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Beenenue

Cunnpom I'nitena-bappe (CI'b) — ocTpas
JNEMHEIIMHU3UPYIOIAas BOCIIAIUTENIbHAS MOJIMHEBPOINATUS Ay TOUMMYHHOM
ATUOJIOTUH. XapaKTePHBIN NpU3HaAK 3a00JeBaHus — NepudepruuecKue napajiuiu u
O€JIKOBO-KJIETOYHAsl JAKMCCOLMalus B JHUKBOpe (B OOJBUIMHCTBE ciydaeB). B
Hactosiiee BpeMa B pamkax CI'b BbIIEnsdrOoT 4eThlpe OCHOBHBIX KIMHUYECKHUX
BapUaHTA:

. KJIAaCCHUYECKas dbopma CI'b — ocTpas BOCHIAJIUTEIIbHAS
JIEeMUEIMHU3UPYIOoIIas noaupaaukyionesponatus (10 90% cinydaen)

. aKCOHAJIbHAs dbopma CI'b — ocTpas MOTOpHast
aKCoHaJbHAs HEBpomaTus. XapakTepHbld mpu3zHak gaHHod ¢opmer CI'b —
U30JJMPOBAHHOE NOPAXEHUE JABUTATEIbHBIX BOJIOKOH. IIpu ocTtpoil mMoTOpHO-
CEHCOPHOM aKCOHAJIbHOM HEBPOMATHUM NOPAKAIOTCA KaK JBUTaTEIbHBIE, TaK M
YyBCTBUTEJIbHBIE BOJIOKHA (110 15%)

. cunapom Mumnepa-dumepa — dopma CI'b, xapakrepusyromascs
o TaIIbLMOIUIETHE N, MO3KEUOBOM aTakcHel U apedieKcuei mpu cnadoBbIpaKeHHBIX
napesax (10 3%)

[Tomumo BheIIeyka3zaHHBIX (popM cuHApoMa ['miteHa-bappe, B mocnemnnee
BpeMSl BBIJICISIIOT €IIe HECKOJbKO aTUNUYHBIX (opM 3a00JeBaHUS — OCTPYIO
CEHCOPHYIO HEBPOIIATHIO, OCTPYIO MaHIU3aBTOHOMHUIO, OCTPYIO
KPaHUaJIbHYIO [TOJMHEBPONIATHIO, BCTPEYAOIIUECS TOBOJIBHO PENIKO.

Cunapom ['mitena-bappe — penkuil BUA OCTPOH JAEMUETUHU3UPYIOLIEH
MaToJIOTUU TIepudepruuecKOo HEPBHOW CHUCTEMBI, BCTpedaromielics ¢ yactoroi 1,0-
1,9 cyuas ma 100 TeicsTy HaceneHus y B3pocibix u 0,34-1,34 na 100 000 Hacenenus
y JeTeM.

Octpass BocnmanuTeNbHasl AeMuenuHu3upyromas noauneiponatus (OBIII)
BcTpeuaercs B 77-78%, Ha J0JII0 aKCOHAJIbHBIX BAapUAHTOB cuHApoMa [ 'umiieHa-
Bappe (octpas mMoTopHo-akcoHanbHas Heliponatus - OMAH, octpas MmoTopHO-
ceHcopHas akcoHanbHasi Heliponatusi - OMCAH) B cTpanax 3anana npuxoasarcs 3-

5%, a B Azun u Jlatunckoir Amepuke — 30-50%.
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https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/inflammatory-polyneuropathy
https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/neuritis
https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/cerebellar-ataxia
https://www.krasotaimedicina.ru/diseases/zabolevanija_neurology/polyneuropathies

Ha pgomo cunapoma Mwuiepa-Quiiepa, OCTpOM MaHABTOHOMHOM
HelponaTtuu, CTBOJIOBOro sHuedanmura buxkepcrapda u apyrux ¢dopm CI'b
npuxoautcs He 6osiee 2% u OoJiee TOYHBIX JAHHBIX B JOCTYMHOW JIUTEpaType HE
MIPEICTABICHO
ITHOJIOTHS M TATOreHe3

Otuonorudeckue ¢Gakropsl cuHapoMa ['‘miieHa-bappe OKOHuYaTenbHO HE
U3YYEHBbI, YTO MMO3BOJIIET UMEHOBATh OOJIE3Hb NUOMATUYECKON OJIMHEHpOaTHEH.
NmeroTcst OCHOBaHUSL pacCMaTpUBATh LEJIbIN psiJi TATOT€HHBIX MUKPOOPTaHU3MOB B
KayeCTBE ATUOJIOTMYECKU 3HAUMMBIX, TOCKOJIbKY HH(OUIIMPOBAHNE UMH 3a4acTyIO (B
66% cnyuaeB) mnpeamectByer paszButuio CI'b. B ux uwucine Qurypupyror
() (3% 01117 (N IIUTOMETAJIOBUPYC, Bupyc Epstein-Barr, Haemophilus
influenzae Turr b, Mycoplasma  pneumoniae, Campylobacter jejuniu  mHorue
Ipyrue Bo30yauTen MHPEKIUOHHBIX 00JIe3HEHN U MPOIECCOB.

