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Cunnpom T'mitena-Bappe — ocTpasi BoCITaTuTeNbHasT TeMUETNHU3UPYIOIIasi MOTUPaIiKyIOHEBPOIaTHsI ayTOMMMYH-
HOIi 9TUOIIOTMH, XapaKTepusyroiasics epudepriecKuMy apainiyaMi U B OQTBIINHCTBE cTydaeB 6elK OBO-KIETOUHON JAMC-
colyanueil B 1uKBope. 3aboneBaeMocTb cHIpoMoM [miteHa-bappe cocrapnsier 0,6-2,4 ciydast Ha 100 Thic. HacenmeHUs.
B Mockse cunapomMoM I'mitena-bappe exxeromHo 3a6omeparor okono 200 demoBeK. B HacTosIee BpeMs OMMCaHO YeThIpe
OCHOBHBIX KJIMHUYECKUX BapuaHTa cuHIpoMa ['miteHa-Bappe: ocTpasi BocmaauTenbHas HeMUETUHU3UPYIOMAS MTOIHpa-
IAKYJIOHEBpOIaTHsl, aKCOHaTbHasi (popMa, ocTpasi MOTOpHAsl aKCOHAJbHAsl HEBpOIaTus M cUHIpoM Muuiepa-Puilepa.
PasBuTuio 3abomeBaHUsT MPEIIIECTBYeT KOHTAKT C BO30OYIMTENIEM BUPYCHON WM GaKTepraabHOW MHGbEKIINK, HATIPUMED
Campylobacter jejuni, Mycoplasma pneumonia, TATOMETaJIOBUPYCOM, BIpycoM DmiuTeitHa-bapp u BupycoM rpurma. B ocHose
rmaroreHesa cuHapoma I'miteHa-bappe JTeXUT «<MOIeKyIsipHass MUMUKPHUST» MKy MHGOEKITMOHHBIMU areHTaM1 Ha CBOeit
TOBEPXHOCTH M CTPYKTYpaMH Teprdeprueckx HepBoB. B cbIBOpOTKe KPOBU OQTBHBIX 00HAPY:KMBAIOT BHICOKUIA TUTDP aHTH-
Ten K ranrmuosuaaM GM 1, GD1a, GD1b u GQ1b. JInarHocTiYecCKUMU KPUTEPUSIMU TTIOCTAHOBKY MUarHo3a cuHapoma [ 'mii-
eHa-bappe ciyaT JaHHBIe OCMOTpa, aHAJIU3 CITMHHOMO3TOBOM JKMAKOCTH U AMeKTPOHel poMuorpadrieckoe ucciaenoBaHue.
Ilist OLleHKM HEBPOJIOTMYECKOro cratyca Mcronb3yior CeBepoaMeprKaHCKYIO IIKaTy TSKECTH IBUTATEIbHOro aeduinTa.
DTa 1Kaza Mo3BoIsieT OLeHUTh COCTOsIHE OOTBHOrO M €ro IBUTaTeTbHbIe Bo3MoXHOCTU. [Tnazmadepes u Tepanust UMMYy-
HormoOynrnHamu Kiacca G B HACTOsIIIee BPEMST SIBIISIFOTCSI OCHOBHBIMU BUIAMU JieueHus1 OOMbHBIX cHapoM ['uiterHa-bappe.
BaronpusTHBIA IPOrHO3 B BUIE perpecca KIMHUYECKUX MposiBIeHni 3aboneBaHus qocturaer 60-80%. JleraabHOCTh mpy
cunapome I'nitena-bappe B cpenHem coctasisier 5% u Moxer goctTuraTh 20% y 60TbHBIX, HAXOISLINXCST Ha MCKYCCTBEHHOM
BeHTWISIIMU JIErkux. Hambonee yactble MprIMHBI cMepTH OQIbHBIX cuHIpoMoM ['miteHa-bappe — mpIxaTenbHasi HemocTa-
TOYHOCTD, ACITUPAIIMOHHAST ITHEBMOHMSI, CETICUC U TPOMOO3MOOTIST JIErOUHOI apTeprn. PaHHee Hauanio Teparuu Mo3BAIsieT
CHU3UTD PUCK PAa3BUTHS TSIKENBIX OCTIOKHEHUM, BKITIOUAsl IbIXaTeIbHYIO HeIOCTATOUHOCTb, YTO B KOHEYHOM MTOre ITPUBO-
IUAT K CHYKEHUO JIETATbHOCTU Y MHBATMIU3AIINN OONTbHBIX.

Kimouessbie cioBa: cuHapom ['miteHa-Bappe, ocTpasi BocmaauTenbHas TeMUETMHUBMUPYIOIAs MTOIUPaIuKyIOHeBpora-
THs, naazmMadepes, MMMYHOrTO0yIMHBI Ki1acca G.

GUILLAIN-BARRE SYNDROME

D.E. Kutepov, N.I. Litvinov

Clinical hospital Nel of the Administrative Department of the President of the Russian Federation, Moscow, Russia

Guillain-Barre syndrome is an acute inflammatory demyelinating polyradiculoneuropathy of autoimmune etiology, which
is characterized by peripheral paralysis and protein-cell dissociation in the cerebrospinal fluid in most cases. The Guillain-Barre
syndrome prevalence is 0.6-2.4 cases per 100 thousand population. In Moscow, about 200 people are taken ill with Guillain-
Barre syndrome each year. Currently, four main clinical variants of Guillain-Barre syndrome are described: acute inflammatory
demyelinating polyradiculoneuropathy, axonal form, acute motor axonal neuropathy, and Miller-Fisher syndrome. Disease
development is preceded by contact with the viral or bacterial infections causative agent such as Campylobacter jejuni, Mycoplasma
pneumonia, cytomegalovirus, Epstein-Barr virus and influenza virus. Guillain-Barre syndrome pathogenesis is «molecular
mimicry» between infectious agents surfaces and the peripheral nerves structures. High titer of antibodies to the GM1, GDa,
GD1b and GQ1b gangliosides is found in patients blood serum. Diagnostic criteria for the Guillain-Barre syndrome diagnosis
are the physical examination results, cerebrospinal fluid analysis and electroneuromyographic study. The North American
motor deficit severity scale is used to assess the neurological status. This scale allows to evaluate the patient’s condition and
movement abilities. Currently plasmapheresis and immunoglobulin G therapy are the main treatment options for patients with
Guillain-Barre syndrome. The favorable prognosis in the form of disease clinical manifestations regression reaches 60-80%.
Mortality in Guillain-Barre syndrome is 5% in average and may reach 20% in patients on mechanical ventilation. The most
common death causes of patients with Guillain-Barre syndrome are respiratory failure, aspiration pneumonia, sepsis, and
pulmonary embolism. Early treatment initiation can reduce serious complications risk, including respiratory failure, what
ultimately leads to decrease in mortality and patients disablement.

Keywords: Guillain-Barre syndrome, acute inflammatory demyelinating polyradiculoneuropathy, plasmapheresis,
immunoglobulin G.
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Cunnpom I'mitena-bappe (CI'B) — ocTpast Boc-
MaJUTeNbHAS TeMUETUHUBUPYIOLIAs TOTUpaInKy-
JIOHEBPOMATHsl ayTOMMMYHHOI STHONOTUU, Xapak-
Tepusyrouiasics nepudepruueckuMy NapaiudyamMu 1
B OOJMBUIMHCTBE cilyyaeB OeTKOBO-KJIETOUHON MUCCO-
HUanuei B TUKBOPE.

TlepBbie ymomMuHaHUSI O 3aboNeBaHUM OTHO-
catess K XVIII Beky. B 1859 r. J.-B. Landry onucan
OCTpPBI BOCXONSIIMI Mapaiud, OynbbapHbIe Hapy-
LIeHNsT U c1aboCcTh IbIXaTelbHOM MYyCKyaaTypbl. B
1916 r. dpanmysckue Bpaun G. Guillain, J. Barre n
A. Strohl onmcany KJIMHUYECKYIO KapTUHY OCTPOTrO
nepudeprueckoro mapaanyda ¢ 0eTKOBO-KJIETOUHOM
IUCCOMaIell JIMKBopa y NByX (paHITy3CKUX COJI-
nmat. B 1949 r. W.E. Haymaker u J.W. Kemohan oru-
cali KJIMHUYECKYI0 KapTUHY U THCTOIOrMYecKue
U3MeHeHUsT mepudepruueckoil HEpBHOM CUCTEMBI Y
50 6onbHBIX CI'B [12].

