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AHHOTAIUA

Cunpnpowm I'nitena-bappe (CI'b) - ouenb peaxoe ayTouMMyHHOE 3a00J1€BaHUE, KOTOPOE CBSI3aHO
C JeMuenuHu3auued nepudepudeckol HEPBHOW CHUCTEMBl M MPOTrPECCUPYIOIIEH MBIIIEYHON
c1a00CThI0, BO3HUKAIOIIEH B OCHOBHOM Y PaHee 3J0POBBIX JIFOJICH.

3aboneBaemocts CI'b cocraBnser 1,1-1,8 ciayuas ma 100 000 B rom, u 3a00jieBaeMOCTh
yBenuuuBaercs ¢ Bo3pactoM. CI'B knuHMuYecKui CHEKTp HEOAHOPOJAEH M BKJIKOYAET OCTPYIO
BOCHAIUTEIbHYIO JeMHUENMHu3Mpyoomyto nonunedponaruto (OBIII), octpyo MoTopHas
akconanpHas Heuponatus (OMAH), octpast MoTopHass W CEHCOpHas aKCOHaJbHAs HEUpOMaTHs
(OMHUCAH) u Cungpom Mmuinepa @umep (M®PC). 3abosneBaHue OOBIYHO XapaKTEPU3YETCS
OBICTPBIM HA4yajloM CUMMETPUYHOM CIabOCTH KOHEYHOCTEH, KOTOpas HMpOrpeccUpyeT B TEUEHHE
HECKOJIbKUX JTHEH /10 4 HelleNb U BCTPEUYaeTC s y NallMeHTOB JIto0oro Bo3pacTta. B pa3BUTHIX cTpaHax
CI'b cran Haubosee yacTOW MPUYMHON OCTPOro Bsuloro mapanuya. HecMoTps Ha yiydlieHHOE
pacno3HaBanue u gedenue, CI'b npomomkaeT ocraBaThCs TSKEIbIM 3a00JIEBAHUEM.
KiroueBbie cioBa: cuHiapom Muiepa-@uiiepa, ocTpas MOTOpHas AKCOHAJIbHAs HEWponaTus
(OMAH), BHyTpUBEHHBII1 UMMYHOTJI00YJIMH, TAaHTJIMO3U/IHbIE aHTUTENA.
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Ra'no Bahodirovna Azizova

Nargiza Nurmamatovna Abdullaeva
Gulnoza Utkurovna Samiyeva
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GIYEN-BARRE SINDROMINING KLINIK XUSUSIYATLARI, KECHISHI VA
DIAGNOSTIKASI

ANNOTATSIYA

Giyen-Barre sindromi (GGb) - periferik asab tizimining demiyelinatsiyasi va asosan sog'lom
odamlarda paydo bo'ladigan progressiv mushaklarning zaifligi bilan bog'liq bo'lgan juda kam
uchraydigan autoimmun kasallik.

GBS yiliga 100 000 odam boshiga 1,1-1,8 holat uchraydi, yosh bilan kasallik soni ham ortadi.
GBS klinik spektri geterogen bo'lib, o'tkir yallig'lanishli demyelinatsion polinevropatiya (O’YDP),
o'tkir motor aksonal neyropatiya (O’MAN), o'tkir motor va sensor aksonal neyropatiya (O’MSAN)
va Miller Fisher sindromi (MFS) ni 0'z ichiga oladi. Kasallik odatda bir necha kundan 4 haftagacha
davom etadigan va har qanday yoshdagi bemorlarda uchraydigan nosimmetrik ekstremal zaiflikning
tez boshlanishi bilan tavsiflanadi. Rivojlangan mamlakatlarda GBS o'tkir zaif falajning eng keng
tarqalgan turi bo'ldi. Kasallikni tez aniglash va davolanishiga qaramasdan, GBS jiddiy kasallik bo'lib
golmoqda.
Kalit so'zlar: Miller-Fisher sindromi, o'tkir motor aksonal neyropati (O’MAN), intravenoz
immunoglobulin, gangliozid antitela.

Sabina Zavkiyevna Sattarova

Ra'no Bahodirova Azizova

Nargiza Nurmamatova Abdullaeva
Gulnoza Utkurovna Samiyeva
Samarkand medical Institute, Uzbekistan
Tashkent medical Academy, Uzbekistan

CLINICAL FEATURES, COURSE AND DIAGNOSIS OF GUILLAIN-BARRE
SYNDROME
ANNOTATION
Guillain-Barre syndrome (GBS) is a very rare autoimmune disease that is associated with
demyelination of the peripheral nervous system and progressive muscle weakness that occurs mainly
in previously healthy people.

The incidence of GBS is 1.1-1.8 cases per 100,000 per year, and the incidence increases with
age. The clinical spectrum of GBS is heterogeneous and includes acute inflammatory demyelinating
polyneuropathy (AIDP), acute motor axonal neuropathy (AMAN), acute motor and sensory axonal
neuropathy (AMSAN), and Miller Fisher Syndrome (MFS). The disease is usually characterized by
a rapid onset of symmetrical limb weakness, which progresses within a few days to 4 weeks and
occurs in patients of any age. In developed countries, GBS has become the most common cause of
acute flaccid paralysis. Despite improved recognition and treatment, GBS continues to be a serious
disease.

Keywords: Miller-Fischer syndrome, acute motor axonal neuropathy (AMAN), intravenous
immunoglobulin, ganglioside antibodies.