Knaccupuxauus

[lo coBpeMeHHBIM NPEICTABICHUSM, BBIACTAIOT 8 GopM (KIMHMYECKHUX
BapuaHnTos/moatuno) CI'b:

1) octpas BocnamuTenbHas JIEMHUEIUHU3ZUPYIOIIAS  MOJIMHEHPONATHS
(xmaccuueckas popma cunapoma ['uiiena-bappe),

2) ocTpast MOTOpHO-akcoHanbHas Heviponatust (OMAH),

3) ocTpast MOTOpHO-CEHCOpHas akcoHanbHas Heiponatust (OMCAH),

4) cunapom Munepa-Oumepa (CMO),

5) ocTpas naHaBTOHOMHas HeWponaTus (OCTPbIi MaHABTOHOMHBINA CUHIIPOM
I'mitena-bappe, ocTpast naHIU3aBTOHOMUS),

6) ctBosoBoit sHIIepanuT bukepcradda (Bickerstaft),

7) dbapuHTO-TIEpBUKO-OpaxnuaTbHBIA BapUAHT,

8) ocTpasi KpaHUaJbHas OJUHEUPOTIATUS
Knunnuyeckas kapruna cudapoma I'mitena-bappe

[TepBriMu niposiBneHusIMU cuHApoMa [ uiieHa-bappe ABISIOTCA, KaK IPaBUIIO,
MBbIIIIEYHAsi CJIa00CTh W/WIM CEHCOPHBIE paccTpoiicTBa (YyBCTBO OHEMEHHWS,

MapecTe3nu) B HUKHUX KOHEYHOCTSIX, KOTOPbIE, CITYCTS] HECKOJBKO 4acoB (CYTOK)
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pacupoCTPaHsSIOTCA HA BEPXHUE KOHEYHOCTU. B HEKOTOPBIX ciiydasx 3a0oJieBaHUE
MaHu(pecTupyeT OOJIAIMM B MBIIIAX KOHEYHOCTEM M MOSICHUYHO-KPECTIIOBOU
o0nactu. OyeHb pEIKO TMEpPBbIM MPOSIBICHUEM CTaHOBATCS mnopaxkenus YH
(rmazoaBUTaTENbHBIE PACCTPOMCTBA, HapyllleHue (oHaluu U rioTaHus). CreneHb
JNBUIATENIbHBIX HApylIeHWH Ipu cungpome IuiieHa-bappe 3HauuTENBHO
BapbUPYETCS — OT MUHUMAJIBHOUN MBIIIIEYHOU ciiaboctu 10 Terparieruu. [lapesst,
KaK MpaBUJI0, CAMMETPUYHBIE U OO0JIbIIE BHIPAXKEHBI B HUKHUX KOHEUHOCTSIX.
Tunu4Ha rUNOTOHUS U CYIIECTBEHHOE CHUKEHUE (JINOO MOITHOE OTCYTCTBUE)
CyXOXuNIbHbIX  pednekcoB. B 30% ciayyaeB  pa3BUBaeTCs ObixamenbHasl
Heo0CmamoyHOCmb. PaccrpoiictBa MTOBEPXHOCTHOM YyBCTBUTEJIBHOCTH
OPOSIBJISIFOTCS B BUJE JIETKOW WJIM YMEPEHHOW THMO- WIM THUNEPKUHE3UU 10
NOJIMHEBpUTHYECKOMY  TuUNy. [lpuOnu3urenbHO y TOJOBUHBI  MAIlMEHTOB
HAOJIIOJJAl0TCSl PACCTPOMCTBA TIyOOKOM YyBCTBUTEIBHOCTH (MHOTIA BIUIOTH IO
nosHoi ee yrparsl). [lopaxkenuss UH, BoisiBisiemble y OONBIIMHCTBA OOJBHBIX,
NPOSIBIIIOTCS TTAPE30M MHUMHYECKUX MBI U OynbOapHbIMU HapyuieHusmu. M3
BEre€TaTUBHBIX HapyLIEHUI Haubomee 4acTo HaOJII01At0TCS
CEepACYHBIE apumMuu, apmepualbHas eunepmeH3us, pPacCcTpOMCTBO
norootacnenus, Hapyirenne Gyukuuii JKKT 1 Ta30BbIX OpraHoB (3adepoicka mouir).
OcTpas BocnaJuTeJIbHAA JeMUECTHUHU3UPYIOLIAS MOJUHEAPONATHS.
Knaccuueckumu mposiBACHUSMU OOJIE3HU CUYUTAIOTCS MPOTPECCUPYIOUTUI
(BOCXOAIIMIA) TTapaiy MBI KOHEUHOCTEH U ABIXaTEIbHONH MYCKYJNATyphl, YTO
COIIPOBOKJAETCS PACCTPOMCTBAMU YyBCTBUTEIBHOCTH 110 MOJUHEUPONIATUYIECKOMY
TUIY; BIIOCJIEJCTBUM Yy NAIMEHTOB BO3HUKAIOT BEreTaTUBHO-TpO(HUUECKUE
HapyleHusa. XapaKTepHO BHE3AITHOE MOSBICHUE HEBPOJIOTMYECKOM CUMIITOMATUKU:
6omneBoit cuaapoM (110 80%) u mapecte3nu (20%); TUMUYHBI ATAKCHS, TTAPE3BI MBITIII]
KOHEYHOCTEW U MapaJniu YepernHbiX HepBOB. [lopaxkenne cuMnaTnyeckoi HEPBHOU
CUCTEMBI ITPOSIBISIETCSA PA3IMYHBIMU BET€TATUBHBIMU HAPYIICHUSIMU (TUTIEPTEH3US,
NOCTypaJIbHAasl ~ THUIOTEH3Ms,  Opo(dy3HOE  MOTOOTACICHHE,  HAPYIICHUS
TepMoperyiasiuiud W T.1.). llapanuu JbIxaTelnbHONM MYCKYJATyphl —SIBJISIETCS

