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BBeaenue

Cunnpowm I'nitena-bappe (CI'b) (ocTpast BocranuTenbHas 1eMHCIMHU3UPYIOIIAs
noJIMHeponartus, cuaapoM I miteHa-bappe-IITpons, GppaHIy3ckuil MOJTUOMUEITHT,
BOCXOSIINN napanny JIanapu) — coOupaTenbHblil TEPMUH ayTOMMMYHHBIX
3a00JIEBaHU, KOTOPBIE XapaKTEPU3YIOTCS OCTPBIM JIEMUETUHU3UPYIOIIHUM [TOPAKEHUEM
nepudepuyeckoit HepBHOU cuctemsl (ITHC) ¢ pazButrem oOpaTuMoit MbIIIIEUHON
cnaboCTH U HapylieHueM dyBcTBUTenbHOCTH. Ha cerogusimnamii nenp CI'b — camas
yacTasi IpUYMHA OCTPBIX MepudpepruuecKux napainuen kak B Poccuu, Tak 1 BO MHOTHX
CTpaHax MHUpa. DTa HO30JIOTUSI BXOJUT B YHCIIO IEPBBIX CEMHU MPUOPUTETHBIX HAYYHO-
HCCIIEA0BATENBCKAX HAIIPABICHUM B MUPOBOUW HEBPOJIOTHH U BKIIIOUECHA B €BPOIIEUCKHN
nepedyeHb opdanusix Oosesneii [1]. Exeronno B mupe CI'b mepenocst B cpentem 1,5-2
yenoBeka Ha 100000 HaceneHus B roj. 3a00JI€BaHUIO TIOJIBEPIKEHBI JTFOJIH BCEX
BO3PAaCTHBIX KaTErOpHii, 0AHAKO yalie 0oJie3Hb pa3BuBaeTcs B Bozpacte oT 30 1o 50 ner,
MY>KYHMHBI CTPAAAat0T HECKOJIBKO Yalle KEHITUH.

Cunnpom ['nifena — bappe BriepBbie onucan ¢paHIly3ckuM HeBposiorom J[x. Jlanapu B
1859 r., a Bmocnencteuu — I'. I'uitenom, /x. bappe u A. llltponem (1916), koTopsie
MIPOJIEMOHCTPUPOBATH 0CO0YIO (hOPMY MEPBUYHOTO MOJUPATUKYIOHEBPUTA Y IBYX
conmat gpaniy3ckoi apmun. M3HauansHo aBTOpHI npeanoiarai, uto CI'b umeet
OJaronpusATHBIA MTPOTHO3, OJJTHAKO MO3KE BBISICHUIIOCH, YTO BO3MOYKHBI JIETAJIbHBIC
MCXO/Ibl U3-3a Pa3BUTHS BOCXOJSIIETO Mapajanya U IbIXaTeIbHON HETO0CTaTOYHOCTH.

1. OTHoJIOTHA U IATOTEHE3

OOmenpuHATON ABIsIETCS NH(PEKIMOHHO-aJUIEpruyecKasi TEOpHUs BOZHUKHOBEHHUS
0one3nu. Pazputuio 3a00eBaHus MPEeAIECTBYET KOHTAKT OpraHru3Ma ¢ BUPYCHOU MU
OaxTepuanbHOi HH(peknuen. CormacHo TUTEpaTypHbIM AaHHBIM Yepe3 10-14 nueit mocne
NEPEHECEHHON BUPYCHOM pecriupaTopHoOil HH(PEKIIUU BO3HUKAIOT CUMITTOMBI IAHHOTO
3abosneBanus. B kauecTBe HH(EKIMOHHBIX ar€HTOB MOT'YT BBICTYIIAaTh TaKUe
B0o3OyauTenu, kak Campylobacter jejuni, Mycoplasma pneumonia, IJuTOMETraJIOBUPYC,
BUpyc DniureiiHa-bapp u Bupyc rpunmna B kanHu4eckol mpakTuke 3auKCUPOBaHbI
cinyyau CI'b nocie xupyprudeckux onepanuil ¥ BakKIMHauui. Ajiepruyeckas npupoaa
n3meHenuii mpu CI'b noaTBepxaeHa 3KCIIepUMEHTAIbHBIMU HCCIIEIOBAHUSIMU C
HCIIOJIb30BAHUEM B KAUE€CTBE AaHTUI'€HA YMYJIbCUM U3 TKAHW HEPBHBIX CTBOJIOB, UTO
MIPUBOAWIO K PA3BUTHIO MOJUPATUKYIOHEUPONIATHH Y dKUBOTHBIX.

CI'b xapaktepu3yercsi ayTOMMMYHHBIM TIOPaKEHUEM MepUQpepruIecKor HEpBHOM
CHUCTEMBI, KOTOpasl Yallle IPUBOAUT K JEMUCINHNA3ALUN U 3aTEM K BTOPUYHOU
AKCOHAJIBHOM JECTPYKLMU HEPBHBIX BOJIOKOH, MHOI'/IA IOPAKEHUE MUEIINHA U aKCOHOB
MOET BO3HUKATh 0JHOBpeMeHHO. B ocHoBe CI'b nexaTt ayTonMMyHHBIE MEXaHU3MBI,
KOTOPBIE 3aIyCKAIOTCA B Pe3yJIbTaTe NEepeHECEHHON BUPYCHOM MM OaKTepHaIbHOU
uHpekueil. Ma(pekunoHHbIe areHThl Ha CBOEH MOBEPXHOCTH UMEIOT CTPYKTYPHI
(omurocaxapubl), CX0KHE CO CTPYKTypaMu (TaHTIIHMO3UIaMH) iepu(epruieckux HEpBOB,



B PE3YyJIbTATE YETO BOSHUKAET «MOJIEKYJIIpHAs MUMUKPUS», BCIEICTBUE KOTOPOI
MPOUCXOIUT MPOAYKIIMS ayTOAHTUTEN K aHTUT€HaM TepudepruiecKoil HEpBHOM CHCTEMBI.