Beenenne. Cunapom ['mitena-bappe (CI'b) — octTpslif nemuenuHu3upyomas MOJUHEHponaTus
(pucyHok 1), onucannast Briepsbie B 1859 r. Ero ueptsl - Bocxo/s111ast ABUraTeiabHas ci1abocThb, 4acTo
HaOJII0JaeTCsl CEHCOpHAas U BereTaTHBHas MUCOYHKIMS B MPOJAPOMAIBHOM IepHoje 3aboseBaHue
(OOBIYHO pecrUpaTOPHBIM WIIM JKENyJAO4YHO-KHIIeuHas wuHeknus). Cuurtaercs, UYTO ITO
ayrouMMyHHOe npoucxoxaeHue. CI'b MoxeT BbI3BaTh 3HaUUTENbHBIE 3a00J1€Ba€MOCTh, TPeOyIoLIas
JUINTEIBHOr0 MPeObIBaHUS B CTAllMOHAPE U 3HAUMTEIbHBIE IEpHObl peadmiutanuu. [Ipumepno 10—
5% TalMeHTOB HYXIAI0TCS B JOJATOCPOUHON rTomMotH. [ 1,3]

BrisiBieno mHOTO nipeamecTByomux nHdexiui - Bkirodas Campylobacter jejuni, iuToMeraaoBHpycC
(LIMB), Mycoplasma pneumonia, Bupyc OnuureiiHa-bappa,u Bupyc rpunna. IMMyHu3auus u poJisl
takke Obu1 cBsizaH ¢ CI'b. CI'b 00blyHO HayMHaeTcs pe3Ko € AUCTaIbHBIM, OTHOCUTEIIBHO
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CUMMETpPUYHBIM HauajaoM napecre3uu. boisb BecTpedaercs y 50% nanueHToB. DNMuAeMHOIOr HUECKHM
HCCIIEIOBaHMs B Pa3HBIX CTpaHaX YCTAaHOBMJIM CBsi3b Mexay uH@ekuueir Campylobacter jejuni u
paspaborka I['BC. Campylobacter jejuni wuHbeknus omnpenenseTcs Kak Hauboiee dacToe
npeamecTByomiee 3adonesanue y nanueHTtoB ¢ CI'b u mo omnenkam, moutu 25-40% mamueHTOB C
CI'b Bo BceM mupe nndumuposansl C. jejuni 1 — 3 Henenu go 6one3nu. Panbmie cunranocs, uto CI'b
OBITH €IMHBIM KIIMHUYECKUM CyObekToM[2,5]. OHako HeaBHUE UccienoBanus mokasanu, uro CI'b
MOXXHO Ppa3JIeIuTh KaK MHMHHMYM Ha 4 OCHOBHBIX KJIMHMYECKHE M 3JIEKTPO(U3HOIOrHYECKHE
MOJITUIIBI, TAKWE KAaK OCTPBIM BOCHAJIMTENbHAS JeMHUeIMHu3upymomas noauHeiponarus (OB/II),
ocTpasi MOTOpHasi akcoHasibHas Heiiponatust (OMAH), ocTpas MOTOpHO-CEHCOpHasi aKCOHaJIbHas
nHeiponnatuss (OMCAH) u cungpom Muiepa-®Oumepa (CM®). OBIII xapakrepusyercs
nemuenunuzanus, OMAH orpanunuuBaercs uncro MoTopHbIM BoBieueHne u OMCAH - Oosnee
TsKenoe 3a00JIeBaHNEe C MOTOPHO-ceHcopHOe BoBiieueHue. CezonHas Bapuauusa CI'b noarumnsl u ux
cBs3b ¢ C. jejuni manousBecTHbl. [lonnMepa3Has 1enHas peakius - YyBCTBUTEIbHBI HHCTPYMEHT
JUis BbIsiBIIeHUS npeaectBytonieit uudexnuu C. jejuni mauuentsl CI'b [2,12,24].

3nopoebinA

CuHppom NeHa-bappe

MospexageHHE R
MUENMH

Pucynox 1: IloBpexaenHblil (1eMueJTUHU3UPOBAHHDBIN) HEPB

Ha3Banue u cuHoHMMBI 3ad0oaeBanus. Cunapom [wmitena-bappe (CI'b) - sto ckpsiBaromiee
Ha3zBaHue cuHapoM. CI'b xapakrepusyercs HEOJHOPOJHBIM KIMHMYECKUM crekTpoMm. Haumbonee
yactasg gopma B 3amagHbix ctpaHax - 3to OBJII. Menee pacnpocrpanenssie ¢popmbl: OMAH,
OMCAH wu Bapuant yepennoro Hepa Cunapom Musiepa @uiepa (CM®). [3,10]
dnuaemuosiorusi. Jlecars uccineaoBaHuil coodummiu o 3aboneBaemoctu gerei (0-151er), u
oOHapyXwmJ, 4TO exeromHas 3aboneBaeMocTh coctaBisier 0,34 u 1,34 / 100 000. CHmxeHue
3aboneBaeMoCTH ¢ TeueHrueM BpeMeHu Mexay 1980-mu u 1990-mu rogamu. Jlo 70% cinygan CI'b
ObUIM BBI3BaHBI MpeALIecTBYOMUMU HHpekuusmMu. B obmas 3aboneBaemocts CI'b Bo Bcem mupe
cocraBiusieT 1,1-1,8 coyuyas ma 100000 B roa, ¢ Gojee BHICOKMMU MOKA3aTEIsIMU Y MYXYHUH, YEM Y
KEHIIMH. 3a00eBaeMOCTh ObIBaeT OMMOIAIbHON 10 BO3PACTY C MHUKaMH, BCTPEUYACTCS Y MOJIOJBIX
JIOJIeN U TOXKUJIBIX JTI0ZIeH. 3a0oeBaeMOoCTh yBemuuuBaercs Ao 3,3 ciaydas Ha 100 000 B rog mociie
50 ner Bo3pact.. bbulo BBICKa3aHO MpeAnoioxkeHue, 4to Obwia accoumanueit mexay CI'b u
BaKI[MHAILIMEH, XOTs JI0Ka3aTeIbCTBA ATOTO MaJioM Kosmuectse [1,12,23].

