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OcTpasti BOCHANIHTENbHAS JEMHUCITUHUZUPYIOIIAsI
MOJIUPAAUKYJIOHEBPOIATU WM CUHIpoOM [ miteHa-
Bappe (CI'b) — 310 ayrouMMmyHHas moJUHeWpomna-
THS, XapaKTEPU3YIOIIAsACs OBICTPO pPa3BUBAIOIIH-
Mucs (MeHee ueM 3a 4 Henenu) JABUTATEIbHBIMHU
HapYIICHUSIMU B KOHEYHOCTSIX U (MJIH) TOpaKEHUEM
YepEITHBIX HEPBOB B COYETAHUHU C OEIKOBO-KJIETOY-
HOH auccoruanueil B 1epeOpOoCTUHATBHON KHUKO-
CTH.

YacroTta 3aboneBaemoctu CI'b B Mupe coctaBiseT
0,6-2,4 cmyuas Ha 100 TbIC. Hacenenus [1,2,3]. Co-
TJIACHO JIaHHBIM, TpencTaBlieHHBIMH CymOHEBOM

H.A. u coagt. (2014), B Poccuu exxeromno CI'b 3a-
6omeBaroT okoo 2700 uenosek [4].

B 3aBucuMOCTH OT Hayana ayTOMMMYHHOIO MpO-
1ecca BBIICNSIOT YCThIpe KIMHUYECKUX BapHAHTOB
CI'b [2,5,6,7]:

1. OcTpas BocaNuTeNbHAS IEMHUCTHHU3UPYIOIIAsT
nonmuHeBponatus (OBJIT) (70-80% cmyuaeB) -
knaccuueckas ¢popmoii CI'b.

2. OcTpasgs MOTOpHas aKCOHalbHAas HEBPOIIATHUS
(OMAH) (10-15%) xapaktepusyeTcsi H30JIUPOBaH-
HBIM TTOPKEHUEM JIBUTATEIIbHBIX BOJIOKOH.

Becrauk KI'MA um. U. K. Axynbaesa

2017 Ne2



BHYTPEHHAA MEIUIITNHA

3. OcTpas MOTOPHO-CEHCOpHas aKCOHaJIbHas
HeBpomnatus (OMCAH) (5%) nposiBnsieTcss B BHAC
HOPAKEHUS JBUIATENbHBIX U YYBCTBUTEIBHBIX BO-
JIOKOH.

4. Cungpom Mumnepa-®uiepa (He MpeBHIIIAET
3%) xapakTepu3yercs oQTaaIbMOIIIeTHe, MO3Ke-
KOBOH aTakcHel mpu ciaboBBIpaKEHHBIX Mape3ax.

B nmByx tperu ciydaeB pazsuruto CI'b mpenmie-
CTBYET BHpYCHas WM KulieyHas uHpekuus [4]. B
KayecTBE WH(EKIMOHHBIX areHTOB MOTYT BBICTY-
naTh Takue Bo3OynurTenu, kak Campylobacte rjejuni,
Mycoplasm apneumonia, TUTOMETAIOBHPYC, BUPYC
Onmreiina-bapp u Bupyc rpumma [3,8]. B HacTtos-
iee BpeMs JOKa3aHo, 4To B ocHoBe marorene3a CI'b
JISKUT MEXaHHU3M MOJIEKYJISIPHOW MUMHUKPHH, KOTO-
past IPUBOAUT K MPOIYKIUH ayTOAHTUTEN K aHTUTe-
HaM nepudepruyeckoil HepBHOM cuctemsl [7,9].

KiuHnueckass kapTuHa B pa3BEepHYTOW CTaguM
CI'B, 00bI4HO CKIIAABIBACTCS U3 ABUTaTEIbHBIX, TyB-
CTBUTEJIBHBIX M BETCTaTUBHBIX HapyLIEHUH; CyXO-
KIJIBHOM runo- unn apeduexcun. Hanbonee gacto
BCTPEYAIOTCS JIBUTATEbHBIE PACCTPONCTBA, Xapak-