TUIIMYHBIM u TAXKCIIbBIM OCJIOXKHCHUEM OCTpOﬁ BOCHAJIMTEIbHOMN
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https://www.krasotaimedicina.ru/diseases/zabolevanija_pulmonology/respiratory-insufficiency
https://www.krasotaimedicina.ru/diseases/zabolevanija_pulmonology/respiratory-insufficiency
https://www.krasotaimedicina.ru/diseases/zabolevanija_cardiology/arrhythmia
https://www.krasotaimedicina.ru/diseases/zabolevanija_cardiology/hypertension
https://www.krasotaimedicina.ru/diseases/zabolevanija_urology/ischuria

JEMUEIMHU3UPYIOIIEH MoNuHeponaTtuu, TpeOytoumm nposenenus WBJI w/unm
TPaXE€OCTOMHHM Y B3POCIBIX, B TO BpeMs KaK y JeTel Ha0onaeTcs npuMepHo B 3%
CIIy4aes.

OcTpast MOTOPHO-aKCOHAJILHASI HEMPOMATHS.

Kinnanueckas kapTtuHa npaktudecku He ommunma ot OBJIL 3a
HUCKJIIFOYEHUEM TOTO, YTO HE OTMEYAeTCs IOPAKEHUS CEHCOPHBIX BOJOKOH
nepudepuueckux HepBoB. B OoJbIIMHCTBE ciyyaeB 3a001eBaHue IPOTEKaeT OoJiee
TSOKENo, 4aie nanueHtam Ttpedyercs MBJI, wame Qopmupyercs ocCTaTOUYHBIM
MOTOPHBIN Je(ULIUT.

OcTpasi MOTOPHO-CEHCOPHAsl AKCOHAJIbHAS HellponaTus.

Kimanueckne nposiBinenus storo Bapuanta CI'b mpakTnuecku HEOTIUYUMBL
OT CUMIITOMOB OCTPOM BOCHAJIMTENBHON AEMHUEIMHU3UPYIOLIEH MOJUHENPONaTHH
(MbImeuHast c1aboCcTh U CEHCOPHBIN JeduUInT), HO 3a00JIeBaHUE MTPOTEKaeT Oosee
TSIKEJO, a IPOTHO3 SIBJSIETCS TOpa3o 0oyiee Cephe3HbIM.

Cunapom Muwiepa-®uinepa (kpannajabHblii Bapuant CI'B).

OTnMYUTENPHBIME YE€pTaMU 3TOTO BapuaHTa OOJIE3HU SBIAECTCS HAIUYUE
KJIMHUYECKON TpUaIbl B BUJE COUYETAHUS HAPYKHOW OQTaIbMOIUIETUH (TIaBHBIH
NpU3HAK), aTaKCUU U ape]ieKCHH, MOSBISAIONIEecs B IMpeiesiax MepBOMl Heaenu
nocie Hayana 3a0oneBaHus. Haumbonee paHHMMHM CHMIOTOMaMH CHHApPOMA
Mumniepa-Ouimiepa  coykar — AWIUIONHUS, HMHOTJIA  MOXET — HAOJIOmaThes
JIBYXCTOPOHHUH Mape3 JIMIEBOTr0 HepBa. BeTpewatoTes mapanuyu/mapessbl JULEBOTO
HepBa U OymnpOapHBIe paccTpoiicTBa. Ilo  JOCTMKEHHMHM  MaKCHUMaIbHOMN
BBIPAQXEHHOCTH, OMHMCHIBAEMbIE CUMIITOMBI OOBIYHO COXPAHSIOTCS Ha MPOTSHKEHUU
1-2 wmenmenp, mHOTHA 10 4-X HEJEHb, IMOCJIE YEro OTMEYaeTCs IIOCTSIICHHOE
BOCCTAHOBJICHHE HEBPOJIOTUYECKUX (PYHKIUI (OOBIYHO OHO OBIBAeT MOJHBIM WIIH
MPAKTUYECKU TMOJIHBIM). XapaKTePHbIM TaKXKeE SIBISETCS: OTCYTCTBHUE MBIIICUYHON
c1a00CTH B KOHEYHOCTAX; OTCYTCTBHE HApyLIEHUS CO3HAHUS WM IPU3HAKOB
BOBJICUCHHUSI KOPTUKO-CITMHAIIBHOTO TpakTa; noBbieHue oenka B LICXK npu nurtose

MeHee S50 MOHOHYKIJIEapHBIX KIJIETOK, HOPMAJIbHBIE pPE3yIbTaThl IO JTAHHBIM



anexktpomuoHedporpapun (OHMI')  wuiam  M30JIMpPOBAaHHOE  TMOPAKEHHUE
YYBCTBUTEIIBHBIX HEPBOB.