Kiannuyeckue ocodennoctu u narogusuosorus [10,19]

Cumnrombl. Knunnueckue npusHaku CI'B paznuunbl. CnabocTh M CEHCOpPHBIE HapyIICHHUS
SIBJISIIOTCA HAmOOJIee YacThIM MPOSBISIOMKAE CUMOTOMBL. OOBIYHO HAOMIOAACTCS MPOTPECCUBHBIN
BOCXOJISIIIIMIA JIBUTATENIbHAS CIa00CTh HAUMHAS C HIDKHUX KOHEYHOCTEH, HAYMHAS C 3aTPYIHEHUEM
X0ab0BI 10 mapanuya. C1aboCcTh MOKET IMMOTHUMATHCS, YTOOBI 3a/1€HICTBOBATH JBIXaTEIbHBIC MBIIIIIEI
W BBI3BaTh HapylleHHe JbIxaHus. [lapaauuu JIHUIeBOTO HEpBa BCTPEYAIOTCS YacTO U MOXKET OBITh
CBs3aHHasA ¢ OyJIbOapHBIM Cl1ab0CThIO U o Tampmoruieruei [1,14,25].

CeHcopHble CUMIITOMBI MOTYT BKJIIOUaTh 00JIb, OHEMEHHE U MapecTe3us. boyb 00bIYHO MopaxkaeT
MOSICHUITY ¥ MOXeET OBITh TspKenbiM. OHEMEeHHe M TTapecTe3rsi HAUMHAIOTCS AUCTAIBHO M BOCXOIUT
aQHAJIOTUYHO JIBUTaTeIbHOM ciiabocThio y 80% mamuentos [1,22].
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Ipuznaku. [Ipyu xkinHUYEeCKOM 00CIEI0BAaHUU ONPEACAETCS BsUIbINA ape(ieKCUYeCKUi Mmapanuy.
MpllIe4HOe MCTOIIEHUE OOBIYHO MPOMCXOAUT B TEUEHHUE JIBYX HEZENb, MOSBICHUS CUMITOMOB U
MOJKET OBITH TSKENbIM. BereratuBHas aucyHKUUS SBIsIETCS OOBIYHBIM SIBICHUEM U MOKET BbI3BATh
apUTMUHU, KoJIeOaHHsS apTEepUAIBbHOTO JABJICHUS, 3a/J€p)KKa MOYM, MAapalIUTUYECKas KUIIEYHas
HENPOXOJUMOCTh U Tunepruapuos. Ilpu tskenoit popme 3TO MOXKET ObITh CBS3aHO C BHE3AITHOM
cmepThio [1,16]

Hoarunsl CI'B [23,24]

CI'b umeer psan NpU3HAHHBIX IOATHUIIOB, KOTOPbIE HMEIOT OTIMYAIOLIUECS KIMHUYECKUMU U
naTo(pU3UOJIOTUYECKUMU MIPU3HAKAMMU:

OBJII. Octpas BocnanutenbHas Jlemuenunusupytomas nonuHeBponarus (OBUII) sBisiercs
HauOoJiee pacrpocTpaHeHHoOn (popmoit, coctaBisier okoio B 85-90% ciyuaeB u xapakTepusyercs
MATOJIOTUYECKU  JIEMUETMHMU3aIuel, auM@ouuTapHod UHQMWIbTpanue u makpodarajibHO-
OIOCPEIOBAaHHBIM KJIMpPEHCOM MuenuHa. KimHuyeckue NMpu3Haku - CUMMETpPUYHAsl BOCXOASIIAs
JBUTaTenabHas caabocTh ¢ TUno uiu apeduiekcueil. OCHOBHOM MaTOJOrMYECKHUM MPOIECC BKIIIOYAET
BOCHAJIEHWE U pa3pylIeHHE MHEIUHOBBIX O000JO0YEK, OKpY)KAaloIIMX aKCOHBI MepupepruiecKux
HEpBOB, AKTUBHUPOBAHHBIMM Makpodaramu. DTO NPUBOAUT K 3aMEUIEHUI0O M OJIOKMPOBAHUIO
IIPOBOJMMOCTU BHYTpPHU MNepuEepUuEecKUX HEPBOB, BBI3BbIBASI MBIIIEYHYIO €Ia00CTh. B Tskenbix
CIIly4asiX MOXET pa3BUTbCS BTOPUYHOE aKCOHAJILHOE MOBpEXACHUE. AKCOHbI HEPBHBIX OKOHYAHMIM,
noBpexxaeHHble pu OB/III, conpoBoxaaioTcs CBA3bIBAHUEM aHTUTEN U (PUKCAIEN KOMIUIEMEHTA.
AKTHBanMs MyTH KOMIUIEMEHTa B OCHOBHOM IPHBOJUT K MeMOpanHou atake komiuiekca (MAC)
oOpa3oBaHHe C Jerpajalvedl TEPMHHAJIbHOTO AKCOHAJIbHOI'O ILIMTOCKENETa U MOBPEXKICHUEM
mutoxonapui [1,7,10].

OMAH. Octpas MmoTopHas akcoHajbHasi HeBpornatus (AMan) yaile Bcrpedaercs B inonuu u Kurae,
Cpey MOJIOJIeKH U B JieTHUE MecsIbl. OH UMeeT CBs3b ¢ npeneaeHTHol nHpeknueit Campylobacter
jejuni (Pucynok 2).