B Hacrogmee Bpemss CI'b yxe He cuuTaror
penkuM 3aboneBaHUeM. YBeTMUYEHUE YacTOThI pe-
TUCTpAallMU JTaHHOro 3aboieBaHUs CBS3aHO C BO3-
MOXHOCTBIO ITOCTAHOBKM TIPaBMJIBHOTO JWAarHo3a
Omaromapsi COBpeMeHHBIM MeTOmaM JIUArHOCTUKU,
BKJItOUasi AMeKTpoHel pomuorpaduto. JleueHue 60mb-
HbeIXx CI'b Tpebyer maTOreHEeTMUYECKOH Teparnu,
BKJIIOYasi MHTEHCHUBHYIO Teparvio B Clydyae pas3BU-
TUS TSXKEIBIX, YTPOXKAOLIUX XKU3HU OCTOKHEHUMA.

Ienp maHHOro obzopa — 0000IIeHHE 3apyDdexK-
HBIX U OT€UECTBEHHBIX MYOMUKAIMii, BKITIOUash naH-
HbIe 00 3DeKTUBHOCTH 1 0OOCHOBAHHOCTH ITaTOre-
Hernueckoii Tepanuu 6onbHbIX CI'B.

CortacHO JMTepaTypHbIM JaHHBIM, 3abonmeBae-
mocth CI'b cocraBnsier 0,6-2,4 ciygag Ha 100 ThIC.
HaceneHusi. CI'b BcTpewaercs: ¢ omuHaKoOBOI 4acTo-
TOW Cpeir MYKYUH WM XKEHIIMH W He 3aBUCUT OT
BpeMeHu roma [4, 13, 26]. 1o maHHBIM, IIpenCTaB-
nenHbIM H.A. CynoHeBoit u coasT. (2013), 3abonesa-
emoctb CI'b B 7 roponax u 2 cyobekTax Poccuiickoit
denepanmu cocrasmwia or 0,34 mo 2,5 Ha 100 ThIC.
HaceneHus [6]. B Mockse CI'b exxeronno 3abonesa-
1ot okono 200 genoBek [8].

3aboneBaHUIO ITPENIIECTBYET BUPYCHAsT WK OaK-
TepuanbHass uHbekusa. [1o nuTepaTypHbIM HaH-
HBIM, CAMITOMBI TaHHOrO 3a00/1eBaHUSI BOSHUKAIOT
yepe3 10-14 mHeil mocie IepeHeCEHHON BUPYCHOM
pecriupatopHoii mHGekuuu [13, 36]. MHbekmoH-
HBIMU areHTaMM, BbI3bIBAIOLIMMU HEBPOIOr1yec-
KYyI0O CUMIITOMaTHKY, MOTYT BBICTYNaTh TaKue BO3-
oynutenu, kak Campylobacter jejuni, Mycoplasma
pneumonia, TATOMETAJIOBUPYC, BUPYC DITIITeiHA-
bapp, Bupyc npocroro repreca (1-ro u 2-To THAIIOB)
u Bupyc rpunma. B Hacrosiee Bpemst Campylobacter
Jjejuni OTBOISIT pOib IIpeapacIonararliero ¢gakTopa,
criocobHoro BbI3biBaTh CI'b. B kiimHMYecKoil mpak-
tuke onucanbl caydan CI'b mocie xupypruyeckux
orepannii M BakuHanuii [12, 36].

B ocnHoBe CI'b nexuT ayroMmMMyHHOE ITOpaske-
Hue nepudeprnyecKkoil HepBHOI CHUCTeMbl, KOTOpOe
yaile MPUBOOMT K IeMHUETMHU3ALMU KM 3aTeM K
BTOPUYHOM aKCOHAJTbHOM NECTPYKLIMHM HEPBHBIX
BOJIOKOH, MHOIa MOpa’keHre MUeTMHA U aKCOHOB
MOXeT BO3HUMKATh ONHOBpeMeHHO. Toukoill mpu-
JIOKeHUWSI ayTOMMMYHHOrO TIporecca  SIBJISTFOTCS
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LIBAHHOBCKME KJIETKM U MUEIUH. AyTOUMMYHHbIE
MEXaHU3MBbI 3aIlyCKalOTCsl B pe3yibTaTe MepeHecéH-
HOU BUPYCHOW WM OaKTepualbHOW WHCGEKIINHN.
NHdekimoHHble areHTbl Ha CBOEl TOBEPXHOCTHU
WMEIOT CTPYKTYpHl (OMMTocaxapuibl), CXOXHUE CO
CTPYKTypaMu TeprdepruuecKnx HEPBOB, B pe3yIbTa-
T€ Yero BO3HUKAET «MOJIEKYIsIpHass MUMUKpusi» [7].
B pesynbrate «MOIeKyIsipHOM MUMUKPUN» TTPOUCXO-
IUT CUHTE3 ayTOAHTUTEN K aHTUTeHaM repudepu-
YeCcKOil HepBHOI cUcTeMbl [7].

B ocrpoii daze 3aboneBaHUsT UBMEHSIIOTCS KJle-
TOYHOE M TYMOpajbHOe 3BeHbsl MMMYyHHUTeTa. B
CBIBOPOTKE KPOBU OOMBHBIX OOHApPYKMBAIOT aHTU-
Tela K MHUETUHY HeprudepruuecKuX HEPBOB, ITOBHI-
IIaeTcss aKTUBHOCTh T-KJIETOK, YMEHBIIIAETCSI YN CIIO
T-cyripeccopoB. B pesynbraTe aKTHUBAaIlUKM TyMOpajb-
HOTO M KJIETOYHOrO 3BEHbeB MMMYHMTETA KOHIIEH-
Tpauus nuMMmyHorjao0ynuHoB (Ig) kmaccoB M u A u
LUPKYTUPYIOIIMX MMMYHHBIX KOMILIEKCOB YBEJHU-
ypuBaeTcs. DTO MPUBOAUT K HAKOIUIEHUIO UMMYH-
HBIX KOMIIJIEKCOB IO XOAy MHUEIMHOBBIX 000I04YeK
nepudeprudeckux Hepsos [7, 12, 13].

OnHUM W3 T0Ka3aTeJIbCTB y4acTHsI B BOCIIaye-
HUW WHQEKIIMOHHBIX areHTOB CIYKUT OOHapyKe-
HUue y OONTbHBIX BBICOKOrO THTpPa aHTUTEN K TaH-
rmuosugam GM1, GDla, GDIb u GQlb Ha ¢oHe
BO3POCIIIEr0 TUTpPa aHTUTET K IIPENroiaraeMomy
Bos3OynuTento [23, 31, 37]. BrepBble aHTUTeNA K TraH-
rmo3ugaM y 6ombHBIX CI'b 6blin onvcasbl B 1988 T.
A.A. llyas u coaBT. [7]. BelcOKMIT ypoBeHb aHTUTEI
K ranmmosnny GMI1 sBisgerca (akTopoM prcKa
Pa3BATHUS OCTPON MOTOPHOW aKCOHAJIbHOW HEBpOMa-
Tun — 6onee Tskénoit dopmer CI'b, mposiBsoNmIeti-
Csl TIPEMMYIIECTBEHHO YYBCTBUTEIBbHBIMM Hapylile-
HUSIMHU U XYIIIAM BOCCTaHOBIeHHEM [36].

3HaueHUe «MOJEKYISIPHOU MUMUKPUUY» OTYET-
JIUBO TIPOSIBIISIETCST y OOMBHBIX CUHApOMOM Muiie
pa-Puiiepa. «ManekyasipHas MUMUAKPHUST» MeEX Iy
Bosoynurenem wuHbeku (Campylobacter jejuni) n
CTPYKTYpamu TeprudepruuecKux HEpBOB UTPaeT KO-
YEBYIO POTh B TTOBPEXK IEHUM TEPMUHAIBHBIX OTIETOB
akcoHOoB [7, 35]. Y 6GonbHBIX cuHIpOMOM MuJuiepa-
duliepa B KPOBU BBISIBJISIIOT aHTUTENA K TaHTJIMO3U-
naM GQ1b u GT la, MullleHb KOTOPBIX — IVIa30IBUTa-
TelbHble U OyabbapHbie HepBbl [21, 28, 29, 35].

