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Cee00Hs 6bicOK0003HasA Mepanus UMMYHOA00YAUHAMY Yea08eKa noayHaem ce 6oavuiee pacnpocmpanerue 6 AedeHuu 601e3Hell HepeHoll
cucmembl. IppexmusrHocms u 6e30nacHOCMb UCHONBI0BAHUS UMMYHO2A00YNUH08 00KA3AHA 8 PAHOOMUBUPOBAHHBIX KOHMPOAUDYEMbIX UC-
C1e008AHUAX Y NAYUEHMOG C XPOHUYECKOUl 60CNANUMEAbHOU OeMueauHu3upyouel noauteiponamueti, cunopomom luitena— bappe, myno-
mughoxanvHoll MOMOPHOI Heliponamueil, 4Mo ompasiceHo @ cucmemamuyeckux 063opax. Obcyxicoaromes 80npocsl 0 003ax, UHMEPBANax
U NPOOOAICUMENLHOCIU AeHEHUS U He00X00UMOCIU NOBMOPHBIX UHQY3Uil npu smux cocmosanusax. Mcnoav3oeanue abicoko003Holl mepanuu
UMMYH02A00YAUHAMY A8AAEMCS ONYUell NPU MUACMEHUYECKUX KPU3ax u 000CMpeHusx MUACMeHUU epasuc, CUHOpome puetidHo20 Yenogexa,
a makoice mepanueti 2-ii AUHUU NPU 0epMAMOMUO3UME U 8 HEKOMOPbIX CAYHAAX npu noaumuosume. lIpumenenue uMMyH02100Y1UHO8
npU paccessHHOM cKAepo3e, MUO3Ume ¢ 8KAIHEHUAMU, Pe3UCMEeHMHOL dnuiencuu ocmaemcs He 00 KOHYa 000cHo8aHHOl. B 0630pe o6cy-
Jcoaemces 3peKmuHOCHb 8biCOKOO03HOU MEPAnUU UMMYHOA00YAUHAMU 8 HEBPONOUU HA OCHOBAHUU UHPOPMAMUBHBIX UCCACO08AHUIL,
C Y4emom OCHOBHbIX Kpumepues gublbopa npenapama 041 a0eK8amHoll GHYMpUGEHHOU UMMYHOMePanuu.
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Today intravenous immunoglobulins are used increasingly in the management of patients with neurological conditions. The efficacy and
safety of intravenous immunoglobulins treatment in chronic inflammatory demyelinating polyradiculoneuropathy, Guillain—Barre syn-
drome and multifocal motor neuropathy have been established in randomized controlled trials and declared in systematic reviews. There
are discussions about the dose, timing, duration and necessity of repeated infusions in these disorders. The intravenous immunoglobulins
treatment is an option in myasthenia gravis crisis and exacerbations the disease, stiff-person syndrome, a second-line therapy in dermato-
myositis and some patients with polymyositis. The use of intravenous immunoglobulins in patients with multiple sclerosis, inclusion body
myositis, resistant epilepsy is not finally proved. The review discussed the data of immunoglobulins efficacy in neurological disorders based
on informative studies with an emphasis on the main criteria for choosing a drug for effective high-dose intravenous immunotherapy.
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BeeneHue MBIIIJIEHHBIX MacIITabax CeTOMHST IPUMEHSIETCS] YyCOBEP-
[IInpoxoe KIMHNYECKOE IPUMEHEHE UMMYHOIIIOOY-  IIeHcTBoBaHHLIN MeTon KoHa [1, 2]. ITepBoHauansHo UT
mmHa (M) demoBeka cTajio BO3MOXKHBIM IIOCJIE TOTO, MCIOJB30BAJIM TOJIBKO IJISI BHYTPHUMBIIIEYHOTO BBEICHUS
kak E. Cohn B 1940 1. mpemroxui MeTon (ppakiiioHUPO-  [3], MOCKOJIBKY BCE TTOIBITKM BHYTPUBEHHOTO IIPUMEHEHUS
BaHUSI OSJIKOB II1a3MbI KpoBH. J11st momyyeHust UT Bipo-  3akaHYMBaiMCch HeygadHo. OMHAKO MHBEKIINS B MBIIIIITY
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JTaeT HU3KYIO0 CKOPOCTh IOCTYIUICHUS TIperrapara B CHUC-
TEMHBI KPOBOTOK, a TAKXKe TP 3TOM 3HAYNUTE/IbHAS YaCTh
aKTUBHOTO BEIeCTBa Pa3pyIlaeTcss B MECTe BBEACHMSI.
OCHOBHOI1 TIpOOJIEMOiT TP TIONBITKE BHYTPUBESHHOTO
IMpUMEHEHMST OBUIO 0OOpa30BaHME arperaToB N3-3a aKTHBA-
mvu Fe-dparmenTa YT mpu mpon3BoACTBe U, KaK CIEACTBIE,
3aIycKa paboThl CUCTeMBI KoMITieMeHTa. Tosbko B 70—80-x
rogax ObLIA pa3paboTaHbl CIOCOObI OOPAOOTKHU MIa3MBbl,
ITO3BOJISTIOIIME M30eXKaTh aKTUBallMM Fc-dparmeHnra Mo-
sekynsl T 11 coenats mperiapaT 0e30macHbIM 1T BHYTPH -
BEeHHOTro BBeleHUS [4, 5]. DTO IBUIOCH MOBOPOTHBIM
TEXHOJIOTUICCKMM MOMEHTOM M HadajoM HOBOTO 3Talla
B ucnonb3oBanuu UI' B Mmenmiinae. OCHOBHBIMU ITOKa3a-
HusMU K HazHaueHU0 MI cranu mepBUYHBIN M BTOPUY-
HBIIT UMMYHOASDULIMT (TIOC/Ie pagro- M XUMHOTEPAITU
B OHKOJIOTUM, UMMYHOCYIIPECCUM TP TPaHCIIaHTALINN
TKaHe#, morepe OeKOB IIa3MBI IPH KPOBOTCUYCHHUSX,
MAaCCUBHBIX 0XOTaX, HEKOTOPHIX ITapa3suTapHBIX 3a00J1¢e-
BaHusX) [2, 6]. B mocneayioniemM GbUIN IIPeITOXKEHbI CXe-
MBI BBICOKOIO3HOI Teparmu BHyTpuBeHHBIMU VT (BBUI)
[7]. Ceromas omyOGIMKOBaHBI pe3y/IbTAaTHI IUIAIc00-KOHT-
pOIVIpYeMBIX UccaenoBaHuii 1o adpdektusHocT BBUT
IJIST psima 6oJre3Hei mepudepruaecKoit HepBHOM CHCTEMBI
W MBI, TIpA KoTopbix MI' cTam mpermaparoM Tepammu
repBoit TuHUKM. OIHAKO TSI HEKOTOPBIX PEIKNX ayTOMM-
MYHHBIX IOpaskeHU HEPBHOU CUCTeMBI 3((eKTUBHOCTD
BBUI orpannunBaeTcs KIMHUYECKUMU HAOTIOACHUSIMU,
TaK KakK IJIg OLIEHKW TOCTOBEPHOCTU PE3yJIbraTra JHCiIoO
HaO0gaeMbIX MAallMeHTOB HegocTaTouHOo. HecmoTpst Ha
9T0, HEBO3MOXHO HEIOOLIEHNBATh BaXKHOCTh OTICITHHBIX
COOOIIeHNT M OTKPHITEIX cchenoBannit BBUT [8].

Iean HacTOsAIIETO 0030pa — PACCMOTPETH OIIBIT IIPH-
meHeHust BBUT co BpemeHu BHeIpeHUsI METOAA B TIPAKTH-
KY IIPY OCHOBHBIX HEBPOJIOTMYECKIX HO30JIOTHSIX (TaoII. 1),
a TaKKe TIPEeIOCTaBUTh JaHHBIE 00 OCHOBHBIX KPUTEPHSIX,
KOTOpBIC TOJDKEH YINTHIBATh Bpad IIPY BEIOOpE IIpernapara
T cpemu Bcex cymiecTByommx ¢hopM Ha (papMalieBTIC-
CKOM DBIHKE.

B mpeamaraeMom 0630pe HeCaIydaitHO MIPUBOISITCS
WCTOYHUKHM JIUTepaTyphl cTapire 10 e, Tak Kak 3TO ObLIN
eINMHCTBEHHBIC COOOIIEHUS C pe3yabTaTaMU, KOTOPHIE
B ITOCJICAYIOIIEM He IMepecMaTPUBAINCh M HEOMHOKPATHO
LIUTUPOBAJIUCD.

XpoHuyeckas BocnanumenbHaa eMuenuHusupyowan

nonuxeiiponamusa

Camoe 060JTBIITIOE YMCIIO UCCIeIOBaHN 110 3P DeKTHB-
Hoctu npuMmeHeHnst BBUT B HeBpoJiornueckoit mpakTuke
OTHOCHTCS K MCITOJIb30BAaHUIO MperapaTa Mpu XpOHWYE-
CKOM BOCHAJIUTEILHOU AEMUEIMHU3UPYIOIIEH TTOJIMHE -
ponatuu (XBJIIT). PacnpoctpanenHocts XBJIT cpenu
B3pocabix coctaBisgeT 1,0—1,9 ma 100 TBIC. YeaoBeK
y B3pocibix [9] 1 0,48 Ha 100 THIC. ¥ meteii [10]. Mccaemo-
BaHMS | ypOBHSI ITOKAa3aTeIIbHOCTH TONTBEPKIAIOT, UTO
BBUI addexktuBHa mist mmurtenbHoro jgedeHust XBIT.
Jlo3a, 9acToTa M TPOMOKUTEIILHOCTD TEPAIluM 3aBUCST

Taoauna 1. Ocrosnbie Hesponoeuueckue 3a601e6anus, 045 Ae4eHUs KO-
MOPbIX NPUMEHACMCS 6HYMPUBEHHAS 8bICOKOOO3HAS MePAaNnUsl UMMYH02A0-
oyauHamu

Table 1. Main neurological diseases for which treatment intravenous high-
dose immunoglobulin therapy is applied

I'pynna HeBposIOTH-

YecKuX 0oJe3Heit Ho3onoruueckas popma

* XpOHUYECKAs BOCIIAJIUTEIIbHAS
JEMUCITIMHU3UPYIOLIasd MoJjau-
HeWporarus;
chronic inflammatory demyelinating
polyneuropathy;

» cunapowm [uiteHa—bappe
Guillain — Barre syndrome;

— OCTpad BoCHaJIUTC/IbHasa 1EMUC-
JIMHUA3UPYIOIAS MOJIMHEWPOTIa-
THS;

acute inflammatory demyelinating
polyneuropathy;

— OCTpast MOTOPHAasT aKCOHAJIbHAsI
TMOJMHENpONaTHs;
acute motor axonal polyneuropathy;

— OCTpasgd MOTOPHO-CE€HCOpHad aK-
COHAJIbHAS MOJIMHEWPOTIATHS
acute motor-sensory axonal
polyneuropathy;

— cuHapoM Mujuiepa @uiepa;
Miller Fisher syndrome;

— sHuedanut bukepcradda;
Bickerstaff encephalitis;

* MyIbTH(OKaJTbHAas MOTOPHAs
HeWporarus;
multifocal motor neuropathy;

* MaparnpoTeMHEMUYECKAsT HEMPO-
naTus, accouuupoBaHHas ¢ IgM
paraproteinemic neuropathy associated
with IgM

IMepudepuueckue
HerporaTuun
Peripheral neuropathy

* MUACTEHUA IPaBUC;
myasthenia gravis;

* MUAQCTEHUYECKUI cuHapoM Jlam-
o6epra—HMToHa
myasthenic Lambert—Eaton syndrome

Boe3sHn HepBHO-MBI-
IIeYHOMI repeagayunu
Neuromuscular
transmission diseases

* 1IepMAaTOMUO3UT,
I/I,Z[I/IOHaTI/I‘{GCKI/IC A p e
e e dermatomyositis;

* IOJIMUMUO3UT,
oraTuu ’

polymyositis;
* MUO3UT C TEJIbLIaMU BKJIIIOYEHU I
inclusion body myositis

Idiopathic inflammatory
myopathies

Jpyrue ayTouMMyHHbIE
MOpaXkeHUs HEPBHOM
CUCTEMBI

Other nervous system
autoimmune disorders

* CUHIPOM PUTHUIHOIO YEJIOBEKA;
stiff-person syndrome;

* PaCCEeHHBIN CKIEPO3
multiple sclerosis

» cunapom JleHHokca—Iacro,
cuHapoM Becra;
Lennox—Gasto syndrome, West
syndrome;

* 3HIIehamuT PacMycceHa;
Rasmussen encephalitis;

 cunapom Jlannay—KieddHepa
Landau—Kleffner syndrome

Brnuencust
Epilepsy
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OT COCTOSTHUSI TTaIleHTa, XapakKTepa TeYeHMSI OOJIe3HU
1 oTBeTa Ha iedeHre. CeromHsI HeIOCTaTOIHO JaHHBIX 10
CpaBHUTEILHOMY aHAIN3Y 3(PHEKTUBHOCTH TAKMX N3BECT-
HbIx MmeTonoB eueHust XBII1, kak BBUI, kopTukocrepo-
WIHag Tepanus, ia3Madepes 1 UMMyHoaenpeccaHTsl [11].

B 2 wuccrnemoBanmsax [ ypoBHSI moKa3aTeIbHOCTHU
u B 2 paborax II ypoBus cpaBuuBanu BBUT ¢ mrane6o
npu tedeHun XB/IIT [12—15]. B mepexpecTHOM UCCIemn0-
BaHuu I ypoBHs 117 nauyeHTOB NOJy4Yaan Harpy304HYIO
nmo3y 2 1/xT, a 3areM 1 r/kr BBUTI wim mmame6o (anb0y-
MMH) Kaxnpie 3 Hex [12]. TTanmeHTOB ITepeBOIMIIN Ha ajTb-
TepHATUBHOE JICUCHHNE B CIyJae YXYIIICHUS COCTOSTHMUS
WIN TIPU OTCYTCTBUM YIYUIIICHUS B XOIE MCCICIOBAHMSI.
Y9acTHMKM, KOTOPBIEC TTOJTHOCTHIO TIPOIUH 24 HEl Jiede-
HU 1-T0 TIeproaa UCITBITaHUS, OBLTA ITOBTOPHO pacIiipe-
JIeJIEHBI TI0 TpyIIaM IJIsl OMHOKpaTHOM rpoueaypsl BBUT
WY BBeleHUs riane6o. IlepBuyHON KOHEYHOI TOUKOM
ObLIO yAyullleHHWe MoKa3zaTenst Ha 1 Oamn win Gosee 1o
mxane INCAT (Inflammatory Neuropathy Cause and
Treatment Score). ITo cpaBHeHUIO ¢ IUIANE00 YIydIIeHUE
coctostHust oTMeueHo B rpymre BBUI (21 u 54 % coort-
BerctBeHHO, p = 0,0002). YeThipe marreHTa BHIOBLIN
n3 uccnenoBanusa. Hexenatenpabie 3¢ dexTs (HD) gamme
Bo3Hukanu B rpynne BBUI, yem mmane6o (55 u 17 %
COOTBETCTBEHHO), OMHAKO IIpeAcTaBIeHHOCT, HD (Ham-
boJtee 4acTo rojIoBHASI 00JIb, TUTICPTEPMMUSI, TIOBBIIIICHUE
apTepUaIbHOTO MTABJICHNUS ) ObLIa HEOOIBIION 1 OMMHAKO-
BOI1 B 00eux rpyrmax [12].

B npyrom nccinenmoBanuu I ypoBHSI 1OKa3aTeIbHOCTH
npuHUManu ydactue 53 manuenTa ¢ XB/II1, He momydaB-
e paHee JIeYCHMSI, KOTOPBIX TaKKe pPacCIIpeieTuIn
B rpynnbl BBUT wim maie6o. B nepBoii rpyrine BBOAWIU
BBWI B no3e 1 r/kr Ha 1, 2 1 21-it mHm HaOmoaeHwmst [13].
[NepBUIHBIM pe3yIbTaTOM OBLIO M3MEHEHME Ha 42-11 1eHb
CPeIHMX TOKa3aTeJIeii CHIIBI MBIIIII IT0 MOTU(UIIMPOBAHHOM
mKajie orieHKM MbieaHoro aeduiira (MRC, Medical Re-
search Council). ¥ monyyaBmmx BBUI moka3zaress yBe-
Jmaniics Ha 0,63, a B rpyrine miane6o ymeHbinvics Ha 0,1
(p =0,006) OTHOCUTEIBHO UCXOAHBIX JAHHBIX.