OcTpasi nmaHau3aBTOHOMHAasi HeliponaTus (ocTpbiii maHaBToHOMHBIN CI'B,
oCTpasi MaHAU3aBTOHOMMUSI).

YacTpiMu cHUMNITOMaMHU OOJIE3HU SBJISIIOTCS HAPYIICHUS] TOTOOTIEICHUS,
OTCYTCTBHE clie3000pazoBaHusi, ¢GoTodobusi, TOUIHOTA, auUcParusi, CyxocTb
CIIM3UCTHIX 000JIOYEK HOCA 1 POTOBOM MOJIOCTH, CYXOCTh U OTCIIONKA KOXKH, & TAaK¥Ke
HapylieHus nedekanuu (3amopel, auapes). B uucie paHHUX HecnenupuuecKux
nposiBjieHUu 3a00jeBaHusl (UTYPUPYIOT TOJIOBHAsE 00Jib, JIETApTHsi, YCTaJoCTh,
CHW)KCHHAS MOTUBAIUS (K MPUHSATHIO WHUITUATUBHBIX PEIICHUN ), & TAKXKE TPU3HAKH
BEreTaTUBHBIX HAPYIIEHUH (OPTOCTATUYECKOE TOJOBOKPYKEHHUE, Pa3MBITOCTh
3peHHsi, CYXOCTh IJIa3, HapylieHus Modeucmyckanus). Kpaline peako sta dopma
CT'b nabmronaercs y nereii. B ne6Grote 3a0oaeBanus HauOoee YaCThl CHMIITOMBI B
BUJIE HAPYILIEHUN, aCCOIMMUPOBAHHBIX C OPTOCTATUYECKON HEMEPEeHOCHUMOCTHIO, a
TaK)K€ PacCTPONCTBA CO CTOPOHBI KEITYJOYHO-KHUIIIEYHOTO TPAaKTa M HapylleHUE
(GYHKIIMKM TOTOBBIX Keye3 (cymoMoTopHas AuchyHKIUsA). Moryr orMmeuarbes
napacuMmaTH4ecKue paccTpoiictBa (0oiM B JKMBOTE, PBOTA, 3amop, HIEYC,
3a/iepKKa MOYM, PACIIMPEHUE U apEaKTUBHOCTH 3PAYKOB, MOTEPS] AKKOMOAIIUN).
Kpaitne penko 3ta popma CI'b HabmonaeTcs y netei.

CrtBoaoBoii 3Hnedannt bukepcradgda (Bickerstaff’ brainstem encephalitis).

XapakTepu3yeTcsi OCTPhIM, BHE3AITHBIM JAeOI0TOM B BHUjE O0()TaIbMOIUIETHH,
aTaKCWW, HapYIIEHUsS CO3HAHWS, TUNeppedICKCUd W HaTU4YUs CUMIITOMA
babunckoro. Teuenwe Oone3HM MOHO(MA3ZHOE WIM PEXKE PEMHUTTHPYIOIICE-
peunauBupyromiee. Kpaiine penko sta popma CI'b HabGmromaercs y aeTen.
dapunro-ueppuko-opaxnanbubiii Bapuant CI'b.

XapakTepu3yeTcsi H30JIMPOBAHHON CITA00CTHIO B JIUIIEBBIX, POTOTJIO TOYHBIX,
MIEHHBIX MBITIIAX, a TAK)KE B MYCKYJIaType BEPXHUX KOHEUHOCTEH (0€3 BOBICUCHHUS
HIKHUX KOHeuHocTel). Kpaitne penko sta popma CI'b nabntonaercs y nereil.

OCTp afd KpaHuaJIbHasd I10JI nHeipr omnmaTus.



[TposiBisieTCSI BOBIICYECHUEM B TMATOJIOTHYECKUH MPOIECC TOJIBKO YEPEITHBIX
HepBoB. Kpaiine peako sta popma CI'b nabmonaercs y nereii [1, 2, 5, 10, 20, 21]

B 6onpmmnHCTBE ciydaeB TeueHue 001e3Hu MoHOo(pa3Hoe. B Teuennu Oonesnu
MIPUHATO BBIACIATH 3 cranuu (nepuona): 1) nmepuoj nporpeccupoBanus (He Oosee
4-x Henenb), 2) Mepuoj] CTOMKON CUMITOMATUKH (He 6oJiee 4-X Hellelb), 3) mepuo
BoccTaHOBIIeHH (10 1 roaa).

