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(QOmue ceIeH s, XpoHuueckast BoCIIAIMTEIbHAA 16~
MUETMHN3APYIOast noJmHeRrponaTHs (XBAIT) — onHO
73 TIPUOOPETEHHBIX ayTOMMMYHHBIX 3a60/eBaHUA TIe-
pn@epnqecxoﬁ HepBHOH CHACTEMBI [1]. PacrpocTpaHeH-
gocth XBJIL coctapiseT B cpenHeM 0,81—1,90 ciy4ad
Ha 100 ThiC. HACETICHWUA. ITo mauusmM O.C. JleBuHA, k XBIIT
OTHOCITCS OKOJIO 5% nonﬂﬁeﬁponawm B LI€TIOM, 1 60J1€e
20 % oHeponaTAi <HeACHOTO renesa» [2]. MyXquHbl
60JIEI0T HECKONBKO Jalle. KBTI MoXeT BCTPEarbCst B JIIO-
GoM BO3pacTe, HO MUK 3260/1€BAEMOCTH TIPAXOAUTCA Ha
B3pOCHBI# BO3PACT (cpenHuMit BO3PACT ne6rota — 43 JIeT),
[ip¥ 5TOM TalMEHTBL € XBJII crapuie 50 ieT UMEIOT MEHEE
GiarorpusATHOE TeICHNE OOJIe3HN 1 He[OCTATOUHBLA OTBET
Ha Teparuio [3].

B omrMuue OT JeTed MeHee TpeTH B3POCIBIX OOIBHBIX
CBS3bIBAIOT TIOSIBICHNAE fIepBbIX CUMITTOMOB XBIII ¢ xa-

KAM#-J1E00 I'Ipe,)II.HCCTBy}OH.H/IMI/I cobprTusaMu  (OCTPEIE
pecrnypaTopHeIe pupyCHbIe MHOEKLIAL, TP, FACTPOSHTE-
puT, BAKUMHALMA, XUpPYPrvecKue BMelIaTebcTa U Ip.)-
He uckoueHo, 4To CBASh XBHOII ¢ uHQEKIMOHHBIMA
riponieccamyl Ha caMoM fene Gomee, CUIPHAT, OJHaKO €€
BEISIBIEHIE OCTIOXHAETCA TEM, 4TO MALIEHTHI 4aCTO HE MO~
ryT HasBaTh TOYHBIN TEPUOA BOSHMKHOBEHMUSI TIEPBBIX
NpW3HAKOB 3260IeBAHNS. V KeHILH XB/IT1 HepeaKo Ae-
GroTypyeT Ha QOHE GepeMeHHOCT! (0OBIYHO 111 TprMecTp)
JUTH TTOCTIe POJOB, 9T, BEPOSITHO, oG BACHIETCS COCTOTHN-
eM cbmnonom‘{ecxoﬁ MMMyHOCYTIpecci B 3TOT TIEPUOA.
Bornee ueM y TONOBAHBL GOJIBHBIX XBJIIT HaunHACTCA He-
3aMETHO, TIEpBbIE CHMITTOMEL HecreLdUHbL i 4acTo He-
JOOLEHMBAOTCA Bpayamy Wi caMVIMU NTaLeHTaMu.
KmmugecKye NposTBIeHIST XBJII. Kax npasiio, TIepBbIE
a065! TaLMeHTOB € XBJII cBsizaHbl € HapyleHUAMHA
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HepBro-Mblweunsie 5O IE 3HE

TVBCTBUTE/ILHOCTH M MBIIIEYHOH CITA00CTHIO B KOHEYHOC-
7x. CeHCOpHBIE HapyIIeH!s IPEBAIUPYIOT B KIIMHUYE-
cXO¥ KapTHHE TONBKO y 5—8 % GombHBIX. Yaie Bcero
=BUTaTeNIbHBIN JeUIUT IIpeodianaeT Hal YyBCTBUTEIb-
=M MIOABNSIOTCS 3aTPYNHEHMS IIpYU XOnb0e, IMOoIbeMe
7o JECTHULE, TIPY BCTABAHUMY V3 TIOJIOXeHHs cund. Takie
2TpaHWYEHMS B TIOBCEIHEBHOM JXU3HM, KaK HEBO3MOX-
Z0CTB 3J1€3Th B BAHHYIO, CJIOXKHOCTH IIPY MTOABEME C HU3-
€OTO CTYJ/Ia, JYBaHA WIX YHUTa3a, 3aTPYIHEHVI TIPY IIOAbEME
=a CTYIEHBKY aBTobyca, MOTHBHPYIOT IallieHTa K 00pa-
TIeHUIO K Bpauy. Kak IpaBuio, ciaboCTh MbIILL KOHEY-
=0CTell CUMMETpUYHA, PACIIPOCTPAHAETCA TI0 BOCXOISIIEMY
=imry. TTo Mepe mpoTrpeccrpoBaHmys O0Ie3HY HapyIaeTCsa
127Kasi MOTOPUKA PYK U BO3HUKAIOT CB3AHHBIC C HEH
Z70KHOCTY C CaMOOOCIIyXrBaHeM. BoIbHEBIE IIOCTETIEHHO
ZEpPSIOT CIIOCOOHOCTD IIMCATD, TIEPEJBUTATECS HA GOJTBILIIIE
DACCTOSIHUS, HAUMHAIOT MCIIOJIb30BATh BCIIOMOTaTE IbHBIE
cpercTBa (TPOCTh, XOLYHKI, KPECTIO-KaTalKa), HyX/IaioT-
<5 B IIOCTOPOHHEM ITOMOIITH.

Tlockonpky XB/IIT npencTasisieT reTepOoreHHyI0 IpyIl-
IV XPOHMYECKMX ayTOMMMYHHBIX TOJMHEAPOIaTU, Cy-
TT2CTBYET AL ATUIINYHBIX POPM, MMEIOIIX OCOOEHHOCTU
LIMHUYECKUX NPOSBICHU. B HEKOTOPHIX CIydYasx BO3-
}OKHO NPEMMYILECTBEHHOE BOBICYSHIE IIPOKCUMAIBHBIX
OTIE]I0B KOHEYHOCTEI, MpeodiiafaHue CUMIITOMOB B pyKax,
ACHUMMETPUSL KIIMHNYECKVX TIPOSIBIEHMH (MyIBTHQOKaTb-
zag IpHoOpeTeHHas AeMUETMHU3UPYIOLIas CeHCOMO-
~opHasd Hejiporarus, Wi cuHapoM JIsonca—CamHepa).
OMHCcaHBI M30JMPOBaHHAs AUCTaNbHAs (IPHOOpeTeHHAA
THCTABHAS IeMUEIMHU3UPYIoLIas CUMMEeTpIYHas), Po-
xaTpbHas U ceHcopHas dopmer XBITT.

B KIMHWYECKOM KapTWUHE TUIMYHBIX M aTUITMIHBIX
DopM XB/II1 MoxxeT HaOMIOOATECSA TPEMOP ITJIBLIEB ¥ KHC-
Teif, a Takoke TIOpaXeHKe YePEeTHbIX HEPBOB (Jallle BCero
THIIEBOrO, IIA30IBUTATEIbHOTO). ByIb0apHEIi CUHIPOM,
¢71260CTb ABIXATEIbHOM MYCKYIaTypbl, TUCOYHKIM Bere-
taTMBHOI HepBHOH cucreMbl ipu XBJII BcTpevaroTcs
penxo (5—15 % cnygaeB) [4]. CyxoXuibHbIE PE(IEKChI
v 6ompHEIX XBIII BCeraa yrHeTeHBL. ATPO(QUY MBIIIIL
HOPMUPYIOTCSI OTCPOYEHO Ha (hOHE [UIUTEHHOTO TeUeHNs
$5ONE3HM TPU OTCYTCTBUM ITaTOTEHETUYECKOW TEPAIIVIH.
PaccTpoiicTBa MOYEMCITYCKAaHMS MOTYT HaOIIOAaThCs
v 5—25 % GONBHBIX ¥ CBA3aHEL B OCHOBHOM C HapYLUEHU~
2M MHHEepBaLl|K MOYEBOTO ITy3bIps ¥ apediekcuei eTpy-
30pa.

B psze cnydaes B cumnroMokomiuieke XBJIIT Bxomur
eltponaTudecKuii 60eBoi cuHnpoM. IlarmeHTs! oT™e-
3a10T 60JIe3HEHHbIE TTAPECTE3MH, JYBCTBO FKOKEHUS, «II0T-
3aHMe MypaIleK» B MUCTATBHBIX OTHENAaX PYK U HOL DTU
XaJ100bI MEHSIOTCS TIO CBOEH UHTEHCUBHOCTH B TCUCHUE
THS U, KaK [IPAaBUJIO, YCUIMBAIOTCA BEYEPOM U HOYBIO.

Xapaxrep Teyennsa XBTI MoxeT OBITH IIPOTrpeccupy-
IOUIMM M PELIUBUPYIOMIYM. B IIepBOM CITyJae CUMIITO-
\faTHKa pa3BUBAETCS ITOCTEIIEHHO, C IPOTPECCHPOBaHNEM
3 TeyeHue 8 Hex U Golee, MHOTIA C SNHU30IaMU CTaOMI-
satmn coctostHuA (28—74 % ciydaes). Penmnusupyromiee

TeyeHue IpOABIAeTCs HammgueMm Oomee 2 000CTpeHMM
¢ mepuonamu yayyurenust (14—45 %), 9To Takke Habo-
JaeTcs B TedeHUe 8 Hel u Gosee. B xauecTse OTAENbHON
dopmel Boizensercs XBIII ¢ ocTpbiM HayanoM, KOTopast
ne6GITHpYeT 10 TUIly ciuHApoMa Iniiena—bappe, onHaxo
B JabHENIIEM IIOSBIISTIOTCS ITIOBTOPHEIE YXYNIIEHNUS, CTaB
IIOBOIOM ISl U3MEHEHMS JTUArHO3a W, COOTBETCTBEHHO,
TaxTUKK neyeHus [5—8].