B 2 uccnenoBanusx 11 ypoBHst nmpu cpaBHeHun BBUT
¢ nmianebo npeumyiectso Tepanuu BBUI comocraBumo
¢ pe3ynbraTaMu uccienoBanuuii I yposus [14, 15]. B aBoii-
HoM ciieniom ucciaenoBanuu Il yposuss BBUT cpaBHuBaniu
C TIepOpaTLHBIM MPUEMOM TIpeaHM3010Ha. st 3Toro 32 na-
IIMeHTa OBUIM pacIipeiesieHbl Ha TPYIMIIBL: ITOJTyJaBIINe
cHauana BBUI, a 3aTteM npeagHU30JI0H, U T€, Y KOTOPHIX
Ha3HaYeHMe KOpTUKOcTepouaa IpeninectBoBaio BBUT
[16]. Jo3a mpeaHu3o/10Ha cocTapisiiia 60 Mr/cyT ¢ mocje-
OYIOIIUM ITOCTEIIEHHBIM CHUXXEHHWEM B TeueHue 6 Hel
mo 10 mr/cyt, noza BBUI' — 2 r/kr B TeueHne 1—2 cyT.
Y 24 601bHBIX, 3aKOHUYMBIIMX KYPC JICYCHUS B X0 UCCIIe-
JIOBaHUS, OTMEUCHO YIYJIICHNE COCTOSTHUSI OTHOCHUTEITb-
HO MCXOIHOTO HE3aBUCUMO OT TOTO, B KaKOI TpYIIIie OHU
okazammchk. [Ipu mogBeneHNM UTOTOB OTMEUEHO, UTO HC-
ClieIOBaHME HE CTaBUJIO CBOEH IIEIbIO0 OIIEHUTDH PaBHO3-
HAYHOCTb BEIOPAHHBIX CITOCOOOB JICYCHMUSI.

IIpu ncnons3zoBanum BBUI B xauecTBe Tepanuu
1-i1 muauu npu XBII1 ucnionb3ytorest UI' pazHbIX mpon3-
BoauTesIeit. B yacTHOCTH, MMPOIOJEKAIOTCS aKTUBHEIE HC-
caenoBaHus no 3¢dexkTuBHOCTH 5 % 1 10 % oxrarama
npu 6one3Hsx nepudepndeckux Hepsos [17]. C 2011 .
00s13aTeILHBIM 3TAaIlOM IIPOM3BOJICTBA Mperapara OKTaraM
CTaJIO TIPOBEICHNE XpOMaTOrpachny ¢ yIajaeHUeM aKTUBH-
poBaHHoOTO (pakTopa XI, uTo obecreunBaeT cHIDKeHe HD.
D10 OBIIO JOKA3aHO IMOCTPETUCTPAIIMOHHBIM HaI30pOM
3a 6e3omacHocThIo (PASS, Post-Authorization Safety Sur-
veillance) y 2 ThIC. TTAIIUEHTOB, TOJYYUBIINX HE MeHee
20 teIC. 103 5 % wan 10 % okrarama [18]. Okraram mpen-
CTaBJIEH LIWPOKUM CIIEKTPOM JO3UPOBOK, YTO MO3BOJISIET
pallMOHAIFHO MCTIONIB30BaTh IIperapar 1 IMpearaTb pas-
HbIe cXeMBI JiedeHms (Tadm. 2). JloctymHocte UI' B KOH-
ueHtpauuu 10 % cHuxaeT B 2 pa3a Harpy3ky o0beMOM
10 CPaBHEHMUIO ¢ 5 % pacTBOPOM, YTO MMEET pellaloliee
3HauYCHUE B TEAMATPUICCKOI TPaKTUKE, Y MAllMEHTOB
C CepIEeYHO-COCYINCTHIMU 3a00JIcBaHUSIMHU, OOJIC3HIMU
MTOYEK, PUCKOM TPOMOO3MOOJINH, 66 peMEHHBIX, TTOXKIIIBIX
OOJIBHBIX M B CITyYasX, TPEOYIOIINX OrpaHUICHUsI 00beMa
nHdy3uu [19].

Tabauna 2. Jlekapcmeenvie opmol npenapama okmazam

Table 2. Trading forms of octagam

MJIT 20 50 100 200
Okraram 5 % m
Octagam 5 % I
1 2,5 5 10
g
e 20 50 100 200
Oxkraram 10 % m
Octagam 10 % T
2 5 10 20

g

CeromHsl B JIUTEepaType MPUBOISITCS Pa3HBIE CXEMBI
HasHadueHnss BBUT mipun XBJ/II1. OcraeTcs akrtyanbHOI
craHgaprtHas go3a 0,4 T/Kr/cyt, 2—5 mHei (2 T/KT Ha Kypc).
B mocnemyiomem BBemeHHE ITIOBTOPSIIOT B TOM ke
WJIN YMEHBIIEHHOM 103¢, OOBIYHO 1 I'/KT, ¢ MHTepBaJIOM
B | Mec WM ¢ THAMBUIYaJTbHOM TTepruogndHoCThIO [20, 21].
Knuanyeckoe yaydineHne 0OBIYHO HaOJIOmaeTCs depes
7—10 gHeit mocie UHGY3UHU, a IPOJOIKUTEITBHOCTD 3~
dexra He nipeBbilTaeT 40 gHE, YTO COBITaJAeT CO BpeMe-
HeM LupKyasuuu BBeaeHHoro MI' B kposu. I1pu BeiOGOpe
J03bI 1 nHTepBaja Tepanuu BBUI equHCTBEHHBIM KpH-
TEpUEM SIBJISIETCSI COCTOSIHUE MallMeHTa. B ciyyasx, korna
npoBeaeHUe HecKoabKux KypcoB BBUI He maet xenae-
MOTO pe3yiibraTa, peKOMEHIYETCSI U3MEHUTD CXeMY Jieue-
HUSI WIN TIPEKPATUTh UCTIOJIb30BaHNE TIpeIiapara.

3acIyXWBalOT BHAUMAHUS W IPYyTHUe IIPEIJIOXKEHHBIC
cxembl HazHayeHnst BBUT npu XB/II1. Hammpumep, 0,8 r/kT
1 pa3 B Hemento win 110 0,4 /KT 1 pa3 B Mecsiii B KOMOM-
HaILlMM C TIpPeIBapUTENIbHBIM KypcoM ImasMadepesa [22];
kombuHauuss BBUT u rmokokopTukocteponaoB — 1 Hex,
BBMUI B mo3e 2 r/Kr MaccHl Tella, 3aTeM 110 1 T/KT MacChl



Jlexyuu u 0630pul

HepBHo-Mblweunbie O JIE3HH

Tenau 1,0 T MeTumpenHM3010Ha B TeueHne 18 Hen. Ha one
TIPEIJIOXKEHHOM KOMOMHALIY CITIOCOOOB JICUCHHSI OTMEIAIOCH
OBICTpOE YIydllleHV e U peMUCCHS B TedeHre rofa [21].

IMocnennune nanusle Mo 3¢ dexkruBHoCcTH 5 % 1 10 %
pacTBopa IIpernapara oKTaraM IpeacTaBIeHbI B UCCIIEI0-
BaHuu S. Wietek, KoTopoe BKJIIOYaIO Pe3yabTaThl 4 HEMH-
TePBEHIIMOHHBIX ITOCTPETMCTPAIMOHHBIX HAOIIOICHUIMA
PASS B 1iepyon ¢ nions 2011 & mo mapr 2014 1z [18]. Tpeacras-
JieHbl JaHHble 2397 mauumeHToB, U3 KoTophix 260 (11,2 %)
IMOJTyJaIM OKTaraM I10 HEBPOJOTUYECKUM ITOKA3aHUSIM,
npuyeM y 58 (22,3 %) u3 Hux auarHoctupoBaHa XBT1T
(cpennuii Bo3pact 64,6 roga, or 18 go 88 net). B xome
nccaegoBanus mauneHTsl ¢ XBTT monyyunu 813 undy-
3U CO CPemHUM MHTEPBAJIOM MeXmy Kypcamu 4,5 Hem.
Cpennsist o3a Ha Kypc coctapisiia 0,8 /KT (cpemHecyTod-
Has no3za 0,3 r/kr). I3 58 manmeHToB OlleHKa COCTOSTHUSI
3a IJIATEJIbHBIN Tepron HaOMomeHUs IpoBeAcHa y 41:
B 81,1 % cocrosiHue cTaOMIM3UPOBaIOCh, B 16,6 % mno-
CTUTHYTO KJIMHMYECKOE YJydllleHue U TOJbKO Yy 2,3 %
OOJIBHBIX JTaxKe Ha (hOHE JICUCHHS COCTOSTHIE TTPOIOJIKAIIO
yxynmatbest. Yactora HD B paccMaTpuBaeMBIX cIydasix
coctasuna 0,7 % [18].

B psine cirygaeB HECOOTBETCTBHE OCHOBHBIM M TIOIEP-
JKMBAIOLIMM KPUTEPUSIM 3aTpyaHsIeT nuarHoctuky X BITT.
Ha ocHOBaHuuM o6cienoBaHus v JiedeHUs 19 manneHToB
¢ nogo3penneM Ha XB/III, u3 xkotopeix y 13 BBemeHue
BBUI mano momoxXuTeabHBIN 3¢ ¢EeKT, BEICKa3aHO MHE-
HHE, YTO BHIOpAHHBINM CIIOCOO TepaIni B IOJOOHBIX CITy-
Yasix SABJISIETCS TMTOTECHIIMAIBLHO OIPaBIAHHOM CTpaTernei
BbIsIBIeHUs pearupytoinx Ha BBUI 601bHBIX, KOTOPBIM
B KOHEUHOM UTOTe YcTaHaBnuBaeTcs nuarno3 XBJIIT [23].

Cunppom luiiena-bappe

JlaHHas TTaToJIOTHS IMopaxkaeT Jallle B3pocioe Hacese-
HUe, MUK 3abojieBaeMOCTH mpuxoautcsa Ha 50—70 Jert.
Knaccudukamms cuaopoma linitena—bappe (CI'B) Bkimo-
YaeT HECKOJIBKO OCHOBHBIX ()OpPM B 3aBUCMMOCTH OT Xa-
paKTepa MopakeHUIA: OCTpast BOCIIAIUTEIbHAS JeMUCTTHI -
supytomas nommHeiponaTtus (OBJIT), octpast MoTopHasT
akcoHanpHas Heliporatust (OMAH), ocTpast MOTOpHO-
ceHcopHas akcoHanmbHas Heiiporatust (OMCAH), a Takke
cuHapoM Mwmutepa @uirepa (o¢pTaTbMOIIICTHS, MO3-
KeukoBas atakcus u apedekcus). CI'b apngercda camo-
OrpaHMYMBAIOIINMCS 3a00JIeBAaHMEM, KOTOPOE OOBIYHO
nporpeccupyet B TedeHue ot 10 cyr mo 4 Hen. B 40 %
pa3BUBaETCS IbIXaTeJbHAasl HEMOCTaTOYHOCTh M3-3a CJ1a00-
CTH IBIXaTeIbHOM MYCKYJIATYPHI 1 TpeOYeTCsl UICKYCCTBEH-
Has BeHTsIous terkux (MBJT). Yepes 2—4 Hen, Kak Tpa-
BWJIO, HAYMHAETCS CIIOHTaHHOE BoccTaHoBjIeHue, 1 80 %
OOJIBHBIX YK€ Yepe3 3 MeC MOTYT CaMOCTOSITEJIHHO Tiepe-
nBuratbes. J1o 20 % B3pOCIbIX UMEIOT OCTATOYHBIA MO-
TOPHBIN M CEHCOPHBIH Aeuiint. CMepTHOCTH IIPU COBpe-
MEHHOI BBICOKOKBAIU(DULUPOBAHHON MEAMLIMHCKOM
rnoMouu gocruraet 1—3 %, K rpyiie pucka B IEPBYIO
odepenb OTHOCSITCS TMALIMEHTHI CTapIeii BO3pacTHOM Ka-
Teropuu [11, 24].

o HemaBHETO BpeMEHHM OCHOBHBIM CITOCOOOM Jieue-
nus CI'b 6601 ma3madepes. Ha ocHoBaHMM psiga oOmmp-
HBIX IUIa11e00-KOHTPOJIMPYEMBIX UCCIICTOBAHMIA ITOKA3aHO,
4TO T1a3Madepe3 cokpalaeT BpeMs 10 MOSIBJICHUS Tiep-
BBIX IIPM3HAKOB BOCCTAHOBIICHMSI, BPEMST BOCCTAHOBIICHUS
XoabObl 0e3 moadaepKK1 U BpeMst HaxoxaeHust Ha MBJI
[25-28].

I1o mepe BHeapeHus B npakTuky BBUI kmnHuueckue
HaOMIOACHNS W TWIOTHBIE MCCIICIOBaHUs ITOKa3aju,
yTo paHHee Ha3HayeHMe BBUT addexkTBHO Mpu jteue-
Huu Tsekebix popM CI'b. Ha ocHoBaHMU TIepBBIX Pe3yJib-
TaTOB PAHIOMU3UPOBAHHBIX IPOCIIEKTUBHBIX UCCIICIOBAHIIA
1o cpaBHeHMI0 razmadepesa u BBUI, onyGirMkoBaHHBIX
B 1992 1., BBIOIBMHYTO IPEIIIOJIOXEHNE O OOJBIION 3h-
dextnBHOCTM BBUTI. HeobxogmMo OTMETUTD, YTO OT 25
10 34 % naimeHTOB B 00euX IpyIiax pearnpoBaiy Ha Te-
panuio HegoctaTouHo [29]. Uepes 2—3 Hen mocJie JIedeHMS
10 10 % nmanueHTOB MePEeHeCIN PELUAUB C IOJOXUTEb-
HBIM OTBETOM Ha BO30OHOBJICHUE TepaIlMi, YTO CITYKUT
noxasarenbcTBoM 3 dekTuBHOcTH BBUT nipu coxpansi-
fonieiics aktuBHocTH nporiecca [30]. HeGmaronpusTHeIMMI
nporHoctuyeckumu ¢dakropamu npu CI'b asngioTcs
MIPEIICCTBYIONMIAS KeIyTOUYHO-KUIIIEYHAs! WJIM ITUTOME-
raJIoBUpYCcHasI MHQEKIIMsI, Bo3pacT crapire 50 JieT, a TakKe
orreHKa MeHee 40 6aytoB 1o mKkajne MRC B Havaze jgede-
Hug [25-28, 31].

Oco060r0 BHUMAHUS 3aCIYKMBACT MEXIYHAPOTHOE
MHOTOILICHTPOBOE HUCCJICIOBaHNE, B KOTOPOM ITPUHSIIN
ygyactue 6onee 300 6ombpHBIX ¢ TsKenmoi ¢opmoii CI'b.
[ManmeHTHI OBUIM pa3aeeHbl Ha 3 TPYIMIIBL: MOJyYaBIINe
wra3madepe3, BBUT nan koMOmHaALIMIO 000X METONOB.
KpuBbie BoccTaHOBJICHMS BO BCeX 3 TPYyIIIax OKa3aNCh
MPaKTUYEeCKN WICHTUYHBI. JOMONHUTEIbHBIN 3(hGheKT
OT TIOCJIEIOBATEILHOTO IPUMEHEHMST O00MX METOIOB JIe-
yeHUs OblT He3HauuTedbHBIM [32, 33]. IIpoBemeHHOE
B 2016 . conocrasiieHre 3¢ PEeKTUBHOCTH TIa3zmMadepesa
n BBUT y maumenTos ¢ CI'b ipu ananuse 14 nccinegona-
HUH, YIOBIIETBOPSIONINX KPUTEPUSIM HHPOPMATUBHOCTH,
JIOCTOBEPHBIX pas3nnuuii He BhIIBUIIO [34]. Haobopor,
B HEOOJBIIIOM PaHAOMHU3MPOBAHHOM OTHOIIEHTPOBOM
HCCIIeIOBAaHNU 3 TPyl u3 45 MalMeHTOB OOHApYKEHO,
910 3¢ (PEKTUBHOCTH IPUMEHEHUS] KOMOMHAIINY TIa3Ma-
depesza u BBUTI mpeBocxoauT mpuMeHeHNE 3TUX METOIOB
1o oTAeNabHOCTH [35].

HecMoTpst Ha eqMHYIO TOYKY 3pEHMS IO OTCYTCTBHUIO
3G GEeKTUBHOCTH KOPTUKOCTEPOUIIOB M, COOTBETCTBEHHO,
HexXenaTeTbHOCTH X HazHaueHus nmpu CI'b, mpoBeneHO
MYJIETULIEHTPOBOE PAaHIOMMU3NPOBAHHOE IBOITHOE CIIETIOE
IUIa1Ie00-KOHTPOIMPYEMOe NCCIIeIOBaHNE, HE BRISIBUBIIICE
yBemmueHus a¢pdexkra BBUT ipu ogHOBpeMeHHOM BBe-
IEHUN BBICOKUX 03 KOPTUKOCTEPOUIOB (5 CEaHCOB IO
500 mr) y 112 6osbHBIX [36].