Koneunbim sranom mnartoreHesa CI'b crano-
BUTCSI TOCTyIJieHue T-KJIeTOK M IIMPKYJIUPYIOLINX
MMMYHHBIX KOMILUIEKCOB B 3HIOHEBPUIl BMeECTe C
MakpodaraMu. DTO TPUBOOUT K BhIPakeHHOMY
TKaHEBOMY ITOBPEKIEHNIO, KOTOPOMY COMYTCTBYET
aKTUBHBIN (harorTo3, OCYIIECTRISIEMBI KJIETKaMu
MOHOIUTapHO-MaKpodaraabHoil TuHuUM [4, 23].

IlepBble knuHu4eckue cumnTombl CI'b — MBI-
eyHast caabocTh M CEHCOPHbBIE HAPYIIEHUST B HUXK-
HUX KOHEUHOCTSIX. B TeueHMe HECKOMbKUX IHei
9TU CUMIITOMBI PACIpOCTPaHSIIOTCSl Ha BepXHUE KO-
HeyHocTu. CeHCOpHBbIe HapyllleHusl, KaK MpaBuio,
HOCSIT CUMMETPUUYHBIN XapakKTep W ITPOSBIISIOTCS
BUJIe TUTIepalTe3ny WiW Tumnanresnu. [1o nurepa-
TYPHBIM JaHHBIM, TPOrpeccpoBaHue 3a00meBaHUS
y 50% OONMBHBIX OTMEYArOT K 2-i Hemelle ¢ MOMEHTa
MOSIBJIEHUST TIePBbIX KIMHUYECKUX CUMIITOMOB. K
41 nenene nuarHo3 CI'b BeicTasistor 90% OonbHBIX.
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ITpubnusurtenbHo 80-90% malMeHTOB HY>K 1al0TCsI B
rocnuTanm3anuu [12, 13, 19].

B paseépHytoit cramum 3aboneBaHUSI KIWHU-
yeckasi CUMIITOMAaTUKa CKJIaIbIBaeTcsl M3 JBUra-
TeJIbHBIX, YYBCTBUTEIbHBIX M BEreTaTUBHBIX Ha-
pYLIEHWH, CYyXOXWJIbHON THUIIO- WA apeduieKcuu.
JlBuraTenbHble HapylleHus: (rmape3bl KOHEYHOCTeH
pPa3IMYHON CTENEeHU BbIPA’KEHHOCTU, YaCTO BILIOTh
0 Mapajiuyeil) BO3HUKAIOT MpPaKTUUYECKU Y BCeX
O00nbHBIX. B TSIKENBIX caydyasix y OOIBIIMHCTBA
OTMEUAIOT TaKKe IOpa’keHWe MBILIL TYJIOBUILA,
BKJIIOYAsT MBIIIIbI IeU, CIUHBI, KUBOTA. MbllIey-
Hasl c1abocTh B KOHEUHOCTSX, KaK TPaBUJIO, CHM-
MeTpru4yHass 1 Oorbllle BhIpaskeHa B HOrax, OTHaKO
BO3MOXXHO HeOommbIIoe €€ mpeobiaagaHre Ha OTHOM
cropoHe. [lyist pa3BépHyTOI cTanuu 3abomeBaHuUsI Xa-
PaKTEPHO BbIMAalIEHNE CYXOXKMJIbHO-TIEPUOCTATbHbIX
pediekcos.

Hesponornueckuii ocMOTp TO3BOJISIET BBISIBUTH
IBUTATETbHbIE HAapPYIIEHUS, HOCAIINE CUMMETPHUY-
vl xapakTep. IIpu CI'B BO3MOXHO IopakeHUe
yepertHbix HepBoB (VII, IX X), B pesynbTaTe uero Ha-
pymIarorcsi TioraHue, (poHAIMs W BOSHUKAIOT TJa-
30/IBUTATEIbHbBIE PACCTPOMCTRA.

HeobxonrMo TOMHUTB, 4YTO, KPOME€ HEBPOIO-
TMYEeCKUX IIPOsIBIIeHUI 3abomeBaHUSI, Y OOIbHBIX
MOTYT BO3HMKATb OCJTOXHEHMSI CO CTOPOHBI IPYruX
OopraHoB M cucteM. [1pubau3uTeabHO y TpeTu 00Ib-
HBIX Pa3BUBAETCS IbIXaTelbHasl HEIOCTATOYHOCTD,
BO3HMKAlOIIasl B pe3yabTaTe rnapesa nuacdparmbl 1
IBIXaTeNbHON MycKymaTypsl [4, 17, 18, 36]. Inst 6oms-
HeiXx CI'B XxapakTepHBI OCIOXHEHUS CO CTOPOHBI
CepIedHO-COCYTUCTON CUCTEMbI, KOTOPbIE ITPOSIBIIS-
I0TCsI B BUJIe apTepUabHOI TUTIEPTEH3U U, TaXUKap-
nuy unu 6pagukapauu [18]. B cBsi3u ¢ HapyleHueM
HEPBHO-MBIILIEYHOI TPOBOOMMOCTA Y TpeTH Ooib-
HBIX pa3BuBaercs OUCHYHKIIMS MOYEBOrO IMy3bIps,
MpOSIBTISTIOLIAsICS B BUIE 3aepXKK Moun. PaccTpoii-
CTBa KEJNyTOYHO-KUIIEUHOro TpakTa OOHapyXKuBa-
ot y 15% 6onmeHBIX CI'B, BKITIOWass Takoe rpo3HOe
OCIIOXXHEHNE, KaK KUIIeuHast HeITpoXomuMocTh [12].

Teuenne CI'b mmeer MoHOMa3HBIN XapaKTep.
IMocne nmocTuskeHWs] MaKCUMyMa BbIpaXkeHHOCTHU
KJIMHUYECKUX CUMIITOMOB HAacTynaeT crabuiu3a-
uus 3aboneBaHusl, U miaato. [1ponomkuTenbHOCTh
IJ1aTO cocTapisier 2-4 Hel, 3aTeM OHO MEepPeXOmUT
B CTaIMIO BOCCTAHOBJIEHUSI, KOTOpas MOXET Mpo-
IOJIKAThCSl OT HEeCKONbKUX Hemenb mo 1-2 mer [8].
B cramum BoccTaHOBIEHUWS HEBPOIOTMYECKasT CUM-
IITOMaTUKa perpeccupyer cBepxy BHM3. CHauasa
HapacTaeT M BOCCTAHABIMBAETCS MbIIIeYHasl CHJia
B pyKax, 3aTeM B HOTrax.

B Hacrositiee BpeMsi XOpOILIO U3y4deHbl U Oruca-
HBI YeTbipe KIMHUYecKuX BapuaHTa TeueHuss CI'b.
Krnaccuueckum BapuantomM CI'B cumTaror ocTpyro
BOCHIMTENbHYIO JIeMUETUHU3UPYIOLIYIO O pa-
nukyiaoHesporatuto. OHa mipeobnanaer B EBporie
n CepepHoli AMmepuke: nuarHocrupyercss B 85-90%
crydaeB [17, 26]. Ha momro akcoHanbHON (OpMBI
CI'b 1 ocTpoil MOTOpHOIT aKCOHAJIbHON HEBPOaTU U
npuxonutcs 10-15% Bcex ciayuaes CI'b [30]. dan-
Hble BapuaHThl CI'b 3HaunTeILHO Yallle BCTpedaror-
cs1 B crpaHax Asuu u FOxxHoit Amepuku (30-47%)

o cpaBHeHUIO co cTrpaHaMu EBporbl u CeBepHoit
Awmepuku [9]. Cungpom Mumiepa-duiepa BCTpe-
yaercst He Oonee yeM B 3% ciydaeB M KJIMHUYECKU
MposiBIsieTcsl  OuaTepasbHON  odTaabMoIIerueii,
MO3KE€UKOBOI aTaKcuell U CHUKeHHeM peduieKcoB
mpu caaboBeIpaskeHHBIX TTape3ax [9, 24, 26].