JInarnoctuka XB/III. Veranoenenue nuarnosa XBJITT —
HeTpocTas 3amaya, yTo OOBSCHSAETCS KaK MOIMMOpd-
HOCTHIO ¥ HeCTIEIU(UYHOCTHIO KITMHUYECKIX IIPOABIEHNIH
3a6oneBaHus B IebrOTe, TaK U HEZOCTaTOYHOM OCBEIOM-
JIEHHOCTBIO Bpauell NONUKIMHIIeCKoro 3BeHa [9]. Jlma
B3pocioit kareropuu GombHbIX XBJII XapakrepHEIMU
SIBJISIFOTCS TAKME OLIMOOYHBIC IEPBUYHbIE JUAaTHO3BI, KaK
JeTeHepaTUBHO-TUCTPODIIECKIE M3MEHEHNS II03BOHOY-
HYKa, TIOIMHEMpOTAaTysl pa3IuyHOIO TeHesa (Yalle BCero
YKa3bIBAETCS TOKCHYECKWH, DUCMETabOIMICCKUNA WU
HEyTOYHEHHHIH), apTPOIIaTys, apTpo3, HENOCTATOYHOCTD
apTepUaIbHOrO ¥JIM BEHO3HOIO KPOBOOOPAIIEHNST HYDKHIX
KOHEYHOCTel, JUCIIUPKY./ISITOpHAsl SHIIeDaIOTIaTHA U JIP.

BOJIBIIMHCTBO CIIELUANKCTOB B 00JIaCTH 3a00JIeBAHIA
nepudepruyecKoil HEpBHOM CUCTEMBI IPUIUIA K KOHCEH-
cycHOMy MHeHwIo, uto XB/III cremyeT momo3peBarh BO BCEX

 CITy4asIX IIPOTPECCUPYIOIIEN CUMMETPUYHOM MK aCMMET-

PUYHOM IONMPAIUKYTOHEHPONATHHI,, XapaKTEPU3YIOLIeH -
S pELIVBUPYIOIIUM YUY IIPOTPECCUPYIOLINM TeYCHUEM
Ha nporsxenuu 6onee 2 Mec [10]. DTOT IMAarHO3 TaxKe
MO>XHO TIPEAIIOarath y G0NBHBIX C IIOMHEBPUTHIECKUMU
PacCTPOMCTBAMYU IYBCTBUTEIBHOCTHU, CIIA00CTBIO B TPOK-
CYIMaIBHBIX TPYITIIAX MBILIIL, HapyLIeHIeM BUOpaMOHHOTO
¥ MBIIIIEYHO-CYCTABHOTO YyBCTBA, OTCYICTBHEM CYXOXIIThb-
HBIX pedekcoB 6e3 BEIpaXXeHHbIX Nape3os. Hacropa-
SKMBAJOLIUM (PaKTOPOM SBJISIETCS HECOOTBETCTBUE TSDKECTH
HEBPOJIOTHYECKOTO AebUITa TSDKECTH CaXapHOoro auabe-
Ta. DTO TI03BOJIET OTOMTHU OT CIOXHUBIIETOCI MHEHIS, YTO
IIPY HAJMYUy y GOBHOTO CaXxapHOro Auabera Wik Hapy-
LIEHUS TOTEPAHTHOCTH K INIIOK03€ €0 HEBPOJIOIMIecKast
CHUMITTOMATHKA He TPeOyeT MoMCcKa IPYyTruX IPUYMH.

CospeMeHHbIe KpuTepun nuarHoctuky XBITI ocHo-
BaHbl HA COBOKYITHOCTH KIMHUYECKUX U DJIEKTPODU3NO-
JIOTHYECKMX HaHHBIX. IIpuBemeHHbIE B CTaThe KPUTEPUU
NMAATHOCTUKY OBUIM YTBEPKIEHH! €BPOIEHCKIM COODLIE-
CTBOM CIIEIIMAIMCTOB B 00JIaCTH BOCIIAJIUTEIbHEIX II0pa-
>KEHU} HEPBHOM CUCTEMBI 1 MOTYT OBITh DEKOMEHIOBAHbI
K WCIIONB30BAHMIO B KIMHWYECKOM INPaKTUKE B HalleH
crpade. ClemyeT OTMETHTb, YTO TAKOM KIMHNYECKIA IIPK-
3HaK, KaK OTYETIIMBOE YIY4IIEHUE COCTOSHUS GOIBHOIO
B OTBET Ha UMMYHOTEPAUIO (KOPTUKOCTEPOUIRI, IUTa3Ma-
epes, BHYTpHMBEHHBLA uMMyHOII00ymH (BBUI)), Bo MHO-
IUX CITyYasiX OKa3bIBaeT HEOLEHMMYIO [IOMOIIb B YCTAaHOB-
ey guargosa XBIII.

JIOTIONMHUTENBHBIMU TECTAMM CYMTAIOTCS aHallu3
CIIMHHOMO3TOBOM XKMIKOCTY, MarHUTHO-PE30HAHCHAs
tomorpadust (MPT) ciiHHOMO3IOBBIX KOPEIIKOB U CILIE-
TeHWit, 61oTIcKs HepBa. B oTIdue OT TIIATENBHOU OLICHKY
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KIIMHIUECKON KapTUHBI, aHaMHe3a Y BRITIOTHEHUA YTBEP-
XIEHHOTO IIPOTOKONA BBITOJHEHME 3IeKTpOMUOrpadu-
yeckux (DMI') uccnenoBaHMii He ABIAETCS 00sI3aTeIBHBIM.

Knunnueckue kputepyu nuarsoctuxy XBIIT, mpen-
noxenuble EBponetickoit dhenepauneil HEBpOJIOTHYECKUX
o61ecTs/O61IecTB epudepuyecKor HEPBHON CHCTEMBI
(European Federation of Neurological Societies/Peripheral
Nervous System, EFNS/PNS) B 2010 ., mpencTaBiIeHb!
B Tab:. 1.

Ta6muua 1. Kiunuuecikue duaznocmuuecicue kpumepuu XBIIT (EFNS/PNS, 2010)

XBAII

TIpu COOTBETCTBUM JaHHbIM KPUTEPUSM NALUEHTY
B 00SI3aTEIbHOM MOPSIKE TOJDKHO OBITH ITPOBEAEHO DMI-
ucciaenosauue. Ilpu 3ToM B HalpaBICHUMU HEeobXoAUMO
yKa3aTh: «II0J03PEHKE Ha XBJIIT», uTo MpeAonaraer 06-
cIlefoBaHve GOIBHOTO M0 paCIIMPeHHOMY ITPOTOKOIY.
JTeMyeTMHA3UPYIOIIIHA TTATTEPH SIBJIAETCA KIIOYCBHIM
B nuardoctuke XBIII 1 BKIIIOYaeT:
« yBeNMYEHWE NVCTANbHOW JATEHTHOCTA MOTOPHOIO
orseta (M-oTBeTa) U S-OTBETA;

Xapaxmepucmuxa

CuMMeTpUYHEBIE IPOKCUMalIbHAsA U JIOuUCTallbHas MplIIeyHast c1aboCTh ¥ YYBCTBUTEIbHEIE HADYLLIEHUS B pyKax 1 HO-
rax, pa3BMBaIOLMECs B TCYEHUE HE MeHee 2 Mec

TumaHas B03MOXHO TTOPXXEHNE YEPETTHEIX HEPBOB

XpOHHYECKOE IPOTPECCHPYIOLIEE, CTYTIEHYaTO® MM PEIMAMBUPYIOIICE TEICHNS 3a00J1eBaHUA

OTCYTCTBYIOT MJIM CHUKEHbI CYXOXIUTbHBIE PeIIEKCE Ha pyKaX 1 HOTax

Hanuuvie Bcex npusHaxos TurmuyHoi XBITT, KpoMe TOro, TO CyXOXMIILHEIE pediiexcs MOTYT GBITh HOPMATBHBIMI
Ha MHTaKTHbIX KOHEUHOCTAX

BrigensioT 1 U3 mepeyrciIeHHbIX BApHaHTOB: ‘

* IPeUMYIIECTBEHHO TUCTabHas popMa (ripuoGpeTeHHas JUCTaIbHAs JeMUeTUHU3UPYIOIIas CUMMETPUYHAS);

- acuMMeTpHYHast hopMa (CHHAPOM JIstonca—CaMHepa);

« (hoxanbHas hopma (BOBIEUEHHE ILIEYEBOTO UITH [TOSCHUYHO-KPECTIIOBOTO CIUIETEHHs, IM60 1 1mm 6onee nepu-
(bepuuecKux HEPBOB Ha PYKe WX HOTE);

» MOTOpHAast HOpMa; *

« ceHcopHas (GopMa (BKITIOYas XpOHMYECKYI0 UMMYHHYIO CEHCOPHYIO TIONMPAIUKYJIONATHIO, TIOPAXKAOIIYIO LICHT-
PpaJibHble OTPOCTKY TTEPBIYHbIX CEHCOPHBIX HENUpPOHOB)