Ocraercss OTKPBITBIM BOIIPOC O 1IJIECO00Pa3HOCTH
noBTopHoro npumeHenuss BBUI npu orcyrcrBun yiyd-
IICHUST WM TIPEATIOYTUTETEHOTO UCITOIh30BaHMSI TIa3Ma-
(epe3a B KauecTBe aJbTepHATUBHOIO METONIA JICUCHUS.
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B oTmenbHOM MccienoOBaHUY MIPOAHATIM3NUPOBAIN COIEP-
KaHue obiero ceiBopoTouHoro MI kmacca G (IgG) mo
n yepe3 2 Hep ntociie nHy3nu BBUT, a Takke comnmocraBu-
Jm nioBeiieHne IgG ¢ TepaneBTaecKuM 3(pPeKToM OT Te-
panuu yepe3 6 Hel. Ha ocHoBaHUY pe3y/IbTaToB, MOIyYeH -
HBIX ¥ 174 malimeHTOB, TOKa3aHO, 9YTO N3MEHEHME ODIIEro
CBIBOpOTOYHOTO IgG CHMJIbHO BaphUpYyeT, M YeM MEHBIIe
€ro KOHIIEHTPAIIUS MOCIIe JICUeHNS, TeM XyKe nucxon [37].
JanHoe HaOmIOmeHWE YKa3bIBacT Ha BO3MOXKHYIO POJIb
cepuiiHbix M3Mepenuii IgG a1 o6ocHOBaHUS BBEIOOpaA
no3sl BBUT' mpu mnoBTOpHOM BBEACHUU.

IIpencraBneHbl TaHHBIC 3 TALIMEHTOB C AKCOHAIBHOM
dopmoii CI'b (2c OMAH u 1 c OMCAH), koTophie yepes
4 Hen moce TiepBoro Kypca BBUT, mpoBeneHHOTO Ha paH-
HUX CpoKax 00J1e3HU, Mo-npexkHeMy Hyxknaauch B UBJT [38].
IMoBropHsIit Kypc BBUT uepe3 5—7,3 Hen mocie mocTy-
IUTCHUS] TIPUBEJI K YIAYUIIICHUIO COCTOSTHUSA, M YXKe depes
3—5 mHel TTocie mocieaHe it HGY3UW NallueHTH CMOTIIN
IBIIIATH CAMOCTOSITEIIFHO, a TAaKXKe 3HAYUTEIIHHO YMEHB-
IIJIACh BEIPAXKEHHOCTh BETeTATUBHBIX CUMIITOMOB. [laH-
Hoe HaOIIoeHKE OTpaBAbIBaeT MOBTOPHBIE Kypchl BBUT
npu Tskenbix popMax CI'B. B Hactosimit MomeHT B Hu-
IepiaaHgaxX MpoHaoJrKaeTcs ncciieoBaHue Mo 3P deKTuB-
HOCTH U 11€J1€CO00Pa3HOCTU MOBTOPHBLIX KypcoB BBUT
y maueHTOB ¢ TsokeasIMu (popmamu CI'b (SID-GBS trial,
Nederlands Trial Register NTR2224), y KOTOpBIX IepBBIit
kit BBUT B mo3e 2 1/KT He mait XKeraeMbIX pe3yJisraToB [39].

B uenom KokpaHoBcKuii 0630p moATBEpAMI PaBHO-
nenHocts BBUT n mna3madepesa, HO mpy 3TOM, COTJIac-
HO JAaHHBIM psiIa HCCIIeqoBaHU, 3(pDEKTUBHOCTh BBI-
OpaHHOTO CIT0CO0a JICYCHMST BCE K€ MOXET BapbUPOBATh
y nauueHToB ¢ pa3HbiMu popmamu CI'B [40].

KoHTpommpyemMoe wmcciemoBaHre II0 OIPEAEICHUIO
no3el BBUT nponemMoHCTpUpoOBaio, YTO Ha3HAUYEHUE Kyp-
ca B go3e 0,4 r/Kr Macchl Tesa B TedeHue 6 cyt (2,4 r/kr
Ha KypcC) YIIy4IIiIo coctostHue rmanueHToB Ha MBJI B oT-
Jmare oT Kypca 1mo 0,4 r/kr B TeueHnme 3 cyt (1,2 r/Kr
Ha Kypc) [27]. B npyrom ucciaenoBaHUM IIEPUOI BpeMEHU
BOCCTAHOBJICHMSI XOIBOBI C OTIOPOiA B Ha (pOHE M03BI 2,4 T/KT
COCTaBUJI OKOJIO 86 CYT, B TO BpeMsI Kak rpu ripueme 1,2 r/kr
3TOT Iepuof cocTaBui 10 152 ¢yt [76]. B atux 2 uccieno-
BaHUSX, BKTouaBImMx 24 mammenTa ¢ CI'b (ceporno3utus-
HbIX TT0 aHTU-GMI- anTuTenaM), Te, KTo nmonydan BBUT
(n = 10), BRI3mOpaBIMBAIN OBICTPEE IO CPABHEHUIO C Te-
MM, KOMY IpoBoauiu masmadepes (n = 14) [41]. Perpo-
CIIEKTUBHBIC TaHHBIE 54 MAIIMEHTOB ITOKA3aJIM, YTO YaCTO-
Ta peuuauBoB Tiocie BBUI He Bbimie, yem mocie
iasMadepesa [42]. HO, cesazanusimu ¢ BBUT, aBnstiores
aJuTeprudecKue peakiniy, ToJ0BHAs 00JIb, pBOTA, KOXHAST
CHITTb, TIPOTCUHYPUSI, 4 B OTACIBHBIX CIIyJasiX — WHCYIIET,
nH}apKT MUOKapaa, CepaecTHast HeIOCTaTOYHOCTh, 3M00-
JINST JITOYHOM apTepuu U He(DPOTUUECKHI CHUHIPOM.
[penBapuTenbHas Tepanus CTEPOMIAMA HE YIydImaeT I1e-
peHocumoctb BBUT mpu CT'B [43].

TakuMm o6pazom, mokazanus kK jedyeHuo BBUI B3po-
cabix marmeHToB ¢ CI'B, HecmoCOOHBIX CaMOCTOSITEITEHO

XOIWTh, TIOATBEPXKIAIOTCS TaHHBIMU | ypOBHS TOKa3aTelb-
Hoctu. Bormpoc o Tom, ciaenyer nu HazHayaTh BBUI ma-
OUEeHTaM C JISTKUMM HapyIIeHUSMH, KOTOPHIE MOTYT
TepenBUraTbess 0e3 IMOCTOPOHHEN MOMOIIM, OCTaeTCs
HEIOCTaTOYHO OCBEICHHBIM JaHHBIMK HaydHO OOOCHO-
BaHHBIX MCCJICIOBAaHMI. Y IAIIMEHTOB, HE OTBEYAIOIINX
Ha JIeYeHHE, ¢ He3HAYMTEIIFHBIM YBEJIMUCHUEM OOIIETro
ceiBopoTouHoro IgG Ha ¢oHe Tepanmuy MOXET OBITh Ha-
3Ha4YeH MOBTOPHBIN Kypc BBUT.

OtenbHOro paccMoTpeHus TpedyeT npuMmeHeHne BBUT
y aeteii ¢ CI'b. IlepBble coobuieHus o npuMmeHennuu UT
y IeTeli OSIBUJIMCH MOYTH OTHOBPEMEHHO C COODILIEHUSIMUA
0 JIeUeHUU B3pOCbIX [44, 45]. CeromHs MMEIOTCS MHOTO-
YUCJICHHBIC OTHCIIBHBIC MCCIICIOBAHMS 1 CepUH HAOJTIOE-
HUIA, TOCBSAIICHHBIC JICUCHUIO ACTeil ¢ MCIOJb30BaHNUEM
BBMUI, ogHako BbIBOALI OTHOCUTEIBHO TEPATIEBTUYECKOTO
addekTa ObUTH 11O OOJIBIIEH YaCTH ITOJTYICHBI M3 UCTOPH-
YeCKOT0 CpaBHEHUs ¢ 0ojice paHHUMM MallMeHTAMM WA
JaHHBIMU JIUTEpaTyphl [46, 47]. J. Yata u coaBT. mpoBen
OTKpBITOE TMpocnekTuBHOE uccienoBanue BBUI Ha oc-
HOBaHUY BaJIMIW3MPOBAHHOTO OajUia I0 ImKaje Xbio3a
y 11 nereir. CpemHee BpeMst A0 yydlleHMsI XOTS ObI Ha 1 6ajut
cocrtaBwio 10 nHeit or Havasta tededus. [1ociae BBUT co-
crossHre 72 u 81 % mauueHTOB YIydIIMIMCh Ha 1 Gajn
B TeueHue 2 u 4 Hex cooTBeTCTBEHHO; y 30 1 64 % yinyd-
IIeHVe OTMEYeHO KaK MUHMMYM Ha 2 6aJiyia yepe3 2 11 4 HeJl
COOTBETCTBEeHHO [48]. DTH maHHBIC MPAKTUICCKU UICH-
TAYHBI pe3yIbTaTaM IPYTOro MCCICIOBAaHUS C yJaCTHUEM
51 pebenka [8], 1 OHM OKa3aJaIUCh HAMHOTO Jy4Yllle, YeM
y B3pocibix [49]. [IpeacTaBaeHO TOJBKO OTHO KOHTPOJIM-
pyeMoe McciieoBaHNe, B KOTOPOM MOATBepKIeHa 3 deK-
tuBHOCTh BBUI y 9 meTeit, moayduBIIMX MTOJTHBIA KypC
JIeYeHUsI, TI0 CPABHEHUIO ¢ 9, HE TIOMYYaBIIMMU JAaHHYIO
tepanuio [50]. B apyrom mcciemoBaHuM AeTH, TTOTy4aB-
mue BBUI, Be3gopaBiauBanu ObICTpee, YeM Te, KOMY
MpOoBOIMIN TUTa3Macdepe3. JledeHne Ha3HAYAIN BEOYIITHE
CIIEIIMAJIUCTEl B COOTBETCTBMU C OIBITOM W JIMYHBIMU
TPEAITOYTEHUSIMH, YTO TIPUBOIMIIO, BO3MOXHO, K pacIipe-
IeJICHUIO OoJIee TSDKEIBIX CIydaeB B TpyIIITy Tuta3madepe-
3a [51]. B peTpocneKTUBHBIX UCCIEAOBAHUSIX AETE C ca-
MBIMU TSDKEJIBIMA HEBPOJIOTMYECKUMU TIPOSBICHUSIMMU,
TMpU3HAKAMHM aKCOHAJBHOTO ITOBPEXKICHUS M ITOTPEOHO-
cthio B UBJI yacTo He oOHapyXUBaIu OXUIAEMOTO (-
dexra or BBUT unu mimaszmadepesa [52—54].

IIpu neuennu geteit ¢ CI'b HekoTOpBIE ABTOPHI BBO-
numu BBUT e B cranmaptHoit nose (0,1 T / KT B TeueHUE
5 mHeit), peKOMEHIOBAaHHOM TSI IPYTUX UMMYHOJIOTHYE-
CKHUX 3a00JIeBaHUIA y IeTel 1 B3POCIBIX, a B 03¢ 1 T/KT
B TeueHMe 2 THEU 1 2 T/KT B TeueHne 1 THS. DT OTKPBITHIC
HaOJIIOIeHUsI YKAa3bIBaIOT HA YAWBUTEIBHO OBICTPYIO pe-
TPECCHIO CUMITTOMOB, TIOATBEPKAAsl IIPEUMYIIIECTBO TAKO-
ro pexuma no3upoBaHus [55—57]. JlaHHbIe pe3yJibTaThl
OBLUIM TIPOBEPEHEI B IIPOCIIEKTUBHOM PaHIOMMN3NPOBAH-
HOM HCCIIeIOBAaHNM, KOTOPOE, OMHAKO, HE BBISIBIIIO pa3-
JIMYWI B CKOPOCTY BBI3IOPOBJICHMS Y ACTEH, IOTyIaBIINX
cyMMapHyo 103y 2 T/Kr maccel Teaa BBUT B TeueHue
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2 nim 6oiiee 5 mHel. JJOMOJIHUTENIBHBIM BEIBOJOM OBLIO
TO, 9TO JETH, 9be JICUCHHUE IIPOXOAMIO B TeUeHHE Oolee
KOPOTKOTO MepUoJa, Yalille CTpaaaivi KpaTKOBPEMEHHbBIMU
peuuauBamu. PanHee HazHaueHue BBUTI y nereit, Koto-
pble MOTJIA XOOUTh O€3 ITOCTOPOHHEH ITOMOIIN, TIPUBEIIO
K HECKOJIBKO 00JIee OBICTPOMY YIIyUYIIICHHIO, HO HE YMEHbB-
LIHJIO TSKECTh 3a0oneBanus [49]. Tem He MeHee y AeTeit,
KOTOPBIM I'PO3HT YTpaTa CIIOCOOHOCTH XOIUTh, OTIPaBIAHO
nposeneane BBUT B mo3e 2 r/Kr B TeueHme 2—5 qHEil.

Mynbmuchokanbhas MOmopHaa Heiiponamus

MynbsrudokanbHass MoTopHas Heiporatus (MMH)
OTHOCHUTCS K ayTOMMMYHHBIM TTOPasKeHUSIM TTeprdeprude-
CKMX HEPBOB M XapaKTepHM3YeTCs IPOTPECCUPYIOIIUMM,
aCCUMETPUYHBIMU Nape3aMu AUCTAIbHBIX OTAEJI0B KOHEY-
HocTell (yame pyk). Ilpu oOciiemoBaHWUU BBISIBIISTIOTCST
MHOXECTBEHHBIC OJIOKU TIPOBEACHUS T10 IBUTATSIIHHBIM
BOJIOKHAM TIPH OTCYTCTBUY KIIMHUYECKUX U HEMPOPH310-
JIOTUIECKUX CEHCOPHBIX HapylieHnii. Hammame anTuren
k ranrnuosny GM1 tuna UT kmacca M (IgM) He oTHO-
CHUTCSI K KPUTEPHUSIM ITOCTAHOBKU AMAarHO3a, HO SIBIISICTCST
JIOTIOJTHUTEIPHBIM TUATHOCTUICCKUM MpU3HAKOM y 30—
80 % mauuentoB. MMH BcTpewaercs B 10 pa3 pexe
XBIII. Tepanust rmoKOKOPTUKOUAAMM U TimazMadepes
Hea(pOEKTUBHBI U TaKe MOTYT IIPUBECTU K YXYIIIICHUIO.
Db dextuBHOCTL HUKIOGOChamuaa Habmoganach y 70 %
HCCIIEIOBAaHHBIX MAIIMEHTOB, HO IIperapar o0jIamzaeT BbI-
pakeHHO TOKCUYHOCTHIO [58].

B MHOTOUYMCIIEHHBIX HEKOHTPOJIMPYEMBIX UCCIIEI0BA-
Husix nipu BBegeHun BBUT y naruenToB ¢ MMH ¢ ayto-
anturenamu IgG u IgM k ranrmuosnny GM1 nokasaHo,
yto 10 80 % MaLMeHTOB UMEIM BPEMEHHOE yJaydIleHue
U1 0K0j10 60 % mnaluMeHTOB IOJIydYaau JOJIOBPEMEHHbBII
3G dEKT ¢ yBEIMISHUEM CHITBI MBIIII B OTBET Ha ITOBTOP-
HbIe, 00BIYHO exeMecssuHbie nHGy3uu BBUI. BonbimmH-
CTBO MCCJIeTOBAHUI TTPOIEMOHCTPUPOBATIN KIIMHUIYECKIES
3¢ deKTH B TeUeHNE HECKOIBKIX THEH YKe TTOCTIe TIepBOM
nHdy3un. DddekT coxpaHsicsa 4—6 Hem, a y HEKOTOPBIX
MMAIMeHTOB IaXe 0 HeCKOJIbKUX MecsaneB. MMeroTcs co-
00IIIeHNST 00 OTHEIBHBIX CIIydastX IMOJTHOTO BBI3IOPOBIIC-
HUS TI0CJIC OMHOTO WJIM HECKOJBKIUX IIMKJIOB Teparmu. He
TOJYYEHO TAHHBIX O KOPPEJISILUU BBIPAXKEHHOCTU U JJIU-
TEJIBHOCTH TepaIleBTUIECKOro 3¢p¢eKTa ¢ ypOBHEM aHTH -
TeJI 10 Y Ha (DOHE JIeYEHMST ¢ MCXOHBIM [59, 60], a Takxke
C BO3pacToM e010Ta 1 MPOa0JLKUTeIbHOCThI0 MMH.