CTBEHHO JWMCTAIBHBIMU Tape3aMH C MBIIIEYHOU TH-
MOTOHUEH M YracaHHUEM CYXOKWUJIBHBIX Pe()ICKCOB.
Kpome »3toro BO3MOXHO pa3zBuTHe auddy3HOM
CHOHTaHHOW (CHMMETPHYHOH, ABYCTOPOHHEH) Mu-
aJITUX J0 TPOSBICHUS JBUTATEIBHBIX PACCTPOMCTR.
[Tpumepno y 25% OGONBHBIX B pe3yabTaTe NajlbHEH-
IIETO MPOTPECCUPOBAHUS 3a00JICBaHUS PA3BUBACTCS
nape3 AuadparMbl U OBIXaTENBHOM MYCKYNaTypBl,
YTO NPUBOIUT K JbIXaTEIbHOW HEAOCTATOUHOCTH
[1,8].

CornacHO COBpPEMEHHBIM MHUPOBBIM DPEKOMEH/A-
nusaM seueHuss CI'b ocHOBHBIMH MeTOIaMu SIBJIS-
torcs mnazmadepes (I1P) u BHyTpuBEeHHOE BBEICHNE
umMMmyHorno0ynuHa kinacca G (IgG) B Teuenue nep-
BBIX Henenb 3aboneBanus [1,5]. Lensto 1O saBus-
ercs yaanenue 200-250 Mur/Kr 1m1a3mbl B TEYCHUE 7-
14 nmueit. 3amernienne yaausieMoro o0bpémMa IIa3Mel
npousBoautcs 5% anpoymuHOM. [lokazaHusmMu ams
nposefeHusa 1P oneHUBarOTCS B COOTBETCTBUHU C
CeBepoaMepHKaHCKON ITKAION TSYKECTH IBUTATEIb-
Horo nedurmra (CAI) (Tadan. 1) [12,13,14].

TepU3yloluecs: MepuepuiecKuMu, IMPEeuMyIie-
Tabnumna 1
CeBepoaMepuKaHCKas IIKaja TSXKECTH JBUTATEIBHOTO nedunuTa
Cranns IIpu3naku

0 Hopma

I MuHuManbHbIE JBUTATENbHBIE PACCTPOICTBA

I CriocoGHOCTh TPOXOIUTE 5 M 03 TOIAEPKKHU (OTIOPHI)

I CriocoGHOCTh POXOJIUTH 5 M € TOJAEPKKON (0MOpoit)

v HeB03MOXHOCT IPOXOIUTH 5 M € TOAACPKKON MIIH OIOPOi
(TIPUKOBAaHHOCTH K TIOCTEJIN WM WHBATUIHON KOJISICKH)

\Y% Heob6xonumocTts nposenenus NBJI

Ilo pexomenganusam Amepuxanckoit Hespomoru-
gyeckoi Akagemun (2003) BHYTpUBEHHOE BBEIECHUE
BeICOKHX 103 IgG (0,4 1/KT) B TEUEHHE epPBhIX IBYX-
MATH JHEW JaroT XOpOIIMH pe3ynbTaT JIeYEeHUs y
00JIBHBIX B MEpBHIE IBE Hemenu 3aboneBanus [15].

B nactosmee Bpems B Kelpreizctane Tak ke oTMe-
YaeTcs TEHACHIMS K YBETHUEHUIO KOJIMUYEeCTBa allu-
€HTOB C AMAarHOCTUPOBAHHBIM CHHApPOMOM | niieHa-
Bappe, koTOpBIe 3a4acTyI0 B CBSI3U C 3aTSHYBIIEHCS
JUarHOCTUKOH B TSDKEJIOM COCTOSHHUMIIONAZAIOT B
peaHMMalLlMOHHbIE OTAEICHUACTPAHBI.

B cBsa3u ¢ oTCyTCTBHEM OMNpENeNeHHBIX E€IUHBIX
KJIMHUYECKUX PEKOMEH AL BeICHN JTaHHOU KaTe-
ropuu OOJIbHBIX y HAC B CTpaHe, JJIS JadbHEHIIeH
pa3paboTKH eAMHON CXeMbl JeUeHMsl ObLIO NpoBe-
JIEHO KJIMHUUYECKOE HCCIIEeJOBAHNE.

Hennsro mccaenoBanus sBISETCS W3yYECHUE KIH-
HU4ecKoH 3()(peKTUBHOCTH TAaTOr€HETUUECKOM Tepa-
run y 6onbpHBIX CI'B B ycrioBUSX oT/AEICHUS peaHu-
manuu r. buikex.