B octpoii ¢aze 3ab6oneBaHus TPOUCXOIUT U3MEHEHUE KJIETOYHOTO Y TYMOPAJIBHOTO
UMMYHHTETA. B CHIBOPOTKE KPOBU OOIBHBIX OOHAPYKUBAIOTCA aHTUTENA K MUEIIUHY
nepudepruuecKux HEPBOB, MOBBIIIAETCS AKTUBHOCTh T-KJIETOK U yMEHbIIaeTcs yucio T-
CylnpeccopoB. B pe3ynbrare akTUBallud T'yMOPAJIBHOTO U KJIETOYHOTO MMMYHUTETA
koHUeHTpauus [gM, IgA u nupkynupyrommux uMMyHHbIX KomiuiekcoB (LIUK)
YBEJIHMUYUBAETCA. DTO NPpUBOIUT K HakoruieHuto LK mo xonxy MuenHoOBBIX 0007104eK
nepudeprueckux HepBoB. MeMOpaHHO-aTaKyOLMI KOMIUIEKC popMHUpyeTcs Ha
BHEIIHEN noBepxHocTH KieTok [1IBanHa. Koneunsim sTanom natorenesa CI'b saBisercs
nocrymuienue T-knetok u LUK B sHmoHeBpuii BMecTe ¢ MakpodaraMu. 3To NPUBOAUT K
BBIPAKEHHOMY TKaHEBOMY MOBPEXACHHUIO, KOTOPOMY COITYTCTBYET aKTHUBHBIN
(darouuTo3, OCYIIECTBIAEMbIN KJIETKAMU MOHOLIUTAPHO-MaKpo(daralbHON JTUHHUH.

[ToBpexxaeHne 000109€K HEPBHBIX CTBOJIOB MPUBOAUT K HAPYIICHUSM ITPOBOJUMOCTH U
MBIIIEYHON c1a00CTH (HA MO3AHEHN CTauM MOKET MPOUCXOIUTh U aKCOHAJIbHAS
nerenepanus). lemuenuHusupyoulee nopaxeHue HaOI0JaeTcsl Mo BCer JIMHE
nepudepuyeckKoro HepBa, BKII0Yasi HepBHbIE Kopentku. [TopakatoTcs Bce TUITBI HEPBOB,
B TOM YHCJIE BET€TaTUBHBIE, MOTOPHBIE U CEHCOPHBIE BOJIOKHA. BoBieueHune
JIBUTATEJIbHBIX HEPBOB MPOUCXOJNUT 3HAYUTEIHHO Yallle, YeM CEHCOPHBIX.

2. Knaccnukanus

Brigenstor Heckonbko ¢hopm CI'b, paznuuaromuxcs mo 0COOCHHOCTSIM TEUCHUS
MAaTOJIOTHYECKOTO MPOIEcca, IEPBUYHON TOUKH MPUIIOKEHUSI ayTOUMMYHHOM arpeccuu
(00oJi0uKa HEpBa WM AKCOHAJIBHBINA CTEPKEHB), TPOTHO3Y BOCCTAHOBJICHUS,
KJIIMHUYECKUM TMPOSIBJICHUSM.

[To coBpeMeHHBIM MPEACTABICHUSAM, BBIACIAIOT HE MEHEe 8 pa3HOBHUIHOCTEH
(KMMHMYECKUX BapUaHTOB/MOATUIOB) cuHapoMa [ 'nitena-bappe:

1) ocTpasi BocnaJiMTeIbHAsH IeMUeJTNHU3UPYIOLIAs OJIMHeHponaTus (Kiaccuyeckas
dbopma cunapoma ['uitena-bappe) — B ocHOBe ocTpasi AeMUETUHU3AIUS KOPEITKOB
CIMHHOMO3TOBBIX U YepenHO-Mo3roBeix HepBoB (UMH);

2) ocTpasi MOTOPHO-CeHCOpPHAasi akcoHaIbHas HeiiponaTuss (OMCAH) — coueranue
NOPaXEHUI YyBCTBUTEIbHBIX U IBUTATEIbHBIX BOJIOKOH;

3) ocTpasi MOTOpHO-akcoHaJbHas HeiiponaTusi (OMAH) — npu KOTOpOii CTpasaroT
TOJIKO JIBUTATENIbHbIE BOJIOKHA,;

4) cuaapom Muiuiepa-®@umepa (CM®) — xapakrepusyeTcs TpUaI0i CUMIITOMOB:
odrampmoruierus, apedeKkcus, aTakCHsi MO3)K€YKOBOTO THIIA,;

5) ocTpasi naHaBTOHOMHAsI HeliponaTus (OCTPHII MaHABTOHOMHBIN cuHApoM [ niteHa-
bappe, ocTpas naHAM3aBTOHOMMSI) — BOBJIEUEHHE B TPOLIECC CUMIIATUUYECKON U
napacuMIaTUYECKON HEPBHBIX CUCTEM, YTO MPOSIBIISIETCS B BU/I€ OPTOCTATHYECKON
runoreH3uy, Hapymenus Motopuku JKKT BruioTs 1o racrponapesa, HEUPOT€HHBIX
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PacCTPOICTB MOUCHCITYCKAHMSI, HAPYIIICHUS] aKKOMO/IAIIMU 1 3PDAYKOBBIX PEAKIIHIA;

6) crBoJioBoii 3HIedaauT bukepcradda (Bickerstaff) — xapakrepusyercst ocTpbiMm,
BHE3AIHBIM JIC0I0TOM B BH/IE OPTaIbMOIUICIHH, ATAKCUH, HAPYIIICHUS CO3HAHMS,
runeppedaexcun 1 Hanuuus cumntoma badbunckoro;

7) papuHro-epPBUKO-0OpaXHaIbHBIN BAPHAHT — XapaKTEPU3yETCs HAPYIIICHHEM
(YHKIIUH MBIIIII TJIOTKH, PYK, cCrudareei mmew;

8) ocTpasi KpaHUAJIbLHAs MOJHHEHPONATHS — OTJIMYACTCS BOBJICUCHHEM B IPOIIECC
n3osmmpoBanHo YMH.

CyIecTBYIOT TaKXKe BapUaHTHI COYeTaHus CHHIpoMa Muutepa-durepa ¢ ipyruMu
dbopmamu cunapoma [ 'nitena-bappe (MFS/GBS overlapsyndrome).