B  pasrpammuenun  pasHeix  popm  CI'M  Beaymmm  SBISETCS
anekTpoHerpoMuorpaduieckoe uccienopanue (JHMI), mo pesynbpratam KOTOPOTO
BBISBJISICTCS  JACMUCIMHU3UPYIOIIMK WM aKCOHAJIBHBIX THIT  MOPAKCHHS
nepudepuIecKuX HEPBOB.

I[Ipu CI'b B mepuojae NpPOrpecCUPOBAHKMS HEBO3MOXHO IPOTHO3HPOBATH
TedeHue 3a00JIeBaHus, MO3TOMY BCE MaMeHThl ¢ mono3penneM Ha CI'b B mepuoze
IPOrPECCUPOBAHUS JIODKHBI OBITh TOCHUTAIM3UPOBAHBI, TaK KaK BO3MOXHO
JanbHeIIee HapacTaHue TSHXKECTH Mape30B C Pa3BUTHEM JIbIXaTEIbHBIX U CEPJIEYHO-
COCYAMCTBIX HapylieHuil. B mepuone nporpeccupoBanusi HEOOXOIUMO MPOBOAUTD
MOHHUTOPUHT HEBPOJIOTMYECKUX HapYyIIEHUWH (CTENeHW Tape30B, HAPYIICHUS
rJIOTaHusl, M3MEHEeHHs TemOpa Toj0ca), apTepUaIbHOrO [ABJIEHHUS, YaCTOTHI
CEpIICYHBIX COKpAICHUM, YaCTOTHI AbIXxaHUs, 3nekTpokapauorpaduu (OKI) wu
XKEJL
JImarnocTuka
XKanoOwl u anamHE3

[Tpu cOope anamHe3a U Koo clieayeT 00paTuTh BHUMAHKUE HA CIEAYIOIINE

MIPU3HAKU
. HOpMaJIbHOE (PU3HYECKOE U JBUTATEILHOE Pa3BUTHE 0 HaYalla
3a00J1€BaHMS;
. 4acTO Pa3BUBACTCS MMOCIIE HHQEKITHIA;
. OTCYTCTBHE JIUXOPAJKU B ACOIOTE;
. TeueHne 00JIe3HN MOHO(DA3HOE;
. MBIIIIEYHas CJ1a00CTh B HOTaX W/MJIM PyKaxX OBICTPO MPOTPECCUPYET

(IHM WK HEeJIeJIN), COCTOSTHUE MOYKET OBbITh KpaliHE TSXKEIIbIM;
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. OTCYTCTBHUE WJIM yracanue peQeKkcoB B MePBbIC JHU 3a00JI€BaHUS;

. JIBUTATEIbHBIC HAPYIICHUSI PA3BUBAIOTCSA 1O «BOCXOJISIIEMY» THUILY,
3HAUYUTEIILHO PEXKE «HUCXOAIIEMY;

. CHUMIITOMBI ITPOTPECCUPYIOT B TEUCHUE HECKOJIbKUX JHEH, HO
MpEeKpaIaT HapacTaTh K KOHITY 4-i HeIein OT Havyasia 00Jie3HHU;

. BOCCTaHOBJIEHHE — OOBIYHO HAYMHAETCS uepe3 2-4 HelleNu MocIe
peKpalnieHus Hapactanus 3abonesanus [1, 2, 5, 6, 10, 20].

KommenTapum: ¢ anamuese npumepHo y 08yx mpemeti nayueHmos ¢
0CMpOol 80CNANUMENLHOU OeMUeUHU3Upyrouel noauneuponamueti 3a 2 Heoeiu 00
NOAGIeHUsL MbILLEYHOU CIAO0CMU OmMeyaemcs nepeHecerue I3nU300a 0Cmpoti
PeCnupamopHol UH@eKyuu uiu 2acmpodHmepuma, uHo20d — mpaemvl Uil
onepamusHoe eMeulamebCmeo, pedxce — NepeoxiancoeHue Uil
npoguIaKmuiecKas 6aKyuHAYus.

Pdu3zukanbHoe 00c/iel0BaHNe
. [Tpu pusukanbHOM 00CIEI0BaHUU CIeayeT 0OpaTUTh BHUMAHUE Ha

CICOyromuce OCOOCHHOCTH:

. SICHOE CO3HAHUE;

. HaJMYKME MBIIICYHON CTAa00CTH B HOTaX W/ WA PyKaX;

. CHU)KCHHE WJIM OTCYTCTBHUE CYXOXKUIBHBIX PE(IIEKCOB, OCOOCHHO B
HOTax;

. YyBCTBUTEJIbHBIC HAPYIIIEHUS 110 TTOJTUHEBPUTUIECKOMY THITLY;

. Haju4ure 0oJiel B KOHSYHOCTSX, MapeCTe3Ui U TU3ECTE3UH;

. OTHOCHUTEIbHAS! CAMMETPHUYHOCTD TTOPAKEHUS,

. YepeIHbIE HEPBBI — 0COOCHHO XapaKTEPHO MOPAKEHHUE JTUIIEBOTO

Hepsa, B 10-20%;
. BEreTaTHBHBIC HAPYIICHUS — BBICOKA BEPOSTHOCTh Pa3BUTHS
TaxXUKapJUH, apUTMHUH, TIOCTYPATbHON THIIOTCH3UH, apTEPUATBLHON THIICPTCH3NH,