MaTtepuaJjbl 1 METOABI

HccnenoBanue npoBoamwioch Ha 6a3ze Haumonans-
Horo I'ocrurans (HI') mpu Munucrepctse 3apaBo-
oxpaneHus: Keipreizckoit PecmyOmuku otneneHus
peanumanuu Nel, 2, 3 perpo — u aHTeporpajaHo. B
uccienoBanue OblM BkItoueHbl 21 GonbHON CI'b
(12 my>xunn 1 9 xeHmuH) 3a nepuog 2000-2017 rr.
Bospact 6onpHbIX KOebancs ot 19 qo 77 net. Cpen-
HUi Bo3pacT Bcex OompHBIX CI'B  cocraBmsn
25,5+3,74 ropa.

Bonpubie no sTnonoruyeckoil npuuune CI'b pac-
NpeAETINCh CIEAYIOMNUM 00pa3oM: «ocTpasi pe-
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cnuparopHasi BUpycHas uHpexuus» — 71,4%, «xu-
nmieyHas uHpekus» — 23,8% U He yCTaHOBJICHHAS
aTHojorudeckas npuunHa — 4,8%. Pacnpenenenue

6o1pHBIX IO opmam CI'b u creneHu TsDKECTH IBH-
raTejbpHOro AeUINTa MPeICTaBIeHO B Tabuie 2.

Tabmuma 2

Pacrnipenenenue 6onbHBIX cuHIpoMoM ['uiteHa-bappe mo ¢popme 3a0osieBaHus, BpeMEHH rojia

KoanuectBo I[IpoueHT ot o01mero
00JILHBIX KOJIMYEeCTBA 00JIbHBIX
®opmaClB OBJII 15 71,4
OMAH 2 9,5
OMCAH 4 19,0
3uMa 8 38,1
BECHa 5 23,8
Bpems roaa
JIETO 5 23,8
OCCHb 3 14,3

Hpumeuanne: CI'h — cunopom 'utiena-bBappe; OB/l — ocmpas socnanumenvHas 0eMueiunusupyouasno-
nunesponamus;, OMAH — ocmpas momopnas axconanvnasn negponamus; OMCAH — ocmpas momopHo-cen-

COpHAs AKCOHAJIbHAA Hesponamusl.

Bcem 601bpHBIM, TOCTYNABIIMM B CTallHOHAP, MIPOBOIMITN CIIEAYIOIINE BUBI Tepanun (Tadm. 3).

Tab6muma 3

Pacnpez[eneHHe OOJILHBIX CUHAPOMOM FnﬁeHa—Bappe B 3aBUCUMOCTH OT BHJa TCpalIuu

Bun KoauyectBo
Tepanuu 00JIbHBIX
no 8
Mo+ IgG 4
IgG 9

IIpoueHT oT 001IETO
KO0JIn4ecTBa 00JbHBIX (%)

38
19,2
42,8

Hpumeuanue: [/ — nrasmagpepes; IgG — ummynoenobyrun knacca G.

1. I1® npooaumics Ha [TnasmoskerpaxTop [19-1 ¢
HENPEpBIBHO-TIOTOYHBIM pa3fieieHHeM KpOBH Ha
KJIETOYHBIE 3JIEMEHTHI U 11azMy. O0BEM ynanseMoit
ria3mbl 3a Kype [1d crpomncs u3 pacuéra 200 min
yaanseMoH 1mia3Mel Ha 1 KT Beca 00JILHOTO, 3aMeliie-
HHE yJanseMoro oobéMa mia3Msl IPOBOAMIOCH pac-
TBOpaMH KpPUCTAJUIOUIOB, KomiouaoB u 10% wumu
20% anpbymuHa. [IpoTokon Tepanuu cocTosut U3 4-
6 ceancoB I1®, B Teuenue 7-12 cyTok. AHTHKOAry-
JSIIMIO OCYIIECTBIISUTN OCTOSTHHOM HH(Y3ueil rema-
pUHA B DKCTPaKOpPIOpPalbHBIM KOHTYp B J03€ 5
en/kr/yac.