ATtunuaHas

Bonesus Jlaiima

Hudrepus

ToKCUYeCcKOoe BO3AEICTBHE JIEKAPCTBEHHBIX IPETIapaToB, BRISEIBAIOIIEE PASBUTHC HeMporaThu

HacnencrBeHHas TeMUAETNHU3UPYIONIasa HEHPOTIATHS

BrIpaxKeHHble HapyIIeH!s paboTsI CHUHKTEPOB

Iuarso3 MymsTU(OKATEHON MOTOPHOM HeHpOaTu1

IgM-MOHOKIOHANbHAs] FAMMATIATHA C BBICOKMM TUTPOM ayTOAHTUTEI K MHEJIMH-aCCOLMMPOBAHHOMY TIIMKONPOTEUHY
Jpyrie IpYYMHbL JeMUETMHUZAPYIOIIEH HefipOTIaTHy, BKIIoYast POEMS-CHHIPOM, OCTEOCKIEPOTUYECKYIO MUETIOMY, 1abeTYeCKyIO M HeIu~
26eTUYECKYIO TIOSICHMYHO-KPECTIIOBYIO PAlyKYJIOIIEKCOMNATHIO, nuMdOMY C TIOpaXXeHHeM IepudepryecKo HEpBHON CHCTEMbI, aMUIIOK/I03

]

Xapaxmepucmuxa

Hccaedosanue

AHanu3 JIMKBOpa IoBelIEHKE YPOBHS OEJKa MPU LINTO3€ MEHEE 10 seitkormToB Ha 1 MM? (CTENEHb PEKOMEHIAIIH A)

MPT HakoruieHue KOHTPACTA 1/HWK TUIepTpodus B 06MaCcTH KOHCKOTO XBOCTa, IIEeAHBIX I TOSICHUYHO-KPECTLOBBIX
KODEIIKOB JIMGO IUIEYEBOr0 WM [TOSCHIYHO-KPECTIIOBOTO cruteTeHui (CTeneHb PeKOMEHAnU C)

Hamrgue, 10 KpaitHeil Mepe, B 1 HepBe:

« HOpPMATIbHO! aMILTUTY/E! S-OTBeTa MKPOHOXHOTO HepBa NpH HapyIIeHUU aMIUIATYIBI S-OTBETA CPEUHHOTO
HepBa (TIPY UCKIIOYEHMH KapIalbHOIO TYHHEJILHOTO CHHJpPOMA) WI¥ CEHCOPHO# IOPLIMM JIyIEBOTO HEPBA;

- CPB < 80 % HypkHe rpaHULIbl HOPMBI

(wm < 70 % npy amruTHTyne S-0TBETa < 80 9 HYOKHE} TpaHULEI HOPMET);

« HapyILEHNs: COMATOCEHCOPHEIX BEIZBAHHBIX [TOTEHIIMATIOB DY OTCYTCTEMH 3260NeBaHMI LIEHTPANIBHOM HEpBHO!
CUCTEMBI

OMTI -uccienoBaHue
(ceHCOpHOE)

OTBeT Ha crreudUYEcKyIo

Tepammio OGBEKTUBHOE KIMHHUYECKOE YIIydIIeHHe COCTOSIHYS B OTBET Ha crietibHIYecKyIO Tepanmio (CTeeHb PEKOMEH ALY A)

JloKa3aTeNbCTBA JEMMETMHI3AIIMY 1/ I DEMUETTMHU3ALAN 110 NIaHHBIM 2NEKTPOHHOI MUKPOCKOIIMH WIH aHAI3a
PpacIleUIEHHBIX HEPBHBIX BOJIOKOH

Hpumenanue. IgM — ummyno2nodyau kaacca M; POEMS — noauneliponamus, 0peaHomezanis, SHOOKPUHONAMUSL, MOHOKNOHANbHBLI NPOMEUH, KOXC-
nble usmerenus; CPB — ckopochb pacnpocmpaHenus 6036yaicOeHUs; S-omeem — CEeHCOPHblil omeen.

Buorcus HepBa
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* 3HayMTebHOe 3amemneHue CPB 1o qBurateibHbIM 1 TyB-
CTBUTEJIbHBIM BOJIOKHAM IIepU(hepuIecKiX HEPBOB;
* u3MeHeHue ¢GopMBl M-0TBeTa C BO3HUKHOBEHUEM
noJrdasHbIX U/WIA TICEBIOIIONU(A3HBIX OTBETOB;
* YBEJIMYECHUE IIIUTENBHOCTY M-OTBETa 3a CUET ITOBBI-
LIEHMS TUCIIEPCUN, YTO OCOOEHHO ITPOSIBIISETCS TIPHU
PETUCTpallMK B OTBET HA CTUMYJLILIMIO TIPOKCUMATIb-
HBIX TOYEK IepuhepruIecKoro HepBa;
Hasrgye 6J10Ka IIPOBeNeHYS UMITYIbCa, OLIEHIBAEMO-
ro IO MaJeHWIO aMIUIMTYIBI M IUToliamu M-oTBeTa
B IIPOKCUIMAJIbHOM TOYKE CTUMYJISILIVU 110 OTHOUICHIIO
K nucTansHoi Ha 50 % u 6oiee;
BBIpAXXEHHbIE OTIMYMS IOKazaTeieil M-0TBETOB
u crenenu cHkeHUss CPB Ha pa3HBIX HepBax WX
Ha Pa3HbIX YY4aCTKAaX OIHOTO HEepPBa;
BHIP2XEHHOE YBEIMYEHNE JATEHTHOCTH ITO3NHUX OT-
BeToB (F-BOJIH) WJIM UX OTCYTCTBUE B pe3yJIbTare 0J10-
Ka MPOBEIEHUS Ha IIPOKCUMATIBHOM OTPE3KE WK KO-
peLUKe HepBa.
OMI-ucciaenoBaHue TOJLKHO OBITH BBITIONIHEHO 110 OIl-
DeIENCHHBIM IIPAaBIIaM, a IOMYIEHHBIE NaHHEIE COIO-
CTaBJIEHBI C 3NEKTPODUINOTOTUUECKUMU KDPUTEPUSIMU
XBAII (Tab6in. 2). Heo6xomumo, YTOOHI TeMIIepaTypa KoK
B 00J1aCTH TamMOHM cocTaBisuia He MeHee +33 °C, a B 00-
JIACTU HapyKHOU Jioaplkku — He MeHee +30 °C. TIpaBuia
obcnenoBaHUs MmanueHTa ¢ rnoxo3peHueMm Ha XBJIIT 3a-
KJIIOYAIOTCS B TOM, YTO TECTUPOBAaHUE CHAYaJIa IIPOBOJISIT
Ha OJHO¥ IIOJIOBUHE TeJa, IIPY 3TOM UCCIEAYIOT CpeNUH-
HBIif, TOKTEBOM (CTHMYJIALIMS HIDKE JOKTS), MaJIoGepLo-
BBIH (CTUMYJISILIMS HYDKE TOJIOBKU MajIoOEpLIOBOM KOCTH)
¥ 00nbIIeOepIIOBhli HEPBEL. Eciu MeXny pe3yiasraTaMKi
WCCIIEIOBaHMS U IPENCTABIEHHBIMEI KPUTEPHSIMHI UMEIOT-
CS1 HECOOTBETCTBUS, TECTUPOBAHUE BHITIONHAIOT Ha IPYTOi
TOJIOBUHE TeJla (MCCIIELYIOT Te 3Ke HEPBBI) M/ WIM OCYIIECT-
BJISIIOT IBYCTOPOHHIOIO CTUMYJISILIUIO JIOKTEBOTO U CPEIH~
HOTO HEPBOB B 00JIACTY ITOAMBIIIIEYHOMN BIIAMUHbI M1 B TOUKE
Bpba. BiioK IpoBeneHMs 10 MOTOPHBIM BOJIOKHAM JIOKTE-
BOTO CYCTaBa HE YUUTHIBACTCS, OH CUUTAETCS BEPOSTHBIM
TIPY CHYDKEHUU aMIUIMTYIBI M-0TBeTa IIpY CTAMYISALIMI
B OOJIACTH 3aIISICThS 110 CPABHEHUIO C aMIUTUTYIOM B TOUKE
Dpba He meHee yem Ha 50 %.

CiemyeT 00paTUTh BHUMAaHUE, YTO IIePBOHAYAIBHEBINA
TIPOTOKOJN O0OCIeHOBaHUS IMalUKdeHTa C ITOHO3PEHMEM
Ha XB/IT MmoxeT BKIIOUATh 4 IBUTATEIbHBIX HepBa. Of-
HAaKO YyBCTBUTEIBHOCTb IIPENCTABJEHHBIX KDUTEPUEB
MOXKHO TIOBBICUTD ITyTEM PaCIIMPEHUSI 00BeMa UCCIIeno-
BaHMA 0 5 ¥ OoJiee IBUraTeIbHBIX HEPBOB, CTUMYJISIINHI
KOPOTKMX BETBEH IUIEYEBOTO CIUIETEHMS, aHAIM3a IyBCT-
BUTEJIbHBIX HEPBOB. Ecnu xnmmuumdeckuit nuarno3 XBJITT
HE BBI3BIBAET COMHEHMSI, a TIOIyYEHHBIE 3JIeKTPOPU3U0-
JIOTMYECKWE TaHHBIE HE YOOBIETBOPSIOT COOTBETCTBYIO-
UM KPUTEPHUSIM, PEKOMEHAYETCS TIOBTOPUTh DMI-1c-
clenoBaHue yepe3 HeKoTopoe Bpemst [11].