B parmoMu3npoBaHHOM KOHTPOJIMPYEMOM HCCIIEI0-
Banuu 11 yposus [61] 19 natmenroB ¢ MMH 6bu1u pacripe-
IeaeHbl Ha rpynmsl moiaydeHuss BBUT B mose 0,5 r/kr/cyT
B TeYEeHUE 5 mHEN nian 1anebo B teyeHue 3 Mmec. [lanum-
€HTBI, HE OTBEYABIIIME HA JIcYCHWE B OTHOW M3 TPYIII,
TepeBOIMIIVCH Ha aJIETepHATUBHOE JICUCHHE eIle Ha 3 MeC
C OKOHYATEILHOI OLIEHKOM pe3y/brara Iocjie BCeTro Kypca.
TlepBUUHOI KOHEYHOI TOYKOI OBLIO YJIydllleHEe M0Ka3a-
teneit mo mkaige MRC uyepe3 4 mec. M3 9 maumeHTOB,
nony4yaBimimx BBUI, 7 orBeTnnu Ha geyeHre MO cpaBHE-
HUIO C 2 OOJbHBIMU C YIIYYIICHUEM COCTOSTHHUS B TPYIIIIC

tane6o u3 9 yenosex (p = 0,03). Jlerkue HO obHapyxe-
HbI TobKO B rpynne BBUI. Ananu3 B moarpynmnax noka-
3aJ1 00J1ee BBICOKYIO 3()(heKTUBHOCTD Y ITAIIMEHTOB, KOTO-
pble B mpouioM nonydanu BBUI, o cpaBHeHUIO € TeMU,
KOTOpBle HUKorna He monydanu UIT mo Havaa uccieno-
BaHU (8 M3 9 MALIMEHTOB C IIPEAIICCTBYIOIINM JICUCHIUEM
BBUTI orBeTnsIM Ha JIeueHUE TTO0 CpaBHEHMIO ¢ 5 U3 9 6e3
MIPeIIISCTBYIONICH Tepanun). B mepekpecTHOM Hcciieno-
Banuu 11 ypoBH$ ObIJIO 3aperncTpupoBaHo 16 malneHTos,
KOTOpPBHIM BBOAMIM miane6o wiu WMI BHYTpUBEHHO IO
0,4 r/xr B TeueHue 5 cyT. [lepBuaHbIif 3(DGHEKT OT JTeUeHUS
OLICHUBAJIM TI0 M3MEHEHUIO CUJIBI MBIIIIL Yepe3 28 CyT I10
MomnudummpoBanHoi mkaire NDS (Neurologic disability
scale), a BTOpHUHYIO KOHEYHYIO TOUKY OIIPEAEIISUIN IO CH-
JIe CKaTHSI KUCTU, M3MEHEHUIO OJIOKA MPOBEICHUS IIPH
HepopU3NOIIOTMYECKOM UCCIICAOBAHNN 1 CYOBEKTUBHOM
OLICHKE COCTOSTHMSI TTalleHTa. Bee marmeHTsl 3aBepIiiiin
ucciaenosanue, 13 u3 16 umenu nerkue HD. [Nokasarenun
o mwkaye NDS yayummmmcs Ha 6,7 £ 3,3 6ayuta y manpueH-
ToB, TToymyyaBimmx BBUT, u yxynummics Ha 2,1 £ 3,0 6amia
y mojyyaBmmx 1iaie6o (p = 0,038). Bce BropuaHble 110-
KazaTeJad MCcXoaa Tepanuu yiaydunuiuch B rpynmne BBUTL
11 u3 16 manreHTOB COOOIIMIIN 00 YIYYIIEHNN M HU OHO-
ro cOOOIIEeHM He OBUTO B TpyIIe Tuianedo [62].

B HebonbioMm nepekpecTHoM uccienoBanuu I ypos-
Ha 5 manmeHToB Toixyyas BBUI B mose 0,4 r/Kkr/cyr
WIN TUTanebo B TedeHue 5 cyT. [IepBHYHBIM KpUTEpUEM
OLICHKU pe3y/IbTaTa JedeHUs ObIJI0 HapacTaHNWe CYUTBI Ye-
pe3 28 mHeii B 2 Mbiiiax o ikaie MRC (p <0,05) [63].

J. Leger u coaBT. onyO0aMKOBaAu TJ1ane00-KOHTPO-
JIMpyeMoe TBOMHOE CJIeTIOe TTIePeKPECTHOE NCCIICIOBAHME
¢ yaactreM 19 maneHToB; n3 9 momy4asix BBUT 7 ma-
LIMEHTOB OTBETIUIM Ha TEPaIIMIO, TOTa KaK B TPYIIIIe TUIa-
11e00 yay4IIeHrue OTMEUYECHO JIUIG B 2 U3 9 HaOMIOmeHIIA
(p=0,03). DddextrnBHOCTE BBUI 0T™MEUYECHA TOTBKO TIPH
eXeTHEeBHO OLICHKE IBUTATEIbHOM aKTUBHOCTH, OITHAKO
HE OTpa3wjiach Ha pe3yiIbraTaXx TeCTUPOBAHMS I10 IITKaJIe
MRC, 31eKTpohU3NOIOrNYeCcKNX ITapaMeTpax WK Ha TH-
tpe IgM antn-GMI1 [61]. Jdpyrue 3 miane60-KOHTPOIH-
PYEeMBIX MCCIIEIOBAaHUSI TakKKe IMPOISMOHCTPHUPOBAIM 3HA-
yurebHyIo 3¢ dexkruBHocTs BBUTy 60—100 % nameHTOB
¢ MMH [62—-64].

B paHmoMm3npoBaHHOM ABOITHOM CJICTIOM ITEPEKPECT-
HoM ucciaenosanum III ¢aswl, KoTopoe mimiaochk Goiee
15 mec, 44 nanyenra ¢ MMH nonyyanu cTaHZapTHYIO
mo3y 2 r/kr BBUI kaxmeie 2—4 Hem. MccnemoBaHme
BKJTIOYAJI0 5 KypcoB 3a 12 Hen: 3 Kypca Oblmu ruiate0o-
HEKOHTPOJIMPYeMbIMU ¢ HazHaueHrneM BBUT, 2 — cienbivu
KOHTPOJIMPYEeMBIMU C pacIipeie/icHUEM ITAallMeHTOB Ha TPyII-
el BBUT mnm mnane6o. [ManmenTts Ha (ooHe mpriema BBUT
ITOKAa3aJIM 3HAUNTETbHOE YBETMICHNE CHJTBI CXKATHSI KUCTH.
HccnenoBanne mommepXayio TEKYIIYIO PeKOMEHIAIIMIO
o npumeHeHun BBUT B kauecTBe Tepanuu repBoi TMHUA
s MMH [65], a Takke €710 B OCHOBY JUIST PEKOMEH -
Ianuii YIpaBlIeHMEM IO CAaHWTApHOMY HaI30py 3a Ka-
YeCTBOM IHINEBBIX MPOAYKTOB U MeaukaMeHTOB (FDA,
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Food and Drug Administration) mo neyenmioo MMH
B 2013 1. [66].

Honrocpounsrii addekT Tepani BBUT takke nsyya-
JIN B HECKOJbKUX HCCICAOBAHUSAX B TEUCHHE psma JieT.
B pesynbrare BBISIBICHO OYEBMOHOE HapacTaHME CHIIBI
TECTUPYEMBIX MBIIII ITOCJIC BBeIEHNS 2 T/KT MacCHI Tella
B TeueHue 5 qHeit. TeM He MeHee B nociieayonine 4—8 et
HeTIpephIBHOI Teparnuu B 03¢ 7—48 T/KT/Hen HabIoIaaoch
MpOorpeccupylolliee MOBpeXAeHNEe aKCOHOB BOBJIEYEHHBIX
HEPBOB M KIIMHWYECKOE yXyameHue [67—69]. BausHue
BBUI Ha cocTossHrEe MCXOIHO M3MEHEHHBIX ITeprdeprde-
CKUMX HEPBOB OBLIO ITOKA3aHO B MCCIICIOBAHUM, IIIe Ha (o-
He MPOBEICHUS 5 KypCOB Tepalliy B 103€ 2 T'/KT OBIJIO OT-
MEUYEHO YMEHBIICHNUE TUIOMIAAM ITOIEPEYHOTO CEUCHMUS
10 TaHHBIM YJIBTPa3ByKOBOTO ucciaenoBaHus [70].

B To ke BpeMms S. Vucic u coaBT. 3aI0OKyMEeHTUPOBaIN
KIMHUYECKOE M JJIEKTPODU3NOIOTNICCKOE YIydIIeHUE
y TTAlIMEHTOB, KOTOphIe mociie KypcoB BBUT B mo3e 2 r/kr
B TEUCHME 5 THEU exXKeMeCSTIHO 3 MeC B HaJIbHEHIIeM 1o~
JIyJaJTi OIS P>KUBAOIIIYIO TepaIliio B TeueHne 3,5—12 et
CO cpelHeii moaaepKuBarolieii no3oii 1,63 r/kr/mec [71].
ABTOpPHI BBICKA3aJIM MHEHHE, YTO JIYUIIHNI pe3yIbTar 3a-
BHICHUT OT 3HAYUTEIFHO 00JIee BEICOKOM MOIIEPXKIUBAIOIIEH
no3el BBUI. B HepaBHUX HEOOIBIIMX IPOCIEKTUBHBIX
KUccaeaoBaHuUsIX MmokazaHo, yTo BBUI' MoxXHO 3aMEHUTH
MoAKOXHBIM BBeneHueM UI. Y 6 u3 7 malimeHTOB 1pu CH-
CTEMaTUIECKOM YBEJIMYCHNUH 03Bl ITOIKOXHOTO BBEICHUS
HUI'c0,1-1,1 g0 1,2 r/xr u 2 r/Kr/mec 3a 6 mec HabIOga-
JIOoCh yny4ineHnue [72].

CormacHo pekomeHmanusMm EBpomnetickoit (pemeparin
HeBpostorndeckux ooiiects,/O01ecTBa nieprhepruIecKoit
maTosorun HepBHOM cuctembl (European Federation
of Neurological Societies and the Peripheral Nerve Society,
EFNS/PNS) 1o nedernuro mo MMH BBUIT — Tepanus
TIePBOTO BHIOOPA Y IMMALIMEHTOB C TSLKEIBIMU HAPYIICHUSIMU,
pekoMeHayeMas 1o3a 2 T/KT B TedeHue 2—5 mHeli. Eciu
HavanbHas1 Teparist BBUT a¢pdexkrnBHa, cnemyer paccMo-
TpeTh MOBTOpHOE MpoBeaeHue tepanuu BBUI. Yacrora
BBEICHUS MOJDKHA OBITH amalTUPOBaHAa K MHIWBUOYAThb-
HBIM TTOTPEOHOCTSIM MallMeHTa, OOBIYHO 1 T/KT KaXIble
2—4 Henm wu 2 T/KT Kaxnbele 4—8 Hen. B cimydyae HemocTa-
TouHoit addektnBHOcTM BBUI crnemyer paccMmorpeThb
BO3MOKHOCTb TIPUMEHEHUSI TMMYHOCYITPECCAHTOB, TAKNX
KaK 1uKiodochamMun, IMKIOCIIOPUH, a3aTUOIPUH, UH-
TepdepoH Oeta-1a unu purykcumab [73].

Takum o6pazom, BBUI moxkeT ObITh peKOMEHI0BaHA
B KaueCcTBe OCHOBHOI U J0JrocpouyHoil tepanuu MMH
Ha OCHOBAaHUU CepHH PaHIOMU3NPOBAHHBIX KOHTPOJIMPY-
€MBIX CCIIeMIOBaHUI ¢ yuacTrieM 78 mammeHToB. OIHAKO
cJeayeT MOMHUTh, 4TO 30 % 00IbHBIX MOIYT HE OTBEYaTh
Ha Tepanuio. B ciayyasx HeahHEeKTUBHOCTH JIeUeHUSI T10-
Ka3aHO IMPUMEHEHNE MMMYHOIETIPECCAaHTOB, BO3MOXHO,
B kombuHamu ¢ BBUT. Lluknodochamua Takke apdek-
THBEH IIJIST 3TOTO 3a00JIeBaHMsI, OMHAKO Mperapar CIeayeT
HCITIOJIB30BaTh C OOJIBIION OCTOPOXKHOCTHIO U3-32 €T0 T0-
TEHIIMAJIFHO Cephe3HOT0 HAKOMUTEILHOTO 3 deKTa.

MapanpomeuxHemuYeckas Heiiponamus,

cBA3aHHad ¢ IgM, u MoHoOKNIOHaNbHAA raMManamus

Takme cocTosTHUSI, KaK MaparpoTeMHeMUs] U MOHO-
KJIOHAJTbHAsI TaMMaraTysI, MOTYT IIPUBOIUTS K ITOSIBJICHUIO
XPOHNUYECKUX CUMIITOMOB M3-3a IPOLYKIINN aHTUHEHUPO-
HaJIBHBIX aHTUTEJI, KOTOPHIE TPYIHO OTJIMYMUTH OT IIPOSIB-
nenuit XB/1I1, akcoHanbHOI CEHCOMOTOPHO MTOJIMHENPO-
MMaTUM WJIA YUCTO CEHCOPHOM HeliponaTnu. KimmHmaeckast
KapTUHA OOBITHO HE KOPPETUPYET C TUTIOM BBISIBIISICMBIX
aHTuTeln. Yaire Bcero omnpenesunch antuTena IgM mpo-
THB MUEIMHACCOLIMUPOBAHHOTO TIMKOIpoTernHa MAG,
HO TaKXXe U MPOTUB cyabdatuaos [67].

Pesynbratsl orieHKM 1u1a3Macdepesa Ipy IMOJTUHEHUPO-
IMaTUX ¢ MOHOKJTIOHAILHOM raMMariaTreit ObLUTA pa3odapo-
BBIBAIOIIMMHU, OIHAKO CJIEAYeT OTOBOPUTBCS, UTO TIPOHOI-
JKUATEJTBHOCTD TePAITUH, BEPOSITHO, OBUIA CITAIITKOM KOPOTKOM
[8]. HemocraTtouHo gaHHBIX Juist olieHKM ponv BBUT B jte-
YeHWH MaparpoTeMHEMUYECKOI HelipoaTui, CBSI3aHHOM
¢ IgM (yposens V) [11].

B 1996 . M. Dalakas 1 coaBT. BIIepBbI€ OITyOJIMKOBAIN
PE3YJIBTaThI IBOMHOTO CJIETIOTO ITEPEKPECTHOTO UCCIIEI0-
BaHUS | ypOBHS TOKa3aTeIbHOCTH C BKITIOYCHEM TaHHBIX
22 MaIMeHTOB ¢ MaparpoTeMHEMIUISCKON HelipoIaTreii,
cBsi3aHHOM ¢ IgM, KOTOpHIe OB PAaHIOMM3UPOBAHBI JIJIST
ronygaerust 1u6o0 BBUT B mo3e 2 r/kr, 6o 1ate6o [74].
B mepBHUYHO#T KOHEUHOI TOYKE 4Yepe3 2 Hem MO IIKaje
INCAT He 6bUIO BBISIBJIEHO JOCTOBEPHBIX PA3ININIA MEXK-
ny rpynnamu. B mccnemoBanuu Il ypoBHSI olLieHUBaIu
naHHble 11 6onbHBIX [75], KoTophie noayyanu BBUT B no-
3e 2 r/Kr wiu 1ianebo B reueHue 3 mec. [To mkane MRC
W IPYTUM TT0Ka3aTeJIsIM MCXOa 3a TIEPHOI JICUCHUS He ObI-
JIO BBISIBJICHO CYIIIECTBEHHBIX PA3JIMUMil MEXKITY TPYITITAMHU.
Takum o6pa3zoM, ocHOBBIBasICh Ha 1 ucciemoBanuu I ypoBHst
u 1 uccnepgoanuu 11 ypoBHSI, MOXXHO MPEATIONOXHUTh, YTO
BBUTI HeadhdekTnBeH M1 JIeueHUsT HeMponaTi, CBSI3aH-
Hoi1 ¢ mapanporernHoM IgM. JI1st BBIHECEHMST OMHO3HAYHOTO
CYXIeHUs HEOOXOMMMBI HOIIOTHUTEIbHBIC HMCCICIOBAHMS
C yJacTrieM OOJIBIIETO YMCIIa TAaUUMeHTOB. B npyroM riane6o-
KOHTPOJIMpyeMOoM uccienoBanny 10 n3 22 maimeHTOB OTBe-
TUJIM B TeUEHNE KOPOTKOTO rieprona BpemeHn Ha BBUT [74].
X. Mariette 1 coaBT. BBINOJHWIA PaHAOMU3UPOBAHHOE 1C-
cJe0BaHNe M HE BBISIBIUIA YOSIUTEIHHBIX TIPU3HAKOB 3(b-
dexruBHOCTH BBUI (Yycmex ObUT OTMEUYeH TOJBKO y 1 U3
10 manmeHTOB); 1 HA000pOT, 8§ 13 10 MALIMEHTOB XOPOIIO
OTBETWJIM Ha AJIBTePHATUBHYIO Tepalliio MHTEPHEPOHOM
anbga [76]. OmHAKO 3TH aBTOPbI HE CMOIJIM BOCIIPOMU3BECTU
TOT XK€ TTOJIOKUTEIIBHBIN pe3yJIbTaT CITYCTSI HECKOJIbKO JIET
B IPYTOM ITIaIe00-KOHTPOJIMPYeMOM HcciienoBaHny. Cerom-
HsI cTaHmapToM JiedeHnsT MAG-accommpoBaHHBIX TIOIH-
HEeWpOIaTHii CIUTACTCS Tepas PUTYKCUIMAOOM.

