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[lepudepuveckas BacKyTUTHast HEHPOTATHSA
IPU CUCTEMHBIX M1 HECUCTeMHBIX BaCKY/IUTAaX:
KJIMHUKO-JUArHOCTUYeCKUe Mapauie/in

H.IO. Tonosay, E./]. Eeyduna®

' Knunuveckas 6onvHuya «Peopanus» [ocydapcmeerHozo ynpasaerus deaamu, 2. Kues
'Y «/Inenponemposckas meduyurckas akademus M3 Ykpaumwi», e. JJHenp

Pesrome. B orsiioBiii cTaTTi HaBeZeHO Pe3Y/IBTATH JOCTIHKEHHS IeprudepUYHOi BACKY/TITHOI HeHpo-
narii Mpy CUCTEMHUX i HECHCTEMHMX BaCKY/IiTaX. YpaKeHHs meprepHIHUX HEPBIB MO)XKe BUHHKATH
B KOHTEKCTi CUCTEMHOTO BACKYJITY cepefiHix i/a00 ApiOHMX CyfUH MOpsf, i3 3a1ydeHHsIM (araTbox
OpraHiB ab0 HeCHCTEMHOTO BaCKYJIiTy, 0OMeXeHOro meprpepruyHOI0 HEPBOBOIO CHCTEMOIO. SIK mpa-
BUJIO, BaCKY/IiTHa HelpoIarist Ma€ TeHJeHI1ilo J0 epeBXHOI JI0Kali3allil aTo/orii HepBiB y HIDKHIX
KiHIIiBKaX 13 BAHUKHEHHSIM JUCTaJbHUX CUMIITOMIB Ta O3HaK, sIKi BK/IIOYAOTh Oi/b, CIA0KICTB i 1M0-
PYILEHHS YyT/IMBOCTI B MicIi iHHepBalil 3 MOZa/BIINM ITOCTYIIOBUM 3a/IyYeHHSIM 0fAaTKOBUX Hep-
BiB IIPOTSTOM TIDKHIB a60 MicsuiB. JiarHocTHyHa oLjiHKa MOBUHHA OyTH cPOKyCOBaHA Ha O3HAKaxX
i cUMITTOMaX, sIKi BKa3yIOTh Ha OCHOBHE 3aXBOPIOBaHHS — CHUCTeMHHUH BacKy/miT. OfHaK, K10 Helpo-
TaTist € MaHipeCTHUM TIPOSIBOM BACKY/ITY 3a BiICYTHOCTI iHIIMX MOTO AIarHOCTHYHUX O3HAK, iCHYE
HeoOXiZHiCTb y TipoBefieHHi Giomcil HepBa. LIBiaKe po3mi3HaBaHHS WX KIIHIYHUX i ATOMOTIYHUX
0COOTUBOCTEN € BOKIUBUM JJist epeKTHBHILIOTO IiKyBaHHS MAL[i€HTIB i3 BacKymitamu nepudepuy-
HMX HepBiB.

Kirouosi c10Ba: Backy/miTHa HeHpomaris, CUCTeMHMI BaCKY/IT, HeCHCTeMHaA BaCKy/liTHA Hepomaris,

JiarHOCTHKA.

BackynuTbl npesicTaBsIOT COG0M KIIMHUYIECKH
pasHO00pasHyto rpyry 3a60/IeBaHMIi C THCTONA-
TOJIOTUYECKUMH MIPH3HAKAMH BOCIIA/IEHHST H TI0-
BpEX/IeHHUsI KDOBEHOCHBIX COCYZI0B, TIPUBOJSIIH-
MU K HILIEMHUYECKOMY TTOBPEXIEHUI0 TKaHei [2,
32]. B Tabn. 1 mpepcTaBieHa KiaccuUKaLys Ba-
CKY/IUTOB, aCCOLIMMPOBAHHBIX C MepudeprdecKon
HeHpoIaTHeH, B COOTBETCTBUY C PEKOMEeHALNSI-
mu [ MexxyHapoaHOIi KOHCEHCYCHOM KOH(pepeH-
uuu (Yamen-Xwun, 2012), MoguduIMpoBaHHAas
paboueii rpynmoit coobuiecTa no nepudpepude-
ckum HepBaum (Peripheral Nerve Society) [17, 32].