Ba30MOTOPHBIX CUMIITOMOB;,



. CHUMIITOMBI TPOTPECCUPYIOT B TEUCHHUE HECKOJIBKUX JHEH WU HEJEb,
HO HapacTaHWE CUMITOMATUKU JIOJKHO MPEKPATUTHCS K KOHIY 4-1 HeJeau oT
nebrota 6onesnu [1, 2, 5, 10, 20, 21]

JlaGopaTopHasi AMATHOCTHKA

(Cuaa pexomenaanuii — 1; 10cToBepHOCTH AoKa3aTenbCcTB — C)

. Pexomen10BaHO TIpOBEIeHNE TIOMOAIBHON MyHKIIMH C
Uccle0BaHreM 1iepeOpocnHanbHON )KuakocTH [1, 2, 5, 10, 20]

Kommentapuu: Xapaxmepnvim s16/15emcs nogvludleHue cooeprcanus 6eixa
8 IUKBOpe no npowecmauu 1 Hedenu nocie noseIeHUs. XApaKmepHulX CUMIIMOMO8
bone3nu; npucymemaue 8 1 MKl CHUHHOMO03208011 dicuokocmu He bonee 50
MOHOYUMOB W/ unu 2 2panyioyumos; Haiudue heHomena 6eiKo80-KiemouHou
ouccouuayuu.

NucTpyMeHTAIbHAS JUATHOCTHKA

(Cuna pexomenaanuii — 1; 10CTOBEpHOCTH JOKA3aTEIBCTB — A)

. PexoMeH10BaHO MpOBEIEHUE ANEKTPOHEUPOMHUOTPadUIECKOTO
UCCJIEIOBAHNUS; XapaKTEPHO HATTMYHE SJIEKTPOMHUOTPAPUUECKUX MPU3HAKOB
JIEMUETMHU3AIMN /WU aKCOHAIBHOTO MOpaXeHUs iepudepuieckux HepBoB [ 1,
2,7, 8, 10].

KommenTapuu:

Heupogusuonocuueckue kpumepuu CI'b 0na cpynnot nayuenmoe
¢ nepeuyHo oemuenunuzupyrouum nopaxicenuem (OB/II):

Heobxooumo nanuuue no kpatineti mepe 00H020 U3 HUMCENePeUUCIeHHbIX
NPUZHAKOB He MeHee YeM 8 2 Hepeax uiu 08yX NPU3HAK08 8 0OHOM Hepae, eClli 8Ce
opyaue Hepsbl He8030yOuMbl U amnaumyoa M-omeema 6 OucCmaibHOU Mouke
cocmagnsiem 90% u menee HUNCHEU epaHULYbl HOPMBL:

1.1 Cxopocmo pacnpocmpanenusi 6036yaicoenus (CPB) menee 90% om
HUJICHel epanuybl Hopmul, uiu menee 85 % npu amniumyoe M-omeema 6

oucmanvrou moyke menee 50% om HudICHel 2paHUuybl HOPMbL,
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1.2 JJucmanvnasa namenmuocmo M-omeema npegviuiaem 6epxmioro cpanuyy
Hopmbl bonee yem Ha 10%, unu 6onee uem na 20% 6 ciyuae, eciu amnaumyoa M-
omeema 6 OUCMAIbHOU MOYKe HUMNCE HUNMCHEU 2PAHUYbI HOPMbL,

1.3 Hanuuue apemennotl oucnepcuu unu 610Ka nposedeHust 8030yHcoeHUsl;

1.4 Jlamenmnocms F-601Hbl npegvluiaem 8epxXHION 2paHuyy HOpMbl Ooaee
yem Ha 20%.

Heiipogpuzuonozuueckue kpumepuu CI'b ona cpynnel nayuenmoes
¢ nepeuuno akconanvhvim nopaxcenuem (OMAH u OMCAH):

Hem evluenepeuucienuvix npuzHako8 oemMueruHu3ayuy Hu 8 0OHOM Hepee
(ucknouas oour npusnax 6 1 nepese, ecau amniumyoa M-omeema 6 oucmanbHoU
mouke 6onee uem Ha 10% Hudice HUMCHETN epanUybl HOPMbL), U NO KpauHell mepe 8
08yX Hepsax amnaumyoa M-omeema 6 oucmanvrou mouke cocmasisiem 80% u
MeHee Om HUMNCHeU 2PaHuybl HOPMbL.

Heupogusuonocuueckue kpumepuu CI'b 0na cpynnot nayuenmoe
C Hego30yOUMbIMU HEPBAMU.

M-omeem ne yoaemcs 3ape2ucmpuposams Hu 8 00OHOM U3 UCCIe008AHHbBIX
Hep808 Ul eCmb OMEem MoJibKo 8 00HOM Hepee ¢ amnaumyoot M-omeema &
oucmanvHou mouke bonee uem Ha 10% Hudice HudICHel epanHuybl HOPMbL.