Mo 3axmouenmio EFNS/PNS ncrionszoBanue BBUT
B KaueCTBE CTaHIapTHOM Tepanuu IgM-napanpotenHemMu-
YeCKUX IeMUETNHU3NPYIOIINX HeiiponaTHii He peKOMEH-
IyeTcs, a TIpA ITOIMHEHPOIATHUSIX, aCCOMMUPOBAHHBIX
¢ MOHOKJIOHAJIbHOM ramMmmanarueit IgM, ero ciemyer pac-
CMaTpUBaTh ¢ OOJIBIION OCTOPOXHOCTBIO [73].
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AymoummyHHOe nopamexue

HepBHO-MbIWeyHoil nepefayu

Muactenusd rpasuc (MTI') nposiBnsercs nuHamMuye-
CKOW MAaTOJIOTUYECKOW MBIIIEYHOU YTOMIISIEMOCTHIO,
[JIa30BUTATEIbHBIMU, OYIbOAPHBIMU U TBIXaTSTbHBIMU
HapyIIeHUSMHU B OTBET Ha BBeICHINE aHTUXOJIMHICTEPa3-
HBIX ITpenapaToB. B ocHoBe maTorene3a MI 1exxuT moka-
3aHHas POJIb AaHTUTE K alleTUIIXOJIMHOBEIM pelleTITOpaM
(ALX-penerrropam). CHIDKeHE KOHIIEHTPALIMY aHTUTE
K KpOJMYBbMM MOHOKJIOHAJBbHBEIM aHTHUTeJaM (rabbit
monoclonal antibody, PAX) mocJe mpoBeneHUs TIj1a3Ma-
depesa Wi UMMYHOCYIIPECCUHY TTPUBOINT K YIYUIIICHUIO
cocTostHud [8].

OCHOBBIBAasICh Ha M3BECTHBIX MTATOTCHETUICCKUX ME-
xaHuzMax pazsutust MI, nonbsitku neuenust BBUI nenanu
emre 80-x romax XX B. A. Fateh-Moghadam u coaBT. Jleun-
M 3 MalMeHTOB ¢ reHepanu3oBaHHONW MI' ¢ moMoIbo
BBMUI, conepxammx UI" u3 mogkiacca 7S, v 1 maumeHTa —
¢ nomombio BBUT, comepxamux UI' u3 moakimacca 5S.
BDdGhOEeKTUBHOCTD OIICHUBAIN IT0 CHIDKCHUIO YPOBHS aH-
tuTen K ALLX-peLientopaM U yMEHbLIEHUIO KIIMHUYECKUX
MIPOSIBJICHUI. YIydIlIeHHe OTMEUYEHO TOJIBKO Y IOJIydaB-
mmx tepanuo 7S-BBUT [77]. UccnemoBanue G. Ippoliti
M COAaBT. TOKA3aJI0 yIydyllleHne Ha 1—3 Oajia 1o ImKae
Oosterhuis y 6 13 7 naueHTOB ¢ YMEPEHHBIMU MIPOSIBIIC-
HussMA MIT 1 04eBUTHBIMHA CUMITTOMAMHM B TIOKOE, OITHAKO
KOHIeHTpalus anTuTen K ALIX-pemrentopam He M3MEHM -
Jach. Y 3TUX MALMEHTOB He ObLIO yaydileHUi Ha (oHe
mpuema azatronpuHa (100—175 Mr) win ImpegHn30I0HA
(50—125 wmr) [78]. 3MeHeHNe KOHIEHTPALIMN aHTUTET
K ALLX-peuenropaM Takxke ObLIO HE3HAYUTEILHBIM B 1C-
cnenoBanugx E. Arsura u coast. 1 E Balzereit u coast.
B 1986 . OgHako 11 u3 12 mauueHToB ¢ TSKEI0i 0CTPOil
reHepaan3oBaHHO MI oTMeTHUIN yIydIIeHUE B TEUCHUE
HECKOJIBKMX AHel mocie nHoy3un BBUI Ha 2—4 6amna
o kimHndeckoii mkane Qosterhuis [79, 80]. Mexny Tem
P. Gajdos u1 coaBr. [81] mponeuwnnu 21 mauneHTa, n3 KOTO-
pbix y 10 ObUTO yXyAIIEHHE COCTOSTHUSI. Pe3ynsraTel Tepa-
MMKA OBUTM WHTEPIIPETHPOBAHBI KaK ITOJIOKUTEIbHBIC
BO BCEX OCTAJIbHBIX CTyJasiX, TaK KaK CHJIa MBIIIII YBEJIH-
yrBajach Kak MUHUMYM Ha 20 TyHKTOB 110 100-0a/11bHOIM
IIKaJje B TedeHUe 15 mHel i MOXHO OBUIO ITPEeKPaTUTh
WBJI. V. Cosi 1 coaBr. mociie Kypca BBUTI y 37 manimeHTOB
¢ MT B mo3e 0,4 r/Kr/cyT B TedeHUE 5 HHEW OTMedYaan
VIIy4dIIeHre COCTOSTHMSI TIPU OLIEHKE TSDKeCTH MUACTEHUN
mo 1mKkaie Ossermann, KylIMpoBaHHE OyIb0apHBIX Hapy-
IIeHWI WX U TO U Ipyroe 4yepe3 12 mHei mocie Hadajia
Teparmuu. JI100ble U3 BBIMICTICPSUNCICHHBIX YIyUIICHUN
Haomoganmuck y 70,3 % u coxpaHsuiuch no 60 aHeit
y 58,7 % GonbHBIX. YiydllleHue Ha 2 IPYIIbl BBEPX 110
kinaccudukamuu Ossermann OBUIO 3apeTUCTPHPOBAHO
y 54,1 % nauueHTOB uepe3 12 nHei u coxpaHsuioch 10 60
nHeit y 37,8 %. I1pouLeHT MalKueHTOB C YIydlleHUeM 10~
CTOBEpPHO HE pas3iImyajics MeXIy OOJBHBIMU, MOCTYITB-
MU Ha JICYCHNE B IUTUTEIBHO TEKYIIEM, Pe3UCTEHTHOM
K JIEKAPCTBEHHO TepaItiu, CTaOUIbHOM COCTOSIHUU (1= 206),

U auueHTaMu, Kotopble Hadyanu JieueHue BBUI B cocto-
sSHUU pe3Koro yxymmeHus MIT (n = 11). Hu B omHOM
13 HaOJTIOIeHWI He ObII0 oTMeueHo HD mpu ripoBeneHUM
BBMUI [82]. O. Hilkevich 1 coaBT. HabmoxaIM OYEBUIHYIO
CTAOMIM3ALMIO COCTOSHHUSI M CHUKEHHME ITOTPEOHOCTH
B KOPTUKOCTEPOMIAX ¥ TUPUAOCTUTMIUHE Y 11 ITaimeHToB,
MOJIyYyaBIIMX AJIUTENbHOE exeMmecssyHoe JedyeHue BBUT
(B cpemrem Oombie 20,3 mec) [83]. OTcyrcTBHE 3dhdekTa
ot BBUT y 6 mammenTos ¢ MI' o pesyasraram M. Uchi-
yama M COaBT. CJIeAyeT pacCMaTpuUBaThb C YIETOM TOTO,
YTO TMALMEHTHI IOJyJaJr Topas3mo 0ojiee HUBKYIO O3y
BBUTI, yeMm B npyrux uccienoBanusx [84]. C. Huang u co-
aBT. ucrtonb3oBaay BBUT y 6 manmeHTOB Tepes mpoBee-
HHEM THM3KTOMUM C TIOJIOXUTEIBbHBIM 3(DEHEKTOM yxKe
yepe3 3,3 THS 1 MAKCUMAJTBHBIM TTOJIOXKHUTETLHBIM PE3yTb-
TaTroMm depe3s 6,5 nHa [85].

I1pu conocrasnenun miazmadepesa 1 BBUI B uccne-
nmoBanuu J. Ronager 1 coaBT. y 12 60ABHBIX CO CTAOMIBLHO
TsKesroir MI' moka3aHO OMMHAKOBOE YIIYUIICHUE COCTOSI -
HUd yepe3 1—4 Hen, mpudeM Tpu 1aazMadepese apdekr
HacTymaja HeMHoro osictpee [86]. J. Liu u coaBT. pacrpe-
ey 40 TTalMeHToB ¢ MO3THUM HadajioM M1 B TpyIimst
TMOJTy4YaBIIMX I1a3Madepe3, MMyHoabcopoimio i BBUTL
VYpoBens antuten K ALLX-peuenTtopam 3HaYUTETLHO CHU-
JKaJicsl BO BceX 3 rpyIimax, HO MEHbIIIE BCETO MOCIIe TIpH-
meHennst BBUT [87]. Viydmenue, olieHuBaeMoe 1o n3-
MEHEHUIO CWIbl MBI Ipu MI, ObUI0 BHIIE B TpyIIe
wrasmMadepe3a 1 UMMYHOA0COPOIUM II0 CPaBHEHUIO
¢ BBUT. B 2016 . Ha ocHOBaHuM aHaim3a 10 ucciienosa-
HUI, YIOBJICTBOPSIOMNX KPUTEPUSIM, OBLIO ITOKa3aHO
OTCYTCTBHE JOCTOBEPHBIX paszinuuii B 3G (GEeKTUBHOCTU
wra3madepe3a 1 BBUT y maumnenros ¢ MI [34].

CornacHO JaHHBIM TUIAIIe00KOHTPOIMPYEMOTO ABOTA -
HOTO cJiernoro ucciaenoBaHus L. Zinman v coaBT. yiyullie-
Hre MI HacTyrmo uepe3 14 u 28 mHelt mocite mprMeHEeHMS
BBHUT u OGbL710 3HAYMTENBHO BHILIE, YeM B KOHTPOJILHOM
rpynmne, nmpu obocrtpeHnu MI' y maiueHTOB ¢ 0oJiee BbI-
COKHM HMCXOIHBIM IOKa3aTeJIeM 10 IITKaJIe OIIEHKM TsKe-
ctu muacteHnu (QMGS, Quantitative Myasthenia Gravis
score) [88].

Muactenus rpaBuc y aeteid. [Ipumenenue BBUT
B mccaenoBanum T. Sakano 1 coaBT. ST JIeUeHUS TIa3HOM
dopmer MI' y meBouku 8 jeT, KoTopas IepecTaia OTBe-
YaTh Ha TepaInnio KOPTUKOCTEPOUIaMU, TTOKa3aa0 Bpe-
MEHHBIN 3¢ (PeKT: gepe3 7 Mec Tepariy CHOBA ITOSIBIIIOCH
JIBOeHUE, pa3Buics nTo3 [8§9]. CUMIITOMBI HE yMEHbIIIa-
nuch nocie ypeandeHus n1o3sl BBUI. D.N. Herrmann
OTMETWJIM KPaTKOBPEMEHHOE YITYJIIICHIE COCTOSHUS Y 3 Ie-
Tel B Bo3pacte ot 2 1o 13 et mocie 2 kypcoB BBUT [90].
ITpocnekTuBHOE OTKpBITOE MccnenoBanue 10 geteit ¢ MTT
ITOKAa3aJI0 JOCTOBEPHOE YIIyUIIIeHe CUMIITOMOB Ha (poHe
BBMUTI y 8, omHako y 2 neteit 3¢ heKT COXpaHUTh He yaa-
nock [91]. Jleduenne TpaH3UTOPHOM HeoHaTadbHOU MI
¢ nomoibsio BBUT He mokazajo yay4ileHUsI COCTOSTHUS
OTHOCHUTEJIbHO HAOMIOJEHUS 3a CTIOHTAHHBIM T€UEHUEM
cocrostHusA [92, 93].
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Tepanus BHymMpuBeHHbIMU BbICOKOAO03HbIMU

UMMyHoOrno6ynuHaMu npu neyexHuu o6ocmpeHus

MUacmeHuu u MuacmeHu4yecrux Kpusos

HUcnonszoBanne BBUI nns kynupoBaHust o60ocTpe-
HUS MMACTeHUUM U MUacTeHudeckux KpuzoB (MK) nano
IMPOTUBOPEUNBBIC PE3YJIBTATHL. YIYUIIEeHNE COCTOSHUS
npu BBeaeHnM BBUI ormeueno y 9 m3 10 maumeHTOB
¢ MK mpu OTCYTCTBHHM KOPPEIAIIUN MEXIY CTCIICHBIO
VIIY4YIIeHUS W BO3pacTOM ITallieHTa, IJIUTeIbHOCThIO 00-
sne3Hn u ypoBHeM aHTuTen K ALlX-peuenropam [60].
IMombeiTka KynupoBanust MK y 4 malineHTOB OJHOKPATHBI-
mu Kypcamu BBUT B moze 0,2—0,4 r/kr B TeueHune 3—5
ITHe# He yBeHYAJIaCh YCIIEXOM, BIPOUYEM, TaK e KaK 1 Ha-
3HaYCHUEM KOPTUKOCTPOUIOB [94]. YMeHbIIIeHN e BhIpa-
KEHHOCTH OyIh0apHBIX CUMITTOMOB HAOJIIOIAI0Ch TOJIBKO
mocie 4—8 mpouenyp miasMadepesa. Heodxommmo otMe-
TUTh, 9YTO B IIUTUPYEMOM MCCJICIOBaHUM InIa3Madepes
Havanu 4epe3 48 4 mocine BBUI, uto morio mpuBecTu
K cHmkeHU10 3¢ dekra BBenennst MUI. B orkpeiToM mpo-
CIIEKTUBHOM HccienoBaHuy y 10 MMareHTOB ¢ TsoKeJTon
reHepanm3oBaHHoir MI, He oTBedaloleii Ha BBICOKHE
JT03BI KOPTUKOCTEPOUIOB, IIUKJIOCIIOPUH U a3aTHOIIPHH,
yepe3 6 2 nus nmociie BBUI B nose 0,4 r/kr/cyt B Teue-
HHUe 5 THEH ¢ TIocIeayIoNIei MoAAepKUBAIOIICH Tepanuei
0,4 r/xr Kaxaple 6 HeJl yIaaoCh He TOJIBKO TOOUTHCS yIyd-
IICHUsI COCTOSHMS, HO M €T0 MOAICPXaHUS B TCUCHUE
ITATETLHOTO BpeMeHU. TsKecTh 00JIe3HN YMEHBIIIACH
Ha 2,5 + 0,8 6amwra mo mkane Osserman B TeueHHE roja
(p <0,001) [95]. B MHOTOLIECHTPOBOM IBOMHOM CJIETIOM
1ane60-KoHTpoapyeMoM uccienoBanum P. Gajdos u co-
aBT. moka3anu, 4yto npu oboctpeHun MI mo3st BBUT
2 r/kr u 1 r/Kr oKazanuch oqMHAKOBO 3(deKTuBHbIMHU [96].

B 3 mccnegoBanusix cpasHuBanu >¢ddexktel BBUT
U mia3Magepesa y nanueHTos ¢ MK. B nmpocnektuBHOM
nccaenoBanum P. Gajdos 1 coaBT. 00cienoBaHbI 87 mamy-
€HTOB ¢ 00ocTpeHreM MI, KoTopoe IposIBISIIOCHh OMHIUM
W3 KIWHWYECKUX IIPU3HAKOB: 3aTpyOHEHUE IJIOTAHUS,
OCTpasi IbIXaTeJIbHas HeMOCTaTOYHOCTh WIIM TeHEepaIn30-
BaHHAasI MbIIIeYHasT c1abocThb [97]. CpaBHUBAIM TPYIIITY
nonyudaBiinx BBUI B moze 0,4 r/kr/cyt (n = 46, rae
23 maupeHTa moayJaay nHQY3UM B TedeHne 3 mHel 1 23 —
B T€UCHME 5 AHEH) C TeMu, KOMY IpOBOmIIM 3 Kypca
wrazmacdepesa (n = 41). I1pu 3TOM edeHNe a3aTUOIIPH-
HOM WJIM CTEPOUIAMU IIPOAOJIKAIOCH CO 2-i HEeAeIH 110~
CcJie TIPOBEICHMSI TIPOIIEAYP B TOM T03€, KOTOPYIO IallueH-
Tl Moay4yaau g0 oboctpeHus. Ha 15-i1 geHb pe3ynbrar
JIeYeHUS TP OlleHKe MBIIIeYHOM cTbI 1o mKane QMGS
OBbUT IPUMEPHO OMMHAKOBBEIM B 00emx Tpyrmax. [Ipuaem
HD nabmonanu B rpymnie ria3Madepesa yaiie, 4eM Cpean
noaydaBmnx BBUI (20 u 2 % coorBercTBeHHO) [97].
B perpocrieKTUBHOM MHOTOIIEHTPOBOM WCCJICIOBAaHNHI
A. Qureshi 1 coaBT. moKa3aHO ITPeUMYIIECTBO I1a3Made-
pe3a 1o cpaBHeHuio ¢ BBUI, yto obGecrieunBano KJIMHU-
YecKOoe yIIydllieHre, BO3MOXHOCTD 00Jiee paHHUX CPOKOB
cusatusa ¢ MUBJI u oOlue 1oJoXUTeNabHbIe Pe3yabTaThl
yepe3 1 mec [98]. OmHaKo y MHOTHX ITaIleHTOB Ha (hOHE

mia3madepesa oTMeueHbl Tskenbie HD (0b110 6 ciiyyaeB
MHOEKLIMOHHOTO MTOPaXeHus, 6 — cepaeuHO-COCYAUCTOMI
HemocTaTOYHOCTH U 1 — koarynomnatum). [1pu nccienona-
HUHU 84 MAIMeHTOB CO CPpeTHEeH U TSLKEIOM cTereHbio MI,
nonydaBimx euenrne BBUT unu mrasmadepes, He BbI-
SIBICHO ITOCTOBEPHBIX PA3IMYMii MEXOY BBIOpaHHBIMU
criocobamu Tepamuu [99].