B paHHOM nuTeparypHOM 00630pe OCHOBHOE
BHMMaHUe y/ielleHO ONMCAHMIO TTOPayKeHU Ie-
pudepuueckoir HepsHoit cucremst (ITHC) mpu
TMIePBUYHBIX CCTeMHBIX BACKY/IUTAX, BACKY/IHUTAX,
00YCJ/IOB/IEHHBIX CHCTEMHBIMU 3a60/IeBAHUSMU
COeMHUTETbHOW TKAaHH, U HECHCTEMHOM BaCKy-
nutHoM Hewponatiu (HCBH). Kpome Toro, us-
BECTHO, YTO BACKyIMTHAas HEHPONMATHS MOXKET
ObITh OOYCJIOB/IEHa TMPUEMOM JIeKapPCTBEHHBIX

© U.IO. Tonosay, E./]. Eeyduna

npenaparoB, WHQEKIHUIMH, MeTabOTUIeCKUMHU
HapyLIEHUSIMK M OHKOJIOTUYeCKUMHU 3aboreBa-
Husmu. [Ipu Bcex BacKymuTax, Kpome TeX, KO-
TOpble OOYC/IOB/IEHBI HEMOCPEICTBeHHBIM BJIH-
siHreM WHQPEKIMOHHOTO TPUTTEPA HA CTEHKH
COCY/IOB, OCHOBHBIM MaTOT€HETHYECKMM MeXa-
HU3MOM SIB/ISIETCSI Qy TOMMMYHHBIi TPOLIeCC.
BackynutHasi  Helipomarusi  TpeBalHpyeT
Cpeiy TALMEeHTOB C Y3eJIKOBBIM IOIMAPTEPUH-
toM (YITA) — 65-85% mauueHToB MMEIT JaH-
Hoe KaMHMYeckoe mposiBieHue. [lpu ANCA-
aCCOIMUPOBAHHBIX BACKY/IUTAX TIepUepruIecKast
HeHpOMaTHsl SIB/SETCS IIUPOKO PACIPOCTPaHeH-
HbIM U XapPaKTePHBIM KIUHUYECKAM TPOsIBiIe-
HUEeM: TaK, P 503MHOPHIBHOM IPAHy/IEMATO3e
¢ nomanruutom (JI'TIA) oHa BbIsIBAsIeTCs ¥ 60-
80% GO/BHBIX, TPHU MUKPOCKOTIUIECKOM MOTHAH-
runte (MITA) — y 40-50% u nipu rpaHynemarose
¢ nomanruutom (ITIA) — y 20-25% [13, 19, 24,
30, 31, 49]. [Topaxerre I[THC moxxeT GbITH EPBOA
CUCTEMOU OPraHOB, BOBJI€YEHHOU B I1aTO/IOTNYe-
CKUHM TIPOLIeCC, U MAHU(ECTHBIM KIUHUIECKUM
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Ta6bnuua 1| Knaccvdukalys BaCKyIMTOB, aCCOLMUPOBAH-

HbIX C NepudepnyecKoin HerponaTmei

[varHoctnyeckne KpuTepum BacKyMTHOM

HerponaTn

MepBUYHbIE CUCTEMHbIE BAaCKYNUTbI

Backysnumel ¢ npeumyw,ecmeeHHbIM MopaxceHuem cocydos MmesnKo2o
Kanubpa

MUKPOCKOMUYECKMI1 NOANAHTUUT*

303UHOPW/IBHBIV FPaHYNEMaTo3 ¢ NoanaHriMmMTom (6onesHb Yapra —
Crpocca)*

[paHynemaTos ¢ NosIMaHrMMToM (rpaHynemaTos BereHepa)*
JcceHuUManbHan cMeLlaHHas KpuornobyamHemmn

(He accoummnpoBaHHas ¢ HCV-uHdekuuein)

IgA BackynuT (nypnypa LeHneiHa — leHoxa)

MMNOKOMMNIEMEHTHbIV YPTUKAPHbIA BAaCKYUT

Backynumel ¢ npeumyw,ecmeeHHbIM nopaxceHuem cocyooe cpedHezo
Kanubpa

Y3enKoBblIVi NOAMapTEPUUT

BacKynumel ¢ npeumyujecmeeHHbIM MopaxceHuem cocydos KpynHoz2o
Kanubpa

[MraHTOKNETOUHbIW apTepuUnT

OnpegeneHHan BaCKy/IMTHaA Heilponatus

Buoncua nepudepuyeckoro Hepsa COOTBETCTBYET rmcronatonoruye-
CKMM KpUTEPUAM ONpeaeseHHOro BacKynuTal + NpUCyTCTBYIOT KAUHK-
yeckue u nabopaTopHble AaHHbIe, aCCOLMMPOBaAHHbIE C ONpeaeneHHOoM
BaCKY/IMTHOW HellponaTneit?