CI'b Taxxe KIacCuGUIIMPYIOT MO TSHXKECTU COCTOSHUS B 32aBUCUMOCTH OT KIMHUYECKUX
MPOSIBJICHUN

e Jérkas popMa: XapaKTepu3yeTcs OTCYTCTBUEM MIM MUHUMAJIbHBIMU
nape3aMu,HEBBI3bIBAIOLIIMME CYIIECTBEHHBIX 3aTPYJIHEHUH NPU X0p0€ U
caMoO00CITy)KHBaHUY;

® CpEIHEH TSHKECTH: BO3HUKAET HApPYIIEHUE XOAbObI, OrpaHUYNBaIoIIee 00JILHOTO B
nepeBIKEHUN WIH TpeOyrolee MOCTOPOHHEH TOMOIIH UITH OTIOPHI;

e TsmKénas popMma: MAIMEHT MPUKOBAH K MOCTENHN U TPeOYET MOCTOSTHHOTO YXO0/1a,
yacTo Habmoaercs qucharus;

e KpaiiHe Tsokénasd popma: mareHTaMm TpedyeTrcs MpoBeIeHNE UCKYCCTBEHHOM
BenTwisanun n€rkux (MBJI) BenencTBue cnabocTu AbIXaTeIbHON MYCKYJIaTypHhI.

I[JIH OIIPCACIICHUA TAXKCCTHU COCTOAHUA U COOTBeTCTBYIOHlefI TaKTHUKH JICUCHHA
MMPUMCHACTCA CeBepoaMepHKaHCKa;{ IMIKaJia TSOKCCTH ABUTI'aTCIBbHOI'O ,Zle(i)I/IIII/ITa:

e (0 cragus — HOpMa;

e | cragus — MUHUMAJIbHBIC IBUTATEILHBIC PACCTPONCTBA,

e |l ctagus — ciocOOHOCTH IPOXOAUTH 5 M 0€3 TOIIEP>KKHU (OTIOPHI);

e |ll ctagus — cmocOOHOCTH MPOXOAUTH 5 M € TTOAACPIKKOM (0TIOpOit);

e |V cranust — HEBO3MOXKHOCTh MPOXOJUTH 5 M C TIOICPKKON UITU OTIOPOI
(MPUKOBAHHOCTH K MOCTENN UM MHBATUIHON KOJISICKU);

e V craaus — HeoOxoauMocTh nipoBeaeHuss UBJI.

B Tedenue 3a00sieBaHUS BBIICIAIOT 3 TIEPHOIA:

e CTaaus HApaCTaHUS CUMIITOMATUKH, OCTPhIN niepuos (ot 1 gHs 10 4 HEnenb);
e miaro (ot 0 10 4 Henenb);
® [epuo]] BOCCTAHOBJIEHUS (OT HECKOJIBKHUX HEJEb A0 HECKOJIBKUX JIET).

3. Knunuveckasi kKapTuHa

Bbonesnp Mosxet nposiBisgercs 3 popmamu:



o Ocrtpoii. Bce mpu3Haku 3a001€BaHUS TOSIBJISIFOTCSI OJTHOBPEMEHHO B TeUeHHE 1-2
THEH.

o Tlomoctpoii. UHKyOammoHHBIN Mepruo] cocTaBiseT ot 15 1o 20 qHei.

o Banorekymeil, XxpoHU4YECKOH. DTO OJIHA U3 CAMBIX OMACHBIX (OPM, TaK KaKk
MPaKTUYECKH HE MOIIAETCS JICUEHUIO.

[TepBpiMu nTposiBIIeHUsIMU cHHIpoMa ['niteHa-bappe ABIA0TCA, KaK IPaBUIIO, MBIIIEYHAs
c1ab0CTh U/WIIM CEHCOPHBIE PacCTPONCTBA (UyBCTBO OHEMEHUS, MAPECTE3UN) B HUKHUX
KOHEYHOCTSIX, KOTOPbIE, CITYCTSl HECKOJIBKO YacOB (CYTOK) pacIpOCTpaHsIOTCS Ha
BEPXHUE KOHEYHOCTH. B HEKOTOPBIX ciaydasx 3a0ojaeBaHue MaHU(ECTUPYET OOJISIMU B
MBILIIAX KOHEYHOCTEH U MOSICHUYHO-KPECTLOBOM 001acT. OueHb peKo MepBbIM
MposiBJIeHUEM cTaHoBsITCs opaxkenust YMH (rnazoaBurartenbHble paccTpoICTBa,
HapyuieHue GoHauuu u riaotanusi). CTeneHb JBUraTeNIbHbIX HapyIEHU IPU CUHIPOME
['nitena-bappe 3HaUUTENBEHO BapbUPYETCSI — OT MUHUMAJIbHOM MBILIIEYHOM CJIa00CTH 110
teTparuieruu. [lapessl, kak IpaBUI0, CAMMETPUYHBIE U OOJIBIIE BHIPAYKEHBI B HIDKHUX
KOHEYHOCTSX.

TunuyHa TUMOTOHUS U CYIIECTBEHHOE CHIDKEHHE (JTMOO0 MOJTHOE OTCYTCTBHE)
CYyXOXKUIBHBIX peduiekcoB. B 30% ciydaeB pa3BuBaeTcs JbIXxaTelIbHAsI HEIOCTATOYHOCTb.
PacctpoiicTBa MOBEpXHOCTHOM UyBCTBUTEIBHOCTH MPOSBIISIIOTCA B BUAE TUIIO- WU
TUIEPECTE3UH 110 MOJUHEBPUTHUECKOMY TUIY. [IprOIM3nUTENbHO Y MOJOBUHBI
NAUEHTOB HAOMIOAAI0TCS PAaCCTPOMCTBA ITyOOKOM YyBCTBUTENBHOCTH (MHOI /1A BILIOTh
110 moJiHo# ee yrpathl). [lopaxenus UMH, BoIsBIIsseMbIe Y OOJIBITMHCTBA OOIBHBIX,
MPOSIBIISIOTCS MTAPE30M MUMUYECKUX MBIIII 1 OyJIb0apHBIMU HapylieHUusIMU. M3
BEreTaTHUBHBIX HAPYIICHUI HanboJiee 4acTo HAOI01al0TCs CepACUHbIE apUTMUS,
apTepuanbHasi THIIEPTEH3Us, PACCTPOUCTBO NOTOOTAETeHUs, HapyuieHne GyHkuuid XKKT
Y Ta30BBIX OPraHOB (3aJIep>KKa MOYH).