ITo pe3ynsratam KokpaHoBckoro o63opa [100] nzyua-
1 3pdektuBHOCT, BBUI 1151 KynmupoBaHUST TSKEBIX
oboctpeHnit MI' uim nedyeHust XpOHUYECKOTO TEUYEHUS
60se3Hu. [1o gaHHBIM 6 paHIOMU3UPOBAHHBIX KOHTPOJIM-
PYeMBIX HCCIeAOBaHMI, B KOTOPHIX OBLIA MPUBEICHBI
pe3yabTaThl OIIpefesieHNs KpaTKOCpOuyHOro 3(ddekra
ot BBUI, cnenansl cieayoliyie BLIBOABL: PU 000CTPEHUN
MT 1o cpaBHeHUIO ¢ T1ae0o y 66 OOJIBHBIX BBISIBIEHO
npeumyiectso BBUT; ripu comocraBnennuu miasmadepe-
3a 1 BBUI y 99 maumenToB ¢ MI uepe3 2—4 Hen mocie
MPOBeIeHNUS Kypca JedeHUs He BEISIBICHO TOCTOBEPHOM
pa3HUIIHI 110 3P (PEKTUBHOCTHU NCITOJIb30BAHHBIX METOIOB
tepanuu; Tepanusi BBUI He oOHapyXuia nmpenumyIecTs
0 CpaBHEHUIO C Ha3HAUYCHMEM KOPTUKOCTCPOUIOB
y 33 6ombHBIX MI conocrasienue apdpexkra BBUT 1o cxeme
1 r/kr Kypcamu o 1 wu 2 nHSA y 173 maumeHToB ¢ MIT
HE BBISIBIJIO IOCTOBEPHBIX Pa3JIMUMIA.

Takum 06pa3oM, CerogHs HET eIMHOIO aJfOpHTMa
JieyeHust MI. bonbiive 1036l KOPTUKOCTEPOUIOB U UMMY-
HOCYIPECCAHTHI OCTAIOTCSI OCHOBHBIMU PEKOMEHIyeMbBIMU
npenapatamu. Mcrnons3oBanue BBUI gnst neuenus MIT
TOKa3aHo:

— y nauueHToB ¢ MK ¢ puckom pa3Butust 0y1L0apHOro
napajavdya WM JblXaTeJIbHOM HEAOCTATOYHOCTH;

— 0opHBIX ¢ Tskenoit MIT (Beime 1Ib cragum mo mka-
se Ossermann);

— IS TIpeaorepaliOHHOM MOATOTOBKHA K THM3KTOMUM
MaIeHToB ¢ Tskenoil MIT (KoTopast moyKHa IIpoBO-
IUATHCSI TOJBKO TTOC/Ie CTAOMIM3AIINY COCTOSTHUS TT1a-
IIMEHTA);

— Yy TAIMEHTOB, PE3UCTEHTHBIX K KOPTHUKOCTEPOMIaM
WIA UMEIOILINX Cepbe3Hble MOO0OYHbIe 3(p¢eKTh Ha
¢doHe ux rmpuema;

— B TEUCHME MEPBBIX 3 MeC B CAyJasIX HEOOXOMMMOCTHU
Tepanyy a3aTHOIIPHHOM WM MUKO(PEHOIATOM IO T10-
SIBJICHUS TIEPBBIX TeparleBTUICCKUX 3(PDEKTOB;

— Y ITaIlME€HTOB C XpoHM4YecKoit MI, y KOTOpBIX OTBET Ha
MMMYHOCYIIPECCHUIO HEIOCTATOIHBIN YT OTCYTCTBY-
et [8].

Beeaenue MT Takke MOXET MPOBOAUTHCS MOAKOXHO
(ypoBeHb nokaszareiabHOocTH V) [101].

HeobOxoanmMo OTMETHTB, YTO B IOCIEAHHE TOIBI BCE
yamie s gedeHuss MIT paccMarpuBaioTcs IIpernaparhbl
Ha OCHOBE MOHOKJIOHAJIbHBIX aHTHUTEJT (3KYIU3UMad, pru-
Tykcmmab u ap.) [102].

Muacmenuveckuii cuapom Jlam6epma-Hmona
B ocHoOBe maroreHe3a MMacTEHWYECKOrO CHMHIpOMa
JlambGepra—MTOHA JeXUT TIOSIBJIEHUE ayTOAHTUTEI
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HepBHo-Mblweunbie O JIE3HH

K IOTeHIIMAI3aBUCUMBIM KaJIbIIMEBBIM KaHajaM P/Q-tu-
ma (VGCC). AuchyHKUIMS WIM YMEHBIIICHIE YHMCIa STUX
KaHAJIOB TOPMO3HT IIPECUHANITUICCKOE BHICBOOOXKICHUE
aleTWIXOJIMHA, YTO IMPUBOIWT K HAPYIICHUIO HEPBHO-
MBILLIEYHON Mepenadyr W MBILIeYHO! cimabocTtu. Y 00Jib-
IIMHCTBA MAIIMEHTOB CUMITTOMBI 3aMETHO YMEHBIIIAIOTCST
IIpH Teparnuy KOPTUKOCTepONAaAMU 1 a3aTUOTIPUHOM. 171t
OLIEHKU MOJIOXUTENbHBIX 3 dekToB BBUT mipu cunapome
Jlambepra—MTOHA OBLUIO MPOBEAEHO PAaHIOMU3UPOBAHHOE
IUIare00-KOHTPOJUPYEMOE TBOMHOE ITePEKPECTHOE MC-
cJIemoBaHME C y9acTHEM 9 TTAIMEHTOB, IEMOHCTPHPYIOIIIEe
3HAYUTEJbHOE YIIYYIICHNE MBIIMICYHON CHIBI Ha (hOHE
JICYSHUS TI0 CPaBHEHUIO C TUIAIe00: MaKCUMAaIbHBIN 3(-
(eKT ObIT TOCTUTHYT Yepe3 2—4 HeJl M POI0JDKaJCs 10 8 He
[103—106]. BBUTI mokasaHa 1151 KpaTKOBPEMEHHOTO JIE-
YyeHUs MalMeHTOB ¢ cuHapoMoM JlamGepra—HMToHa nipu
VXYIOIIEHUU COCTOSTHHUSI, Y KOTOPBIX MMMYHOIEIIPECCAHTBI
He JaiM ageKBaTHOro 3 deKTa Min y KOTOphIX HaOIIoma-
JINCH yrpoxamwlinue moboyHbie 3¢ @deKTh Ha (OHE alb-
TEpHATUBHOTO JieueHUS. DPPEKTUBHOCTD JOJITOCPOTHOM
tepanuu BBUT nipu cunapome Jlambepra—MTOoHA He no-
KazaHa.

OrmmicaH 1 cirydail cepoHeraTMBHOTO cMHApoMa Jlam-
o6epra—HToHa ¢ orcyrcTBUeM aHTHTENI K P/Q-VGCC-Ka-
HajiaM C TTOJIOXHUTeTbHBIM 3¢dexktom BBUI B noze 2 r/kr
MIPONOJIKUTEILHOCTRIO 10 4 MeC M YIIyUYIIIEeHNEM COCTOSI-
HUS TTociie 2-To Kypca B Toii ke no3e [107].

JlepmamomMuo3um u noAUMUO3UM Y B3POCAbIX

EnmHcTBeHHOE T11a11€00-KOHTPOJIUPYEMOE UCCIIEI0-
BaHue adexkTuBHocTM BBUT v 15 mammeHToB ¢ nepmMa-
ToMKrOo3uTOM (JIM) IIpOIeMOHCTPHPOBAJIO 3HAYNTETHHBIIA
93¢ deKT B BUIe HapacTaHWS MBIIICYHOUN CUibl. [lepBbie
MMPU3HAKN YIYJIICHUS] TIPOSIBUJINCH depe3 2 Hel MOCIe
Hadajia Tepaliii, HO OYeBUIHOE YIIyYIlIeHNEe CUJTBI OTME-
yeHo nocite 2-1o uinu 3-ro kypca BBUT [108]. B mumotHOM
HUcciIenoBaHMN JaHHBIX 20 mammeHToB ¢ JAM wim momm-
muosutoM (ITM) nipu edeHnu pasHbeIMu go3amMu BBUT
B TeUeHME 4 MeC OTMEUYEHO YIydIlleHNe y 15 malmeHToB
(75 %), HavyasbHbIe 3((HeKThl HAGTIONAIUCH YK ITOCIE Iep-
BbIX 2 KypcoB BBUT. MakcuManbHBIN TepaneBTUYECKU
3 dexT ObIT 3apUKCUPOBAH MOCHE 4-TO BIMBAHUS, KTV~
HUYECKOE YIYIIIeHUE COXPaHSUIOCh B CPETHEM B TEUCHUE
1 roma [109] 1 GBUTO TTOATBEPKAECHO B ITOCICAYIOIINX COO0-
menugx [110]. ITpu Betbope BBUT B kauecTBe Tepanuu
nepBoii tuHUK y 11 manuenTtos ¢ [TM vnu JIM TonbKO y 3
M3 HUX HAOJIIOAAI0Ch YBEJIMYEHUE MbIILIeUHOM cuiibl [111].
B npyrom uccnenoBanum y 35 naumeHToB ¢ [IM, pe3uc-
TEHTHBIX K UMMYHOCYIIPECCUBHOM Tepanuy (TJIFOKOKOp-
TUKOWIBI, a3aTUOIPUH M LHUKIOGOochaMUI), Teparmus
BBUT npoBoaunacsk 4—6 mec B 1o3e 1 r/Kr 2 IHS HOAPSI
1 pa3 B MecsIIl, OTMEUEHO YBEJIMYCHNE MBIIICYHON CHIIBI
[112]. N3 30 mamuenToB ¢ [IM/AM ¢ HemOCTaTOYHBIM
OTBETOM Ha KOPTUKOCTEPOUABI M MMMYHOCYIIPECCOPHI
B 77 % ciy4yaeB noka3aH 3¢ (eKT Mpoao/KUTEIbHOM Te-
parmuu BBUT B ctanmapTHOI ncxomnoiit mo3e [113]. ABTo-

PHl PEeKOMEHIYIOT pacCMaTpMBaTh MalleHTa KaK pe3u-
creHTHoro k Tepanuu BBMWI, a Takke mnepeBoguThb
Ha Gosiee HmM3kme no3bl MI' He paHee yem yepe3 6 mec
nociie perynspHbix nHoy3uit UT. CrneayeT o6paTUTh BHU-
MaHUe Ha TO, YTO IPOIOKUTEIFHOCTD JIeueHUs ¥ 19 u 8
MMAIIeHTOB COCTAaBMIA OT 2 10 5 JIET COOTBETCTBEHHO.

IMonBoxsg UTOT, MOXKHO CKa3aTh, YTO Y 66 % MalueHToB
¢ IM /TIM Habmromasics IoJIOXKNTEIbHBIN 3(PEeKT B OTBET
Ha BBUI B Bume HapacTaHMsI MBIIIEUHOW CUJIBI, XOTS
O0BEKTUBHO PEe3Yy/IbTaT OLIEHKN CUJIBI IIPOBOAMIICS HE BO
Bcex MccienoBaHusax. Kak u B ciydae ¢ MI, pe3yabTaTsl
uccinenoBanusa sdpdexktuBHocti BBUI y manumeHToB
C BOCITAJIUTEILHOM MHOTIATAEH TPYIHO CpaBHUBATH, IO-
CKOJIBKY JUTS OIIeHKM 3(h(eKTa He NCTIOIb30BaIach ¢IMHAST
CHCTeMa OLICHKMU.

B cBeTe BhIlIEYTOMSIHYTBIX AaHHBIX Tepanuss BBUT
MOXKET IIPUMEHSIThCS Y manmeHToB ¢ JIM /IIM B ciemyro-
mmx ciaydasax [108—114]:

— HEAOCTaTOYHBIN 3P (PEKT OT IIPUMEHEHUS TIFOKOKOP-

TUKOMIOB I UMMYHOCYIIPECCAHTOB;

— IIOBTOPHOE YXYAIICHHE COCTOSIHHUsSI, HECMOTpPSI Ha
aJeKBaTHBIC T03bI IMMYHOIEIIPECCAHTOB;
— HEMepeHOCUMOCTh UMMYHOIEIIPECCAHTOB.

A Takke y neTeil u moapoCTKOB UcToib3oBaHue BBUT
00cyXmaeTcst B CBeTe MTHUMAJTbHBIX ITOOOYHBIX 3(h(HEKTOB
TT0 CPABHEHUIO C MCITOIB30BAHNEM IINTOCTATUKOB, OCOOCH-
HO C y9eTOM HEOOXOIUMOCTH JOJTOCPOYHOTO ITPUMEHEHUS.

Muo3um ¢ menbyaMu BRAOYEHUI

[Mpu nomeiTke neyeHust 19 MaIMEeHTOB C MUO3UTOM
¢ Tenbliamu BKirodeHUit (MTB) Ha ¢oHe mcmob30BaHMS
BBUTI B HEKOHTpOJIMPYEMOM HCCIIETOBAaHUN Y 4 HaOIIIO-
JTAJIOCh BpeMEHHOE CYOBEKTUBHOE YBEJIMICHIE MBILICTHOMN
cwitsl [115]. B 2 KOHTponupyeMbIX UcclienoBaHMSIX 3P deK-
tuBHoctu BBUI y mamumentoB ¢ MTB He HaGmonanu
00BEKTUBHOTO HapaCTaHUSI CYIIBI, CYOBEKTUBHO ITaIlCH-
THI YyBCTBOBaJIM ceOs Jiydie mocie teparmvu [116, 117].
Taxxxe He BBISIBIEHO AOCTOBepHOTro BiaussHusi BBUTI
Ha TeueHHe OOJIe3HM, HO OTMEUYeHa BpeMeHHas CTabu-
Jm3anus GYHKUIWU TJIOTaHUS B psAme ciaydaeB. CXOmHBIC
PE3YNIBTaTHI IPEACTABICHBI B JBOMHOM CIIETIOM ITUTale00-
KOHTPOJIMPYEMOM TIePEKPECTHOM HUCCIIeq0BaHNU 3P deK-
tuBHoctu BBUI mpu MTB [117].

[IpencraBieHHBIE B IUTEpaType TaHHBIC HE TTO3BOJISI -
0T pEKOMEHI0BaTh Ucrojb3oBanue BBUI y mauueHTOB
¢ MTB B kauectBe cTtaHmapTHoOii Teparuu [113, 114].
B ciryyasix HapyIeHUSI TJIOTaHUS TIpejiaraeTcs IIpoBee-
Hue 1 xkypca BBUI B mo3e 2 r/kr ¢ ouenkoit acdekra
yepes 2—4 Hen. Borpoc o 11e1eco00pa3HOCTH ITOBTOPHBIX
WHQY3UI 0CTaeTCS OTKPHITBIM.

AymouMmyHHbIe 3aGonesaHus ueHmpanbHoil

HepBHOil cucmeMbl

PaccesiHHblii CK1€pO3

Paccestanerii ckiepo3 (PC) sBistercst Hanbosree pacIpo-
CTpaHEeHHBIM BOCIIA/IUTE/IbHBIM 3a00JIeBAHUEM LIEHTPAIbHOM
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HepBHo-Mbiweykbie BOJNTE3HU

Opueunanbhble Uccaedosanus

HEpPBHOU CHCTEMBI Y MOJIOIBIX JIOACH. DTHOIOTUST HEN3-
BECTHA, HO MHOTOYMCJICHHBIC HAXOIKN YKa3bIBAIOT Ha ay-
TOMMMYHHBII TTaTOoreHe3. 3abojieBaHUE XapaKTePH3YeTCsI
ITOBTOPHBIMI HEBPOJIOTUIECKMMHU PEIANBAMU, KOTOPBIC
OOBIYHO TTEPEXOAST B ITOJTHYIO PEMHUCCHIO B TeUCHHE HE-
CKOJIbKUX JHEH MM Helle/Ib Ha HadalbHOM cTamui. QOOBIYHO
mocye 10 et pa3BUTHS 00JIe3HM TIPY OTCYTCTBUM JICUCHMUST
PEMUTTHUPYIOIIEE TEUYCHHE IEPEXOAUT B XPOHUUYECKOE
BTOPUYHO-TIPOTpeCCHUpYIOliee TeUeHNEe 0e3 KaKnX-JIM00
SIBHBIX 00OCTPEHUI TTPUMEPHO Y TOJIOBUHBI MAlIIEHTOB;
KEHIIWHBI CTpamaloT B 3 pasa yaile. Bricokas yacroTa
SMU30I0B, HETIOJTHAS PETPECCHSI CUMIITOMOB M MHOXKECT-
BeHHBIC ovarm aemuenuHu3auuy npu MPT ykaseiBaior
Ha TIJIOXOi1 TIPOTHO3 YK€ B Havaje 3aboieBaHms. Pa3Hbie
WMMYHOMOIYJIMPYIOIINE BEIIeCTBA UCITONIB3YIOTCS IS JIe-
yenns PC, mipecienyst 3 menm: coKpalleHue IPOIOIKI-
TETBbHOCTH 3IM30I0B, YMEHBIIICHNE MX YACTOTHI, 3aMeIIe-
HHE TIPOTPECCUPOBAHUS OOJE3HU, KOTOpPAsT IPUBOIUT
K HeoOpaTUMBIM M3MEHECHUSM B LIEHTPAJIbHON HEpBHOM
CUCTEME U CTOMKOW MHBAJIMIHOCTH.