BeposaTHan BacKynUTHaA Heﬁponama

KNAvHWYeckue NpusHaKuW, xapakTepHble A/1A BEPOATHOW BACKY/NUTHOM
HeiponaTum® + rMCToONaToNorMYecKne NPU3HaKM BEPOATHOTO BACKyIN-
Ta*; MM AMarHo3 CUCTEMHOTO BaCKy/IMTa, NOATBEPKAEHHbIN Buoncuei
(6MonCKA KOXKM AN MbILLL, COOTBETCTBYET KPUTEPUAM TMCTOMNATONONM-
YecKu onpeaeneHHoro BackynunTal) 6e3 KAMHUYECKUX NPMU3HaKoB

Bo3MoOXKHanA BaCKy/IMTHaA HeilponaTus

Buoncusa nepudepryeckoro HepBa MM MbilLbl He BbINOAHEHA UK He
COOTBETCTBYET KPUTEPUAM A1 ONPEAENEHHOTO MW BEPOATHOTO BaCKy-
NIUTa + NPUCYTCTBYIOT KAMHUYECKME NPU3HAKK, XapaKTepHble Aas onpe-
[eNeHHOM BaCKy/IMTHOM HeilponaTumn?

Backynumel ¢ nopaxceHuem cocyoos pasau4Ho2o Kanubpa
bonesHb bexyeta

BackynuTbl, cBA3aHHbIE C CUCTEMHbIMU 3a6oneBaHnAMM

CucmemHsle 3a60s1e8aHUA coeduHUMenbHol MKaHU
PeBMaTouaHbIN apTpuT

CucteMHan KpacHaA BONYaHKa

CuHapom LerpeHa

CuctemHan cknepogepmumsa

CmellaHHoe 3aboneBaHue coeanHUTENbHOW TKaHU
Jdepmatomnosut

CapKoudo3s

bonesHb bexuema

BocnanumesnsHblie 306071€8aHUA KUWEYHUKA

BacKynuTbl € YCTAaHOBJ/IEHHOM 3TUONOTUEN

BacKynuT, accoummnpoBaHHbIi ¢ nHbekumeit (BUY, uutomeranosupyc,
npokasa, 6onesHb Jlarima, Yenoseyeckunii T-numdoumTapHbili BUpYC |,
napsoswupyc B19)

KpunornobynmHemMmnyeckuii BaCKyIMT, accoLmMmpoBaHHblin ¢ HCV-
MHdeKumen

BacKynut, accoummpoBaHHbIin ¢ HBV-uHbekumnei
JleKkapCcTBEHHO-UHAYLIMPOBAHHbIW BAaCKy/IUT

BacKy/nT, accoLMMPOBaHHbIV CO 3/10KaYeCTBEHHbIMMU
HOBOOB6pa3oBaHMAMMU

BacKy/MTbl C NOpaXeHNeM O4HOro opraHa — nepudepuyeckoi
HEepPBHOW CUCTEMbI

HecuctemHas BacKy/IMTHaA HeliponaTua
Mwurpupyiowan ceHcopHas HelponaTus BapTteHbepra
MocneonepauMoHHas BocnanuTeibHas Heliponatus
Hespanruyeckana amuotpodus (BepoAaTHO)
[nabeTnyeckan paMKyaonieKkconaTus
HecucTemHbIi KOXKHO-HEepPBHbIN BaCKyAUT