COBOKYITHOCTD KIIMHUYECKUX U DIEKTPODU3UOTIOTH -
YeCKUX JAaHHBIX IIO3BOJISIET YCTaHOBUTH nuarHo3 XBJTI
¢ OoJIbIIEeH UM MEHBIIIEH CTEIIEHbIO BEPOSITHOCTH, OTHE-

CsI €TO B KaTerOpUIo JOCTOBEPHOM, BEPOSTHOM, BOZMOX-
"ot 1 XBJII, acCOLIMUPOBAHHOM C COIIYTCTBYIOITUMU
3aboeBaHusIMH (Tab. 3).

Hwarno3 XBIII yctaHaBIWBaeTCS METOLOM MCKITIO-
yeHus. ubdepeHUnaIbHO-IUaTHOCTUIECKU M PSIIT BKITIO-
yaeT pa3nmuHble 3a0oneBanus (EFNS/PNS, 2010):

* BUpYC UMMYyHoaehuuTa yenosexa (BMY);
nmmboMa;
ocreockiiepornyeckas muenoma, POEMS-cunnpom,
cuagpoM Kpoy—®ykasza, 6onesus Kactmemana;
* MOHOKJIOHAJIbHAS FaMMAIIaTHsI HeOpeIeIeHHOTO 3Ha-
YEeHUS;
* XpOHWYECKMM aKTWUBHBIN TelaTuT, rernatut C;
* BOCMAJIMTENIBHBIE 3200JICBaHNS KUILEYHUKA;

8
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Tabmuua 2. Snexmpogusuonoeuneckue kpumepuu XBIAII (EFNS/PNS, 2010)

Mo xpaitneit Mepe, 1 13 KPUTEPHEB, TIEPEYUCIIEHHBIX
HIDKE:
a) yBeJIMYEHHUE TUCTAIBHOM IaTEHTHOCTH M-0TBeTa
NIPY UCCNIEKOBAHMY 2 [BUTATEIbHBIX HEPBOB Ha > 50 %
OT BEPXHEU IpaHMIIbI HOPMBI (IJIS1 UCKITIOUEHHS CUHAPO-
Ma 3alisICTHOTO KaHana);
b) CHIDKEHME CKOPOCTH ITPOBENESHUS ABUTATEILHOTO
MMITyJIbCa 10 2 HepBaM Ha > 30 % OT HXHeH rpaHuLibL
HOPMBI;
C) YBETMUYEHHUE JIATEHTHOCTH F-BOJIH B 2 HEpBax Ha >
30 % ot BepxHeit rpaHUUBI HOPMEI (Ha > 50 %, eciu
aMIUTUTYa JUCTanbHOro M-otsera < 80 % oT HyXHE
TPaHULBl HOPMEL);
d) orcyrcTBue F-BonH B 2 HepBax Ipy aMILTUTYIE AUC-
TalbHOro M-oTBeTa, paBHOM > 20 % OT HYKHEN IpaHu-
LIl HOPMBI, & TaKKe HaJIM4ue Kak MUHUMYM eLue 1 mpu-
3HaKa JeMHUEITMHU3aLMu™ X0oTs 651 B 1 IpyroM Hepse;
1. JocTo-  e) YaCTMYHBIH MOTOPHBIH GJIOK IIPOBEAEHMS: CHIDKEHUE
BEPHBI  aMIUIMTYIBI TPOKCUMATBHOTO M-OTBeTa IO CPABHEHUIO
¢ pucTanbHEIM Ha 50 % (TIpy aMIUTUTYIe JUCTAIBHOTO
M-otBeTa, paBHOM KaK MUHUMYM 20 % OT HIDKHEN
TPaHUIIBI HOPMEI) B 2 HEpBaxX, WK B 1 HEpBe, a Takxe
HaIMYie Kak MUHUMYM elle 1 MpU3HaKa NeMUeIMHI3a~
uuu* X0Ts OBI B | IpyroM HepBe;
f) maTonoruyeckas TeMIOPaIbHAS AUCIIEPCHUS TIPH UC-
CIIefOBaHMM KaK MUHUMYM 2 HEPBOB (YBEIMYEHHUE K-
TeJIbHOCTH IIPOKCHUMAaNBHOTO M-0TBETa 10 OTHOLUEHUIO
K IucTansHOMY Ha > 30 %);
g) YBETHYEHHUE IITUTENBHOCTH QUCTATBHOro M-0oTBeTa
(MHTEpBAT MEXIY HaYaJoM 1-TO HEraTMBHOTO MUKa
¥ BO3BPAILEHUEM K U30JIMHUH IIOCIEIHEr0) [PY MCClle-
JOBaHUY KaK MUHUMYM | HepBa (CpeAHHHbII HEPB
> 6,6 Mc, JIOKTEBOI > 6,7 Mc, Maio6epLIoBLLit > 7,6 Mc,
601b111e6ePIIOBEL > 8,8 MC), & TAKKe HATUYHME KAK MHU-
HMMYM elle 1 Ipu3HaKa AeMUETUHU3ALUN* XOTS OBl
B 1 IpyroM Hepse

CHIpKeHue aMIUTUTYIbI IPOKCUMAIbHOro M-0TBeTa

IO CPaBHEHHUIO C ZUCTANbHBIM Ha > 30 % (32 uCKIIo-
YeHHEM 3aIHEero 60JbIIeOepIIOBOTO HEPBa), ECITU
aMILTHTYOa JUCTAIBHOrO M-oTBeTa > 20 % OT HYDKHEH
TPaHULIbI HOPMEI (B 2 HEPBAX), WIX B 1 HEPBE ¥ KaK MU~
HUMYM ele | KpUTepuit feMUeTMHU3aMK* XOTs GBI

B 1 IpyroM Hepse

I1. Bepo-
SITHBIA

III. Bo3-  Jl1060it U3 MpU3HAKOB, IIEPEYMCICHHBI B KDUTEPUH I,
MOXHBIM  HO BBISIBJIIEHHEIN TOJBHKO B 1 HEpBe

* Pesynomamet uccnedogarus ar060eo Hepea yooenemeopsaom 1 aobomy
Kpumepuro (a—g).
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Tabauua 3. Kameeopuu ouaenosa XBAII

TmarnocTmeckas | Heoﬁxo e
gareropus XBJIII e e nf
Knunyyecky TUITMYHAS WIK aTUIIMYHAs
XBIIT + DMTI'-xputepnit I; 1u6o
Hocrosepras BEpOATHAS XBE!}I'I + xoTs1 OBl | HomIepXXuBaio-
LM KPUTEPUiL; 160
Bo3moxHas XBJII + He MeHee 2 IOAnepXH-
BaIONIMX KPUTEPUEB
KiuMHuYecKky TUNIYHAS WIM aTUITYHAs
XBAII + BMTI-xpurepuit 11; 1160
Bepo. 2
poATHad Bo3MoxkHasg XBJIII + xots 651 1 monaepxxuBa-
JOLIMH KPUTEPUH
KimyHgecKy TUTMYHAS WIX aTUITMYHAs
Bo
o XBJIII + ®MI -xpurepuit 11T
Adceonaponanias JocToBEpHAast, BEpOATHAS 3
C CONYTCTBYIOLIMMHK XBIT DHAsI, BEPOSTHAs W BO3MOXHAas

3a60JIeBaHUSAMHU

* BOJIE3HU COETUHUTENBHOMN TKAaH! (BOTYaHKa, BACKYy-

JIUTHI ¥ IP.);

* TPaHCIUIAHTAIIUS KOCTHOTO MO3Ta 1 OPraHOB;

-+ IeMUEIVHU3ALM [IeHTPATbHON HEPDBHOM CUCTEMBI,
* HeDPOTUUECKMI CUHIPOM, '

* caxapHbIii 1uabeT;

* HaCJIeICTBEHHAs HeMpOmaTs;

* THPEOTOKCHKO3.

B nenax nuddepeHIInanbHOM TUardOCTUKH MalieH-
TaM Ha3HAYyaloT UCCIIEN0BaHIe IIMKEMUYECKOTro Ipodu-
JI, COIepKaHus IIIUKUPOBAHHOTO reMOTTI001Ha, O1OXHU-
MUYECKUI aHaIU3 KpOBY, IMMYHO3JIEKTpodope3 GENKOB
CHIBOPOTKH, ompezeneHue 6enxa beHnc-/IxoxHca B Mmoye,
MMMYHOJIOTMYECKUE TeCTHl i uckimoyeHus BUY-uu-
(deKInMK 1 BUPYCHBIX T'eIIaTUTOB, UCCIENOBaHMe YPOBHS
TOPMOHOB LIWTOBUIHOM XKeJe3bl, PEBMaTHIeCKOro Gak-
Topa, C-peakTUBHOro OenKa.