4. JInarHoCcTUKA

[Ipu cbope anamMHe3a HEOOXOUMO YUUTHIBAIOTCS CIACAYIOIINE ACTIEKTHI:

e Hanuune npoouupyrommx ¢akropos (B 80% cinyudae pazsutuio CI'b 3a 1-3 He.
NPE/IIECTBYIOT T€ WJIM UHBIE 3a00J€BaHNS UM COCTOSTHHUS);

o Uudexuu XKXKT, BepXHUX IbIXaTEeIbHBIX MYTEH WU IPYTOH JTOKATH3AIUN
(xumeunas nHgeknus, Bei3BanHas Campylobacter jejuni, nHdekIM, BbI3BaHHbIC
reprec-supycamu, Haemophilus influenzae, mukomniazmamu, kopu, mapoTuTta, Jlaim-
o6oppenuosa, npu BUY-undexnmn);

e Baknunanus (anTupabudeckasi, MpOTUBOCTOJIOHSIYHAS, TPOTUB TPUIIIA U TIP.);

e OrmnepaTUBHBIC BMEIIATEILCTBA WIIH TPABMBI JTF000H JTIOKATH3AIUY;

e [Ipuém HEKOTOPHIX JIEKAPCTBEHHBIX CPEJICTB (TPOMOOIUTUYECKHE TPEeNaparhl,
W30TPETUHOUH U JIP.) UM KOHTAKT C TOKCUYHBIMU CYyOCTaHLIUSIMU;

e Hanuune Ha (oHE ayTOMMMYHHBIX (CUCTEMHAsl KpacHasi BOJIYAHKA) U OMYyXOJEBBIX
(mumdorpanynemaTo3 u Apyrue JUMEGOMbI) 3a00J€BaHU.

Cpenu 1abopaTOpHBIX M HHCTPYMEHTAILHBIX UCCIIEIOBAHUN O0Jiee 3HAYNMBbI:
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1) JTromOanbHast MYHKIHS C UCCICIOBAHUEM CIIMHHOMO3IOBOM JKUIKOCTH: OMPEACISACTCS
OENKOBO-KJIETOYHAs TUCCOIMAIMS B BUJIE TIOBBIIIICHHOTO YpOBeHs Oenka (> 45 mr/mn)
6e3 meonuTo3a (<10 krerok/mMM3). THOTIa ypOBEHB O€7IKa MOKET OCTaBaThCs
HOpPMaJIbHBIM [P YMEPEHHOM IOBBIIIEHUH KoJandecTBa KieToK (10-50 kneTok/Mm3).
[{uto3 Bhiie, yem 50 kieTok/MM3, cBUAETENLCTBYET IpoTuB auarnosa ['bC.

2) Dnekrponeiipomuorpadus (QHMI') - eTuHCTBEHHBIM HHCTPYMEHTAIBHBIA METO/]
JTUArHOCTHKU, TTO3BOJISIONINI MoATBepAuTh nuario3 ['bC u yToUHUTH Xapakrep
NATOJIOTUYECKUX U3MEHEHUH (IEMUETUHU3UPYIOIIMH U aKCOHAJIbHBIN) M X
pacnpoCcTpaHeHHOCTb. JJI1 HHTepIpeTaluy JaHHBIX UCOJIb3YIOT
Helipoduznonornyeckue kputepun kinaccuduxanuu CI'b, ykazanusie B [Ipunoxenun 1.

HromnpuaTtast anexTpoMuorpadus XapakTepru3yeTcss HATHIUEM MMPU3HAKOB TEKYIIETO
JICHEPBaLlMOHHO-PENHHEPBAIIMOHHOTO TTpoIiecca MpH noauHelponatuu. [Ipu
JIMCTANILHBIX Mape3ax UCCIEAYIOTCS JUIMHHBIC HEPBHI Ha BEPXHUX U HIDKHUX
KOHEYHOCTSX: HE MCHEE YEThIPEX JBUTaTEeIbHBIX U YETHIPEX TYBCTBUTEIBHBIX
(mBUTATEIBHBIC M YYBCTBUTEIBHBIEC MTOPIUN CPEIMHHOTO U JJOKTEBOTO HEPBOB;
Mao0epIoBbIi, 00JIbIIEOEPLIOBBIN, TOBEPXHOCTHBIM MaI00epIOBbIA U UKPOHOKHBIN
HEPBBI C OJTHOM CTOPOHBI).

[TepBblie MpU3HAKK ACHEPBAI[HOHHOTO MPOIECcca MOSBISIOTCS Yepe3 ABS-TPH HECIN
nocJie Havyasa 3a00JieBaHusI, PU3HAKN PSHHHEPBAIIMOHHOTO MPOIECCa — Yepe3 MECSIIL.

3) Cepororuyeckue UCCIeI0BaHUs IPH MMOT03PEHUH HA STHOJIOTHYECKYIO POJIb T€X WIH
uHbIX nHpekuuit (Mapképsl BUY, nuromeranosupyca, Bupyca dnmreiina-bapp, Borrelia
burgdorferi, Campylobacter jejuni u T.14.). [Ipu mogo3peHnn Ha TOJTUOMHUETUT
HEO0XOAMMbI BUPYCOJIOITMYECKUE U CEPOIOTUYECKUE (TUTP aHTUTEN B MAPHBIX
CBIBOPOTKAX) UCCIEIOBAHUS.

B xauecTBe o1ieHKH O0IIEro COCTOSHUS MalMeHTa | C 1eNibio Aud pepeHInanbHoMu
JMarHOCTUKU MIPOBOJAATCS OOIIEKIMHUYECKHUE UCClIeIoBaHus (00N aHAIN3 KPOBH,
oOmuit ananu3 Mo4n), Onoxumudeckuit aHanus kposu, DKI', a Takske MOHUTOPHHT
GbyHKIMU BHENIHETO bIxaHus. Mcnonb3yroTest MeTo bl HelipoBuzyanuzanuu (MPT).

[Ipu nocTaHOBKE [UArHo3a UCMOJIB3YIOT AuarHoctuyeckue kpurepun BO3 1993 roga
(ITpunoxenue 2).