KoKHbIl1 y3€/1IKOBbI NOMapTepPUUT

[pyroi

Ipumeuanue. * O6bruHo ANCA (aHmunelimpoguibHsie yumo-
naasmamu4veckue aHmumeﬂa) — accoyuuposaHHbsle 8acKyaumol.
MPOSIB/IEHUEM, [JAIOIIMM TepBble JUATHOCTH-
YeCcKd 3HaYMMble TIPU3HAKU [30]. Backynurhas
HEUpOMaTHsl TAKXKe MOXET ObITh AUArHOCTHPO-
BaHA MPH KPUOTIOOYTMHEMUYECKOM BAaCKY/IUTE,
ACCOLMMPOBAHHOM C XPOHUYECKUM BHPYCHBIM
rematrutom C (BI'C) (permcrpupyercst y 60%
GonmbHbIX) [27]. KpoMe TMepBUYHBIX CHCTEMHBIX
BACKY/TMTOB, BaCKyJIUTHas HEUPOMATHS MOXKeT
OBITh MPOSIBIEHUEM CHCTEMHBIX Ay TOUMMYHHBIX
3a60/1eBaHNH, TAKKUX KaK PEBMATOU/IHbIM apTPHT,
CHCTeMHasi KpacHasi BO/TYaHKa, MEPBUYHBIN CHH-
apowm lllerpena u cucreMHast ckiepogepmust [27].
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Tpumeuarue. Adanmuposaro Hamu no [28]:

I — UuHpuabmMpayus cmeHKu cocy0o8 BOCNAAUMENbHbIMU
KJAemKaMmu, conpogo¥cdaemMas NAMO0UYECKUMU NPU3HAKAMU
0CMPO20 UAU XPOHUYECK020 nospexcdeHus cocyducmoll cmeHKu,
u Hem dokazamenbcme Opy2020 NEPEUHHO20 3a601€8AHUS, KOMOPOe
umumupyem eackyaum (aumg@oma, aumgpomamoudHsili 2pamyaema-
mo3 uau amuaoudos) [17];

2 — 27eKmpoduazHOCMUYecKUe NPUSHAKU MYAbMUBOKANLHOU
UMU acummempuyHOU Helponamuu, KAuHUYecku onpedeneHHas
MYAbMUPOKANLHAR UAU ACUMMEMPUYHAS Heliponamuu, 6bicmpo
npozpeccupyiowas Hetiponamus, 60U, NOSbIWEHHAS CKOPOCMb
0cedaHus 3pUMPOYUMOB, NosblweHHble ypogHu C-peakmueHozo
6eaka, peemamoudnozo @akmopa, Mmuenonepokcudazvi-pANCA,
B -mukpoznobynuna u pakmopa pocma sndomenus cocydos (VEGF);

3 — anekmpoduazHocmuyeckoe, U 06seKmueHoe uccnedosa-
HUe, UAU KAUHUYeCKUe NPOSBNeHUS, MUNu4Hble 018 8aCKYAUMHOU
Hellponamuu Mynbmug@oKaIbHOL uiu acummempuuHoll, ¢ 806/e-
YeHUEM CeHCOPHbIX UJU CEHCOPHO-0BU2AMENbHbIX HEpeos, ¢ npe-
061a0arwuM 8osIeHeHUEM HUNCHUX KOHeYHOCMmell, XapakmepHble
6onegble npucmynol;

4 — Kpumepuu onpedeieHHOU 8acKyIUMHOU Heliponamuu He
NOAHOCMbIO NpedcmasneHbl, Helponamus S6Afemcs npeumyuje-
CIMBEHHO AKCOHAMLHOL, U NPUCYMCMEYI0M NepusackyasapHoe 80c-
naneHue naKC NPU3HAKU cocyducmozo nospexcdeHus AU nAmo.no-
2udeckue npedukmopul 8acKyaumHol Heliponamuu [17].

CoobuecTBo 1o nepudepruyeckuM HepBaM
(Peripheral Nerve Society) omy6iukoBao
OVATHOCTUYECKHWEe KDHUTEePUU OmpejesieH-
HOW, BEepPOSITHOM W/IM BO3MOXHOU BaCKYy/IUT-
HOU Hedpomnaruu [17], JaHHbIE TPeACTaBIEHbI
B TaOI. 2.