V B3pOCIIBIX BONBHBIX BO3HUKAET HEOOXOTUMOCTD JU(-
(dhepeHUKpOoBaTh MEIJICHHO IPOIPECCUpPYIONIEe TeUCHUE
TIONIMHERPONATUHI ¥ HAC/IEICTBEHHYIO IIaTONOTHIO. B Ti-
TIMYHBIX CIIy4dasix UCKIIIOYAIOTCS HACTECTBEHHBIE (DOPMEI
MOTOPHO-CEHCOPHOIA ITOMHeRpoIaTiy TUIIOB 14, 1B, X,
06YyCIIOBIEHHbIE MyTallusaMu B rerax PMP22, PO 1 KOH-
HeKcuHe 32. ACUMMETPYS KITMHIYIECKIX IIPOSBIEHUA MO~
JKET CTaTh OCHOBAHMEM JIJIs UCKITIOYEHMS HaCIeACTBEHHOMA
HeHpomaTuy ¢ IIPeIpaciioNioXEHHOCTRIO K NapainyaM
oT caasneHud (Myrtanys B rene PMP22).

OGHapyXeHHe CEKpelMy aHOMAIBHbIX Ig Ipu UMMy -
Ho3jIekTpodopese TpebyeT MPOBENEHNI KOMIUIEKCHOTO
reMaToJIOTMYeCKOro 00CIeIOBAHMS ITallMEHTA I MCKITIO-
YeHMS 3JI0Ka4eCTBEHHBIX JuMdornpondepaTuBHBIX 3a-
foseBaHuil (MueToMHas 60JIe3Hb, CEKPETUPYIOIIUE INM-
dombr, POEMS-cunnpom u z1p.). Eciiu MOHOKIIOHAIbHAS
cexperud IgA wmm IgG HocUT HOOPOKAYECTBEHHBIA Xa-
paxrep, miartoctupyercs XBJIIT, accolupoBaHHas ¢ MOHO-
KJIOHATbHOM raMMaraTreil HeolpeaeaeHHOIo 3HaYeHUs.
IIpu nobpokayecTBeHHOM cexperyu IgM ycTaHaBIMBaeT-
cq puarygo3 IgM-rapanpoTeMTHeMUYeCKOM JeMUETHU3Y -

DYIOLIEN TOJIMHEMPONaTHH C aHTUTEIAMU K MUETHACCO-
I[MAPOBAHHOMY INIMKOIIPOTeUHY M 6e3 Hux [12, 13].

AHaM3 CIIMHHOMO3TOBOM XWUIKOCTH IPU MONO3pe-
Huu Ha XBJII1 B HacTosIIIee BpEMS BHITOIHAETCS PEAKO,
TakK KaK JaHHag Mpolienypa IpearonaraeT roCIuTaln3a-
LIMIO, TIPUTOM, YTO ITOHABIISIONIee GONBIIMHCTBO IUarHo-
CTIYECKUX TECTOB IIPOBOIATCS aMOyIaTopHO. B Kimaccirye-
CKOM BapMaHTe 3TOT aHAIV3 BBIABIIAET IIOBBIIICHNAE YPOBHS
GenKa IIpU HOPMAILHOM LIUTO3¢ M OENTKOBO-KIETOYHYIO
nmuccoruaruo. ONHAKO 5TOT NMPU3HAK He OOJUIaTHBIA —
TI0 JAHHBIM Pa3HbIX aBTOPOB, B 62—100 % ciyyaes HabIiO-
naeTcs KOHIIEHTpalyst 6eika B CITMHHOMO3TOBOM XKIIKOCTA
> 45 Mr/mr. BaXHpIM SBISETCd HalUyye HOPMalbHOIO
COZepPKaHMS KIETOK, TIOCKONBKY TIPU LuTo3e > 50 KIIeToK
B 1 MM3 HEOBGXOIMIMO B IIEPBYIO OYEPEIh UCKIIIOYATh Y 60/Ib-
Horo BUY-unbeximio 1 HelipoOoppenros.

JIOTIOMHUTENBHYI0 NH(MOPMALMIO MOXET JaTh O0HA-
pyxenue nipy MPT yTONIIEHHBIX CIIMHHOMO3TOBBIX KO-
PEIIKOB U/MIIM TUIEYEBBIX WV OSCHUIHBIX CTUICTCHUH,
HaKaITMBAOILIKUX KOHTPACT, YTO CBUIETENIECTBYET O BOC-
TTATUTELHBIX W3MEHEHWSIX B JaHHBIX CTPYKTYPaX.

B mociienHue rombl IIg BU3yald3allid HEPBOB W UX
u3MeHeHui Hapgny ¢ MPT mpemioxXeHo UCIOoNb30BaTh
yisTpasBykoBoe uccnemoBanue (Y3U) [14—17]. Kaxnerit
U3 METOLOB, SBISASICH BCIIOMOTaTeIbHBIM HHCTPYMEHTOM
U3ydeHyd Neprudepudeckix HEpBOB, NMEET CBOY NOCTO-
MHCTBA ¥ HeLOCTaTKHU. JJOCTYITHOCTD U HU3Kas ce0ecTou-
MocTh Y3 mpuBeY K IIOBLIIIEHIIO HHTEPECA K BOZMOXK-
HOCTSIM 5TOr0 METOIA NPHY U3YIEHNY KaK HaCJIeICTBEHHbIX,
TaK 1 PHOOPETEHHbIX O0JIE3HeH nepreprIecKix HEPBOB,
B ToM ymcite XBJII [17—19]. CoHorpaduyeckas KapTuHa
npu XBIIT xapakTepusyeTcs CUMMETPUIHBIM YBEIHMIE-
HMeM [UTOLIAIM TIOIIEPEYHOTO cedeH s HepBoB [14, 19, 20].
V3 gBiseTcs HOIOJHUTENIbHBIM METOOOM B ClIydasX,
Korna npuxoxuTes muddepeHIpoBaTh MOTOPHEIE GOP-
M1 XBIIIT 1 MynsTi(OKATBHYI0 MOTOPHYIO HEAPOIIATHIO.
OCHOBHOE pa3Iuyre MEXIy pacCMaTpyuBacMbIMU NIATOJIO-
TMSIMH KACaeTCsl KaYeCTBEHHBIX YIBTPa3BYKOBbIX XapaKTe-
prcTrK. OIIcaHa TUIIOJIOT¥s COHOrpaduecKuX H3MEHEHHA
HEepBOB IIPH IIPOIOJEHOM U IOIIEPEYHOM CKaHMPOBaHUN
1 MIX 9aCTOTA, YTO IT03BOJISAET MCIoabp30BaTh Y3U Kaxk 1o-
OMHUTENBHBIM METOL B CIOXHEIX IuddepeHIUATHHO-
MUArHOCTUYECKMX ciydasx [21].

Buornicud HepBa B HACTOSIIEE BpEMs MPOBOIUTCA
B MCKIIIOUUTEIbHBIX Ciydagx. i uccnegoBaHus BbIOU-
paeTcsl JyBCTBUTENBHEL HEPB (OOBIYHO UKPOHOXHEIM,
PEXe — IIOBEPXHOCTHBI MaJIoOEPIIOBLI IV TIOBEPXHOCTHBI
JIy4eBoii HepB), GYHKIMI KOTOPOro, IO NaHHBIM KITMHU-
yeckoro ocMoTpa 1 DMI, napymena. Ilpu XBIII o6Hapy-
KUBAIOTCA MaKpOodaraCCoLMIPOBaHHasA NeMUEIIMHU3ALN,
npomrdepanys IBAHHOBCKUX KIIETOK, KOTOPbIE HOpMHU-
DYIOT CTPYKTYDBI, HATTOMUHAIOIIME JIYKOBIYHEBIE TOTIOBKY,
oTex ¥ MHGUIBTPAMIO MOHOHYKIIeapaMy 3HIOHEBPUS,
HATITYKe JeMUEIMHU3NPOBAHHBIX HEPBHbIX BOJIOKOH.

Ucxomst i3 BRILEN3TIOXEHHOTO0, ObLI COCTABIeH aJlro-
pUTM ycTaHOBIeHust quarHo3a XBIII (em. pucyHOK). CyTb
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Anzopumm ycmarnoenerus duaeroza XBIIT

ero 3aKJII0YaeTcsd B TOM, YTO HEOOXOIUMO B IIEPBYIO OYe-
pelb ¥ B3POCIOTO TMAIMeHTa MCKIIIOYMTh CaMble YacThie
IPUYMHBEl — HHTOKCUKALWIO aJKOTOJEM M CaxapHbIA
nuader. Kimuuyeckas KapTuHa 3a00eBaHUs U OCODEH-
HOCTY €ro TeueHMs IO3BONSIOT 3amomo3puTs XBJII,
KaK OJIMH 13 BO3SMOXHbIX [IMarHO30B, 1 HAIPaBUTh IALMEH-
Ta ga DMT -uccienosanye. B Xome 31eKTpOIMATHOCTHKI
MOATBEPKIAIOTCSA TOJIMHEBPUTHNYECKIH YPOBEHD IIOpaXxe-
HHS U ero XapakTep. Hamudue npru3HakoB JeMUeIHA3a-
LMY OOYCIIOBIMBAET PACIIMPEHIE IIPOTOKOJIa 00CIIeN0Ba-
Hus GompHOrO ¢ yyetoMm KpurepueB XBJ/III. Bo Bcex
ciyyasix nopospenus Ha XBJIT poBOIMTCS pacIlApEH-
HBbII MHCTPYMEHTAIBHEIH ¥ JIJA60paTOpHbIi AuddepeHy-
ATbHO-IMArHOCTHYECKHUI ITOUCK, TIOCTE YETO YCTaHaBIM-
BaeTCs OKOHYATENbHBIN TUarHos.