[l oGecriedeHust COCyAUCTOrO IOCTYIA BO BpeMs
ceancos [I® kaTerepu3npoBasii OHY U3 LIEHTPalb-
HBIX BEH (MIOJKIIOUMYHYIO MM BHYTPEHHIOIO SIpEM-

HYI0 BeHy). [[yist aieKkBaTHOrO KPOBOTOKA MCIIOJIB30-
BaJIM JIBYXITPOCBETHHIAPEHTTCHOKOHTPACTHBIN KaTe-
tep 9 Fr, ycranoBnennsiit mo merony CenbauHrepa.

2. BuyTpuBeHHOE BBeJ€HHE HMMYHOIJIOOYJIHMHA
kinacca G (IgG) npoBoamiiocs u3 pacuéra 0,4 r Ha 1
KT Beca OOJBLHOTO B Te€UeHHUE 5 CyTOK. bosbHBIM, TIO-
CTYIUBIIMM B CTaIl[HOHAP, TIPOBOIMIOCH KOMILICKC-
HOe oO0cCieqoBaHue, BKIIOYaBIIee B ceds cOop
aHamHe3a, OOIIUIl OCMOTp, OIICHKA HEBPOJIOTHYE-
CKOTO CTaryca ¥ OIPEICIICHUE CTCICHU TAKECTU
nBuratenpHoro Aeduimta mo CeBepoaMeprKaHCKON
miKane TsbkecTu ABuratensHoro aedumura (CALLD)
(Tabmn. 1), nabopaTtopHbIe UCCIETOBAHUS, PUMEHE-
HUE METOJ0B HEWPOBH3YAIM3allU{, BHIMIOJTHEHHE
TMOMOAITFHOW ITYHKITUU U 3JIEKTpOHEHpoMuorpadun
(mo 2007 rr.).
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O dexTUBHOCTh Tepanmuu OIEHUBANIACH IO JHHA-
MUKE U3MCHEHHUS HEBPOJIOTUYECKONW CHUMIITOMATHKU
Y U3MEHEHUIO CTETIeHU TSHKECTH JBUTATEIILHOTO Jie-
¢uruta mo CAILLL

Pe3yabTaThl M X 00cy:xkaeHne. Cpok rocnuraim-
3alliy B CTAI[MOHAP MPOJICYCHHBIX OOJIBHBIX OT MO-
MEHTa TIOSBICHUSI CUMIITOMOB 3a00JIeBaHUs COCTa-
Bu 40,6+2,36 cyTok. Y BceX OOJNBHBIX B KIIMHUYE-
CKOU KapTuHE Habmoaancs nepudepudeckuii mapes
Pa3IMYHON CTETICHN BBIPAXKEHHOCTH, CHIDKECHUE WITH

OTCYTCTBUE CYXOXHIIBHBIX Pe(IeKCOB, OHEMCHHE B
KOHEYHOCTSIX U MUAIITHH. DJIeKTpOHepomMuorpadus
BBITIOJIHsATACE 47,6% OOJNBHBIM, OJIHAKO BIIOCIC-
CTBUH B CBSI3M C OTCYTCTBUEM anmnapara nocie 2007
rojia JaHHBIA METOJ TepecTayl UCIOIb30BaThca. B
CTalMoHape Mpeodagany OOIbHBIE C TKETOH CcTe-
neHpto apuratensHoro geduimra mo CAI (tadm.
4).

Pacrnipenenenue 6onpHBIX cuHIpoMoM [ mitena-bappe
10 CTETICHH TSDKECTH ABHTraTeNbHOro Aedunura B Oamtax, CALI

CreneHb TSKeCTH
JABHUraTeJbLHOro aeguuura, 0ai

CI'b sBnsieTcs OJHUM M3 CaMBIX YaCTBIX MPUUUH
ocTphIx nepudepuveckux napamuuerd B mupe. Kak
BUJHO W3 TaONUIbl 2 HAOOJBIIEE YHCIO CIydacB
CTI'b peructpupoBajioch B 3UMHHI W BECEHHUH Tie-
puonbl roga. B Hamem wucciaeIOBaHUM OCHOBHBIM
MyCKOBBIM (haKTOPOM 3a00JICBaHUS SBIISIIACH OCTpast
pecrnipaTopHas BHpycHash WHQEKIHUs, KOTopas Co-
craBuwia 71,4% oOT Bcex ITHOJIOTHYECKUX MPUYUH,
KoTopele npenmectsoBasin pazputuio CI'b. Cymie-
CTBEHHBIX PA3JINYMIA B IOJIOBOM CTPYKTYpE HE OBLIO,
KOJIMYECTBO MY>KUUH U KeHIH, 3a0oneBmmx CI'B,
OBLIIO MPaKTUYECKH OJMHAKOBO, YTO COOTBETCTBYET
pe3ynbpTaTaM, noay4yeHHbIM CynoneBoit H.A. u co-
aBT. (2014) [4].