[lepBuYHBIE CHCTEMHbIE BaCKY/IUTHI.
[TepBUYHBIE CHCTEMHBIE BACKYTUTHI KIaccudpU-
IUPYIOT B COOTBETCTBUU C JUAMETPOM IOpa-
YKEHHBIX COCYZIOB, BK/TFOYAst TPU T'PYIIIIBI: BACKY-
JIUTBI COCYZOB MAJIoro, CpefHero u OGOMbLIOro
Kanubpa [32]. Yacrora Heliponaruu mpu pas-
JIMYHBIX 3a00/1eBaHUSIX BapbHpYeT oT 5 10 80%.
OpHaKo, MOCKOJIBKY InaMeTPhl HEPBOB COCTaB-
JISIIOT OT 50 IO 300 MKM, BacCKy/JIMTHasi Heipo-
TMaTHsl BCTPeYaeTCs [IaBHBIM 00pa3oM MpH Ba-
CKY/TUTaxX MaJbIX U CPeSHUX cocynoB. Yacrora
Pa3BUTHS BACKYIUTHON HEUPOINATUH 3aBUCHUT
OT HO30/I0TUYeCKO# pOPMBI CHCTEMHOTO BaCKY-
JINTA, Ha pOHE KOTOPOTO OH Pa3BUJICS.

BE3KOLUTOBHA |

on-line | c.78
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Backyaum cocydos 6onbwozeo kaaubpa. Backy-
JIUT COCYZOB OOJBLIOr0 KannuOpa BKII0YaeT B cebst
ZBa 3a00/I€BaHMsI: TUTAHTOKJIETOYHbIH aPTEPUUT
¥ HecrenuIecKuii a0pToapTepUUT (apTEPUUT
Taxasicy). O6a 3a6oseBaHUsI OOBIMHO HE TIPUBO-
IAT K eprueprvecKuM HeHpPONaTHsIM, a BbI3bI-
BAIOT peVMYILieCTBeHHOe I0paykeHHe LIeHTPaJlb-
HOW HEpBHOW CHUCTEMBI.

Backynum cocydose cpedrezo kanubpa. B ary
TPYIIY BXOAAT KJIACCUYECKUH Y3€/IKOBBIYA IIO/H-
aprepuut (YITA), 6oesup KaBacaku u oGnure-
pupyowmii Tpomboanruut (6one3nb MuHuBap-
tepa — broprepa). /IBa nociesHvix 3a60eBaHuUs
He CBSI3aHBI C HelponaTuel, B TO BpeMsl KaK IIpU
YTIA nopaxenue [THC HabmromaeTcst JOBOMBHO
4acTo.

Vzenkoewiii nonuapmepuum (YITA). YIIA —
9TO CUCTEMHbII HeKPOTUYECKUH apTePUUT, IIPU
KOTOPOM B TaTOJIOTMYECKUI MPOLeCC BOBJIEKa-
I0TCSl MBIIIEYHbIE apPTEPUH CpefHero Kanubpa;
apTepHOJIbl, KaWUISIPbl M BeHYIbl B GOJIBIIMH-
CTBe CTy4aeB He mopaxatorcs [29]. YIIA — ato
MMMYHOKOMIUIEKCHBI BaCKY/IHUT, KOTOPHIM B
1/3 cIy4aeB acCOLMMPOBAH C BUPYCOM TemaTu-
ta B [26, 29]. ViHTepecHo, uTo Apyre XpoHU-
Jyeckre MHQEKIMH, Takue Kak mapBoBupyc Big,
BupycHbiii rematutr C, BUY nmm cTpenTokokk,
TalOKe MOTYT y4aCTBOBAaTh B IaTOT€HETHYECKHUX
MexaHu3Max passutug YIIA.

Habmogaemoe cHmwkeHre 3a001€BaeMOCTH
YIIA B HacTosiiiee BpeMsi MOXKeT OBITh CBSI3aHO
C IIMPOKO PaCIpOCTPAaHEHHOW BaKUWHalUen
NPOTUB remaruta B. B ominyue oT BacKyIuTOB,
ACCOLIMMPOBAHHBIX C AHTUHEMTPOPUIBHBIMU
uMTorUIasMaruueckumu  antutenamu (ANCA),
anst YITA HeT TunuyHbIX ayToaHTUTeN. KnnHuye-
CKY€e CUMIITOMBI BKJIIOHAIOT B celsl TIOTepIo Beca,
ceT4yaToe UBeZ0, 6OIb B TMYKAX, MUAJITHIO, MO-
paXeHUe TMOYeK M aHeBPU3MbI BHUCLepalbHBIX
apTepuii (4, 20]. 3a UCKITIOYEHNEM JIETKHUX, B T1a-
Tonorudeckuii npouecc npu YIIA moxer Bosre-
KaThCsl IPAaKTHYECKH TI000I BUCLIEPaIbHBII Op-
raH, HO CTeIleHb IOP)XeHNsl OPTaHOB BapbUpyeT
B IIMPOKUX Tpe/iesiax.