CoBpeMeHHbIE TIPENACTABIEHUSI O TEYEHWU 3a-
OoeBaHMST TO3BONIMJIM JOMOITHUTEIBHO BBIISIUTH
BapuaHThl/monTuIbl CI'b: ocTpas maHaBTOHOMHAasI
HeBporaTusl (ocTpblii maHaBToHOMHBIN CI'B, ocTpas
MaHIM3aBTOHOMUS ), CTBOIOBOI sHIedanuT bukep-
crada, dapuHro1epBUKO-OpaxuaibHbIil BapuaHT,
ocTpasi KpaHuasabHast OTMHEBPOaTHsI.

PaccmarpuBas BapmanTel CI'b, Heobxommmo
MMOMYEPKHYTh KIMHUYECKME OCODEHHOCTH, Xapak-
TepHbIe IJIsT KaXK0ro U3 HUX.

Krnaccuueckue ~— KIMHUYECKUE  CHUMITTOMBI
CI'b — mporpeccHpyrolnii BOCXOOSIIMI Tapaluy
MBI KOHEYHOCTe U JbIXaTeTbHOIM MYCKYIaTyphl,
paccTpoiicTBa YyBCTBUTEIbHOCTU, OOIEBOM CHHIPOM
U TIapecTe3nu.

OcTpasi MOTOPHO-CEHCOpHAsl aKCOHaJbHasi HeB-
poriaTus TIpoTeKaeT KaK ocTpas BOCHaJUTeTbHas
IeMUEeTMHU3NPYIOIIasT MOV PpaTuKyIOHEBPOIaTHsI,
OIHAaKO 3aboneBaHUE TsKeIee W HMMeeT XYyHIIWi
MIPOTrHO3.

IIpu ocTpoii MOTOPHO-aKCOHAJbHO HeBpoIla-
TUU TIPEUMYIIECTBEHHO IOpaXKeHbl IMPOKCUMaIb-
Hble YaCTU IBUTATETbHBIX HEpBOB. B KIMHMYECKOi
KapTuHe 3aboneBaHUsT MpeobnafaroT MbllIeuHast
cnabocTh, TOpaKeHWe NbIXaTelbHON MYCKYJIaTyphbl,
OTCYTCTBHE CyXOXWJIBHBIX PedyIeKCOB M TIJIEOIIUTO3
B JIUKBODE.

Cunnpom Mwuinepa-Puiliepa XxapaKTepusyercst
odranbMoIUIerueii, MO3’KeUKOBOH aTaKCcHell mpu
cnaboBbIpaskeHHBIX IMape3ax U apeduiekcueil, KoTo-
past TIposiBIIsieTcsl B TeUeHUe TepBoil Hemenu Tocie
Havasa 3a0oneBaHusl.

OcTpast TaHaBTOHOMHasI HeBporaTust (OCTpbIit
maHaBToHOMHBIN CI'B, ocTpass maHIM3aBTOHOMUS )
MMeeT CIIeNymIie XapaKTepHble CUMIITOMBI: Ha-
pylIeHre MOTOOTIeNeH s, OTCYTCTBUE C1e3000pa3o-
BaHUs, dorododbusi, ToHOTA, mUcharus, CyXocThb
CIIM3UCTBIX 000I0YeK, CyXOCTh U OTCIIOMKa KOXHU U
HapylieHune nedekaimu.

Ina crBanoBoro sHiledanuta bukepcrada xa-
pakTepHbI BHE3aMHOE pa3BUTHE OPTaTbMOIUIErMU 1
aTaKCUM, HapylleHUsl CO3HaHUs, rurneppedekcust
u cumnitom babuHCKoOrO.

dapunroepsuko-bOpaxuanpHbiii BapuaHt CI'b
nMeeT 0cOOEHHOCTh B BUE M30IMPOBAHHON ciaboc-
TH B JIMIEBBIX, POTOIJIOTOYHBIX, MISWHBIX MBIIIIAX
1 BEPXHUX KOHEYHOCTSIX 0e3 MOpakeHUsT HUXXHUX
KOHEYHOCTEH.

OcTpast KpaHuaabHasl MOJIMHEBPONATHS TTPOSIB-
JISIETCsT TOMBKO TTOPasKeHMeM YeperHbIX HEepBOB.

Hunarnoctnaeckumu Kputepusmu CI'b coyxart
KIMHUKOJ1ab0paTOpHble W  WHCTPYMEHTaJIbHbIC
npu3Hak¥u. K KIMHUYEeCKUM KPUTEPHUSIM, YKa3bIBa-
oM Ha CI'B, oTHOCAT mporpeccupyromnyio IBUra-
TeJIbHYIO C1a00CTh C BOBIeUeHMeM Oosiee ueM OIHOM
KOHEYHOCTH, apedyIeKCHIO JIM BbIpaXk eHHYIO TUITO-
pednekcuro. [Insg monrBepxkaeHus guarHosa CI'b
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Tabnuya 1

DJjeKkTpoHeiipoMuorpaduueckue NpU3HAKN pa3MyHbIX ¢opMm cunapoma I'miiena-bappe

dopmbl cuaapoMa I'mitena-bappe

Di1eKTpoHel poMurorpaduyeck e mpu3Haku

OCTpaH BOCIATUTEIbHAA OIEMUETUHU3UPYIOLIAs ITOTUHEB-
pornaTtust

1. CHUKeHMe CKOpPOCTH TIPOBENeHMsI 110 ABYM U Oonee
IBUTATEIbHBIM HEpBaM JI0:
a) MeHee 80% HUKHEN TpaHULIBI HOPMBI (IIPA aMILIH-
Tyne M-orBera 6aree 80% HUKHEN IPaHULIBI HOPMBI );
0) MeHee 70% HUKHEN T'PaHULIBI HOPMBI (IIPH aMILIK-
Tyne M-orBera 6aree 80% HUKHEN IPaHULIBI HOPMBI ).
2. IMapunanbHbIi 60K MPOBEAEHUS WIW aHOMAaJbHasI
BpeMeHHasl TUCIepcusi, o KpailHell Mepe, B OMHOM
JIBUTATEIbHOM HepBe.
3. YyinHeHWe QUCTabHOM JaTeHU K Goliee YeM B IBYX
HepBax [0
a) bomee 125% BepxHell rpaHULILI HOPMBI (TIPY aMILTH-
Tyne M-orBera 6aree 80% HUXKHEN IPaHULILI HOPMBI );
0) 6omee 150% BepxHeil TpaHUIIBI HOPMBI (IIPH aMILIK-
Tyne M-orBera 6aree 80% HUKHEN IPaHULILI HOPMBI ).
4. OrcyrcrBue F-BonHbI B IBYX U Goiee HepBax

OCTpaF[ MOTOpHasi aKkCOHaJIbHasi HEBPOITAaTUA

1. Her BhIlIenIepedncieHHBIX MPU3HAKOB NeMUETUHI3A-
I HUA B OMHOM HepBe (MCKJTIoUasi ONMH 000l Mpru3HaK
B OMHOM HepBe, ecii aMIuinTyna M-orBera meHee 10%
HUXHEN IpaHUIIbl HOPMBI ).

2. AMmutyna M-orsera MeHee 80% HUKHEN TpaHUIIBI
HOpMBI (He MeHee YeM B IBYX HepBax).

3. YMeHblIIeHrEe CEHCOPHOTro OTBETa WM HEBO30yIMMbIe
JIBUTATENbHBIE U YYBCTBUTEIbHbBIE HEPBBI

OCTpaH MOTOPHO-CEHCOpHasl aKCOHaJIbHas1 HEBPOITaTU ST

1. Her BbILIenepednciIeHHBIX TPU3HAKOB JeMUETNHNI3a-
LMK HU B OMHOM HepBe (MCKJIIo4asi ONMH JT000ii pr3HaK
B OMHOM HepBe, eclii aMIUInTyna M-orBeta MeHee 10%
HWKHEN TPaHWUIIBI HOPMBI).