CaMbie mociegHNe M YOCOUTEIbHBIC PE3YJIBTaThI
KIMHAYECKUX MUCTIBITAHNI ITOKA3BIBAIOT, YTO IIPEITapaThl
nHTepdEepoHa, rIaTupamepa aleTata U HEKOTOPBIE HOBBIE
IepopalibHBIC JIEKAPCTBEHHBIE CPEICTBA MOTYT YMEHB-
IIaTh YaCTOTY PELIMANBOB M 3aIePKUBATH IPOTPECCHPO-
BaHMe 3a00JIeBaHNSI, €CIIM JICUCHNEe HAUMHAIOT y3Ke TTOCIIe
nepsoro snu3ona. Mcnonwzosanue BBUT npu PC ¢ mo-
3ULUN TIEPEINCICHHBIX TePaIleBTUIECKUX IIejieil ObUIO
HU3Y9IeHO TOJTHKO B HEOOJIBIIINX M/ MM OTKPHITHIX U OTHEITb-
HBIX KOHTPOJIMPYEMBIX UCCIICTOBAHUSIX.

I[Mpumenenne BBUT B moze 0,5 r/Kr y 22 maliMeHTOB
BO BpeMsI pelIaMBa ITOKa3aJI0 KpaTKOBPEMEHHOE YITyUlIie-
Hue y 15 n3 22 nauueHToB B TeueHue 2 Hex [119]. B ot-
KPBITBIX TIPOCIICKTUBHBIX HAONIONCHUSIX Y TMAIllEeHTOB
C HEBPUTOM 3PUTEIILHOTO HEpBa, PE3MCTEHTHBHIX K CTe-
pounam, HazHaueHre BBUI npuBoguio K yaydieHUIo
o raspbMoIOrnYecKnX rmapaMeTpoB B 78 % caydaes [120].

B npyrom nccirenoBannm cpaBHUBAIN 3O MEKTUBHOCTD
rmociienoBaTebHOr0 HazHadyeHuss BBUT B nose 0,4 /T
B TeueHUe 5 nHel (7 = 12) m 1000 MT METHITIPpE THU30-
JIOHA BHYTPUBEHHO B TeueHUe 3 mHeit (n = 5). [TokazaHo
HEOOCTOBEPHOE HE3HAUYMTENBbHOE YIYYIIeHHE IO pe-
gynbrataM MPT y nonyyaBmiux BBUI 1 B koHeuHOM
WTOTe HUKAKUX pa3InInii IIpH olleHKe 1o mKane EDSS
[121]. B 2 panmoMu3MpOBaHHBIX MCCIETOBAHUIX AL~
€HTOB, MOJIYYaBIINX BBICOKME JO3BI METHIIIPEIHN30I0-
Ha, He moKa3aHo JomnojiHuTelabHoro aggexkra BBUI kak
P OLICHKE KIIMHUYECKMX IIPOSIBJICHUI, TaK W 110 TaH-
HeIM MPT [122, 123].

B mmane60-koHTpompyeMoM ucciienoBanuy D. Pohlau
" coaBT. ¢ Ha3HauyeHneM BBUTI B mo3ze 0,4 r/kr/Mec B Te-
yeHue 24 Mec OB BKITIOUEHBI 34 TTaliieHTa ¢ IepBUYHO-
1 BToprudHO-TIporpeccupyomumM PC. I1pu olieHKe pe3yiib-
TaTta Tepanuu Oe3 pasaecHMS IMallMeHTOB Ha TPYIIIBI
MIepBUIHO- I BTOpUYHO-TIporpeccupyiomiero PC mokaza-
Ho, yTo nocjie BBUI ouepenHoe yxynieHUe COCTOSIHUS

ObUTO Yepe3 74 Mec, a y TOJIlydaBIINX IUTalebo — yepes
62 mec (p=0,04) [124].

B psime perpe3eHTaTUBHBIX NCCIIETOBAHUIT KOHCTATH -
poBaHo oTcyTcTBUEe 3(ppekTa BBUI ¢ coxpaneHnem croii-
KOTO HEBPOJOTMYECKOro aeduiinTa y manueHToB ¢ PC
[125—127].

TakuMm o6pa3om, cerogHsi HET JoKa3aTeJbHOI 0a3bl
OTHOCUTEJIbHO I1anebdo, 4yToObl pekomeHaoBaTb BBUT
C IICJIBIO CHMKEHMS YaCTOTHI PEIIUANBOB U IIPEeI0TBPAIIIe-
HUSI pa3BUTHSI HOBBIX 04aroB 1o jaHHbIiM M PT. ITockonbKy
s dexr BBUT nipu neuenun PC gBHO xyxke, yeM a(pdekT
TaKNX IMMYHOMOIYJIMPYIOIINX BEIIECTB, KaK MHTeP(PEPOH
U TJIaTMpaMepa aleTaT, JaHHBIA BUA Tepanu HE pEKOMEH-
IIyeTCs B KAYECTBE TepaIliy IIepBOM TMHUU TIPU AeMUCII -
HU3UPYIOLIKX 3a00JI€BAHUSIX TOJIOBHOTO MO3ra. Mcnosb3o-
Banue BBUI moxxHO paccMaTpuBaTh TOJIBKO y TTALIMEHTOB
¢ PC, xoropele He MEepPeHOCAT OPYTHe METOMBI JICUCHMS
C MCITOJIb30BaHNEM NMMYHOMOIYTUPYIOIINX ITPEITapaToB
1 y OOJBHBIX C PEIUANBHUPYIONINM TeUeHUEM OOJIE3HU
B mo3e 0,2 mr/kr/mec (10—15 r/mec). Teparmus BBUT
TaKkKe MOXET OBITh PEeKOMEHIOBaHAa B IOCTHATAIHLHOM
MepUoae KOPMSILLINM MATePSIM, 1axe HECMOTPS Ha TO, YTO
53¢ GEeKTUBHOCTD JICYCHHS TOKAa3aHa TOJBKO B OTKPBITHIX
uccienoBanusax. Haznauenue BBUI He pekomeHnmyeTcst
MalyeHTaM, CTpaJaloliMM NEPBUYHO- UM BTOPUYHO-TIPO-
rpeccupylommnmM xpoamdeckum PC.

Onuiencus

B 1977 r. nosiBUI10CH COODIIIEHHUE O CHUKEHUU YaCTO-
THI TIPUCTYIIOB y IeTei, TTomydaBmmx U BHYTpUMEIIIIEIHO
10 TIOBOMIY peruauBUpyomnx nHOeKmit [128]. Bormpoc
00 acpdextuBHOCTM BBUT 11pM sanmmnenicuu odbcykaaeTcs
¢ 90-x romoB niporutoro croserus [129, 130]. IMonoxuresns-
HBII TepareBTHIecKuii 3(DheKT ObLT IMPOIeMOHCTPUPOBAH
y 174 3 373 mereii ¢ ycTOMUMBOI K (hapMaKOJIOTHIECKOMY
JICYCHUTO SMUJICTICHEH, BKITIOUYCHHBIX B 29 MCcCIeI0BaHMIA.
[MoaHas peMuccust Cyaopor B cpenHeMm otMedeHa y 23 %
MaLMEHTOB, a YIy4lleHe KOHCTaTUPOBaHO y 63 % 60Jib-
HBIX; TTO JAHHBIM 3JIEKTpOo3HLIEDaTOrpadhuuecKoro nccie-
JIOBaHMS yiIydllleHue oTMeueHo B 45 % ciaydaeB. Hecmo-
TPSI Ha TIPEACTaBICHHBIC Pe3yJIbTaThl, aBTOPHl HE COUIN
BO3MOXHBIM yTBepxKaath, uto BBUI siBnsieTcst moctoBep-
HO 3(P@PEKTUBHBIM CITIOCOOOM JIEUEHUSI SMUJIETICUU 10
CpaBHEHMIO ¢ PYTMHHOM Tepamnueii. B moibs3y Hemoka3aH-
HocTi 3 dexkTuBHOCT BBUT T1pM CymopOoKHBIX COCTOSI-
HMSIX TaKKe CBUACTEILCTBYET OOHOBJICHHBIM 0030p MM-
MYHOJIOTUYECKUX OCHOB SITMJIEIICUM U BO3MOXHBIX
sadpdexroB UT [131]. OCHOBHBIM apryMeHTOM, OTpaHNY-
BaoOIIVIM BEIHECEeHME cykneHus 06 apdektnBHOCT BBUT
TIPY SITIJICTICUH, SIBJIICTCS HEIOCTATOYHOE YMCIIO MHGPOP-
MAaTHBHBIX UCCIICIOBAHMIA.

EmnHcTBeHHOE TBOMHOE CIETIOE TIAIe00-KOHTPOIM -
pyemoe uccienoBanue 1o 3gdexktusHoctu BBUT mipu
SMWIENICUM BKJII0Yano 61 moapocTka U MOJIOABIX JIIOAei
¢ (bokanbHOI, YCTOMUYMBOI K TEpalTuy SMUIETICUEN, KO-
TOpbIE MOJyYaiv B 00111l ciiockHOCTH 7 uHDy3uii BBUT
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B TeyeHne 6 Mec; 18 mammeHToB mosay4anu raneto, 14 —
BBMUTI B moze 100 mr/kT, 14 — B mo3e 250 mr/kr u 15 —
B mo3e 400 mr/xr 3a 1 undysuio. Crycts 6 Mec y 5 manu-
€HTOB 13 IrpyInsl manebo u 7 u3 40, monyyapmmx BBUT,
OTMEYaJIOCh CHIKEHME cyopor oosblie yeM Ha 50 % [132].

OcHoBanwue 151 Ha3HaueHuss BBUT mipu pe3ucrteHT-
HBIX SIWICTICUSX B pPaHHEM MIETCTBE ITOATBEPKIACTCS
IIpeaITogaraeMbIMI UMMYHOTIATOTEHETHIECKUMHU (PaKTO-
paMM TaToreHe3a CyaopOXHBIX coctostHUIA [133]. OcTphle
BUPYCHbIE U OaKTepuaibHbIe SHIIE(DATONATUA HE TOJHKO
BBI3BIBAIOT CYIOPOXKHBIC COCTOSIHMS, HO MOTYT IIPHUBOINTD
K TTOCTICAYIOIIEMY pa3BUTHIO SIMIETICHI, KOTOPast OCOOEHHO
TpyIHO TrommaeTcs JiedeHnto. [lomocTpast sHIIehanomaTus
(cuampoM PacMycceHa) M ayTOMMMYHHO-COCYIMCTEIE pac-
CTPOMCTBA YACTO TIPOSIBIISIIOTCS] OYarOBBIMU M TCHEPAJIN30-
BaHHBIMM SIMIJICTITUYCCKUMU ITPUTTATKAMA. ATPEHOKOPTH -
KOTPOITHBIM TOPMOH 1 KOPTUKOCTEPOHIBI B PsIIe CIIyIacB
00J1agaroT BBEICOKOM 3(P(PeKTUBHOCTHIO, OCOOEHHO MPU TSI~
KEJIOM SMWJICTICUH B paHHEM JICTCTBE; TTOKA3aTE/I PEMICCUN
npocruraior 70 % y nauyeHToB ¢ cuHAapoMoM Becra.

CoobmeHus no ucroiab3oBannio BBUI B ocHoBHOM
KacaroTcs IeTeil ¢ (hapMaKOpe3MCTEHTHON SITMICTICHEIH,
HanpuMmep Tipu cuHapoMe Becrta wiau JlenHokca—Iacro.
HeonHo3HAYHOCTD pe3yJNBTaTOB II0 MCIIOJIH30BAHUIO
BBUI onpenensiercss pa3nmuussMu B OTOOpE IMaLlMEHTOB
B MCCIICHOBAHME, TSKECTU KIMHUYECKUX TIPOSBICHUIA,
HCIIOIb3YeMOM CXeMe JICUCHUST U KPUTEPUSIX OLIEHKH 3(P-
(EKTUBHOCTH TepaIrmu. DTO MPUBOAUT K TOMY, UTO ITOJIO-
KUTEJbHBIN pe3y/IbTaT JICUeHUS BapbUpPYeT B AMAIIa30HE
25—50 % u ero cieayeT MHTEPIPETUPOBATh C OOJIbILIONM
OCTOPOKHOCTRIO. [10 MaHHBIM JIUTEpaTyPhI, MCITOIb30Ba-
Hue BBUT HeckobKo 6oJiee MHOroo0OeIaolee y namm-
€HTOB C MOCTA3HIIe(DATMTHOM SIUJIETICHEN ¢ JJTabopaTop-
HBIMU TIPU3HAKAMM BOCHAIMTEIPHON aKTUBHOCTH [134,
135]. 3acnyxuBaloT BHUMaHMSI HECKOJIBKO HAOIIOAECHUI
cungpoma Jlangay—KneddHepa, B KOTOPBIX 00bEKTUBY-
3UPOBAHO NooxuTeabHoe BausiHue BBUI Ha Helipornicu-
XoJijornueckue Hapyuenwus [ 136—140].

HecMoTpst Ha nmMerommecs: COOOIIEHUSI O TTOJIOXM-
tebHOM 3(ppekte BBUT, B ieioM maHHBIN BUI Teparvun
HE MOXET ObITh PEKOMEHIOBAH MJISI CJIy4aeB SMUJIETICUU
0¢e3 IMMPU3HAKOB BOCIIAJIUTEILHOM STHOJIOTHH.

CHHIIPOM PUTHIHOTO YeJI0BEKa

Cunnpom purngHoro denoeka (CPY) mposBisieTcst
IIPOTPECCUPYIOIIEH MBIIIIEYHOU PUTUIHOCTBIO, 00JIe3HEH-
HBIMU CTIa3MaMU aKCHATbHBIX W MBIIIIII IIPOKCUMAaTbHBIX
OTIEJIOB KOHETHOCTEI. AyTOMMMYHHas IIprupoa 3a00J1e-
BaHUsI OCHOBBIBAETCSI Ha oOHapyxxeHuu B 60 % ciydyaeB
B CBIBOPOTKE KPOBM aHTHTEJI K pererTopaM K IIyramarT-
nIekapookcuiaze — (pepMEeHTY, KaTaIM3UPYIOIIeMy CUHTE3
ramMmMa-aMuHoMacissHoi kucinotel (TAMK) u3 rimyramm-
HOBOIT KMCJIOTHI M KOHIICHTPUPYIOIIEMYCSI B OKOHIAHUSIX
TAMKepruueckux HeiipoHoB. [Ipu couetanuun CPY co
3JI0KaYeCTBEHHBIMI HOBOOOPA30BaHUSIMA MOTYT OOHapy-
XKWBaThCA aHTUTENa K aMbUOU3NHY, PETyIUPYIOIIre

wioTHOCTh TAMKepruueckux peLentopoB Ha MeMOpaHe
aKCOHOB. AHTHTeJa K aM(pUGU3NHY OTPULIATESILHO BIUSI-
10T Ha 3kcnpeccuto TAMK-penenropos, mpuBoas K mo-
BBIIIICHUIO BO30YIMMOCTH HEMPOHOB.

B uccrnenosanuu E. Karlson 1 coaBT. onrcans! 3 mna-
nueHTta ¢ CPY, y xoropeix tepanust BBUIT oka3zamach
53¢ GEeKTUBHON MOCe Oe3YCHEITHBIX MOMBITOK JICUCHMS
razMacdepe3oM 1 KoptTukoctepongamu [141, 142]. Otme-
YaJIoCh YJIY4IlIEHUE XOAbObl U BOBMOXKHOCTb B TTOCJIEMYIOILIEM
TIepeIBUTATHCS C IOCTOPOHHEH ITOMOIIBLI0. B panmoMm3n-
POBAaHHOM JBOMHOM CJICIIOM MEPEeKPECTHOM MCCIIeIOBa-
HuM y 16 nauueHTos, monydasumx BBUI B nose 2 r/kr/mec
B TeUeHME 3 MeC ITOKa3aHO CHIKEHHNE PUTUIHOCTH, KOTO-
poe coxpaHsiock ot 6 Hed 10 1 roga [143]. YuuteiBas or-
paHnyeHud criocooos jaeueHnss CPY, mpoBenene nHy3mit
BBUI moxeT ObITh peKOMEHAOBAHO KaK pallOHAIbHBIN
TIOAXOJ K JISUCHUTO, 3G (PEKTUBHOCTh KOTOPOTO CYTy0O0 MH-
IUBUIYyaJIbHA.