Pucynok 2: Ocrpasi MOTOpHAast Campytobacter ,
AKCOHAJIbHASI HEHPONATHS, BLI3BAHHAS i e
. . /\% Immune response J
Campylobacter jejuni \C\\;D —_— o S~
Knunnueckue npusnaku noxoxxu Ha OB/II, &
HO CYXOXXUJIbHbIE pe(IeKChl MOTyT OBbITh -~ Ganglioside mimicry ‘
coxpanenbl. Kak u OB/II1, ocTpelit MoTOpHAast <
aKCOHaJlbHasl HeBpomaTus cuurtaercs, [gG - u Lrid 50— —9—‘7 O Antibody
o P . production
KOMILJIEMEHTApHBIM PaccTpOUCTBOM. ( \/ !& K
OnexTpo(U3HOIOrH4ecKkoe  HCCleOBaHNE Outer membrane a& @K =
MOKET OTIMMHTH OT JIPYTHX BAPHAHTOB Kak ég %
CEJICKTUBHBIM  JIBUTATENbHBII ~ HEPB U R &= Crossreactive %
= antibodies P
MoKa3aHo BopyieueHue akconoB. [Ipy OMAH | Ceramide —:'7‘—-?;—‘ O
MaTOJOTUYECKUI npouecc BKJIFOYAET - Plasma
xolemma 1l
CBSA3BIBAHME AHTUTEN K TaHIVIMO3UJIHBIM ' “r
aHTHTEHaM Ha KIETOYHOH MeMOpaHe aKkCoHa, i
4

WHBAa3UI0 MakpodaroB, BOCHAJICHUE U
MoBpexAeHUE akcoHOB [1,3,15] ‘

Peripheral nerve %
- f\
dj

OMCAH. Ocrpast MOTOpHasi U CEHCOpPHas et p———
akconanpHas HeWponarus (OMCAH) - sto -
Bapuant CI'b, B KoTOpOM 3a/1eliCTBOBaHbBI KaK ' AVAN AP
MOTOprIe, TaK U CeHCOpHBIe BOJIOKHa, 4TO Complement

Anti-G
MOJET OBITb  NPOJEMOHCTPUPOBAHO € ;;t,,ggilt;' e ‘3;%%‘;&;‘
HOMOIILIO SIEKTPOPHU3UOIOTHIECKAX  “miody Y IS8

uccinenoanuii. OH 6osee cepbe3eH U CBsI3aH
C JUIMTEIbHBIM WM JlaXe YacTHYHBIM !
BbI3IOpOBIICHNEM. KIilMHM4YECKue NpH3HAKH e < S S
nmoxoku Ha OMAH, HO Takke BKJIIOYAIOT
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CEHCOpHbIE cUMNTOMBL. OCHOBHOI ITaTOJIOTHYECKUH! Ipoliecc aHanornde Takopomy st OMAH (To
€CTh OTIOCPEJIOBAaHHOE aHTUTEJIAMH ITOBPEXKACHUE aKCOHOB) [1,3,24]

CM®. Cungpom Mumepa-®Oumepa (MFS) mpossisercs artakcueil, apeduiekcueid u
opranpmoruieruet. Y 25%  mauMeHTOB  MOXKET  pa3BUThCA  CJ1abOCTh  KOHEYHOCTEH.
OnexTpo(U3HOIOrHYeCKHe HCCIEI0BaHUS MOKA3bIBAIOT, MPEXKIE BCEro, HApyIIEHHWE CEHCOPHOU
MpOBOAMMOCTU. AHTHraHrimosuansle anrurena k GQlb obnapyxupatorcss y 90% mnauueHToB u
CBsA3aHbl C OQTanpMoIUIerue. bbulo MpOBENEHO OrpaHMYEHHOE KOJIMYECTBO MATOJOTHYECKUX
uccnenosanniit MFS, HO ObLia nponeMOHCTpHpOBaHA JIEMUEIMHU3AIMS HEPBHBIX KOPEIIKOB.
Kputnueckoe paznnuue mexay MFS u AIDP unu octpoit MOTOpHOHN akCOHaJIbHOHM HelponaTuei
3aKiroyaercs B aktupanuu antuten nporuB GQlb u nporus GTla B MFS, xoTopsie HalleneHsl Ha
rJ1a30/BUraTeNbHble M OyJbOapHble HEPBBI, KOTOpbIE, KaK CUYUTAETCA, UMEIOT OTHOCUTEIIBHO
BBICOKYIO IIIOTHOCTH ranrnno3uaoB GQ1b u GTla (pucyHok 3).
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PﬂcyHOK 3. AHTHTE]I0 OIMOCPE€A0OBAHHOC AKCOHAJTBHOC MMOBPEKICHUC

Omucana xponmueckass ¢opma CI'b, wu3BecTHas Kak XpOHHUYECKas BOCHAJIUTEIIbHAs
JIEMUEITUHU3UPYIOoIas noauHeBponaTus. Kiimanueckue npusHaku cXoaHbI ¢ TakoBbIMU pu OBJITT
HO UMEIOT MEJIJIEHHO TIPOrpeccupyloliee Wik peuuauBupytomiee teuenue [1,3,17].