2. AMmuutyna M-orBera MeHee 80% HUKHEH TpaHUIIBI
HOPMBI (He MeHee YeM B IByX HepBax).

3. HeBo3OynmMble nBUTATEbHBIC HEPBbI

Tabauya 2
CeBepoamMepHKaHCKasi IKAJIA TSKECTH IBUTaTeJIbHOT0
JeduumTa
Cranug ITpuznaku
0 Hopma
1 MuHuMabHBIE IBUTATETBHbBIE PACCTPOICTBA
I CnocobHOCTh TPOXOOUTH 5 M 6€3 o IepxK-
KU (Orophbl)
m CrocobHOCTb TIPOXOIUTH 5 M € TIOIIePXK-
Koii (ortopoii)
HeB0o3MOXHOCTh ITPOUTH 5 M C MMOIAEPK-
v KOI WX onopoil (IpUKOBaHHOCTH K IO
CTeIM VI MHBAJIMIHON KOMsICKe)
v HeobxonumocTh nmpoBeaeHsl UCKYCCTBEH-
HOI BEHTWISILUU JIETKUX

WCITONB3YIOT aHaJIU3 CIIMHHOMO3IOBOM YKMIKOCTH
U NeKTpoHel poMuorpadrueckoe KCCIenoBaHue.
ITpu aHanM3e CIMHHOMO3I'OBOM XXM IKOCTU K YHCITY
NMArHOCTMYECKUX KPUTEPUEB, MOATBEPK TAOIINX
CI'b, oTHOCST IOBBbILIEHNE KOHIIEHTpaluu Oenka
U OTCYTCTBME LIMUTO32, TO €CTh OETKOBO-KJIETOUHYIO
mucconuanmio. [To manasiM A.H. Ropper (1992),
0K OBO-KJIETOUHYIO I CCOLIMALINIO B CITMHHOMO3I'0-
BOIl XXMJIKOCTU BBHISABISIIOT Ooree yeM y 90% 6omb-
HBIX B meproq pasrapa 3abonesanus [30, 31].
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HccnenoBaHue ChIBOPOTKM  KPOBM  OOIBHOrO
CI'b mo3BonsieT BBISIBUTH aHTHUTETAa K TaHTJIMO3M-
naMm GM1 u GD1b. Hanuuue aHTUTEN K IVIMKO3U-
IlaM TTOMOraeT MOCTaBUTh MPaBWJIbHbINA AUArHO3 Y
O60onbHBIX ¢ akcoHanbHbIMU dopmamu CI'b [7].

DrekTpoHelipomuorpadus Jaér BO3MOXHOCTb
nocraButh nuarHo3 CI'b u onpenenuts ¢opmy 3a-
6onmeBaHmst (Tabn. 1), omeHWTH (YHKIIMOHATBHOE
COCTOSIHME U CTeleHb MOpaskeHUs MOTOPHBIX, CEH-
COPHBIX M BEreTaTMBHBIX CTPYKTYp HepBoB [2, 12].
YyBCTBUTENBHOCTh AMIEKTPOHe poMuorpaa  co-
crasnsier 85% (mpusHaku CI'b — wumcuesHoBeHHE
F-BoiHBI, CHUKEHUE BEIUYMHBI M W3MEHEHME Ja-
TeHTHocTu M-oTBera) [4].

Ilnsi OLEHKU HEeBPOJIOrMYecKoro craryca y
6onbHBIX CI'B mcnonbsyror CeBepoaMeprMKaHCKYO
IIKaxy TsecTu aBuratenbHoro nedunura (CAILL,
tabn. 2). CAIIl mo3BonsieT OLIEHUTb COCTOSIHUE
OOIBHOrO M €ro ABUTaTebHbIe BO3MOXHOCTA OT 0
(HopMa) mo V craauu [MoTpebHOCThL B TIPOBENEHNUU
ucKyccTBeHHOI BeHTUns U aérkux (UBJI)].

B Hacrosiiiee BpeMsl B MOBCENHEBHON MpPaKTHU-
K€ TIPUMEHSTIOT TIPOrHOCTUYecKyro mKairy Erasmus
GBR outcome score (EGBR) u eé momudukaimio
mEGBR [1]. Illkana EGBR mo3Bonsier B TeueHUEe
MepBbIX 1-2 Helm MPOrHO3MPOBATH BOBMOXKHOE BOC-
CTaHOBJIEHUE XOIb0bI C OITOPOI K 6-My Mecsiily 3a00-
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nesanus. B mkane EGBR, mpemnnoxenHoit R. Van
Koningsveld u coasr. (2007), y4uTBIBatOT BO3pacT
OONBHOrO, AWapel0 U CTeleHb IBUTATEIbHBIX Ha-
pymenuii. Yem 6ombiine 6amioB y 6onbHoro CI'b mo
mkaite EGBR, Tem BbIllIe BepoSITHOCTH TOrO, UTO
OONBHOI HE CMOXET CaMOCTOSITEIBHO TepeIBUTaTh-
cs B TeueHue 6 mec [34].

PaccmarpuBas KIMHWUYECKWE TPOSIBICHUS U
BapuaHThl CI'b, HeobXxomMMO yKa3aTh Ha CyILIEeCTBO-
BaHWE JEeMUEIMHU3UPYIOIIEH MOIUHEeBPONaTUH,
KOTOPYIO IOJITO CUMTATN XPOHUUECKUM BapraHTOM
CI'b — xpoHWYecKasl BOCIIaJIMTEbHAS TeMUETUHU-
3upyroinast nmonuHesponatus (XBIIT).

XBJIT nMeer mmocTerieHHOE HAYajIo C ITPeIBecT-
HUKaMWU U TOCTEleHHbIM pa3BUTUEM CUMMETpPUY-
HOI c1ab0CTH B MPOKCUMAJbHBIX M AMCTAIbHbIX
oTIeNaX HUKHUX KOHEYHOCTe! 1 TTape3aMu, Hapac-
TalOLIUMU B TeueHUe 8 Hem. MplledyHas ci1abocThb
B KOHEUHOCTSIX COMPOBOXKIAETCS CHUXKEHUEM CyXO-
SKUJIBHBIX pedIeKCOB M CEHCOPHBIMU HapyIIeHWs-
MM B BUJIe TUIIECTE3U U, aHECTE3NU.

PanHuit u xapaxktepHblii mast XBIII mpu-
3HaK — CHUIKEHHUE C ITOCIENYIOIINM BBITTadeHUEM
cyxoxkuabHbIX pedekcoB [10]. CormacHo nuTtepa-
TYPHBIM TaHHBIM, TIPUOIU3UTENBHO B 15% ciydaeB
XBIII mmeer ocTpoe Hadayno ¢ OBICTPHIM Hapac-
TaHUWEM MBIIIEYHONM C€1abocTH B TEUYEHME IEePBBIX
4 Hen ¢ Havana 3aboneBanus. Takoe ocTpoe u Oyp-
Hoe Havayio HanmoMmuHaeT CI'B, B yacTHOCTH OCTpyrO
BOCHAIUTETbHYIO JeMUETNHU3U PYIOLILYIO IO Pa -
KYJIOHEBPOMATHIO, UTO 3aTPYIHSIET TTOCTAaHOBKY TIpa-
BUJIBHOTO IMarHosa [3, 5).

Hecmorpst Ha MOX0XKYI0 KITMHUYECKYIO KapTUHY
octporo Hauana XBJIT u CI'b, MOXXHO OTMETUTh
pan otnnunit. Bonepsoix, mpu XBJIT penko Bo3HU-
KAIoT MopakeHue AbIXaTeTbHOM MYCKYJIaTyphl U pa3-
BUTHE AbIXaTETbHON HEIOCTATOYHOCTH. BO-BTOPBIX,
nnst CI'b xapakTepHbI MopakeHWe YeperTHbIX Hep-
BOB U U€TKasl CBSI3b C IIPEAIIeCTBYIONIe NHheKIIei
[10]. OmHAaKO YacToO MOCTaBUTh MPAaBUJIbHBINM dUar-
H03 XBJIIT MOXHO TOIBKO B TOM CIy4dae, eCIf B Te-
yeHUe 2 Mec ¢ Hauaja 3aboleBaHUs COXPaHSIIOTCS
Iporpeccupyroliee TeUeH1e U peLiyauB.

B xmmamueckoir mpaktuke CI'b Heobxommmo
nuddepeHIPOBATh C TOIUOMUCTUTOM, myasthenia
gravis, OOTYIU3MOM, OCTPOI MepeMexXarollencst mop-
dbupueii, OCTPbIM THUTTOKATMEMUIECKUM TapaTidoM.

KiauHuyeckoe TeuyeHWe IOTMOMUEINTA  Xa-
paKkTepu3yercsl JTUXOpaIKol, acCUMMETPUYHOCTbIO
MTOpakKeHNUsI W OTCYTCTBUEM pPACCTPOMCTB UYBCTBU-
TelbHOCTU. JIMarHo3 MOIMOMUETUTa MOXET ObITh
MONTBEPXKAEH pe3yIbTaTaMU  BUPYCOTOrMYECKOro
WJIN CepOIOTMYECKOro NCCIeIOBaHMS.