5. InddepennmanbHas IMarHOCTHKA

Cunnpowm ['nitena-bappe Heobxonumo nuddepeHunpoBaTh OT APYrUX 3a00JIeBaHHM,
KOTOPBIE MPOSIBIIAIOTCA OCTPHIMU NepuepHUIECKUMU TTape3aMu, MPEXKIe BCETO OT
HOJIMOMHENNTA (0OCOOCHHO y AeTeil paHHEro BO3pacTa) U APYrux MOJUHEBPONATHHA
(mudrepuitnas, npu nopdupun). bomee TOro, CXoIHY0 KIMHUYECKYIO KAPTHHY MOTYT
UMETb MOPAKEHUS CIMHHOTO MO3Ta M CTBOJIA TOJIOBHOTO MO3Ta (ITOTIEPEYHbI MUEIIHT,
MHCYJIBT B BEpTEOpOOa3MIApHON cucTeMe) 1 3a00JIeBaHUs C HApYIICHUEM HEPBHO-
MBIILIEYHO! Mepeaun (MHUACTeHUSI, OOTYIH3M).



[Tpu muddepeHnmanbHON TUATHOCTUKE C TTOJIMOMUEIIUTOM CJIETYET YIUTHIBATh JaHHBIC
AMUEMHOJIOTHYECKOTO aHAMHE3a, Hallnuue B J1e0r0Te 3a00JIeBaHUS TUXOPAIKH,
cuMnToMOB co ctopoHbl JXKKT, acuMMeTpuyHOCTh MOpa’KeHUs, OTCYTCTBUE
00BEKTUBHBIX PACCTPONUCTB UYBCTBUTEIHHOCTH, BBICOKHI ITUTO3 B TUKBOpE. Jlnarnos
MOJIMOMUEIIATA MOATBEPKIAIOT C TOMOIIBIO BUPYCOJIOTHUYECKOTO HIIH CEPOTOTUYECKOTO
HCCIIEeI0OBAHUM.

[TonuHeBpomaTs IpU OCTPOI Iepemexaroleicst nopGUupruu MOKET HAIOMUHATD
cungpom ['uitena-bappe, HO, Kak MpaBUIIO, COTPOBOXKIAETCA Pa3HOOOpa3HOM
MICUXOMATOJIOTUYECKON CUMITOMATUKOMN (Ope, TaJuTIOIMHAIIMY U TIP.) U BhIPaXKEHHBIMU
abIOMUHAIBHBIMU 00JIsIMU. J{MarHo3 MOATBEPK1al0T, BBISBIISISL TOBBIIICHHYIO
KOHIIEHTpalnio moppoOuimHoreHa B Moue.

Jlyist monepeyHoro MUeNInTa XapakKTepHbl paHHUE U CTOMKKE HApYIIeHUS PyHKITUI
Ta30BbIX OPTraHOB, HAJTUYUE YPOBHS YYBCTBUTENIBHBIX PACCTPONUCTB, OTCYTCTBUE
nopaxenust YMH.

[Toxo>kast cuMIITOMaTHKa BO3MOXKHA IIPU OOLIMPHBIX HHPAPKTaX CTBOJIA TOJIOBHOTO
MO3ra ¢ pa3BUTHEM TETparape3a, KOTOPbI B OCTPBIN NEPUOJ UMEET YEPTHI
nepugpepuyeckoro. OgHaKO i TAKUX CIy4aeB XapaKTepHbI OCTPOE pa3BUTHE (OOBIYHO B
TE€YEHHE HECKOJbKUX MUHYT) U B OOJBIIMHCTBE CIy4aeB YTHETEHUE CO3HAHUS (KoMa),
yero He HaOIoAaroT npu cunapome ['nitena-bappe. OkoHUaTENbHO AUArHO3
MOJTBEPKIAOT ¢ moMoibo MPT.

Mpuactenus otiandaercs oT cunapoma ['nitena-bappe BapraOenbHOCTbIO CUMITOMATHKH,
OTCYTCTBHEM YYBCTBUTEIBHBIX PACCTPOMCTB, XapPAKTEPHBIMH U3MEHECHUSIMH
CYXOXHJIBHBIX peIeKcoB. JMarHo3 moaTBepKaaroT ¢ momMoInso DMI (BBISIBICHHE
dbeHomena nekpeMenTa) u (papMakoIOTHIeCKuX mpoo.

s 60Tynu3Ma, TOMUMO COOTBETCTBYIOIIUX AMUIEMUOJIOTHYECKUX JTAHHBIX,
XapakTepHbl HUCXOISIIIUI TUIl paCHPOCTPAHEHHUSI TAPE30B, COXPAHHOCTH B YaCTH
CIIy4aeB CYyXOKUJIBbHBIX PE(PIIEKCOB, OTCYTCTBUE YyBCTBUTEIILHBIX PACCTPONUCTB U
M3MEHEHUH B JINKBOPE.

6. Jleuenue

OcHOBHBIMH LIETISIMM JIeueHUs cuHapoMa [ nitena-bappe siBnsiercs noaaepxaHue
YKU3HEHHO BaXKHBIX (PYHKIUH, KyTUPOBAaHUE ayTOMMMYHHOTI'O MTpoLiecca ¢ TOMOIIbIO
cnenuuyeckoil Tepanuu, NpopuIaKTUKa OCIOKHEHUH.

Crout oTMETHUTB, UTO BCe OosbHBIE cUHApOoMOM [ 'nitena-bappe nopnexar
TOCIIMTAJIN3AUHU B CTALIMOHAP C OT/EJICHUEM pEaHUMAallii U UHTEHCUBHOW TEpaIni.

6.1. HemMeaMKaMeHTO3HbIE METOAbI JIeYeHUA

[Mpubmusurensuo B 30% ciyuaeB curapoma I nitena-bappe pa3zBuBaercs Tsoxénas
JIbIXaTeNbHASI HEOCTATOYHOCTD (BCJIEICTBUE Mape3a AuadparMbl U JbIXaTeIbHBIX
MBIIII), 4TO 00ycnaBiauBaeT HeoOxoaumocTh MBJI. K nmokasanusim k nuHTyOanuu ¢
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npoBeneareM nanpHeiimen UBJI oTHOCATCS: CHUXKEHHE KEJT o 15-20 mu/kr, Pa02<60
MM pT.cT. uin Sa02<95% npu 1ONOTHUTENIBHON HHTAIIIUK Kuciiopoaa, PaCO2 >50 mm
pT.cT. [IpopomkurensrHocTh MBJI (OT HECKOMBKUX THEH 10 MECAIIEB) OMPEEISIIOT B
VHIMBHIyadbHOM HOpSKe, opueHTHpysch Ha JKEJI, BoccTaHOBIEHHE ITIOTaHUS U
KaiieBoro pediekca u o0y JuHAMUKY 3a0osieBaHus. OTKIII0Yal0T 00JIBHOTO OT
armapata MBJI noctenenHo, yepe3 CTaiuio NEPEMEKAOIECUC MPUHY IUTEIBHON
BCHTHUJISIIHH.