HccaenoBanus [3]

Buoxumusi cbIBOPOTKH KpoBH. MoOUueBHHA U 3JIEKTPOIUTHI OOBIYHO HOPMAJIbHBI, HO MOTYT UMETh
MIpU3HAKU CUHpoMa HeasekBaTHOM cexperu AJII" unu noyeunoit aucdynkunu. AJIT u ramma-I'T
MOTyT ObITh NOBbIIIEHbI Y 33% nanuentoB. KpearnHkuHasza MoxeT ObITh MoBbIlIeHa [4,13].
Mapxkepsl Bocnajienusi. CKOpOCTb OCelaHUsl IPUTPOLIUTOB OOBIUHO MOBbIINIEHA U C-peakTHUBHBIN
0€JI0K TOXE MHOTI'/1a MOBBILIEH.

AHTH-TAHTJINO3WAHbIe aHTUTeNa. AHTU-GMI1 sBIsSieTCs MOJMOKUTENBHBIM y 25% mainueHToB u
acconuupyercsa ¢ xyamuMm ucxogom. AHTH-GD1a accomuupyercst ¢ OMAHoBsiM moartunom CI'b.
AnTH-GQ1b accoumupyercs ¢ cunapomom Musiepa-durepa.

Pagnonoruyeckne ucciaegopanue. KT romoBHoro mosra mnokasaHa JUisi HCKIIFOYEHMS JPYTHX
IPUYMH CHMIITOMBl M CBUJETEIbCTBA IOBBILIEHHOTO BHYTPUYEPENHOIO JABJICHUS IEpea
BbINIOJIHEHUEM JItoMOanbHOU MyHKIMU. MPT Ha no3BOHOYHMKE MOXKET ObITh BUACH U30UpaTENbHbII
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KOPEILLIOK IEPEeJHEro CIMHHOMO3IOBOTO HEpBa YCWJICHHME TaJOJUHUEM M HUCKIIOYMUT IIEeHHBIN
opakeHue Hepna [26].

Hosichmunass nyHkuusi. [loBpilieHHBIE YPOBHU O€lika M KJIETOK B CIIMHHOMO3TOBOM KHUJKOCTH
sBistoTcst npusHak CI'b

HccaenoBanusi HepBHOH npoBoaumMocTH. Pesynbrarer 3aBucar ot noaruna CI'b. BonemmHcTBO
110y AEMUETMHU3UPYIOLIUI NaTTEPH, B TO BPeMsI KaK Y HEKOTOPBIX MAIIUEHTOB MOXKET MPOSIBIATHCA
CBUJIETENILCTBO MOTEPHU AKCOHOB C HE3HAUUTEJIBHOM IeMueIHU3aIel uim 6e3 Hee.
DOyHKIHMOHA/IbHBbIE pecnMpaToOpHbIe TecThl. OHM MOT'YT I10Ka3aTh CHUKEHHUE )KM3HEHHONW €eMKOCTH
JIETKUX, MaKCUMaJIbHOE JJaBJICHHE Ha BJI0XE U BbII0XE. ['a3bl apTepuaabHON KPOBH MOKET YKa3bIBaTh
Ha IPOTrPEeCCUPYIOLIYIO IbIXaTeIbHYIO HEJ0CTaTOYHOCTD [15,19].

JudpepennuaibHas 1MariocTuka [1]

HeBpoaornueckui

* MUACTEHUS

* cunjipoM HUtona-JlamGepra (MuacTeHUUECKU)

* PaccessHHBIN CKIEPO3

* [Tonepeunsblii MuenuT

Metaboanyeckuit

* [leppoguyecknii TMIOKATTMEMUYECKUI TTapainy.

* ['uniepmarauemMus.

* T'unodocdaremus

* OcTpast mepeMekaromasicsi nopHupus.

NupexunoHHbIi

* [loctaudrepuitnas Heiiponatusl.

* IOJMOMUETUT

* borynusm

* KJICIIEBOW mapanny

HapkoTuku / TOKCHHBI

* OTpaBieHHE TKEIBIMU METAJUIAMU (HapuMep, CBUHLIOM)

* buonornyeckue TOKCHHBI (BKJIIOYasi TOKCUHBI 3MEH U CKOPITHOHOB)

* JlekapcTBeHHbIE ITpenapaThl (BKJIOYas CTaByAUH, HUTPO(QYpPaHTOUH U

AMUHOTJIMKO3HU/IBI )

JApyrue

* OCTpBI TTOJMMHO3UT.

* MuonaTusi B KpUTUYECKUX COCTOSHUSAX

PeryimpoBanue. MeXIHCIMIUIMHAPHBIN BKJIAJ BaXKEH BO BCEX ACHEKTAaX yXOJ 3a NMALUEHTAMH C
CI'b kak B ocTpoii (aze, Tak U peaduiIuTalys MauueHToB. Tepanuu MOXKHO KilacCU(PUIMPOBATh KakK
OBITh OJAEPKUBAIOLIUM WM UMMYHOMOTYJIUPYIOLIUM.

JbIxaTejbHble NYyTH U opranbl Abixanus. Okono 30% mnauuentoB ¢ CI'b nyxnatorcs B UBJIL.
VYXyaueHue apxareabHoU QYHKIIMH MOKET ObITh OBICTPBIM, U BCEM IMALIUEHTaM CJIEAyEeT IPOBOIUTH
yactele  oOcienoBaHus. KiuHuueckue  Mapkepbl, YKas3blBalOIlM€ Ha  HEOOXOJIMMOCTb
BEHTUJISIIUOHHOM MOJIEP/KKH, BKIIOYAIOT OyJIb0apHY0 €1a00CTh, HECIIOCOOHOCTh MOJHATH T'OJIOBY,
c1ab0CTh BEPXHUX KOHEUHOCTEH U TaxumHo? [ 1,2,19]. Heobxoaum TiaTenbHbI MOHUTOPUHT TECTOB
npixatenpbHol (yHKIuU. JKu3HeHHas eMKOCTh JIOJDKHA U3MEPSITHCS TPU pas3a B I€Hb U MOXKET ObITh
JIETKO OlleHeHa y mocrenu OosibHOro. M3mepeHue >KU3HEHHOW €MKOCTH JaeT MHGPOpMAaLUIO0 O
JbIXaTeNbHOM HEJ0CTaTOUYHOCTHU. ['a3bl apTepuaabHOU KPOBU MOT'YT OBITh U3MEPEHBI JIJIS TOTYUYEHUS
O0OBEKTUBHBIX IaHHBIX O Pa3BUTUH JbIXaTEIbHON HEJOCTaTOUHOCTH. HachleHre Kuciopo oM JIErKOo
KOHTPOJIMPYETCS, HO HAPYLIEHUE HACHIILIEHUE MOKET ObITh MO3ITHUM IIPU3HAKOM.