VY 23,8% 0OonpHBIX oTMedaIHuch OynsOapHbIe pac-
cTpoiicTBa U y 62,3% OOJBHBIX B CBA3M C TSDKEION
JIbIXaTeIbHOM HEJOCTaTOUHOCTBIO, POBOIMUIIACH UC-
KYCCTBEHHAsI BEHTHIIALUS JIETKUX, MPOJODKUTEIh-
HOCTbIO 19,7+4,58 cyTOK.

o pe3ynbraTam J1abOpPaTOPHBIX METOMIOB JHUATHO-
CTHKH OENKOBO-KJIETOYHAS IMCCOIHAINS JTUKBOPA
ormeyanacs y 57,1% OGOnbHBIX.

Jleuenne GONMBHBIX C UCMOIB30BAHUEM YKa3aHHBIX
BBIIIE METOJOB TEpanuu HauuHajaoch Ha §,7+0,43
CyTKH OT MOMEHTA TOCHUTAIU3AINH U TTOCTAHOBKHU
OKOHYATeNIHHOro auarHo3a. Ha ¢one mpoBogumoii
Tepamuu perpecc HeBPOJIOTHIECKON CUMITOMATUKU

Tabnuna 4
KoauuecTBo IpouenT
0T 001I1ero KOJIHYeCcTBA
00JILHBIX
00JBLHBIX
2 9,5
4 19,0
12 57.1
3 14,3

U U3MEHEHHE CTENEHU TSHKECTH JBUTATEIbHOTO Je-
¢unura mo CALI perucrpuposanu y 71,4% Gomnb-
HBIX. B IByX ciyyasix yanoch OCTaHOBHUTD IIPOTpec-
CHUPOBaHHE JbIXaTeIbHON HEIOCTaTOYHOCTH M HE0O-
XOJUMOCTh B HCKYCCTBEHHON BEHTHJIALIMU JIETKUX.
V¥V 19,0% OGoNMBHBIX MOCIIE MPOBEICHHOMN TepaIuu J10-
cTUTHYT 3 (PeKT «raroy, HeBpoIOTrHYecKuil nedu-
IUT OCTAJICS HAa MPEKHEM YpOBHE 0Oe3 YXYAIICHUS
coctostHus. Bpemst ipeObIBaHrst OOJBHBIX B CTAIAO-
Hape coctaBuiio 50,8+3,87 cyToxk.

ITo pe3ynbpTaTaM IpOBEAEHHOTO UCCIIEIOBAHUS JIe-
tanbHOCTh 00abHEIX CI'b cocraBuna 9,5%. OcHoB-
HOU MPUYMHOHN JIETaJbHOTO UCXO0Ma Y 2-X OONBHBIX
13 001Iel TPyl ABUIIACh PE3UCTEHTHOCTH K Tepa-
nnu [1® u IgG, npucoeannenne nHPEKIUOHHO-CETI-
THUYECKUX OCIIOKHEHUI, HATMYUEM COIYyTCTBYIOIIEH
naToyioruu - pedunura anturpomobuna III, caxap-
HOTro nualera TSHKENOTO TeUSHMUSL.