Inst myasthenia gravis XapakTepHO OTCYTCTBUE
YYBCTBUTETbHBIX HapyLLIeHW, apedyieKcry 1 6eTKOBO-
KJIETOYHON IUCCONMAIMU B JTUKBOpe. BaskHbBIM Tpm-
3HaKoM B nons3y CI'b siBisiercst orcyTcTBUE peaklun
Ha BBeeHNEe aHTUXQTUHACTEPa3HbIX MperapaToB.

KinnHuyeckme cMMIITOMBI, KOTOpble MOTYT Ha-
nomuHaTth CI'b, Bo3MOXHBI mpu OoTrynusme. bory-
Ju3M OyIer MposIBISTHCS HUCXOMSIIIUM T1ape3oM,
OTCYTCTBMEM UYBCTBUTEIbHBIX PACCTPOMCTB U M3Me-
HeHUI B JukBope. Bonbllioe 3HaueHUe OJIs1 MocTa-

HOBKM TPaBUJILHOrO TMarHo3a UMeeT TLIATeTbHbIi
cOop aHaMHe3a 3a001eBaHMS.

Octpast mepeMmexatouiasics nopbupusi IposiB-
JIsieTcsl pa3TMYHbIMU HapyLIEHUSIMU LEHTpaJTbHON
HEPBHOI CHUCTeMbl, BKJItodasi Oyib0apHbIe Hapylie-
HUS U TTOpakeHue IbIXaTeIbHOI MYCKYJIaTyphbl, Ofl-
HakKo 3aboneBaHUe HauMHaeTcs ¢ abMOMUHATBLHOrO
CUHIpOMa.

Bpauu KIMHMYECKOW NPaKTUKUA MOLYT CTOM-
KHYTBCSI C MBILIEUHOIN C1ab0CThIO U TMapajnvyaMu,
BbI3BAHHBIMU  DIEKTPOIUTHBIMUA  HapyLIEHUSIMHU,
B YaCTHOCTM THUIIOKaiuemueil. JlaHHOe cocTosiHUe
MOAYYMJIO Ha3BaHUE «OCTPBI THUIOKaIueMuye-
ckuii mapanud». OH pa3BMBaeTcsl B pe3yjbTare Io-
Tepy KaJiusl MpU TONOOaHUU, MpuéMe TUypeTUKOB,
nuapee. B ormuume or CI'b MblmeyHast ciabocthb
MPEUMYILECTBEHHO 3aTparvBaeT MbILIIbI  IIeH,
MJIEYEBOr0 M TA30BOrO IOsica, HOCUT BHE3AaMHBIN
XapaxkTep, MOXeT MEHSIThcsl B TedeHue cyTok. Kiu-
HUYecKasi KapTUHa OCTPOro TMIOKAJTMEeMUYECKOro
napajguya MOATBepXkKaaercs J1abopaTOpHO-MHCTPY-
MeHTaJbHBIMU METOIaMM1 TUAaTHOCTUKY — COIepKa-
HUEM KaJiisi B CbIBOPOTKE KPOBU M XapaKTepHBIMU
M3MEHEHUSIMU Ha AMeKTPOKapauorpaMmme.

Bonpabix CI'B  HE0OXOOMMO TOCHTHTAIM3UPO-
BaTh. B cBs13u ¢ Tem, utoy 6onbHBIX CI'D cymiectByer
MOTEHLIMaTbHAsT OMAaCHOCTb Pa3BUTHSI OCTIOKHEHUIA,
B TIEPBYIO OYepenb NbIXaTelbHOI HemlOoCTaTOUHOCTH,
o0s13aTelIbHOE YCIOBME — MX HaXOXIeHue B OT.e-
JICHUM MHTEHCUBHOM Tepamuu. JleueHue OOMbHBIX
CTI'b mrpecienyer nBe OCHOBHBIE I1€JTH:

- UHTEeHCHUBHAS Tepariusi, HarpaBleHHasi Ha Tpo-
GUIAKTUKY U KyNMUPOBaHWE KIMHUYECKMX IPOSIB-
JICHUI IBIXaTeIbHOM U CepaeYHO-COCYyIMCTON Hemoc-
TaTOYHOCTH, MPOMUIAKTUKY TPOMOO3OB, MPUCOEIH-
HEHUsI BTOPUYHBIX MHGMEKIIMOHHBIX OCTIOKHEHMUIA;

- TIofaBJieHe ayTOMMMYHHOI'O Ipolecca, KOTo-
pBIi IPUBOIMUT K TTOBPEXKIECHUIO MUEIMHOBOU 000-
JIOUKU mepudepruyecKkux HEepBOB, TO €CTh IMpPOBeIe-
HUeE MTaTOreHeTUYeCK Ol Tepartiu.

B Hacrosiiee BpeMst K IaTOreHeTHYecKoil Tepa-
muu otHocAT riasMadepe3 (I1P) u Tepanmio IgG,
KOTOpYIO TTPOBOISIT B TIepBbIe Hemeln 3a001eBaHUS
[9, 11, 37].

[1® cnyxut omHUM U3 MeTOomoB 3hdepeHTHOI
Teparnuu, Ipru KOTOPoM O0BEM ymaiasieMoi ILIa3Mbl
3aMeIaloT PacTBOPaMU KPUCTAJJIOUIIOB, aTbOyMU-
Ha W JOHOpcKoi ruiazmoit. [1d mpumeHsror mpu
CI'b ¢ 1985 r. B coorBercTBUM € peKOMEHIalUsIMuU
AmMepukaHckoro obmrectBa acdepesza (2010), [Id —
crangaptHasg mponenypa npu CI'b [32].

Cxema mipoBeneHust [1P 3axmiouaercss B ynaie-
Hum 200-250 Mu1/KT 1ma3Mbl B TedeHue 7-14 mHeid.
Y nansgembiii 00bEM IJ1a3Mbl 3aMeEIIAIOT 5% albOyMu-
HoM. OCHOBHBIE TOKa3aHUs Il mpoBemeHus [1d —
MPOrpeccCupoBaHE HEBPOJIOrMYECKO CUMIITOMATH-
Kku, Tpedyroiee MUBJI, HecriocoOHOCTh mpoliTu 6omee
5 M C OIOpOoil MJIN MO IEeP>KKOM I HEeCITOCOOHOCTh
BCTaTb W MPOUTH 5 M CaMOCTOSITETbHO B COOTBET-
creum ¢ CAIII [2, 11, 20, 22, 23, 33].

B pesynbrate TIpoBemE€HHBIX WCCIENOBAHMIA
ObLIIO YCTAHOBIEHO, UTO BKItoueHue [1d B Tepanuio
6anbHBIX CI'B mo3BosieT yCKOPUTDH BBI3TOPOBIEHIE
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¥ COKpaTUTh BpeMs mipoBenenuss UBJI [9, 17, 24, 25,
28]. IIpumepom sddekTuBHOCTH I1dD MOryr ciy-
JKUTDb Pe3yIbTaThl, TonydyeHHble dpaHIly3cKoil 00b-
eIUHEHHOW TpYMIION, KOTopasl uccienoBaia BpeMsi
HaxoxneHus 6onbHBIX CI'b Ha UBJI. Pesynbrars
WCCIeNOBaHMS MOKa3aJiu, YTO CpeqHee BpeMsl Ha-
xoxnpenust 6onbHBIX CI'b Ha WMBJI B rpymme, rioe
npoBonuin ceaHcwl I1P, cocraBuiio 18 mHeil, Toroa
KaK B KOHTPOJIbHOI TpyIiIie JaHHbINA Mepuomd cocTa-
Bua 31 meHs [32].

R.A. Hughes u coapt. (2003) mpuBoIAT TaHHBIE
CpaBHUTEIbHOrO MeTaaHanu3a 3bdEKTUBHOCTU
[1®. CornacHo moMydeHHBIM pe3yIbTaTaM, B TPyIIe
00nbHBIX, KOTOpeIM TipoBonuiau [1d, BoccraHOBIE-
HUE TOTHON MBIIIEYHONW CUJIbI OTMedeHo y 135 u3
199 60onbHBIX; B KOHTpPONBbHOW Tpymme — y 112 u3
205 6onbHBIX [18]. CormacHo maHHBIM aHalM3a, IPo-
BeIEHHOro AMEpPMKAaHCKOI HEBPOIOrMYecKoil aKa-
nemueit B 2003 r., 6bu10 orMeueHo, uTo 1P crocob-
cTByeT Oojiee OBICTPOMY BBI3INOPOBIEHUIO OOMIBHBIX
CI'B, umerommnx MpoaoKUTETbHOCT 3a001eBaHUS
4 Hen (ypoBeHb pekoMeHnamuii A) [30].