Kiannudeckue noka3aHusi K MHHTY0AIMU U BEHTWISIIIUM JIeTKHX BKJIIOYAIOT:

’Kuznennas emxocts meHee 1JI mam menee 15 mi kr-[3]

| MakcumanbsHOe naBienue Bjroxa mexee 30 cm H20.

[0 MakcumanbHOe nasiieHue Boergoxa meree 40 cm H20.

| Byns6apHoe nopaxxeHue ¢ HeCIOCOOHOCThIO KALUISTh, [VIOTaTh U 3alIUIIATh JbIXaTeJbHbIE ITyTH.
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'] Ilpu3Haku [bIXaTEeIbHOM HEJOCTATOYHOCTH IO ra3aM apTepUaIbHOM KPOBU M BEreTATHUBHOMN
HectabmipHOCTH [1,3,21].

| TpaxeocToMusi JIOJKHA OBITH PacCMOTpPEHA, €CJIM CYLIECTBYET BEPOATHOCTb HEOOXOAUMOCTHU
JUINTENbHON peclupaTopHOM nojiep:xku. Peciuparopras ¢pusznorepanus MoKeT ObITh HEOLIEHUMOM
B CO/ICHCTBUU OUMUIICHHUIO CEKpeTa U NpOopUIaKTUKE BHYTPUOOIbHUYHBIX THEBMOHU.
AHecTe3H0JI0THYecKHe paccMoTpeHue. CykcaMeTOHUI a0COIIOTHO MPOTUBONOKA3aH MAallUeHTaM C
CI'b. Nmeetcs psazt cooOLIEHHH O ClTydasx TSXKEI0M THIepKAIUEMUN, YTPOXKAIOIUX KU3HU apUTMHM
1 OCTAHOBKH CE€pJIlla IOCIIE €r0 BBEACHMUS

CepneuHo-cocyaucrasi cucrema. BereratuBHas aucyHKuus BcTpedaercs mnpumepHo y 70%
MAalMEHTOB M MOXET MPEACTaBJIATh Yrpody i ku3Hu. Pekomenayercs monutopuHr OKI,
apTepHalIbHOTO JaBiieHus U Oananca xuakoctu. Hanboee pacnpocTpaHeHHONM apuTMHUEH SBiIsieTCs
CHUHYCOBasi TaxuKapus HO Habmoganuck u apyrue usmeHenust OKI' B Tom uucie npencepaHbie a
TaKXKe XKeJTyJ0UKOBasi TaXUapuTMusl, yaauHeHHbIN uHTepBai QT, aTpuoBeHTpuKysipHas O10Kaaa u
naxe acucroimus [1,3,18]. AprepuanbHOoe [OaBIIEHHME MOXKET KOJeOaThCs MEXAY TsDKEIION
runepreHsveil U runoreHsueil. Oprocraruyeckass TUIOTEH3Usl BcTpedaercs uacto. Crenyer
coONI0IaTh  OCTOPOXKHOCTh IPH JIEYEHUM KpalHUX YPOBHEW apTepuanbHOrO JaBJICHUSA
Ba30aKTUBHBIMU IperapaTaMy, MOCKOJIbKY MalUeHThl MOT'YT ObITh OCOOEHHO YYBCTBUTENBHBI K UX
BO3JielicTBUIO. MHTYOMpOBaHHBIE NAIMEHTHl C BEreTaTUBHOM JIUCQYHKIMEH MOTryT pa3BHUTh
HECTaOUJILHOCTD I0CJIE€ BCAChIBaHUSI TPaXeu.

KenynouHo-KMIIEYHBIH TPakT. Xopollee MUTAaHUE OCOOEHHO BaXXHO JJIs MAIMEHTOB C
Oynp0apHOM CJIa0OCTBIO, a TaKXKe I TEX, KTO HAaXOAUTCS Ha CEIAaTUBHOM M MEXaHUYECKOM
BeHTUIMpoBaHuu. [110x0e nepopanbHOe NOTpedIeHne MOKET TOTPEeOOBATH BBEJCHUS SHTEPATIHHOTO
WIM TapeHTepallbHOr0 NHUTaHMs. BXxox naueronora moneseH s oOecreyeHus aJeKBAaTHOTO
noTpebieHus: Kajlopuil, MUKPO3JIEMEHTOB, KHUJIKOCTH U AJIEKTPOJUTOB. [lallueHTh! ¢ BereTaTUBHOM
TUCQYHKIMEH MOryT OBIThb BOCHPUUMYMBBI K Pa3BUTHIO MApPAIUTUYECKOM  KHUIIEUHOU
HENPOXOJUMOCTH. ITO MOXET ObITh 00pabOoTaHO C TNPOKUHETHUYECKUMM areHTaMu Kak
METOKJIONPAMHU/JT WIH SPUTPOMHUIIMH.