3akawuyenue. B HacTosIIee BpeMs naToreHeTHYe-
ckoit tepanueit CI'b cunraercs I[1® u BHyTprBEeHHOE
BBeneHne IgG. D (PeKTUBHOCTh MaHHBIX METOIOB
JIOKa3aHa MHOTOYUCICHHBIMUA PaHIOMU3UPOBAH-
HeIMH uccienoBanusmu [1,13,15]. Kak BumHO M3
Tabnusl 3 ocHOBHBIM MeToaoM JieueHusa CI'b saBos-
nock BBenenue IgG, xotopslil npumensics y 42,8%
OOJBHBIX, KAK MOHOTEpAIUs, TaK U B COYETAHUU C
npuMenenueM [I®. Bricokas yacTora NpUMEHEHHUS
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JAHHOT'O METOJIa CBS3aHa C OTCYTCTBHEM BO3MOKHO-
cTu TpoBeneHus MmiazmModapesanocie 2009 roxa,
U332 OTCYTCTBUS allapara B JaHHOM CTallMOHape.
Hnsa s¢ddextuBHOro nedenuss mpenapatamu 1gG
Heo0XouMo 4yTo0B! KoHIeHTpanus IgG npesrimana
90% [1]. aHHOE yCcI0BHE HE BCETAA MOKHO BBIIOJI-
HUTH B KOPOTKHH ITEpHOJ BpEMEHH, B CBSA3H C BBICO-
KO CTOMMOCTBIO MPENapaToB IaHHOW I'PYIIbI U UX
OTrPaHUYEHHOCTU. DTO CTAHOBHUTHCS OCOOCHHO aKTy-
aNbHBIM Y OOJBHBIX C TKENON M KpailHe TsHKEION
CTagusiMH 3a00JIeBaHMs, KOTAA CYILECTBYET peallb-
Has yrpo3a pa3BUTHA JbIXaTeIbHON HEI0CTaTOUHO-
CTH WK OOJIFHOM Y>Ke HaXOJUTCS Ha HCKYCCTBEHHOMN
BeHTWIAUU JErkux. Coueranue [1O® u IgG y ognoro
u3 GONBHBIX OBLIO CBS3aHO C pedpakTepHBIM Tede-
anem OBJIIL.

Takum 06pa3zoM, MOABOISI UTOTH MOKHO OTMETHUTH,
YTO MATOr€HETHYECKasl Tepallusl ¢ UCIIOIb30BaHUEM
D, sBasercs 3h(HEKTUBHBIM METOJOM JICUEHUS
6onpHBIX CI'B, O3BOIISIIONIAs KYTHPOBATH MPOTPEC-
CHpoBaHue nepuepudeckux Mape3oB U mpeaynpe-
IUTh Pa3BUTHE KHU3HEYTPOXKAIOUINX OCIOKHEHHIA.
[TonydyeHHble HaMM TIOJIOXKHUTENbHBIE PE3YIbTATH,
COMOCTaBUMBI €  JIUTEPATypHBIMH  JTaHHBIMHU
[5,7,13,15]. JocTurHyThle pe3yabTaThl JEUEHUS
6onpubix CI'b Ha Ham B3rsSA CBA3AaHBL C TEM, YTO
MIPOXOJUT OUYE€Hb MHOTO BPEMEHHU J0 MOMEHTa roc-
NUTAIU3aLUN, TEM CaMbIM OOJIbHBIE MONAJAlOT B
CTaIMOHAp YK€ B OYEHb TKEIBIX COCTOSHUSIX U BO3-
HHUKaeT He00X0AUMOCTb HAX0XKICHHS UX B YCIOBHUSIX
peaHMMalMOHHOTO OTAeNeHus. [ MOJTHOLEHHOTO
JeyeHus HeoO0XOJUMO MAaKCHUMaJIbHO COKPAaTUTh
CPOKM Hauaja IaTOTEHETHYEeCKONW Tepamuu, B
nepByto ouepenp 1D, oT MOMEHTa MOCTYIJIEHUS
OOJIBHOTO B CTAallIOHAP M MOCTAaHOBKH TUAarHoO3a /10
Hayaja JICYeHHUs, TEM CaMbIM YMEHBIIUTh IpPOTpec-
CHUPOBAaHUE  HEBPOJIOTMUECKOH  CHMITOMATHKH,
pUCKa  NPUCOEOUHEHHE  TI'HOMHO-CENTUYECKUX
OCIIO’KHEHHH, MPOTrpecCUpOBaHuUs bIXaTebHONW He-
JIOCTaTOYHOCTH U cpokoB nposenaeHus VBJI. B co-
BOKYIHOCTH 3TO TIO3BOJIMT YMEHBIIUTH CPOKU TOC-
NUTATH3ALUH.
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