B macrosmee Bpemst Hapsmy ¢ I[1P, xkoropbrii
mupoko ucrtons3yror ipu CI'b, cremyer ymmoMssHyTh O
IPYruX MeTonukax 3ddepeHTHON Tepauu — UMMY-
HOCOpOIMY U OBOMHOM (ribTpaninoHHoM I1d [12].

HMMMmyHOCOpOLIMS TTO3BOMSIET CBSI3bIBATH M M3BJIE-
KaTbh U3 KPOBU aHTUTEIA UM aHTUTEHbI C TTOMOLLIBIO
MMMYHOCOPOeHTOB. Peakiusi CBSI3bIBaHUSI OIpene-
JIEHHBIX MOJIEKYJT OCHOBaHA Ha peaKMM aHTUTeH-aH-
TATEN0. MeTon MMMYHOCOPOITUM TTO3BOJISIET YIAISTh
W3 TUPKYIAPYIOei Tia3Mel Ig 6e3 HeoOXomMMOCTH
HCITONB30BAaHUS  3aMEIAlONX PAacTBOPOB, TaKUX
KaK pacTBOp ajlbOyMUHA WU CBEXe3aMOPOXKEHHOi
MJ1a3Mbl, YTO YMEHbIIAeT PUCK BO3HUKHOBEHUS aJl-
JIepruyeckux Ui MHGEKIIMOHHBIX OCIOKHeHui [11,
16]. UMMyHOCOPOLIMOHHBIE KOTOHKHU COMEpXKaT Tejlb-
COpOEHT, COCTOSIIMIA U3 TpUMNTOodaHa, KOBAJIEHTHO
CBSI3aHHOTO C MTOTUBUHUIOBBIM CITUPTOM.

B ocHOBe MeToma mABOMHOrO (UIBTPAIIMOHHOTIO
T[1® monoxen nmpuHnun [P n dunbrpannu mias-
MBI Yepe3 KanWUISIPHbIN T1a3MobuibTp. B pesyib-
TaTe 3TOro MPOUCXONUT yIaJleHue LM PK YU PYIOLIAX
MMMYHHBIX KOMILIEKCOB U ayToaHTUTeN [12].

OnHaKoO pe3ylbTaThl CPAaBHUTEIBHONO aHalu3a
3 bEeKTUBHOCTY UMMYHOCOPOLIMHY, JBOMHOrO (Prib-
TpanroHHoro I1® u obbranoro I1d y 6onpabix CI'b
He TPOIEMOHCTPUPOBAIM 3HAUYMMOrO IMperMyIllec-
TBa MaHHBIX MeromoB Han [1d [11, 22, 27].

Hauwnnag ¢ 1988 r., B teuenun CI'b mcmanbs3yror
IgG. BHyTprBeHHOE BBemeHMe BhicoKUX 103 IgG ObL10
npusHaHo 3dpdeKTuBHLIM MeTomoMm JjedeHuss CI'b,
CITOCOOHBIM CYIIIECTBEHHO YMEHbBIIATh TTPONQIKUTE b
HOCTb U TsKecThb 3abaneBanus [15]. Kak u B ciyyae
¢ [Id, mexaHusM TeparesTuueckoro neiicteus IgG
OCTaércsl OKOHYATE&IbHO He M3ydeHHbIM. CUUTAIoT,
uro Ig ycrpaHsier maroreHHble aHTUTeNA, OIOKUpYeT
Fc-KOMITOHEHT aHTHTENT Ha KJIeTKaX-MUIIIEHSX, a TaK-
>Ke TOPMO3UT OTJIOXKEHNE KOMITJIEMEHTa, PacTBOPSIET
MMMYHHBIE KOMILJIEKChI, ocnabmnsieT dyHKIuu TuMbo-
LIUTOB, HapyIIaeT CUHTE3 WU MPEMSITCTBYET OCYILIECT-
BIEHUIO (PyHKIIUM IUTOKMHOB [14, 31].

Bapocabim u gersim ¢ CI'b IgG HasHavaior B
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noze 0,4 r/Kr Macchl Tella B TedeHue 2-5 cyT. AMepu-
KaHCKasl HeBponornyeckas: akagemus (2003) peko-
MeHnoBaia npuMeHenue IgG y 60MbHBIX ¢ MTPOLOI-
JKUTEIbHOCTBIO 3a00eBaHUs, He IpeBbIlIatoei
2 Hen (ypoBeHb pekoMeHmanuii A) [14].

MexnyHaponHoe paHIOMU3MPOBAHHOE KOH-
TPOJIBHOE MCCeNOBaHNE CPABHUTETbHON 3D heKTUB-
"Hoctu I1®P, IgG n xombuHamuu I[1P u IgG 66110
MpoBeNeHO ¢ yuacTueM 383 OONBbHBIX C TSKENIBIM Te-
yeHueM CI'b. CpenHee BpeMsi HapacTaHUSI MbIIIeY-
HOU CUJIbI M CITOCOOHOCTU XOTUTh 6e3 TOCTOPOHHel
MoMouy B rpymre, rue npuMmeHsuin I1®P, cocrasu-
0 49 nmHelt, B TpymIe, rae ucnonb3oBaan I1gG, —
51 meHb, B rpymnre KOMOMHUPOBAHHOI'O UCIOMb30Ba-
aus [P n IgG — 40 gHeit. JlaHHOe MCCaemoBaHME
MPOIEMOHCTPHM POBAJIO ONMHAKOBYIO 3P HEKTUBHOCTD
nByx BapuaHTos jeueHus: CI'b [17, 32].

Bri6op mexny 1P u IgG 3aBUCUT OT MHOTUX
GbakTOpOB, Cpenu KOTOPBbIX HEOOXONMMO OTMETUTh
JIBa OCHOBHBIX: TE€XHMYECKME BO3MOXHOCTU U IO
TEHLIMATbHBII PUCK, CBA3AHHBIN C pa3BUTUEM IO
0604HBIX 3(PHEKTOB MpPU UCMONB30BAHUU TOTO WU
nHoro merona nederus: CI'b.

Tlom TexHUYECKMMU BO3MOXKHOCTSIMU IO pa3y-
MeBaeTcsl HaJIMuue B CTallMoOHape ammapaTypsl, MMo-
3BOJISIIONIEH TPOBOOUTH BBICOKOOOBEMHBIN IID, u
mpernapaToB ¢ BbICOKOI KoHIeHTpanueit 1gG [9].

K mobouHbIM 3(ddekTaM, CBSI3aHHBIM C IIpU-
MeHeHneM 1P, MOXKHO OTHeCTH apTepuabHYIO TH-
MOTEH3UIO0, OCIIOKHEHUsI, CBSI3aHHbIE C YCTaHOBKOM
LIEHTPAJIbHOTO BEHO3HOrO KaTerepa, LUTPaTHYIO
MHTOKCUKAILIMIO U THUIOKajbluemMuio. IgG mMoryr
BBI3BIBATH aJIJIEPIrMUYecKre peakIMu, IIeperpy3Ky
00bEMOM, UYTO OrpaHUYMBAET WX IpPUMEHEHUE Y
OONBHBIX C CepHEeYHON U MOYEUHOM HeTOCTaTOYHOC
ThlO, 1 CMHIPOM TUIEPBSI3KOCTU KPOBU, KOTOPBIM
MOXET MPUBECTU K TPOMOOIMOOTMUECKUM OCIOXK-
HeHuswM [11, 12, 18].

CoritacHo manHbIM H.A. CyroHeBoil M coaBT.
(2014), 6onpHBIM ¢ TsKENBIM TedeHneMm CI'b, BKito-
Yyasi aKcoHaJbHbIe (OpMbI 3a00meBaHUsI, HEOOXOMK-
MO TIPOBOIUTH IOTHOLIEHHYIO ITaTOreHeTHYecKylo
Tepanuio [9].

