbIM 3aGonesa-
HUeM CTpagatoT gea v Mathb.

O6bekTuBHO Npu MOCTYNNEHUN COCTOSIHUE YAOBNETBOPUTENbHOE. XOPOLUO passu-

Ta MblllieyHas cuctema. ComaTu4eckon natonoruu He BoisisnieHo. ALl 120/80 mm pr.
cT. B cosHaHuu, opueHTMpoBaH, ageksareH. HepenHbie Hepsbi 6e3 natonorun. Cuna g
KOHeYHocTaX goctatoyHas. OnpepensieTcsa Yetkuii MC (pasrvbaet nanbubl KACTER

yepea 10 c), Npy NOBTOPHbIX ABWKEHWUSX MbILLEYHbIN CNasM ucyesaeT. Monoxurens-

HbI CUMMTOM MbILLIEYHOTO BanuKka Ha A3bike 1 nonartke. CyXOXuIbHO-NMEPUOCTanNbHbLIE
pednekchbl cpeaHet xuBoct D=8, 4yBCTBUTENBHOCTL HE HapyLueHa.

O6cnenosanue. Mpu SMIT perucTpupyeTcss MUOTOHUYECKUI TUM HaPYLUEHWIA
(puc. 2.31). O6Lwwme aHanuabl KPOBK U MoYu Ge3 natonoruu. CoaepkaHue KpeaTuH-
docoknHasbl B kposu 45 UL (Hopma 15—110 IUL).
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Puc. 1.4. PesynbTaThl CEKLMOHHOMO UCCMNEA0BaHUS TOMIOBHOTO MO3ra
nauvienTta H., 52 roga, ¢ AnarHo3oM «KOHLeHTpUYeckuii ckrepos banoy:
MUKPOCKOMUYECKN OBHapYKeHbl KOHLIEHTPUYECKM YepeayoLInecs
CBET/ble U TEMHble NoNockl B 6enom BelecTse
neBow 3aHe-NobHO-BUCOYHO-TEMEHHOW 0bnacTu (cmpesnku)

Puc. 1.7. MukpodoTorpadus rpaHynemsl npu CTX:
B LieHTpe B0MbLIoe KONUYECTBO AMUTENNOUIHBIX KIETOK;
no nepudepumn rpaHynems! ToHKas MembpaHa
OTrpaHu4MBaeT ee OT IMMMONAHbIX KIIETOK



Puc. 1.19. Broncus nogyentocTHoro
oBpa3oBaHna 1 OKPYXKaoLLMX TKaHewn

aTou xe nauuneHTku (I".): TMcTonornyecku
CTEHKW MEeJIKVUX apTepuii KOXu

0BUNBHO MHPUNBTPUPOBAHBI
makpodparamu u numcouuTamu n
OKPYXEHb! Y4acTKaMy CoeaUHUTENbHON
TKaHu ¢ aBneHnammu ubpuHonaHoro
HeKpo3a, paspyLuatoLLyMy CTEHKY apTepumn

Puc. 1.21. Mukpockonuyeckve UamMeHeHus,

- C MNOSMAHIMUTOM: rpaHynemMaTo3Hbie

Puc. 1.18. MauyuenTka I'., 41 roa,

C ANArHo30M «y3esIKOBbIA MONUaPTePUNT»:
Ha KOXHbIX MOKPOBAX HWKHUX KOHEYHOCTEN
BbIpaX€HO ceTyaToe nuMBeao

¥ MENKue A3Bbl

Puc. 1.22. MauueHTtka M., 53 roga,
C AMarHo3oM «ayToMMMyHHasi
odranbmonaTus»:

BbIpaXEHHbIV ak3odTanbm,
rMNepeMmns KOHbIOHKTUBSI,
SIPKO-KPaCHbIN XeM03 NeBoro rnasa

Puc. 1.26. PesynbTathl cexumu
nauueHTa 4., 30 ner,

C AvarHo3om «6onesHb Mos-Mosi»:
MaKpOCKONUYECKN B MO3re 06HapyXeHbI
TpombupoBaHHble 06e BHYTpeHHWUe
COHHbIE apTepuu U Nx BETBY,
MO3BOHOYHbIE apTepun 1 cocyabl
BUNNU3veBa Kpyra