BbiGop npenapama Ana npoBefieHus BHYMPUBEHHOI

BbICOKO/I03HO{ mepanuu UMMyHornoGynuHamu

CormnacHo 16-My IepecMOTpY IepedHsl KM3HEHHO
BaXXKHBIX JIEKAPCTBEHHBIX CpeacTB BceMupHol opraHuzauuu
3npaBooxpaHeHms oT MapTa 2009 1., «cocTaB IIperapaToB
pa3HBIX TPOM3BOINUTEIICH pa3IMIaeTCs 1 JICKAPCTBEHHBIC
CpelcTBa HE MOTYT pacCMaTpUBaThCsS KaK SKBUBAJICHT-
Hele». [Ipenapatsl yenmoBedeckoro UI Takcke He SIBIISIIOTCS
OIMHAKOBBIMM U OTJIMYAIOTCS TTO CITOCOOY ITPOM3BOICTBA,
cocTaBy, coaepxaHMio pasHbix moarpynn MIT (kmacca
A (IgA), IgM, IgG), a Takke Mo croco0y U KOJIMIECTBY
CcTagnii IMMUHAIIUY M THAKTUBAIINN BUPYCOB.

ITpu BBIOOpE TIpenapaTa HEOOXOAMMO YYUTHIBATh Ka-
YeCTBO CaMOTO MperiapaTa W HaaWyhde I0Ka3aTeIbHBIX
HCCIICIOBaHUI 10 €T0 IPUMEHEHHIO, a TAKXKe BO3MOKHBIC
(akTOpHI prICcKa Y MAIMeHTOB, HYXKIAIOIINXCS B TIPOBEIC-
Huu BBUT (Bo3pacT, conyTcTBylol1e 3a00€BaHUS 9HA0-
KPUHHOM, CepIeIHO-COCYINCTOM, CBEPTHIBAIOIICH CHCTEM,
(YHKIIMIO MOYEK, TSKECTh COCTOSIHUS M IJTATEIBLHOCTD
OCHOBHOTO 3a00JIeBaHUS U T. .). Tak, y NallUeHTOB C Cep-
JIEYHO-COCYIUCTBIMU 3a00JIEBAHUSIMM, ITOXWJIBIX JIUIT
M IeTell BaXXKHO MaKCHUMAaJIbHO CHU3UTH HArpy3Ky 00be-
MOM, HEOOXOIMMO BBHIOpATh PAacTBOP COOTBETCTBYIOIICH
koHueHTpauuu (10 %), 4T0 0COGEHHO BaXXHO ISl IJIM-
TeabHOM Teparmmu BBUT (Tab6m. 3).

Brui6panHsii mis nedeHnst npenapaT M momkeH oT-
BeyaTh TpeOoBaHMSAM PocCCHIICKOTO 3aKOHOIATEIHCTBA
1 UMETh pa3pelleHre K IPUMEHEHHIIO Y B3POCIIBIX U IETCH.
Tak, HampuMep, TIpermapar oKTaraM pa3pelleH K IIpuMe-
HEHUIO KaK Y B3POCJIBIX, TaK U Yy meTel ¢ 0 JieT.

s TTaliMeHTOB ¢ BRICOKMMH PUCKAMM HapyIICHMS
(GyHKIIMM TTO9eK BaXKeH THUII CTaOMIM3aTopa, TapaHTHPY-
IO CHIDKEHWE PUCKOB CO CTOPOHBI BBIICITUTECIHHOM
CHCTeMBI. B MHOTOUMCIIEHHBIX HCCIIEIOBAHUSIX IIOKA3aHO,
YTO pa3BUTHE HEXEIATEeIbHBIX SIBJICHUM HAIIPSIMYIO 3aBH-
cut ot crabuimsaTtopa [145—151]. HyxkHO y4uTHIBaTh,
yTo puckin HD MOryr moBBIIATHCS TIpU Ha3HAYCHUU
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Tab6auua 3. OcrosHbie xapakmepucmuku u 603MoXNCHble AKMopbl pucka Hexceaamenviwlx 3¢gexmos [ 143, ¢ usmenenusmu]

Table 3. Main characteristics and possible risk factors for undesirable effects [ 143, with changes]

Main characteristics of the drug IVIG

Patient risk factors
High sugar content

IToyeuHast HEHOCTaTOYHOCTD
Renal impairment

Bonesnu cepaedyHo-cocynucToi
CUCTEMBI
Cardiovascular disease

TpomMO0sMOOIMYECKIE HAPYIIEHUS
Thromboembolic disorders

OxwupeHne
Obesity

O0e31BUXXEHHOCTD MalleHTa
Immobility of patient

TToxwuioit Bo3pact
Older age

CaxapHbIli TuaGeT 1 TTOBBIIIICHHAS
TOJIEPAHTHOCTB K IVTIOKO3€
(Pre) diabetes mellitus

JleTckuii Bo3pacT
Pediatric age

Heduuut IgA ¢ Hanmuurem aHTU-1gA
AHTUTEN
IgA deficiency with anti-IgA antibodies

Concent-
ration

of IgA

High
sodium
content

High
osmalality-
osmolarity

ITlpumenanue. I[eemom videnervl cumyayuu, 8 KOMOPbIX COCMAB NPENApama 0Asi 6HYMPUBEHHOI 8bICOKOOO3ZHOU MEPANUU UMMYHO-
enobyaunamu (BBHT) moxcem npueodums K nexcesamenvhuim sgpgpexmam. IgA — ummynoerobyaun kaacca A.
Note. Color highlighted the situations in which the composition of the drug for treatment intravenous high-dose immunoglobulin therapy can lead to

undesirable effects. IgA — type A of immunoglobulin.

OTIENbHBIX TPYIITI TIPETapaToB (TMMTOTEH3UBHbBIX, AHTUOW -
OTUKOB, IWYPETUKOB, IIUTOCTATUKOB W MAp.), a TaKXkKe
y OOJIBIIMHCTBA OOJIbHBIX CTaplie 45 JIeT, UMEIOIINUX XPO-
HUYECKYI0 TTOUYEYHYIO TIATOJIOTHIO VI BTOPUIHOE TTOpa-
KEeHUEe TMoYeK (XPOHUYECKUM THETOHEe(PPUT, TTOUYCTHYIO
HEI0CTaTOYHOCTh, AMWJIONI03, CAaXapHBIi AnabeT, Tumep-
TOHNYECKYIOo 001e3Hb 1 Ap.) [152]. B psime uccienoBanmii
IoKazaHo, 4to mpenaparsl BBUI, cradmimm3npoBaHHBIC
MaJIBTO301, UMEIOT 3HAYNTEIbHO MEHbINME pucku [153].
HccnenoBanus o IepeHOCMMOCTH M 0€30ITaCHOCTH TIpe-
mapara OKTaraMm, COHEpXKalllero Majbro3y, COOOIIAIOT,
yTo cpeau 114698 npoBeaeHHbIX MHGY3UIA IPOLIEHT pa3-
BuTust HO 0bu1 MuHMMAasbHBIA U cocTaBua 0,35 % [154].

ITpu BbIOOpPE TIpemapara BaXKHOW SIBJISIETCSI BUPYCHAST
0e30ITacHOCTb IIIa3MBI, U3 KOTOPOI OH M3roToBIIEH. [1ep-
BUYHBI KOHTPOJIb JOJKEH TIPOBOIUTHCS YK€ HA YPOBHE
3a00pa JOHOPCKOI KpoBU. B TIpoliecce Mmpom3BOmCTBa
TIPOBOIUTCS 2-i4 3Tal BUPYCHOM OUMCTKHU ITyTeM (hpakiim-
oHMpoBaHUs 3TaHosioM 1o KoHy, MeTomamMu hunsTpaimmn
u ynsrpadmisTpanyu. [logHast 6e30MacHOCTh mpemnapara

obecrieynBaeTCs MHAKTUBALIMEH BUPYCOB, KOTOpAsk MOXET
MPOBOAUTHLCST HECKOJILKMMU METOIAMU: COJIbBEHT/IeTep-
TeHTHBIM, MHKyOamueit ¢ Hu3kuM pH, odbpaborkoii beTa-
MPOTIMOJIAKTOHOM WJIK OKTaHOBOM kuciotoit. [Tpu mpous-
BOJICTBE IOJKHO OBITh MCITOJIB30BAHO HE MeHee 2 METOJIOB
WHAKTUBALUKA U 0CO00e BHUMAHUE YIEIEHO TapaHTUPO-
BaHHOI aMMMUHALIUK TTapBoBupyca B19 B cBs13u ¢ prickom
Ppa3BUTHS XKU3HEyrpoxaoimx nHbekunii. Undopmanms
00 3Tanax OYMCTKY MPENapaToB OT BUPYCOB, BKITIOYAIOIIAs
WHAKTUBaIMIO TapBoBupyca B19, momkHa ObITh 00si3a-
TEJIbHO YKa3aHa B MHCTPYKIIUY IO UCTIOIb30BAHUIO TIpe-
rapara.

Db bheKTUBHOCTD AEUCTBUS TIpemapaTa 3aBUCUT
ot KoHueHTpaun IgG, KoTopast DokHa OBITh HE MEHEe
95 %. B MHCTPYKIIY IO TPUMEHEHMIO TAKXKe yKa3bIBaeT-
cs pacmnpenenenne monkinaccoB IgG, koTopoe MOIKHO
MaKCUMaJIbHO COOTBETCTBOBATh PACIpENEICHUI0 B HOP-
MasbHoOM Tmasme: IgG1l ~66 %, 1gG2 ~23 %, 1gG3 ~7 %,
I1gG4 ~4 %. Dty KpUTEepUu SBISIIOTCS ONHUM U3 YCIIOBUIA
ONTUMAJILHOTO TepaneBTuieckoro acddexra UI [17].
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Tab6auua 4. llapamempoi, onpedensiousue 6b160p npenapama 04 6HYMpPUEEHHOL 8bICOKOO03HOIU MePanu UMMYHOA00YAUHAMU

Table 4. Main parameters for the choice of drug for intravenous high-dose therapy with immunoglobulins

TOM9

Characteristics that potentially affect to effectiveness of drug for intravenous high-dose therapy with immunoglobulins

— oobuee conepxanue IgG >95 %;
Cornepxatue IgG B npenapare, _ the total IgG content is >95 %;

pacrpejieJieHre TIOIKIIACCOB _ . _ _ _
The content of IeG in the drug, & C(}pfingn%mqecme pacnpenenenue moakiaaccos IgG: 1gG1 — 66 %, 18G2 — 23 %, 1gG3 -7 %,

i EHm o win el — physiological distribution of IgG subclasses: IgG1 — 66 %, 1eG2 — 23 %, 1gG3 —7 %, 1gG4 —4 %

XapaKTepUCTHKH, TOTEHIMAJIBLHO BJIMAIONME HA 0€30MaCHOCTH Mpenapara
ISl BHYTPHBEHHOI BBICOKOIO3HOM TEPANTHU MMMYHOTJI00Y THHAMHA

MPEAMOYTUTEIFHOE MCIIOIb30BaHUE TOTOBBIX 5—10 % pacTBOpOB
preferred use of ready-made 5—10 % solutions

®opwma BhITTycKa
Presentation

coziep>kaHue TMMepoB M MOHOMePOB IgG noymkHO ObITh He MeHee 90 % obiiero conepxkanus IgG;
the content of dimers and monomers of IgG must be at least 90 % of the total content of IgG;
coJiep>kaHue MOJMMEPOB U arperatoB He 6osiee 3 % oT obiero coaepxanus IgG;
KoHueHnTpalus BHYyTpUBEHHBIX — the content of polymers and aggregates is not more than 3 % of the total IgG content;

MMMYHOIJIOOYJINHOB — anturena K HBsAg — e menee 0,5 ME nHa 1 r ummyHOTITO0Y TMHA;

Concentration of intravenous — antibodies to HBsAg — not less than 0.5 TU per 1 g of immunoglobulin

immunoglobulins — MuHUMYM 2 Trria aHTuTen (1 BupycHoe u 1 6aKTepralibHOe ), IS KOTOPBIX UMEIOTCST MEXKITy -
HapoJHbIE 3TAIOHBI, KOHIIEHTPAIIMs aHTUTEN B 3 pa3a BbIllIe, YeM B KICXOJHOM ITyJI€ MIa3Mbl
— at least 2 types of antibodies (1 viral and 1 bacterial), for which there are international standards, the
concentration of antibodies is 3 times higher than in the original plasma pool

ConepxaHue HaTpUsI — OCMOJISUTBHOCTh He MeHee 240 MOcMoIb /KT

Concentration of sodium osmolality not less than 240 mOsmol/kg

YKa3aHO COACpKaHUEC IgA 1 HE IPEBLIIATH 3a4BJICHHYIO KOHLICHTPAaLIUIO
IgA content indicated and do not exceed the declared concentration

Conepxanue IgA
Concentration of IgA

mpenaparbl, CoAepKalllie MaJabTo3y, MMEIOT 3HAUUTEIbHO 00Jiee HU3KUIA PUCK OCTPOTo
TMOBPEXICHUS MOYEK;
Cra6umusatop,/yposens pH : %rﬁgz cggt?lzl.ng maltose have a significantly lower risk of acute kidney damage;
111 9 bR
i iy plel v — cradbuibHOCTh BBUT nomkHa ObITh JOKa3aHA COOTBETCTBYIOIIMMU MCCIEA0OBAHUSIMU
BO BpeMsI pa3pabOTKH MpernapaTa
— stability must be proven by appropriate research during drug development

— MeTOJI ITPOM3BOACTBA JOKEH BKIIIOUATh CTAAWN YIAJCHUS W/ MTHAKTUBAIIUA U3BECTHBIX
BO30yauTe el MHMEKIINI ¢ LeIbl0 00ecIeueHrs: 0€30IacHOCTHU MpernapaTa B OTHOILIEHUN
nepenavyn MHQEKIINN;

— the production method should include the steps of removing and/or inactivating known pathogens to
ensure the safety of the drug in relation to transmission;

— Ha 3Tarne (ppakIMOHUPOBaHMSI, Ha (PMHATBLHOM CTaaAUM IIPUTOTOBJICHUS paCTBOPA B IPOIIEC-
ce TIPOM3BOJICTBA HE JOOABIISIOTCS aHTUMUKPOOHBIE KOHCEPBAHTHI

— at the stage of fractionation, at the final stage of solution preparation, antimicrobial preservatives are not
added during the production process

OuncTKa mpemnapara
Drug cleaning

TUTpbI U30TEMArTIIOTUHUHOB ~ — THUTP aHTH-A / B-M30reMarniioTMHUHOB MeHbIe 1:64
Isohemagglutinin titer — anti-A/B titer of isohemagglutinins less than 1:64

— WMBTOTOBJICH M3 TU1a3Mbl 6osbire 1000 1oHOPOB;

— made from plasma more than 1000 donors;

— aKTUBAaTOP MpeKaJUTMKpenHa He 6obine 35 ME /mir;

— prekallikrein activator no more than 35 IU/ml;

— AHTHUKOMIUICMEHTApPHAadaA aKTUBHOCTb: CBA3bIBAHUEC KOMIIJIECMCHTA HE oouble 50 %

(I remonuTnyeckas exuanna CH, Ha 1 MI KMMyHOTIOOYIMHA);
JlomoIHUTENTBHO — anticomplementary activity: complement binding is not more than 50 % (1 hemolytic unit CH
Additionally of immunoglobulin);

— MMeeT (DYHKIIMOHAJIBHO HEeMOBpeXXAeHHbIN Fc-parmMenT;

— has a functionally intact Fc-fragment;

— o0JamaeT Xopolleil MepeHOCUMOCThIO;

— well tolerated;

— He o0J1aaeT TPOMOOTeHHOM (TTPOKOATYISTHTHO ) aKTUBHOCTBIO

— does not possess thrombogenic (procoagulant) activity

per 1 mg

50

ITlpumenanue. HBsAg — nosepxrnocmmuviii anmuzer supyca 2enamuma B; IgA — ummyroenobyaun knacca A; IgG — ummyrnoanobyaun kaacca G.
Note. HBsAg — hepatitis B virus surface antigen; IgA — type A of immunoglobulin; IgG — type G of immunoglobulin.

_____________________________________________________________________________________________________________________|
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OcHOBHBIE 00s13aTeIbHbIE KPUTEPUU, KOTOPBIM JI0JI-
JKeH COOTBETCTBOBATH MpenapaT Ipy BEIOOpE TS JIeYeHU S,
MpenCcTaBiIeHbI B Ta0. 4.

3akniouenue

IIpumenenne BBUI oTKpblIO HOBYIO 31OXY B Jieue-
HUU 00JIe3HE pa3HOTo TeHe3a M MPOIoJIKaeT IIproodpe-
TaTh BCe OOJBINE TTOKa3aHWi B MeaumuHe. JJo cux mop
cnektp 3¢ dexkruBHOcT BBUI 10 KOHIIa He ycTaHOBIIEH,
YTO OIpenessieT HeOOXOIUMOCTh TOMTOTHUTETBHBIX KOHT-
POJIMPYEMBIX MHOTOIICHTPOBBIX KIIMHUIECKUX UCCIICIOBa-
Huii. JlokazaHa noctoBepHas apdektuBHocTh BBUT m1pn
pas3nbix (popmax CI'b (OBIT, OMAH, OMCAH u np.),
XBIII, MMH u IM. Ucnons3oBanue BBUI mensier
IIPOTHO3 MUACTCHNYECKUX KPU30B U TSKEJIOTO TCUCHHUS
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