[lopaxxeHne mneprdepUvyecKux HEpPBOB IpU
YTIA — a0 Hauboee YacToe KTMHUYECKOE MPO-
sIBJleHHe BaCKY/IUTA, YTO MPUBEJIO K BKIIOYEHHUIO
HelpOIaTUX B KPUTEPUU JUArHOCTHKU. Backy-
nuTHas Heiipornatusi npu YIIA Haunbonee wacto
NPOSB/ISIETCS B BUJjle MOHOHEBPUTA WU MY/IBTHU-
$OKaIbHOM HeMpomnaTuu (MHOXECTBEHHBIN MO-
HoHeBpHT) [30]. [Topaxkenne [THC (MHOXecTBeH-
HbII aCHMMETPUYHBII HEBPUT C peob/1alaHreM
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MOTOPHBIX HapyLUIeHHU#) BOSHUKAET y GOJbLINH-
crBa manueHToB (75-80%). BricTpoe BoBeue-
HHe MHOXeCTBeHHbIX HEPBOB MOXeT IPUBeCTU
K TIOSIBJIEHUIO T€HePA/IM30BAaHHOM HeMpONaTHUM.
Wuorga YIIA Bbi3bIBaeT aucTanbHble CEHCOPHbIE
NOMMHeponaTuy, NMOMUPAAUKY/IONATUH, IUIeK-
COTIATUH MJTM YMCTO MOTOPHBIE HEUPOTIATHH [30].
Ouenp yacto nopaxxenue ITHC npu YIIA BbissI-
BaeT CHIbHYIO 60Jib (MHOTZA TPeOYIOLy0 Ha3Ha-
YeHUsI HAPKOTUYECKUX AHATBI€THUKOB), Pa3iny-
Hble JBUTaTe/IbHble HApyIIeHUs ¥ TpopUIecKue
HOpaKeHUs1 MbILI, ¥ Koxxu. Haubonee trmuyHo
BoB/leyeHre B mpouecc n. radialis, n. medianus,
n. ulnaris, n. peroneus profundus, n. peroneus
superficialis u n. tibialis.

BaHelillee KIMHUYeCKOe 3HAUYeHHe VMe-
eT aCUMMETPUYHBIM XapaKTep MOpPa)XeHHUs, 4YTO
M03BOJISIeT OTIMYUTh MHOXXECTBEHHBI HeBPHUT,
00YC/IOB/IEHHbII CHUCTEMHBIM BACKYTHUTOM, OT
CHMMMETPUYHOUN Teprudepuveckor HelpomaTuu
IO THITy «HOCKOB» U «II€PYaTOK», YaCTO pa3BU-
BAIOLLIEICsT y GObHBIX CAaXapHBIM IHAGETOM HITH
ankoronuamoM. Kpome Toro, aist suabeTnyeckoit
WIM a/IKOTO/IBHOM TeprdepryecKoil Heipoma-
TUM He XapaKTepHbI ABUTaTe/IbHble HapyLIeHNs,
TOTZA KaK TepudepuvecKuil HEBPUT B PaMKax
YITA mouTy HeW3MeHHO BBI3bIBa€T MOTOPHbIE
AUCPYHKUMHU (BIIOTH O TepU(pepUYecKoro Te-
Tpamapesa).

[ucTonoruyeckre 0COOGEHHOCTH BKIIOYAIOT
MHQUIBTPALUIO CTEHOK COCYAOB MOTUMOPHO-
SA€PHBIMH HeUTpodUIaMU TPEeUMyLIeCTBEHHO
B MeCTax pa3BeTB/ieHUs cocyzoB. [Ipy akTHBHOM

W

— NS ¢y A 4

Y3€MKOBbI nonmapTepumt. broncys

NOBEPXHOCTHOrO ManobepLIOBOro HepBa. TpaHCMypabHas
NHOUABTPALMA BOCMANUTENBHBIMU KETKaMM C MoYTH
NOSIHOM 0bNMTepaLMel NpocBeTa cocyaa. [NapadrHoBbI
Cpe3, OKPaLLEHHbIN FeMAaTOKCUAMHOM U S03MHOM.
Motorpadus 3aMmcTBOBaHa 13 [15]
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nporuecce 4acTto Habmogaercs GpUOPUHOUAHBIN
HEKpOo3.