B cnydasix ¢ BeIpaxx€HHBIMU Mape3aMu 0co00€ 3HaUCHUE ISl TPEAYTPEKACHUS
OCJIO’)KHEHUI, CBA3aHHBIX C JTTUTENILHON 00€3/IBI?KEHHOCTHIO OOJIBHOTO (IIPOJICKHH,
TPOMO0IMOO0IMYECKHE OCIOKHEHUS U TIp.), UMEET MPABUWIbHBIN yXO/1: IepUOInYecKas
(Kax<apie 2 4 WK Yalle) CMEHa MOJIOKEHUS MalueHTa, YX0/1 3a Koxkel, mpoduiiakTuka
acnupaluy [caHalus NOJ0CTH PTa U HOCA, KOPMJIEHHE Yepe3 Ha30TracTpaJIbHbIN 30H],
caHanus Tpaxeu u 6ponxoB (npu nposenenun MBJI)]|, koHTpoab 32 PyHKIIUAMEI
MOYEBOT'0 MYy3bIPs U KUIIEYHUKA, TACCUBHAS THMHACTUKA M MACCaK KOHEYHOCTEH U T.II.

[Tpu croiikoit OpaarapUTMUU C YTPO30M Pa3BUTHS ACUCTOIUU MOKET MOTPEOOBATHCS
YCTaHOBKA BPEMEHHOTO BOJUTENS PUTMA.

6.2. MeTtoasbl cnennpuyeckoii Tepanum

B kauectBe cnenuduueckoit Tepanuu cunapoma I'uitena-bappe, HarpaBieHHON Ha
KyIUPOBAaHHUE ayTOMMMYHHOTO MpoIlecca, B HACTOSIIEEe BpeMs IPUMEHSIOT ITyJIbC-
TEpaIuio UMMYHOTI00yIMHaMHU Kiacca G 1 mazMadepes. MeToasl cnenuduueckoit
TEpaIuy MOKa3aHbl MpH THKENOM (o1ieHKa 1o CeBepoaMepuKaHCKOH IIKaJIe TSXKECTH
nBUTaTeIbHOTO nedunuta 4 U 5 6anaoB) U cpeIHETHKENOM (2-3 Oaiia) TeUCHUU
3aboneBanus. IHPEKTUBHOCTH OOOUX METO/IOB MPUOIU3UTEIHFHO OJIMHAKOBA, UX
OJIHOBPEMEHHOE MPOBeIeHNE HelenecooOpa3Ho. Metoa JiedeHus BBIOUparoT B
UH/IMBUTyaJIbHOM HOPSAKE, C YYETOM JOCTYIHOCTH, BO3MOYKHBIX MPOTUBOMOKA3aHHI.

1) [Mna3zmadepes - adhdhexkTuBHBIN MeTo T edeHus cuuapoma ['uiieHa-bappe,
3HAQYUTEJIBHO YMEHBIIAIOMINI BEIPa)KEHHOCTD 11ape30B, NpoAoKuTeapHOCTs UBJI n
yIydmamui G yHKIHOHATBHBIN UcXo . OObIYHO MPOBOAST 4-6 oneparuii ¢
MHTEPBAJIOM B OJIH JICHb; 00bEM 3aMeIIaeMoil MIa3Mbl 32 OJIHY ONEPAIUIO JT0JKEH ObITh
He meHee 40 mi/kr. B kauecTBe 3amernaromux cpes ucnoinsiyrot 0,9% pactBop HaTpus
XJIOpHJIa, PEONIOJIUTIIIOKUH, pacTBOp anbOymuHa. [1nazmadepes oTHOCHTENBHO
IPOTUBONOKA3aH IIPU NEUYEHOYHON HEOCTATOYHOCTH, TSKEION NaTOJIOTUU CEPAEHYHO-
COCYIUCTON CHUCTEMBbI, HApPYIICHUAX CBEPTHIBAHUS KPOBH, HAIMYMH WH(DEKINH.
Bo3MoXkHBIE OCIIOKHEHUS - FEMOJJMHAMUYECKHE PACCTPONCTBA (ITaJEHUE ApTEPUATIBHOTO
JTaBJICHMUS ), aJNIEpPTUYECKUEe Peaklluy, HapyIIeHHsI 3JIEKTPOIUTHOTO COCTaRBa,
reMopparuyeckue HapylieHusl, pa3BUTHe remoinsa. Bce onu HaOm01a10TCSA JOBOJIBHO
penKo.

2) UmmynornooynuH kiacca G BBOAAT BHYTpUBEHHO B 03¢ 0,4 T/Kr OJIMH pa3 B JCHb B
TeYeHHE 5 aHEH. JIeueHrne MMMYHOTJIO0YJIMHOM TaKKe YMEHBIIAST MPOA0KUTEILHOCTh
npe6siBanus Ha MBJI u ynmyumaeT @pynkunonansHbiii ucxon. Hanbonee yactoie
no0ouHbIe YPPEKTHI - TOJIOBHBIE U MBIIIIEYHBIE 0OJH, INXOPAJKa, TOITHOTA; UX
BBIPAKEHHOCTh MOXXHO YMEHBIIIMTD, CHU3HB CKOPOCTh HHPY3UH. Tsokénbie moOOYHbBIE
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3¢ deKThl, Takue, Kak TPOMO0IMOOIHSI, ACENITUISCKUN MEHUHTUT, TEMOJIN3, OCTpast
MoYeYHas HeJIOCTAaTOYHOCTD U TP., HAOJIOIAI0T KpaiHe peako. UMMyHOTI00yIIMH
YeJIOBEYCCKUH HOPMaTbHBIN IMTPOTUBOIIOKA3aH MPU BPOXKAEHHOM Jedunure IgA u
HAJIMYWY B aHAMHe3€ aHa(DMIIAaKTUYECKUX PEaKINil Ha MpenapaThl KMMYHOTJIOOYITHHA.