Jleuenue

lloxazanuamu x nposedenutro namozenemuueckou mepanuu npu CI'D
aensaromes:  ece  bonvhvie ¢ CI'B ¢ Hapacmarwowel  He8pOIO2UYECKOl
CUMNIMOMAMUKOU, 0COOEHHO 6 nepgvle 2 Hedenu 3a00./1e6aHus, npu 100U cmenexu
msdcecmu, nayueHmovl co cpeoneu u msaicenrou Gopmamu CI'E oadxce npu
CHOHMAHHOU CcmMaduIU3ayuu CcocmosHus 6 nepevie 2 Hedeau 3a0071€6aHUsL;
NOBMOPHOE HAPACMAHUE HEeBPOJIO2UYECKOU CUMNMOMAMUKY NOCAE BPEMEHHO20
yayuuieHus (Ha gone nevenus uiu 6e3 He2o).

KoncepBaTuBHOeE jieueHne

. PexomennoBaHa KypcoBas BHYTPUMBEHHAs HWMMYHOTEpamus C

MIPUMEHEHUEM CTaHAAPTHOTO YEJIOBEYECKOT0 MMMYHOIJIOOYJIMHA C COAEpKaHUEM

IgG >95% (BBUT )%
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(Cuia pexoMenaanuii — 1; 710CTOBEPHOCTH 10KA3aTEIbCTB — A)

KommenTapum: cywecmeyiom 2 0CHOBHBIX pedcuma HA3HAYeHUus: 0emsm ¢
CI'b uenogeueckux UMMYHO2I00VIUHOBIHC,8K O/ 6HYMPUBEHHO20 86E0CHUSL:

1) no 0,4 2/ke/cym 6 meuenue 5 Onetl (cymmapuasn 0o3a 2 e/ke maccol meia);

2) no 2,0 e/ke 6 pazoenenHvix 003ax 8 medueHue 08yX OHell.

Ilepsylii u3 onucvi8aemMvix pexcumos Oojiee pacnpoCmMpaHer U CYumaemcs
npeonoumumenvHuiM. Y Oemeti npuopumemuviM cuumaemcs npumenerue 10%
BBUI nockonwky evicoxkasn 10% xonyenmpayuu IgG nozeonsem cHuzume Hacpy3Ky
00beMoM, NpUBOOUM K 3HAYUMENbHOM)Y COKPAUWEHUIO NPOOOINCUMENbHOCTU
unHgy3ull.

. PexomennoBano mpoBeneHue miasmadepesa.

(Cuna pexomenaanuii — 1; 10CTOBEpHOCTH JOKa3aTEIbCTB — B)

KommenTapum: npumenenue niasmagepesa cHudcaem puck passumus
ovixamenvHol HedocmamouyHocmu u Heooxooumocmu UBJI, ymenvwaem nepuoo
0ocmudicenuss ~ CNOCOOHOCMU K CAMOCMOAMENbHOMY  NepeosUICeHUIo,
cnocobocmeyem noIHOMY 80CCMAHOBIEHUS MbIULEYHOU CUNblL, CHUdCAEm NPOYEeHMm
msicenvlx nocreocmeuti no npowecmeuu 1 2ooa. Odvem 3ameHAeMOol Naasmvl U
ONMUMATILHOE YUCTIO Npoyedyp niamaghepesza 8apbupyom: HeoodXo0uMo yoaiums
nnazmy 6 ooveme om 140 0o 250 mn/ke eeca nayuenma 3a 2-x HeOeabHbIl KYpPC
nleyenus, opyeou npomokon, ucnoavzyemuiii ¢ CILLA, 3amewenue 200-250 mn/ke 6
meuenue 7-10 oneii. [lpu CI'B mpebyemcs ne menee 08yx npoyedyp niasmaghepesa
011 3HAYUMO20 CHUMNCEHUS YUCIA YUPKYIUPYIOWUX UMMYHHbIX KOMNIEKCO8 (npu
OCMpOlUl  BOCHAIUMENbHOU — OeMUEUHUSUPYIOWel  NOIUHEUPONnamuu  J1e2Kou
BbIPANCEHHOCMU NPOBOOSAM 2 npoyeodypul, a Npu ymepeHHou u msxcenou — 4-5
npoyeodyp, uepes oeusv). llnazmaghepes nposoosim 6 Henpepvl8HOM pedcume Uil
MeMOpaHubiM ((hurompayuonnvim) memooom. Ilpomusonokazanus 0 NPosedeHUs.
nuazmoghepesza: ameMusi MANCENOU CMENeHU, BbIPANCEHHAST MPOMOOYUMONeHus,
Hapyuienusi npomu8oCe8epmvlearoujeli Cucmemvl Kposu, COCMOSHUA/3a001e8aHus,
CBA3AHHbIE C NOBLIUEHHOU KPOBOMOYUBOCbIO, MANCENAS COMAMUYECKAS

namoJjiocus.
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. He pexomennyercs Ha3Ha4YaTh KOPTUKOCTEPOU/IBI.