XapakTepHble Ans rpaHynemarosa
Puc. 1.27. PesynbraThl cekuumn

3TOoro Xe nauuexta (4.):
MUKPOCKOMUYECKMU B CENe3eHke,
Nerkux, rofloBHOM 1 CMIMHHOM MO3re
BbISIBNEHA KapTUHa rpaHyfieMaTo3Horo
rMraHTOKNETOYHOro BackynuTa

MHUNLTPaTLI B CTEHKax apTepuit
NepuBacKyrisipHO ¥ UCTOHYEHWNE UHTUMbI
[Rubin E., Farber J., 1994]



Puc. 1.31. Mukpockonuueckue
V3MEHEHUs B rOfTIOBHOM MO3re,
xapakrepHbie ans BUY-aHuedanonatum:
MyJbTUHYKeapHbi Makpodar, °
OKpYXEHHbI Anddy3HBIM aCTPOrNMO30M
[Rubin E., Farber J.,1994]

Puc. 1.32. Mukpockonuyeckue
VU3MEHEHUS B FTONTIOBHOM MO3re,
XapakTepHble A5 MynbTUdoKansHoOu
= neiikosHuebanonaTn:

| Ha rpaHuLe ceporo n 6enoro BelecTsa

' TUNWYHbIE ANS AEMUENMHU3aLUK
»* [Rubin E., Farber J.,1994]

Puc. 1.33. Mukpockonuyeckue
U3MEHEHUs1 B rONIOBHOM MO3re,
XapaKkTepHbie [Ans MynbTUoKanbHo
nevikosHuedanonaTum: NonMMopdHbIe
BHYTPUAAEPHbIE BKITIOYEHNUS B acTpoumuTax
[Rubin E., Farber J.,1994]

Puc. 1.35. PeaynbTathl TpaHCcHa3anbHoM
buoncun naunertkun C., 54 roga,

C AMarHo3oM «runepTpoduyeckunin
6asanbHbIi NaXMMEHUHIUT»:

BCe More 3peHus NokpbiBaT
Bo3byautenu Buga mucor

pasnuyHoro pasmepa — ot 5 go 15 Mk,
MOKPbITbIE Kancynon

Puc. 1.37. Tunu4yHasa 3XMHOKOKKOBaA KucTa: U3HYTPU Ha paspese COCTOUT U3 MHOXeCTBa

[04epHUX K1CT (A); npu MUKpocKonum (cripasa Haneeo) nuHenHas obonoyka, kotopas
OTAENAET MHOXECTBEHHbIE NINYMHKM 3XMHOKOKKA, Haxoaswmecs B nonoctu kuctel (B)
[Rubin E., Farber J.,1994]

Puc. 1.41. Makpockonu4eckue usmeHeHus ayrv aopTbl Npu BUCLEpansHOM cudunmce:
MHOXECTBEHHbIE U3bSA3BIIEHNA UHTUMbI — CUMNTOM «KOpa AepeBay
[Rubin E., Farber J.,1994]

Puc. 2.9. KTA (TpexmepHas peKoHCTpYKLMS)
nauueHTkn A., 70 neT: pasopBasluascs MewoTyaTas
aHeBpu3ma npasoit BCA (cmpesiku)



Lura mater spinalis
A. vertebralis

N. suboccipitalis

Vortehra carvic

Puc. 2.13. Tonorpadusa aHomanuu Kummepne (rnosicHeHue 8 mexcme)

o T L L ey = ne

Puc. 2.15. Y3/ BLIA nauuenTku I"., 42 ropa (aHomanus Kummepre), 4o onepaumm:
npy1 NOBOPOTE rOfI0BbI BrPaBO CKOPOCTbL KPOBOTOKA B npasoy MA ymeHbLuaetca o 21 cv/c (A);
NPV HAKIMOHE rofoBbl BHI3 KPOBOTOK B npasoii INA He Busyanusupyetcs (B)

Puc. 2.17. Y3W BLIA atoit xxe naumenTku (I.) nocne onepauum:
npy NOBOPOTE rOoBbI BMPaBO KPOBOTOK B npasow IMNA ymeHbLaetca ¢ 37 cm/c go 27 cv/c (A);
NP1 HaKMOHE rornosbl BHU3 KPOBOTOK B rpasoii [MA nony4eH co ckopocTtbto 30 cm/c (B)
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Puc. 2.20. AHaTOMUsi BEHO3HON CUCTEMbI CIUHHOIO MO3ra