HepBHasi cucrema. Heiiponatuueckas Ooib SBISE€TCS OOBIYHBIM SIBJICHHEM W BCTPEUYACTCS
npumepHo B 50% cinyuaeB nauueHToB. Heomunowansle ananbretuku (Ilapaneramon, HIIBII) B
COUYETaHHM C OIMOUJAMU aHaJIbIE3UI0 CJIEeIyeT Ha3HAUUTh U3HA4YaJIbHO, HO OHAa MOXET 00eCIeunuTh
HeaJeKBaTHOE  00e300IMBaHUE. JlomomHUTENbHBIE ~ METOABI  JICUSHWs,  TaKHMe  Kak
MIPOTHBOCYIOPOKHBIE TIpernaparbl (Hampumep, rabaneHTUH WM KapOema3enuH) U MOTYT OBITh
3¢ GeKTUBHBI TPULIMKINYECKUE aHTHIETIPECCAHTHI.

IIpodunakruka BeHO3HOH TPOMOOIMOOJIMHU. Y HEMOJABUKHBIX MAIIUEHTOB OYCHb BBHICOKHUN PHCK
pa3BUTHS ITyOOKHX BEH TpoM0O03 U TpoMO03MOOIus JerouHoi aprepuu. Hu3koMomneKkyispHbIil Bec
refnapuHa B COYETAaHWU C THEBMATUYECKUM KOMIIPECCHOHHBIE YCTPOICTBA WJIM YYJKHU MPOTUB
AMOO0JIMH, PEKOMEHIYETCS 710 TEX IOp, II0Ka NAI[UEHThI HE CMOTYT XOAUTH 0€3 MOCTOPOHHEN TOMOIIH.
IIcuxosoruveckas cdepa. Cpeau mnaumeHToB 4vacto Berpedaercss nenpeccus ¢ ['BC. Ecnum
BO3MOXHO, 3TO Ba)XHO JJISl TAIIUEHTa U UX CEMbE, YTOObI UMETH JIOCTYI K TpyIIiaM HOIIEPKKU. ITO
TaKK€ BaXHO, YTOOBl KOHCYJIbTHPOBAaHME U ICUXHATpUYECKass IOMOUIb JOCTYNHBI IpPH
HeoOxoaumocTH [1,3,15].

Peabuaunranusa. 40% mnamuenTtoB, crpanatomux CI'b, Oymyt HyXzmaTbcs B TOCTYIUICHHE Ha
CTallMOHapHyt peaOunutauuio. [IpucranpHoe BHHMMaHue cieqyerT oOpaliaTh BHUMaHHE Ha
M0JIO)KEHHE KOHEYHOCTH U OCaHKy KaK KOHEYHOCTb c1a00CThb MOXKET MPHUBECTH K Mapalinyy
C/IaBJIEHHOT'O HEPBA, CAABIMBAHUIO SI3BbI M KOHTPAKTyphl. OOIIMPHBIN BKIaX OT PU3NOTEPAIEBTHI U
3prorepaneBThl HEOOXOAUMBI NPEIOCTaBUTh HWHIMBUIYAJbHBIE YKPEIUISIOUIUME YIPAKHEHUS H
BCIIOMOraTeNbHbIe cpeicTBa. [laluenThl Takke MOTyT CTPaJaTh OT CTOMKUX YTOMIIIEMOCTb, KOTOPAst
MO>KET BOZHUKHYTh IPHU BBIIIOJHEHUH YIPaXXHEHUH rporpamMma [5,6]

BuyTpuBeHHBIi HMMMYHOr100yauH. BryTpuBeHusli ummyHornooymun (IVIg) sBasercs
spdextuBHBIM cpenactBoM jedeHuss CI'b u, xak ObUIO MOKa3aHO, CPaBHUM C IJIA3MOOOMEHOM B
ycKkopeHuu BbI3fopoBieHus. OH HauOoisiee 3(peKTHBEH, eciau BBOAUTCS B TEUEHUE JBYX HEAEIb
MOCJI€ TOSIBJICHHUSI CUMIITOMOB. MBUT mMeeT psija nmpeuMyniecTB nepea miazmooomenom. OH 6osee
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IIUPOKO JIOCTYIICH, MEHee TPYAOEMOK M WMeeT MeHbIne moOouHbX dhdexToB. Ilokazanms
npoBe/ieHU 0 VIBUT BKITIOYAIOT MBILIEUHYIO C1a00CTh U YTHETEHHUE JIbIXaHUSI.

IVIg conepxut oObenuHeHHble OHOpcKUE aHTuUTena IgG M MOXKET YMEHBUIUTb TAKECTb
ayroummyHHoro Bocnanenus npu CI'b, 0iokupys Fc-penentopsl. 3T0 npe1oTBpaliaeT CBsI3bIBaHUE
Fc-uactu anturen u, TakuM oOpa3oM, NpPEphIBAET OINOCPEIOBAHHOE AHTHUTEIAMH pa3pylIeHUE
KJIETOK. AKTHBalMsl KOMIUIEMEHTa Takke u3MeHsercs. [IpoTuBomokasaHusi K BHYTPUBEHHOMY
BBEJICHUIO BKJIIOYAIOT: IMPEIIIECTBYIOUIYI0 aHA(PUIAKTUYECKYI0 pEaKlUI0 Ha BHYTPUBEHHOE
BBeneHue U aepuuut IgA (cBs3aHHBIN ¢ aHAPUIAKTUYECKUMHU pEaKUUsMU Ha NPOAYKTHI KPOBH).
[To6ounble 3¢ dexTs UBUT MOTYT OBITh JETKMMU WM TSKEJIBIMU U BKJIIOUATh TOIIHOTY, FOJIOBHYIO
0011b, JEPMATOJIOTUYECKUE PACCTPOWMCTBA, BKIIOYAs SPUTPOAECPMUIO, MEPETPY3KY KHUAKOCTHIO,
HapyluieHre (PYHKUIMOHAJIBHBIX TECTOB MEYEHH, BEHO3HYIO TPOMOOIMOOJINIO, OCTPYIO MOUYEUYHYIO
HEJ0CTaTOYHOCTh W aHadmiakcuio. Her HUKakMX J0Ka3aTeabCTB TOrO, YTO MOBTOPHBIE KYPCHI
seueHust mone3Hsl. [1,9,18,21]