Kommenrapuu: Haznauenue  kopmukocmepouoos 6  nevenuu  CI'b
cuumaemcs 2pyoou owmudKoU, NOCKOILKY. OHU He I(dekmushsl, obecneyusaom
OONOTHUMENLHYIO UMMYHOCYAPECCUI0 U PUCK 8MOPUUHBIX UHDEKYUll;, YOIUHAIOM
nepuoo  80CCMAHOBNCHUS,  VBEIUYUBAIOM  DUCK  OCMAMOYHLIX  SAGNEeHUl;
VEeIUyuUarom puck paseumus OONOJHUMENTbHLIX NOOOUHbIX Ipexkmos —
UNOKATUEMUU, 2UNEePeIUKeMUU, APMEPUATbHOU 2unepmen3us u op.

. Jlewenne cunapoma Munnepa-Puiiepa, OCTpOM NAHABTOHOMHOMU
HEUPONAaTUH, OCTPON MOTOPHO-CEHCOPHOU aKCOHATIBHON HEMPOITATUH U CTBOJIOBOT'O
sunepanura bukepcradda ornuuaercs ot tepanuu kiaccuyeckon popmber CI'B.
PexoMeHnayeTcs mpUMEHEHUsI TOPMOHOB-KOPTUKOCTEPOUIOB.

KommenTtapum: ¢ smoii yenvto ucnonvzyromes npenapamol llpeonusonon u
Memunnpeonu3onoH. Kopmuxocmepouonvie 2OPMOHbL (npeoHU30.10H,
MemunpeoHu30JioH)

Xupypruueckoe JjieueHue

He tpebyeTtcs
HNHoe neyenue
I[Ipu CI'b npu HEOOXOIUMOCTH PEKOMEHJJOBAHO IPOBOJUTH JIEUYCHHUE TaKKe IIO0
CJEAYIOIINM OCHOBHBIM HAIlPaBIICHUSIM

1. Kopmitenue uepe3 Ha3zoracTpajibHbIN 30H/T;

2. [IpoBenenue MBJI (mpu noka3zanusx). [lokazanusmu st nepeBoaa B
OTJIEJICHHE pEeaHHMMallud W MHTEHCUBHOM Tepamuu (PUCK JbIXaTEIbHOM
HEJIOCTATOYHOCTH ) ABJISIIOTCS MOKA3aTeNn )KU3HEHHON eMKkocTH jierkux (KEJI) <20
mi/kr (mmm <60% oT mpeamnonaaraemoii), MMKoBoe aaBieHue Ha Broxe <30 cm H20
U nukKoBoe naBieHue Ha Bernoxe <40 cm H20. Heooxomnmocts B UBJI Bo3HUKaeT
B 25% cnyuaeB. [lokazanusiMu K WHTyOanMM TMamMeHTa SBISETCS HaW4He
dopcuposannoit JKEJI <20 mi/kr (mpu c1aboCcTH YepemHbIX HepBOB — 15-18 Mi/kr),
MakcuMaiabHOE AaBieHue npu Broxe <30 cm H20 u MakcumanbHOE JaBJICHUE Ha
BbIIOXE <40 cm H20. Bo3smoxuocts otmensl IBJI paccmarpusarot npu JXKEJI >15

MJI/KT (TIpU OTCYTCTBUU JIETOYHOM MATOJOTUH);
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KynupoBanue 601€BOro CuHApOMa;

[Ipenynpexnenue u ne4eHrne HHPEKUN;

[IpodunakTrika BOSHUKHOBEHUS MPOJICKHEN;

[Ipenynpexnenue u aeueHre TpoMO0IMOOINY JIETOUHON apTepuu;
[Ipenynpexnenue keparurta (IpU HATUYUH JIaroPTaIbMa);

Pannss ABUTaTCIIbHAasA pea6I/IHI/ITaI_[I/IH;

© ® N @ O &~ W

[IpodunakTrka pa3BUTHUSI KOHTPAKTYD;

10. Knunuyeckoe mnurtaHue mnpeaycmorpeHo st nanueHtoB ¢ CI'b,
Haxonsamuxcs Ha MBJI, (9HTEepanmbHOE WJIM MapeHTEpalbHOE), IEIbI0 KOTOPOTO
ABIgeTCs o0ecreyeHue NOTPEeOHOCTH B TMHINEBOW SHEPIMM MPU  BBHICOKOM
meTtabonuueckoit morpedHoctu (40-45 HEOENKOBBIX KaJIOPHUI/KT, MOBBIIIEHHOE
conepkanue Oenka — 2-2,5 r/kr). B psne ciayuyaeB Takas nmuTaTenbHas MOJEpKKa
TpeOyeTcst nanuentam 6e3 UBJI, HO co 3HaUUTENbHON BBIPaKEHHOCTHIO TUC(haruu.
[IpuMeHeHne KIMHUYECKOTO MTUTAHUS TO3BOJISIET IPEAOTBPATUTD ACTTUPALIUIO TUIIU
C TOCJIENYIOIUM Pa3BUTUEM IMHEBMOHHUM Yy MAlMEHTOB I'PYMIbl PUCKA IO 3TOMY
COCTOSIHUIO.
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