Jleyenue XBII. Teparms XB/III 6a3upyeTcs Ha IIpU-
3HAHWY BEIYIIEH IIATOTEHETIIECKOM PO ayTOMMMYHHBIX
MEXaHM3MOB. Pe3y/IsTaThl IIPOBEICHHBIX KOHTPOIMPYEMBIX
VICCIIENOBaHMii JoKa3amu 3 GeKTUBHOCT, KOPTUKOCTEPOU-
OB, IasMadepesa U BHYTPUBEHHOH MMMYHOTEDAIIMH.
DTH 3 AIBTEPHATUBHBIX ITO cBoell 3 (HEXTUBHOCTHI METOIA
JIEYEHUS OTHOCATCA K Tepamuu 1-i TMHUM 1 OyIyT IION-
poGHee OOCYXKIEHBI B JaHHOW CTaTbhe, TaK KaK MMEHHO
UX KOPPEKTHOe Ha3HauYeHWe YacTO fABJISAETCA 3aI0roM
YIAYYIIEHUSI COCTOSHUS OOIBHOTO 1 NOCTYDKEHMS PEMUC-
cuu. B kayecTBe mpenaparoB 2-1 JMHUM pacCMaTPpUBalOT-
cs LIUTOCTATUKY ¥ MOHOKJIOHANBHEIE aHTUATENA.

Bri60op HavansHOM Tepanuu XBIT ssiageTcsa Henpo-
CTOM 3aaueil 1 Bcerna ONUPAETCS Ha OITBIT Bpaya, 0COOeH-
HOCTU TeueHus 3a00IeBaHUs, IPUBEPKEHHOCTE ITAllieHTa
K JICYCHUIO, HAIMYHE ¥ HETO COITYTCTBYIOIIVX 3200/ IEBAHIIA,
LIOCTYIIHOCTb JIEKAPCTBEHHBIX CPEACTB B PETMOHE IIPOXM-
BaHUs. BOJBIIMHCTBO CIIEIUAIMCTOB CXOOATCS BO MHEHIH,
YTO IIpeX[Ie YeM Ha3HauaTh Te WX MHbIE IIpeTaparsl, He-

% e ObcnenoBaHne CeMbU

SMI-kputepun XBAON

Sy

&)

Oa nnu coMmHUTenbLHO

HeTt

00XOIMMO TIPOBECTH Oeceny C MaleHTOM, OObSICHUTD EMY
CyTh 3a00JIeBaHUsI, COBPEMEHHBIE IIOOXOb! K JIEYEHUIO,
BO3MOXKHBIE IT000YHbBIE 3(hHEKTEI, HEOOXOIUMOCThL B MO-
HUTOPUMHIE OTHOENbHBIX [TI0Ka3aTeNlell U TeCHOIO COTPYL-
HUYECTBA C JIeYalluM BpadoM. Beioop Tepanuu 1-# nn-
HUHU — pellleHKe, KOTOpOoe MPUHUMAET Bpad COBMECTHO
C TIAIIMEHTOM U er0 CEMbEH.

Bo MHOIVX CTpaHaX IIPeIIIOYTeHIE OTAAETCS KOPTUKO-
crepougaM. OoHAKO eIUHOrO MHEHUS O J03€, CXeMe JIede-
HUS ¥ XIPOJOJDKUTEIFHOCTH TEPATIHY IO CHUX ITOP He CyIe-
crByeT. OOBIYHO B3POCIBIM HasHayaloT IPETHU30JIOH
B 1o3e 60 MI/CyT eXeIHeBHO Ha MPOTSDKEHIN He MeHee 1 Mec,
C TIOCTEIIEHHBIM CHIDKEHMEM JO TONNEPKUBAIOIIEH JO3BI
5—20 Mr yepe3 meHb. [IponOIDKUTETFHOCTD TEPAIIIU MOXKET
BapbUPOBATh OT MECSLIEB IO HECKOJIBKUX JIET.

CyLUeCTBYIOT ¥ IPYTUE CXEMBI JIEYEHH: IIPHeM B 103€
2 Mr/Kr/cyT 4—6 HEL ¢ TIOCNEeNYIOIIAM CHIDKEHIEM HO3bI
B TeyeHme 4—6 Hex, 1100 1 Mr/KT/cyT 4—6 HEJL C IIOCIeny-
JOLIM 60JIe€ IIOCTENEHHBIM CHIDKEHUEM JO3bl IPONOJI-
XKUATENBHOCTBHIO 3—6 Mec, BO3MOXHO, IO IIOJTHOM OTMEHBI
[22]. HexoTopkie Bpauy Ha3HA4alOT IPEAHU30II0H IIEPO-
PaNIbHO B HO3€ 2 MI/KI/CYT Ha TIPOTSDKEHUH 3—8 mHeH
xaxnple 4 Hen [23] win OMHOKpaTHO yepe3 1 JeHb B N03€
2 MI/KT. DTH Xe aBTOphl PEKOMEHAYIOT IIepel HayaloM
[IEPOPANILHOTO TIpHeMa IIPeIHU30/I0Ha Ha3HAYaTh IIYJIbC-
TepaInuio METWINPEIHU30JIOHOM B TeueHHe 3—5 OHEH,
YTO Ha NPAKTHKE HCIIONB3YETCS TaKKe U NMPH TEKEIBIX
obocTpeHuIX 3a60JieBaHUsI ¢ OBICTPBHIM IIPOTPECCHPOBA-
HMEM T1ape30B.

OuesunHo, XBIII TpeGyer mpoBeneHus IIUTENLHON
MMMYHOCYTIDECCHH, YTO NOKA3hIBaeT Pa3BUTHE YaCTHIX
obocTpeHui Ha (hoHE HENTPOIOIDKUTEIBHEIX KYPCOB TEPaIT
KOPTHUKOCTEPOUIAMU C OBICTPHIM YMEHBIUEHMEM [03bl
[24]. PexoMeHIyeTCs IPONOIIKAT JIEUEHKE Ha IPOTIXE-
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HUU 3—6 Mec cO CKOPOCTBhIO CHIDKEHMS O3Bl He Gosee
5—10 Mr xaxgpie 2 Hell, TIPeXae YeM C YBEPEHHOCTBIO KOH-
cTaTUpoBaTh Hed(M®HOEKTUBHOCTS TPOBOIUMON TEPATIHHU.

AJBTEpHATHBA IPETHU30JI0HA — METWIIIPENHU30IOH.
EnnHCTBEHHOI 0COOEHHOCTRIO SBJISIETCS TO, YTO €0 H03a
B | TabieTKe coCTaBIsAET 4 MT, UTO B KOHEYHOM MTOTE IIPU
paspaboTKe CXeMBI JISYEHUS OTpaXkaeTcs JIALb Ha KOJIU-
YeCTBE MPUHUMAEMBIX ITAMEHTOM TabJIETOK 1 TEMIIE CHY-
JKEHUS H03BI (He 110 5—10 MT, a 1o 4—8 Mr Kaxble 2 Hex).

Ilpy HasHAYEeHUU KOPTUKOCTEPOUIOB HEOOXOOMMO
VYUTHIBATh PUCKH MMOO0YHBIX 3dhdexToB. KpaiiHe BaxHa
HCKITIOYNTENLHAS KOMIUIAEHTHOCTD NalyieHTa. Tinarenb-
HOE BLITIONIHEHME PEKOMEHIALINH Bpaya 110 IpohuIIakTh-
K€ ¥ MOHMTOPUHTY COCTOSIHUS Ha (DOHE CTEPOUIHON Te-
DAITAH ITO3BOJISIET MUHUMI3UPOBATh MTOOOUHBIE 3DMEKTEL.
Ilepen HasHAYEHUEM KOPTUKOCTEPOMIOB 1IeJIeCO00pasHo
MIPOBECTH KOMILUIEKCHOE OOCIeNOBaHKe, BKIIIOYAIOIIee
yiccleTOBaHKe KPOBY, QYHKITNHU ITOYEK, ITeYeHH, JIUITUI-
HOro Npo@uis, TITUKEMUIECKOTO IIPODUIS, COCTOSHMUS
KeJIYIOYHO-KHUIIIEYHOTO TpakTa (330(aroracTporyoaeHo-
CKOIMs); Y MalleHTOB TPYIIIbI pUCcKa — UCCIEeNOBaHue
[UIOTHOCTH KOCTHOM TKaHU (ocTeomeHcutoMeTpust). OmHo-
BPEMEHHO C KOPTUKOCTEPOUAAMHU Ha3Ha4yaloT IacTPOIpO-
TEKTOPBI (MHIHOUTOPE! IPOTOHHOM ITOMIIEL), CTPOTYIO IHETY,
oforaieHHyIo 0eJIKOM M KalnyieM, C OTpaHIYeHHEM JIETKO-
YCBOSIEMBIX YITIEBOZIOB, TIperiapaThl Kaybist (o 1000 MKT/cyT)
n ButaMuH D,, 6uchochoHaTs! ¥/ aeHAPOHOBYIO
KHUCIIOTY (110 HeoOX0OUMOCTH). PEKOMEHIYIOT IPOBOIUTH
OLEHKY reMOIMHAMUYECKHX [I0Ka3aTeslell y BCeX IalMeH-
TOB, OCOBDEHHO CTPANAIOIINX [UIIEPTOHNYECKOH O0IE3HBIO.
HasHayaroT KOHTPOJIb YPOBHS caxapa, Kajius, O1OXyMHU-
YeCKOro aHaIM3a KPOBU (XOJECTEpUH, MOYEBUHA, KpeaTH~
HUH, OMIMpYOHUH, acrapTaTaMUHOTpaHcdepasa, amaHu-
HaMMHOTpaHc(depasa) ¢ MepUOLUIHOCTBIO He pexe 1 pasa
B Mec4ll (P XOPOIIel epeHOCUMOCTY JIEYEHMST — pe-
e), OLIEHKY TUIOTHOCTY KOCTHOM TKaHu 1 pa3 B rofm, oc-
MOTp OKYJIMCTa 1 pa3 B TOX, 110 HEOOXOAWMOCTH KOHCYITb-
TAIMY IPYTHX CIENMATHCTOB (KAPIUONIOL, SHIOKPHHOJOT).