Inazmadepes. [nazmadepes sBasercs 3pPeKTUBHBIM METOJIOM JICUCHHS M, KaK OBLJIO MOKa3aHo,
yckopsieT BbizioposieHue npu CI'b. bbuin nponeMoHCTpupOBaHbl YIyUllleHHs B BOCCTaHOBJIEHUU
MBIIIEYHOW CHJIbI, CIHOCOOHOCTHM CaMOCTOATEIIBHO XOJAWTh, a TaKkke [MOTPeOHOCTH U
MPOJOKUTENbHOCTH MEXaHNYECKOW BEHTHIALMU Jerkux. OH Ooliee MmoJie3eH, Korja HauMHaeTCs B
TE€YEHHE OJHON HEJEJIN MOCIIE MOSBIECHUSI CUMITOMOB, HO MOXKET OBbITh MOJIE3€H 0 TPUALATH JHEH
nociie Havana Oosiesnu. [lnazmadepes ycnenHo NpUMEHSJICS B JIETKUX, YMEPEHHBIX U TSKEIbIX
ciydasix CI'b ¢ pa3nu4HbIM KOJUYECTBOM OOMEHOB B 3aBHCHMOCTH OT TSDKECTH 3a00JIEBaHMS.
[Toka3zanusa K IUIa3MOOOMEHY TakHe e, Kak U JUlsi BHYTPUBEHHOro BBejaeHus. llinaszmadepes
IIpeIoJiaraeT MpOXoXKIACHUE KPOBH YEPE3 SKCTPAKOPIIOPATIBbHBIN KIETOUHBIN cenapaTop. Opakiuu
IJ1a3Mbl KPOBH YJAJISAETCS U 3aMEHSETCS PacCTBOPOM ILIa3Mbl MJIM YeJIOBEeYecKoro anbOymuHa. Bo
BpeMsi IMpOLEAYpbl BBOJAT aHTHKOAryJsHTHL Llenbto miasmadepes sBiseTcs yJajieHue aHTHUTEl,
CBSA3aHHBIX C OCHOBHBIM ayTOMMMYHHBIM OTBeTOM. [IpoTHBOmokazanusiMu K 1azmadepes
SBJIAIOTCS: KOAryJonaTusi, MOJABJISIONIMM Celcuc, reMoJMHaMHYecKas HEeCTaOMJIbHOCTh U IIOK
[1,7,8].

KopTukocrepouabl. KopTukoctepouabl HCIONBb30BATUCH ISl TOTO, YTOOBI MTO/IaBUTh BOCHAJIEHUE,
cBs3anHoe ¢ cuaapomoM [ 'mitena-bappe cuaapom. Ceituac oHu O60JIbIIIE HE UCTIOIB3YIOTCS. 3/1€Ch HET
JI0Ka3aTeNIbCTBA TOTO, YTO OHU YJIYUIIAtOT BBI3IOPOBJIEHHE WIIH BIUSIOT HA JOJITOCPOUHBIN TPOTHO3.
[6,25]

IIporuno3. bonbmuucTBo nanueHToB ¢ CI'b MOJHOCTBHIO BBI3AOPABIMBAIOT, HO 3TO MOXKET 3aHSTh
MHOT'O MECSII€B MHTEHCUBHOM Tepanuu. 15% mauueHToB cTpaaaroT cToiikoil nuBanuauzanueit. 10%
HE MOTYT XOAUTh 0€3 IOCTOPOHHEH [TOMOLIY B T€YEHHUE OJTHOT0 roja. PenniuB Moxxer HaOm0AaThCs
B 2-5% cnyuaeB [1,2]. CmeptHocts oT CI'b konebnercs or 2 no 12%. PacnpoctpaHeHHBIMU
MIPUYMHAMU CMEPTH SIBJISIFOTCSI BEHO3HAsE TPOMOOIMOOIIMs, THEBMOHUS, apUTMHUH U OCJIOKHEHUS,
CBSI3aHHBIC C AU3aBTOHOMUEH [2,3]

Mapxkepsbl I10X0ro MporHo3a BKIIOYaT Bo3pacT > 40 jer, ObICTpoe Hayano CUMIITOMOB, CUJIbHYIO
cmabocTh (0cOOEHHO ecii TpeOyeTcss MeXaHWYeCKasi BEHTUIISIUS JICTKUX WJIM UMEETCS BhIpaKEHHAs
cJ1a00CTh BEPXHHUX KOHEUHOCTEH), acCOLMAIMIO C MPEAIIECTBYIOMINM TUapelHbIM 3a00JI€BaHUEM
WIM  KaMOowioOakTepHON — uHGeKuued, J0Ka3aTeabCTBAa  MOBPEXKICHHS  aKCOHOB  IIpH
ANIEKTPOPU3NOJIOTUUECKUX HCCIEA0BAHUAX M OTCYTCTBUE JIeUeHHs JMOo Iuiazmadepe3om, 0o
BHYTPHUBEHHBIM BBEJICHHEM.
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