Taxum obpa3oM, pellieHre O BUIe JeueHus 00mb-
HbIX CI'b nprHUMAIOT MHIWBUIYaIbHO B 3aBUCUMOC-
TH OT CPOKOB, KIMHUUYECKUX TPOSIBICHUI 3a00meBa-
HUSI U TEXHUYECKHX BO3MOXKHOCTEI cTallMoHapa.

[ TIOKOKOPTUKOUIBI B HACTOSILLIEE BpeMsT He Uc-
MOTB3YIOT B Tepanuu 6ombHBIX ¢ CI'B, Tak Kak cum-
TatoT HeadpdbekTuBHBIMU [18]. O630p mIecTH mccie-
IOBAaHWM, MTPOBENEHHBIX ¢ ydacTueM 587 OOMBHBIX,
MPOIEMOHCTPUPOBAJ OTCYTCTBUE MOIOXKUTETbHOIO
BJIMSTHUSI TJIIOKOKOPTUKOKMIOB Ha TedeHue 3aboeBa-
Hus [20, 25].

Ilo nuTepaTypHbIM NaHHBIM, MPUOIU3UTETBHO
y 20-30% OONBHBIX pa3BUBaeTcs ObIXaTelbHas He-
IIOCTaTOYHOCTh, Tpedyromast mposenenust VBJI [13,
30]. IMokazanus nis mepeBona 6ombHoro Ha BJI —
HapacTaHWe IbIXaTebHOI HEeIOCTaTOUHOCTH (Ta-
XUIMHO3, y4JacTHe BCIIOMOraTeIbHOM MYCKYIaTyphbl
B aKTe JIbIXaHWsI, TAXUKAPIUsl, CHUKEHUE KU3HEH-
Hoil émkoctu nérkux go 20 mui/kr) [30]. bonbHEbIe,
Haxonsuecss Ha WMBJI, momBeprarorcsi BHICOKOMY
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PUCKY Pa3BUTHUSI OCTOXHEHWI, TAKUX KaK MTHEBMO-
HUS, TpaxeoOpoHXUT M cericuc. CpenHsisi Mpomon-
xuterbHOCTh UBJI coctaBnsier ot 2 mo 6 Hen [12].

[Tapesbl 1 mapaanyu, BOBHUKAIOLIKUE Y OOTbHBIX
CI'B, yBetMuMBAIOT PUCK Pa3BUTUSI TPOMOOIMOOIH-
YeCKUX OCTIOoKHeHWH. {151 mpodriakTuK TpomOo-
3a TIyOOKMX BEH M TPOoMO0AMOOIUM JIETOUHOI apTe-
pUU Ha3HAYalOT HU3KOMOIEKYJISPHbBI TenapuH B
nporIaKTUUYECKUX 103aX.

Ha 06onb yKasbIiBaloT OONBIIMHCTBO OOMBHBIX
CI'B. CornacHo uccenoBaHHI0, OKOMO 47% GOMbHbBIX
BOCIIpUHUMANIM OONb KaK «CTPalLIHYIo», «HECTepIu-
Myto». B maHHOM wmcciemoBaHWu 75% TAIMEHTOB
IIJIsI KyITMPOBaHUSI OQJIEBOro CMHIpoMa TpeboBaIoCch
IIpUMEHEeHNe HapKOTUYECKUX aHaareTnkos [12]. B
HacTosiIee BpeMsl IperapaTaMy BbIOOpa CIyKaT Ta-
OameHTUH, KapbaMasenuH, nperabaanH.

ITpubnusurensHo 40% 6onbHbBIX CI'b HYX maroT-
cs1 B peabunutauru. OCHOBHYIO I'PYIITY COCTaBIISIIOT
MalyeHThbl, KOTOPbIM UIMTEIbHOE BpeMs MPOBOIU-
qu UBJI, unu ¢ TSKEMBIM TeueHreM 3aboeBaHMsl.
B komIuiekc peaOMIMTALIMOHHBIX MEpONpPUSITUIA
BXOISIT Maccaxk u jJedebHas puskyrbTypa [12].

Ha ¢doHe mpoBonumoii Tepanuu, BKIHOYAIOIIEN
I[1® wmm IgG, monHOe BocCTaHOBIEHUE IBUTATEIb
HBIX (yHKIUI HaOMIomaroT y OOIBIIMHCTBA OOIb-
HbIX (60-80%). Hanbonee 61aronpusiTHbIN IpOrHo3
OTMEYEeH Y MalMeHTOB C OCTPOIl BOCIIATIUTEIbHOI 1e-
MUETUHU3NPYIOLIe  MMOMUpPaTUuKYyTOHEeBpOmaTueii.
OnHako y yactu 60MbHBIX, 0COOEHHO MPU aKCOHATb-
Hoit dopme CI'B, peructpupyior Xyaiiee BOCCTaHOB-
JIEHWe IBUTATeTbHBIX GyHKIM [4, 9].

JleransHOCTE TpU CI'B B cpenHeM cocTaBisieT 5%
1 MOXeT nocturathb 20% y 60IbHBIX, HaXOMSIIAXCS
Ha MBJI [30, 31]. Haubomnee yacTble IpUINHBI CMEp-
TU 60nbHBIX CI'B — mpIxaTenbHast HeqoCTaTOYHOCTD,
acrupallOHHAs TTHEBMOHMSI, CETICUC U TPOMOOIM-
Oonust né€rouHoir aprepuu. OmHAKO B HacToslee
BpeMsl MpWYMHAMU JeraabHOCcTH O0onbHBIX CI'b
ocraérest acukcusi, cBsg3aHHasi ¢ OBICTPBIM TIPO-
IpecCUpOBaHMEM JbIXaTeTbHOM HETOCTATOUHOCTH U
3aIM030aIbIMU PeaHMMALIMOHHBIMU MepOIpUSITHS-
M. JleTaTbHOCTh 3HAYNTEIBHO MMOBBILIAETCS C BO3-
pactoM: y mgeteil mo 15 et oHa He nipesbiinaer 0,7%, B
TO BpeMsI KaK y MalMeHToB cTapiie 65 JeT IocTura-
er 8,6%. Jlpyrne HebnaronpusTHbIE ITPOrHOCTHYEC-
Kue HakTopbl AJIsl MOTHOLEHHOrO BbI3IOPOBICHMUS
BKJTIOMAIOT TPONOKUTENbHBIN TTepron WBJI (6omb-
me 1 Mec), HaTM4re COMaTUYEeCKOM TTaTOOTA M.

Croiikasi pe3uayajibHasi CHMIITOMaTHKa COXpa-
HseTcs MpuOIU3NTeNbHO B 7-15% caydaes [17, 24, 25,
28]. IpenukTopaMu HeOIArONPUSITHOrO (PyHKIIIO-
HaJIbHOI'O MCXO/a SIBISIIOTCST Bo3pacT cTapiie 60 ier,
ObICTpoIIporpeccupymolliee TeueHue 3aboneBaHUS,
HU3Kasl aMIUIuTyga M-oTBeTa MpU CTUMYISLUM B
IUCTaTbHON TOuKe (TompasymeBaromias TKEnoe
mopaxkeHne akcoHoB). Yacrora perunusoB CI'b co-
crasisier 3-5% [4, 30].

TakuMm obpaszom, CI'b — ayromMmMmyHHOe 3aboite-
BaHUe, KOTOPOE B psifie ClydaeB TpeOyeT MpoBemeH s
nuddepeHINalIbHON NUAaTHOCTUKU C IPYyTMMH 3a-
6oneBaHusIMK. Ha ocHOBe mpuBenéHHOro 0b3opa Jau-
TepaTypbl MOXXHO OTMETHUTb, YTO OCHOBHBIM BUIOM
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natoreHeruueckoil Tepanuu 6onbHbBIX CI'B caykut
I1® B coueraHnu ¢ BHYTpUBEHHBIM BBeneHUEeM IgG.
Pannee Hauano Tepanuu 6onbHBIX CI'b mosBoiser
CHU3UTb PUCK DPAa3BUTHST TSKETBIX OCIOXKHEHUIA,
BKJTIOYAsT IBIXaTEeIbHYIO HENOCTaTOYHOCTh, YTO B KO-
HEYHOM HUTOre MPUBOIUT K CHUXEHUIO JeTaTbHOC-
TU M UHBAIMAM3ALMYU OOTbHBIX.
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