TaxkuM 00pa3oM, BeeHUE TalTueHTa, IITUTEIBHO IIPHU-
HHUMAIOIIETO KOPTUKOCTEPOUIBI, STBIISIETCS TPYHO BBIUIOJ-
HUMOM 3aadyeil.

ITnasmadepes mpu XBI1 B HacTosAILEe BpeMs IIpUMe-
HsIETCS pexxe. DTO CBSI3aHO IIPEXKIE BCETO C TEXHIMIECKUMU
1 OpTaHU3aLMOHHBIMU CJIOXKHOCTAMH, TaK Kak TpeOyloTcs
TOCIIMTANM3ALINS, HAIWNYHE COOTBETCTBYIOIIMX YCIOBUA,
IepcoHaa, alapaTyphbl ¥ PaCXOXHBIX MaTepranos [25].
HeManoBaXHyIo pOJib UTPAeT OIBIT Bpayei 110 IIPOBEIe-
HUIO BLICOKOOOBEMHOTO IUIa3Madepesa, 4To TakKe SIBJIs-
eTcsl 00g3aTeIbHbIM YCIOBUEM M1 IIPOBENEHUA TaKoro
pOoIa JIEYSHUS.

Dddexr or wiasmabepesa y GOIBIIMHCTBA OOTBHBIX
XBJIII mocTaTo4HO GBICTPHIM, HO HENIPOLOJKUTENbHEIN.
D10 00YCIOBIMBAET HEOOXOIUMOCTE IIPOBENECHMUS TIOBTOP-
HBIX TIPOLELYP C MHTEPBATIOM 2—4 Hel Ha MPOTSKEHUH
1 rona [26]. O6BeM sxcdy3uu ruiasMsl py nederr XBITT
TaKol e, KaK Ipy cuuapome Iiiiena—bappe (3a 1 ceaHc

yramstioT 30—40 MJT/KT IUIa3Mbl, Teparluio NPOBOAAT 2—3 pa-
3a B HeJeJIo B TeueHue 4—6 Hex).

B Bompoce HOCTIXKEHHUS peMuccum Iuiasmadepes
B KAUECTBE MOHOTEpAIIMH YCTyIaeT BHYTPUBEHHON MUMMY-
HOTepaIiy, KOPTUKOCTEPO¥IaM 1 IIUTOCTaTUKAM (LIUKIO-
docdan) [27]. Yaime Beero wiazmMadepes KOMOMHUPYIOT
¢ TIOCTenyIolel MMMYHOCYTIDECCOPHOM Tepamuen WIn
BBUT. Cpeny N0GOYHBIX IBICHUI HauOOI€ee YacTO BCTPe-
4a1oTCa TPOMOOGDIEOUT ITTyOOKMX BEH, apTepUalIbHaA THITO0-
TEH3M:, HapyllleH e 3JIEKTPOIUTHOrO bajjaHca, TUoab-
OyMUHEMMUS.

BuyTpuBeHHas umMyHoTepanus npu XBIIT Hamuia
mupokoe pumerenue ¢ 1990-x rogos. IloBoxom mociy-
SKWWIM PE3YIIBTATEI II0CIIEI0BATENbHO TTPOBEACHHBIX MYJIb-
THILIEHTPOBBIX PAHIOMU3NPOBAHHBIX IUTALIE00-KOHTPOJIH-
PYEMBIX MCCIIEMOBAHUM, KOTOPEIE IIPOJSMOHCTPUPOBAIH
spdextrBHOCTE BBUT yenoBeka, CpaBHUMYIO C IUIa3Ma-,
depe3oM U Teparueii KOPTUKOCTEPOMIAMU 1 COTIPOBOXK-
aeMylo JOCTaTOYHO BBHICOKMM YPOBHEM 0€30ITaCHOCTH.
IonyyeHHbIE Pe3YIBTATEL II03BOJIMIM ONHO3HAYHO PEKO-
MeHIOBaTh 3TOT criocob eyenviss XBJIII kaK y B3pOCIIbIX,
Tak u y netei [28, 29].

CxeMa BHYTpUBEHHOH uMmyHoTepanuu npu XBJIIT
3axmiogaercs B caenyiomeM. Craprosas H03a COCTaBIsIET
2 I/KT MacCHI TeJia alyeHTa. BBoauTh HEOOXOMIMOE KO-
JIMYECTBO IIperiapaTa MOXHO Ha IIPOTSXKEHUU 2—5 THEH.
DddexT OT TEpanuu HabIoIaeTcs, Kak paBuio, B TeYe-
Hue 2—6 Hell, YTO ONPEHEIISIEeTCS NIEPHOJOM TTOJTYBEIBEAE-
HUA Ipemnapara. EAMHOro MHEHMA O TOM, KaKOBBI JOJIKHBI
ObITh ToAHepkuBaoias 1o3a BBHI 1 uHTEpBaIBI MEXIY
uadysuamu mpu XBTT, B HacTosALee BpeMs He CYIIECT-
ByeT. BO MHOTOM 3TO OIIPEIENIAETCs XapaKTepOM TeUEHI
3a00JIeBaHMS, COCTOSHUEM OOIBHOTO, 3PHEKTUBHOCTHIO
NIPOBOIMMO TEPAITHH, €€ IIEPEHOCUMOCTBHIO ¥ JOCTYITHO-
CTBI0. PeKOMEHIyeTCs CTpEMUTHCS K MUHUMAIBHOM 103€,
[IO3BOJISTIOINEN TTOIIepXuBaTh peMuccuio. I1o maHHbIM
Y.A. Rajabally u coast. (2006), moanepxuBaromas r1o3a
MOXeT BapbupoBath OT 18 1o 108 1, mHTEpBAT MEXIY nHOyY-
3usgMu — oT 2 0o 17 uen. Ilpu sTOM MUHUMAIbHAS TTOA-
IepXUBaKoNIas 4038, aMIUTUTY/IA €€ CHIDKEHMS HE 3aBUCAT
OT MACCBI TeJIa, YaCTOTHI TOBTOPHBIX MHQY3UH, UIUTEIb-
HOCTY 3260J1€BaHNA WK CTENICHN NHBATUIN3AUUY Tali-
edTa M0 HAayala MMMYHOTEpamuu. BaXXHO OTMETHUTH,
YTO YMeHBILIEHME MO3BI Iperapara He acCOLMUPOBAHO
C YKOPOUYEHMEM MHTEPBAIOB MEXTY HHY3USIMHU.

OTIeIbHOTO BHUMAHMS 3aCIyXMBAaeT KpYyIHOMac-
TaGHOE MYJIBTHIEHTPOBOE PaHIOMU3UPOBAHHOE [BOM-
HOe cjiernoe IDianeb0-KOHTPOIMPYEMOE IEePEKPECTHOE
uccnenosanue ICE-study, 3apepienHoe B 2008 ., oLeHu-
Balolliee KPAaTKOCPOYHEBIA U JOITOCPOYHBIA S EKTEI
BHYTpHBeHHO# mvmyHoTeparmy pr XBJITIL. Oxo poBo-
JUITOCh ¢ rcmob3oBarueM 10 % pactsopa BBUT (Tamy-
wexc-C) u Bimoyano 117 Gonsuex XBIIL. Craprosas
mo3a BBUT cocrasmia 2 I/KT MaccChl Tejia ITalieHTa on-
HOKpATHO, TIOCJIe Yer0 BBOMMIACH ITONIEePXKUBAIOIIAs B IO~
3e 1 T/KT Kax/ple 3 Hell Ha IPOTSDXKeHUHU 24 Hell. Dddek-
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TUBHOCTB TaKO CXEMBI JIEUEHMSI TT0 CPABHEHMIO C IUIaLe00
oKasajach OYEBHIHOM, IIPU 3TOM IIOJIOXUTENBHbIA pe-
3yJIBTAT OBUI IOATBEPXKACH JAHHBIMU SIEKTPOGUINOINO-
THMYeCKOro MOHMTOPUHTA M PE3yJNbTaTaMU OLEHKM Kaye-
CTBA XXV3HU. Pe3yIETaThl BHYTPUBEHHON MMMYHOTEPAIIUY,
110 CpaBHEHMIO C IUTanedo: JOCTaTOYHO BLICOKMM IIPO-
1eHT oTBeTa Ha JeveHue (54 u 21 % COOTBETCTBEHHO),
HU3KWI TTpoleHT peuunuBa (13 1 45 % cOOTBETCTBEHHO),
GONBIIAS TIPONOKUTEILHOCTh PEMUCCUM, YJIy4IICHUE
KAa4ecTBa XM3HHY IAIIEHTOB. Y TIOTABIITIONIErO OOJIbIINH-
CTBa HaXOAWBIIVXCS Ha JIEYSHIY ITAITUeHTOB HabMoanach
CTOMKAS IIONOXUTENbHAS TMHAMUKA WM DEMHUCCHS IIPO-
IOJDKUTENBHOCTRIO 24—48 Hen. CTOUT OTMETUTh XOpO-
HIYIO TIEPEHOCUMOCTh TIPOBENEHHOM Tepaluu: 4acToTa
CEepBE3HBIX HEXeNaTeNIbHEIX SBICHU Ha (POHE IpUMeHe-
Hus 10 % pactBopa BBUT Ha 1 mudysuro cocrasuia 0,8,
TOTZAa Kax B IIalebo-TpyIire oHa Oblia B 2 pa3a BbIIle —
1,9 [30].