6.3. CumnroMmaTuyeckoe JieieHue

e UHudy3uonHas Tepanus A KOPPEKIUU HAPYIIEHUN KUCIOTHO-OCHOBHOTO, BOJTHO-
AIIEKTPOJIMTHOTO OAJTAHCOB, BBIPAXKEHHOW apTepUaIbHOU TMIOTEH3HH.

e [lpu cTOlKOW BBIpaKEHHON apTEPUAIIBHON TMIIEPTEH3UN HA3HAYAIOT
AHTUTUTIEPTEH3UBHBIC Mpenapathl (0eTa-aapeHo0I0KATOPHI WIIH OJI0KATOPHI
MEJICHHBIX KaJIbIIUEBBIX KAaHAJIOB).

e [lpu BeIpaXeHHOI TaXUKapAUU HA3HAYAIOT OeTa-aIpeHO0I0KATOPHI (IIPOMPAHOIION),
npu OpaJuKapIuu - aTPOTHH.

e [lpu pa3BUTUN UHTEPKYPPEHTHBIX HHDEKINI HEOOX0AMMa aHTUOMOTUKOTEpaIUs
(mpUMEeHSIOT MpenapaTthl MKUPOKOTO CIIEKTpa AEHCTBUS, HAPUMEpP, PTOPXUHOIOHBI).

o Jlns mpodunakTuku TpoM0O03a ri1yO00KHX BEH U TPOMO0IMOOINH JIETOYHOU apTepuu
HA3HAYaI0T HU3KOMOJIEKYIISIPHBINA reNapyH B MPOQPMIAKTHUECKHUX 032X JBAXK/IbI B
CYTKH).

e [Ipu 60X HOIMIIENITUBHOTO MPOUCXOXKICHUS (MBIILICYHbIC, MEXAHUUECKHE)
pekomeHayroT napauneramol win HIIBC, B cinydae HEBpOIMaTHYECKOTO XapakTepa
0omu mpenaparamMu BbIOOpa SBIISIOTCS rabaneHTHH, KapOaMa3enuH, mperadaiuH.

[Tpu HeoObxoaumocTu murenasHoi (6onee 7-10 cyrok) UBJI nenecoobpazno HanoxeHue
TpaxeoCcTOMBI. [Ipu TSHKENBIX U NTUTEIBHBIX OyJIHOAPHBIX HAPYIIICHUSX MOXKET
noTpeOOBATHCS HATIOKEHNUE TACTPOCTOMBI.

7. IIporuo3

JletansHOCTH ipH cuHApoMe ['nitena-bappe B cpegnem coctasiuset 5%. [IpuunnHoii
CMEPTHU MOKET OBbITh JIbIXaTelbHasi HEIOCTATOYHOCTb, aCIIMpaIlMOHHAs THEBMOHUS,
CeICHC U apyrue nHPEeKIuu, TpoMO0IMOO0IHH JIErOYHOM apTepuu. JIeTaIlbHOCTh
3HAUUTENILHO MOBBIIIAETCS C BO3pACTOM: y neteit 10 15 net ona He npebimaet 0,7%, B
TO BpeMs Kak y Jul ctapuie 65 et gocturaet 8,6%. [pyrue HeGnaronpusiTHbIe
NporHocTuyeckre (GakTopsbl I MOJTHOLUEHHOTO BBI3JI0POBIICHUS BKIIOYAIOT
npoaospKuTensHbIN (0onee 1 mec.) nepuoa UBJI, Hanuuue npeamecTByOmux
3a00JIeBaHMi JETKUX.

VY npubnuzutenrHo 85% marueHToB HAOMI0JAI0T MOJHOE (PYHKIIMOHATEHOE
BOCCTaHOBJIEHUE B TeueHHE 6-12 mec. CTolikas pe3uayalibHas CHMIITOMaTHKa
COXpaHseTCs MPUOIU3UTENBHO B 7-15% cimyuaes. [IpeaukTopsl HEOIArONMPUATHOTO
(GYHKIIMOHATBHOTO UCX0/a: Bo3pacT crapie 60 jeT, ObICTPO Mporpeccupyromiee TeeHne
3a0oseBaHusl, HU3Kasg aMIUTUTy1a M-0TBeTa Mpu CTUMYJISIIIUK B IUCTAIbHOM TOUKE
(moapasymMeBaroliee TAKEIOe MOpaKeHUe akCOHOB). YacToTa peuaAMBOB CHHAPOMA
['nitena-bappe cocrasnser npubauzutensao 3-5%.
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3akjaoueHue

CI'b — o1HO U3 caMBIX TSDKEIBIX 3a00J1eBaHMi Iepu(epUIecKOil HEPBHON CUCTEMBI,
TpeOylolee B KaXJI0M ISTOM cllydae MPOBeIeHUS TOJTHOMACIITAOHBIX peaHUMAIIMOHHBIX
MEpOIPUATHH, BKJIIOYAs] HCKYCCTBEHHYIO BEHTWISIUIO JIETKUX. B TO e Bpemsi, TaHHOE
3a0071€eBaHUE XapaKTepu3yeTcss MOHO(a3HBIM CAMOOTPAHUYMBAIOLIUM TEUEHUEM U B
MOJIaBJISIONIEM OOJIBIITMHCTBE CIIYy4aeB NMPU CBOEBPEMEHHON JUArHOCTUKE U MPaBUIIbHOMN
TEpaneBTUUYECKONW TAKTUKE — OJIArONPUSTHBIM MPOTHO30M.
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IIpunoxenne 1.

Heiipogusuosiornueckue kpurepuu kaaccupuxanuu CI'b

1. I'pymina ¢ nepBUYHO JEMUSTUHU3UPYIOIIUM TTOpaKEHUEM: HE0OXO0AMMO MPUCYTCTBHE,
0 KpaitHEel Mepe, OJTHOTO M3 HIKENIEPEUMCIICHHBIX IPU3HAKOB HE MEHEE YeM B 2 HEpBax
WJIM IBYX MIPU3HAKOB B OJTHOM HEPBE, €CJIM BCE APYTHe HEPBHI HEBO30YIUMBI U
amruuTyna M-otBera B nuctainbHoOi Touke Ha 10% u 6onee HUKHEH rPaHUIlbl HOPMBI:

1.1. CxopocTts pacnpoctpanenust Bo30yxaenus (CPB) menee 90% oT HUKHEH rpaHHIIbI
HOPMBI, Ui MeHee 85% npu aMIuTye M-otBera B quctaibHOM Touke Menee 50% ot
HUDKHEW TPaHUIBl HOPMBI;

1.2. JIucranpHas JaTEHTHOCTh M-OTBETa MPEBBIIIAECT BEPXHIOK I'PAHUILY HOPMBI O0j1ee
yeM Ha 10%, wiu Gonee uem Ha 20% B ciiydae, eclid aMIuiuTyga M-oTBeTa B JUCTaIbHON
TOYKE HUKE HUYKHEU IPaHUIlbl HOPMBI;

1.3. Hanuume nucniepcuu uiu 6J10Ka MpOBEIEHUS BO30YKICHUS;
1.4. JlarentHOCTh F-BOJHBI MIPEBHIIIAET BEPXHIOIO TPaHUIlY HOpMBI Oosiee ueM Ha 20%.