3aciIyXKMBaeT MHTEPEC IIPOCIIEKTUBHOE MYJIBTULIEHT-
pOBOE HeCpaBHUTENbHOE OTKpHITOE MccaenoBanue 111 da-
3pl PRIMA, Taxcke ITOCBSIIEHHOE M3y4eHMIo 3hdeKTB-
HoctH 10 % pacteopa BBUI (IlpuBuIKeH) y NalWEHTOB
¢ XBAII [31]. Oco6eHHOCTHIO ObLIO BKIIOYEHME KaK Ia-
LIMEHTOB, paHee MpuMeHsIBLIMX npenapatsl BBUTL (1= 13),
TaK ¥ TMOJy4YaBLUMX Teparuio Brepsbie (1 = 15). Cxema
3aKJII0Yaiach BO BBEIEHMM IperiapaTta B CTapTOBOM 1036
2 IT/Kr B TedeHue 2—5 AHEH, Ipy 3TOM IIOANEePKIBaKoILas
no3a 6bura | I/KT (Ha ycMOTpeHye Bpada OHa MOTJIa ObITh
yMeHBIIIeHa), MHTepBaI MEXIY BBeneHysamu 3 Hea. Ob1as
IIPONOJDKUTEILHOCTD JIedeHus cocTaBia 24 uen. Dddex-
TUBHOCTh ObUIa JOKa3aHa AOCTOBEDHBIM YBEIUYEHUEM
CWJIbI B IOMUHATHOM pyKe, YMEHbLICHUEM MHBAIAAM3A LN
no wkane INCAT (Inflammatory Neuropthy Cause and
Treatment). IIpuMegaTenpHO, YTO JIyYylle Ha JIEYEHHE
OTBEYAIN T€ MALIUEHTHI, Y KOTOPHIX PaHEe Y& ObUI OIIBIT
BHYTPUBEHHOM WMMMYHOTepanuu (MeXOy BKJIIOYEHHEM
MalyeHTa B MCCIENOBaHue W TTOCTIEIHUM JTHEM BBEICHMS
BBUTI npoxomuno He MeHee 10 Hexm), 10 CpaBHEHUIO C Te-
MH, KTO [IOJIY41JI STO JIEYEHUE BIIEPBEIC.

Hano oTMETHUTD, YTO CYIIECTBYIOT OCOOEHHOCTH OTBE-
Ta Ha BHYTPMBEHHYIO MMMYHOTEPAIIMIO Y OTIEIBHbIX Ka-
teropuii 6onbHbIX XBATII. Tax, manueHTsl ¢ 60see TKe-
JIOM CTETIEHbIO JBUTaTEIEHOTO NeUIUTa JEMOHCTPUAPYIOT
«IpaMaTH4ecKoe» YIyJlieHue B 601ee KOPOTKHIE CPOKH.
V nanueHToB ¢ NperMMyIeCTBEHHBIM BOBIEYEHUEM DYK
BHYTPMBEHHAS UMMYHOTepanys ObUIa 3HAYUTENILHO 3¢~
(QeXTUBHEE TEPAIIUY KOPTUKOCTEPOUIAMU, YTO TI03BOJIK-
JIO €BPOIIEHCKUM 9KCIIEpTaM PEKOMEH0BATh €€ JaHHOM
KaTeropyu 60JbHBIX B Ka4ecTBe Tepanuu 1-it muamm [32].

B ynoMsHyTOM BbIllle paHIOMU3UPOBAHHOM KIIMHU-
YeCKOM HCCIIEIOBAHUI OTIENbHOE BHUMaHUe ObIIO yIe-

JIEHO OLIEHKe 0e30IaCHOCTH BHYTPMBEHHOM MMMYHOTEPAITI
[30]. CaMbIMHM YACTHIMU HEXEIATEIbHBIMU SBIECHUAMH,
cBs3aHHbIMU ¢ nHOY3usMu 10 % pacteopa BBUT, 66Ut
ronosHas 60b (4,0 %) u runeprepmus (2,4 %). Cesizu
C BO3pacTOM, MaccoM Teja, TSLKECThI0O OCHOBHOTO 3200716~
BaHHUSA W PUCKOM IMOOOYHBIX 3¢ (HEKTOB HE 00HAPYXKEHO.
TaxuM 06pa3oM, pe3yIBTaThl JAHHOTO UCCIIEIOBAHNS IIPO-
IEMOHCTPUPOBATIM BBICOKII YPOBEHB OE30IT1aCHOCTH U XO-
POILIYIO IIEPEHOCHMOCTh BHYTPUBEHHOM MMMYHOTEpAITNU
[33].

Kaxk 65110 0TMEUeHO BhllEe, 3ddexT 10 % pacTBOopoB
ObUI JOKa3aH B XOIE MYJIBTULIEHTPOBBIX MCCIEIOBAaHUMI
ypoBHe# mokasatenbHocT A u C. Ceromssa Ha poccuii-
CKOM DBIHKE IIPUCYTCTBYIOT Kak 5 %, Tak 11 10 % pacTBOpSI
BBMUI, ogxako nocieqHue 061anaioT HEKOTOPEIMU IIPEU-
MyIIECTBaMH. B riepByio ouepenb, 6osiee BBICOKAs KOHIIEHT-
parivis TIperiapara BeIeT K yMEHBIIEHIIO 00beMa NHPY3WH,
MMeIOIIeMY OOJIBLIOE 3HAYEHUE ¥ OTHENbHBIX TTAIlEHTOB
(C COITYyTCTBYIOIIEH TOUEYHON, KapAUaIbHON! WY PECITH-
paTOPHOM maToyorueii). B cBs3U ¢ 3TUM DaHHBIA BUT, JIe-
yeHuss OoJjiee ITPEATIOUTUTENEH B AETCKOW IIPakTHUKeE,
y 0CIIaBJIEHHBIX, TTOXWIIBIX U OTSTOILEHHBIX COTTYTCTBYIO-
1ieli narosorueil 6oapHbIX. Kpome Toro, 10 % pactBopsl
00IaIaroT TaKOM XapakTepUCTUKOM, KaK BbICOKOE COAED-
xanue IgG (=95 %), uro ocobeHHO BaxkHO npu XBIII —
ayTOMMMYHHOM 3a00JIeBaHuM, B Tepanuu xKoroporo IgG
WTpaeT KII0UEeBYIO POJIb. BOJbIIoe 3HaUEHNE MMEET BEIOOD
npemnapara BBUT [34—36]. Huskoe conep:kaHue HaTpUs
u IgA, pusronormaeckast ocMoNsuTbHOCTh 10 % pacTBOpOB
00eCIeurBaoT BbICOKHI YPOBEHb 6€30I1aCHOCTH BEICOKO-
JIO3HOM BHYTPHUBEHHO! UMMYHOTEPAIIHK.

BonpImuHCTBO ITOO0YHBIX 3(h()EKTOB BHYTPUBEHHOM
MMMYHOTEPAITX MOTYT ObITh HUBEIMPOBaHBI [TyTEM CHU-
XeHHUsI CKOPOCTHY BBENEHUs mpenapara. B uensax npodu-
JIAKTAKY TOJIOBHOM OOJIM ¥ TUTIIEPTEPMUU B KAYECTBE IIpe-
MEIUKAIlX BO3MOXHO TPUMEHEHUE IrapaneraMoa,
AHTUTUCTAMMHHBIX IIPENapaToOB WX KOPTUKOCTEPOUIOB.

IIporro3 mpu XBJIIL. IIporzos mpu XB/II moxHO
CUMTATH B LIEJIOM OJIArONPUSITHBIM. BOJIBITHCTBO HaIn-
€HTOB OTBEYaloT Ha crieLuduyeckyro Tepamuio (70—80 %),
Ha3HAaYEeHHYIO BOBPEMsl, B aIEKBATHBIX J03aX U II0 PEKO-
MEeHIYyEMBIM cxeMaM. Bo MHOTHX CITy4asiX YIAeTCs JOCTUIb
CTOMKOM MEIMKAMEHTO3HOM pemuccuu. YacTh OONbHBIX,
TIOJIYUMBINKX JIUTEIBHYIO ITATOEHETUYECKYIO TEPAIIHIo,
MOI'YT HaXOQUThCS 0e3 IpreMa JaHHBIX IIPenaparoB J0-
CTaTOYHO IIPOHIOKUTEIbHOE BpeMsl. COOCTBEHHBIH OIIBIT
HabmoneHusa nauyeHToB ¢ XBJ/II1, mpoueammx MoIHo-
LEHHBIA KypC IMATOrEHETUYECKON Tepanuu (IIpoJoJDK-
TEILHOCTRIO OT 6 Mec 1o 1 ropa), noxasa, YTo JUIMTEIbHOCTh
PEMUICCHUM IIOCJIE OTMEHBI JICYEHUSI MOXET COCTaBJIATh
bonee 5 et
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