2. I'pynna ¢ nepBUYHO aKCOHATBHBIM MMOPAXKEHUEM: HET BBINICTIEPEUUCIECHHBIX
MIPU3HAKOB JEMHUEITUHU3AIMN HU B OJHOM HEpBE (MCKIIIouUas OJuH JIF000i mpusHak B 1
HEpBe, €CJIM aMIUIUTy1a M-0TBeTa B TUCTAIbHON Touke OoJiee yeM Ha 10% Hmke
HUKHEH TpaHHIlbl HOPMBI), U TI0 KpaliHe Mepe B JIByX HepBax aMIUIUTyAa M-oTBeTa B
JTUCTAIIbHOM TOouke Oosee ueM Ha 80% HuKe HUKHEH TpaHUIlbl HOPMBI.

3. I'pynma ¢ HeBO30yIMMbIMU HEpBaMH: M-OTBET HE yJaeTcs 3aperucTpupoBaTh HU B
OJIHOM M3 UCCIIEJOBAHHBIX HEPBOB UJIM €CTh TOJIBKO B OJJHOM HEPBE C aMIUIMTYAOH B
JTUCTAIIbHOM Touke Oosee ueM Ha 10% Huke HUKHEH rpaHUIlbl HOPMBI.

4. HeonpeneneHHas rpynmna: BbISIBIACHHbBIC IPH CTUMYISIHMOHHON OMI" n3MeHeHus He
COOTBETCTBYIOT KPUTEPHUSIM HU OJTHOM M3 BBILIETIEPEUUCICHHBIX TPYIIIL.
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IIpunoxenne 2.

JMuarnocrtuyeckue kpurepun CI'b (BO3, 1993 rop)

A. Ilpuzraku, HEOBXOJNUMBIE nis nocTaHOBKM AUMATHO3A:

1. OTcyrcTBHE MM yracaHHe CyXOXKWIBHBIX pe(IeKCcOB B IIEPBbIE THU 3a00JIEBAHHUS.
2. IIporpeccupytomiast MpIIeyHast c1ab0CTh B HOTaX W/WIH PYyKax.

b. lpusznaxu, [IOJJEPKXUBAIOIIUE nuaruos:

1. CuMnToMBI IPOTPECCUPYIOT B TEUEHUE HE OoJjiee 4 HEAEb.

2. OTHOCHUTENBHAS] CHMMETPUYHOCTD IOPaKEHUS.

3. Hapymienue 4yBCTBUTEIBHOCTH 110 MOJIMHEBPUTHUECKOMY THITLY.

4. BomyeueHue YeperHbIX HEPBOB (HanOOJIee YacTo - MOpakeHUE JIMIIEBOTO HEPBA).

5. BoccTanoBneHune: 00bIYHO HAUMHAETCA Yepe3 2-4 Hellenu Mociie NpeKpalieHus
HapacTaHMs 3a00JIeBaHUs, HO MHOTJIa MOXET 3a/Iep>KUBATHCSI HA HECKOJIBKO MECSIIIEB.
6. BereraTuBHbIC HApYILIEHUS: TAXUKAPIUs, ApUTMHUHU, TIOCTypaJIbHasl TUIIOTEH3HS,
TUIIEPTEH3HsI, BA30MOTOPHBIE CUMITOMBI.

7. OTcyTcTBHE TUXOPAJKH B Hayaje 3a00aeBaHus (Y HEKOTOPbIX MAlUEHTOB
Ha0JII0JaeTCs TUXOpaJKa B Havyasie 3a00JeBaHUs U3-3a MHTEPKYPPEHTHBIX HHDEKIUN).
Jluxopaska He UCKJIIOUaeT cuHIpoM [ uiteHa-bappe, HO cTaBUT BOIIPOC O BO3MOKHOCTHU
Jpyroro 3a0oyieBaHusl.

8. IloBeimenue Oenka B TUKBOPE MIPH HOPMATBHOM IIATO3€ - OEIKOBO-KJIETOYHAS
nucconuanys (HaOII01al0TCcsl CO BTOPOU HEIeTH 3a00JICBaHNsA).

9. DnexrponelipoMuorpaguueckue NpU3HaKu JeMUETUHU3ANH U/UIH aKCOHAJIBHOTO
MOBPEXJICHUS MepUPEpUIECKIX HEPBOB.

B. IIpussaku, BBI3BIBAIOIIME COMHEHUWS B nuargose:

1. BelpaxkeHHast COXpaHAIOLIAsCs aCUMMETPHSI IBUTATENIbHBIX HAPYILIECHUH.
2. [TpOBOHMKOBBIN YPOBEHb YyBCTBUTEIbHBIX HAPYIICHUN, TUPAMUIHAS U
0011eM03roBasi CHMIITOMAaTHKA.

3. Croiikue HapylIeHUs Ta30BbIX (QDYHKLIUM.

4. bonee yeM 50 MOHOHYKJIEAPHBIX JIEHKOLIUTOB B JINKBOPE.

5. Hannune nonmuMopHOSIEPHBIX JIGUKOIMTOB B JIMKBOPE.

14



	Введение
	1. Этиология и патогенез
	2. Классификация
	3. Клиническая картина
	4. Диагностика
	5. Дифференциальная диагностика
	6. Лечение
	6.1. Немедикаментозные методы лечения
	6.2. Методы специфической терапии
	6.3. Симптоматическое лечение

	7. Прогноз
	Заключение
	Список литературы
	Приложение 1.
	Приложение 2.