Ha puc. 1 mpeacTaBieHa THITMYHAsE HAaTOTHCTO-
JIOTUYecKasi KapTuHa buorncuu HepBa pu YITA.

Bonee yem y 90% manuentos ¢ YA umerorcs
J1abopaTopHble CBUJETETbCTBA CHCTEMHOTO BOC-
TIaJIeHUs B BU7Ie TIOBBILIEHHSI CKOPOCTH OCeJaHUS
SPUTPOLIMTOB, CHIBOPOTOYHOTO C-peakTHBHOTO
GeJika WK KOJIM4eCTBa TPOMGOIUTOB [4]. YpoB-
HU CBIBOPOTOYHOTO KOMIIJIEMEHTA MOTYT OBITH
KaK HOPMaJIbHBIMH, TaK ¥ HU3KUMH. Y TaljiieH-
ToB ¢ YIIA, accoMMpOBaHHBIM C renatutom B,
Bcerga 0OHapPY)KUBAIOTCS CHIBOPOTOYHBIE YPOB-
HH MTOBEPXHOCTHOTO aHTHTeHa remarura B [30].
[Ipy mopaxeHUM OpraHOB OPIOLIHOW NONOCTH
00ObIYHast QHTUOTPAdHsi MOXKET BBISB/SITH MeIl-
KOBH/JHbIEe MM BepeTeHOOOpa3Hble MUKPOaHeB-
PU3MBI U CTEHO3 B COCYAAX CpPeJHero pa3mepa
TMIOYEYHbIX, TIEY€HOYHBIX U OPBDKEEUHBIX apTe-
puii, KOTOpble B HAZJIeXalleM KINHHUYECKOM
OCMOTpe SIB/ISIOTCS BOXHBIM JUArHOCTUYECKUM
kpurepuem YIIA [20].

Backynum cocydos manozo kanubpa. ANCA-
accoyuuposanHble sackyaumsl. ANCA-accouu-
MPOBAHHbIE BACKYITUTHI B OCHOBHOM IIOPA)KAIOT
ApTepUU MaJIOTo KaIMOpa: apTePHOJIbL, KAIHILIS-
DBI 1 BEHYJTBI B psifie TKaHek-Muweneii [37]. [Tpen-
LIeCTBYIOLIME WM CONYTCTBYIOIME CHCTEMHBIE
CHMITTOMBI — JIMXOPa/JiKa, HOYHas! TIOT/IMBOCTB,
TOBBIIIEHHAs! YCTA/lIOCTh, MOTEpPsl Beca — SIBISI-
0TCST OBIIMMU 17151 BceX BaCKY/UTOB [4]. Kakzpiid
Y3 3THX BACKYITUTOB UMEIOT PsiJ, CrieliupuIecKrx
CHMIITOMOB.

Tak, gnst mauuentos ¢ JITIA xapakTepHO Ha-
JIMYYe JJINTe/TBHOTO aHaMHe3a acTMBbI M IIpUeM
AHTAarOHUCTOB JIEMKOTPUEHOBBIX DELENTOPOB.
[locsie MHOTMX JIeT TMPOAPOMATBHOTO TEPUOZa
(acT™bI, prHKTA) Y GO/TBIIMHCTBA MALEHTOB Pas-
BMBAeTCs NepeMexaromascs gpasa 203nHOGHINN
Y D03MHOQUIIBHBIX MUTPHUPYIOLIX WHPHUIBTPA-
TOB (B OCHOBHOM JIETOYHBIX), 3aT€M TOSIB/ISIFOTCST
BAaCKY/IUTHbIE TIPOSIBIEHNS C KOXKHBIMHU, KeJTyZ04-
HO-KHILEYHBIMH TIPOSIBNIEHUSIMU, CHHYCUTOM, ap-
Tpasruei u Hedponarueii [37].

I'panynemaros ¢ nmosmanruntoM (I'TIA) mpea-
CTaB/sieT cOOOW TpaHylIeMaTo3HOe MOpaKeHue
BEPXHUX M/WIM HIDKHUX [bIXaTelTbHbBIX IMyTe
(JTOKaIM30BaHHOE), YaCTO CBSA3aHHOE C OBICTPO
IPOTPECCHUPYIOLINM [TIOMepYTOHeGPUTOM U TO-
C/IeyIOLIMM Pa3BUTHEM CHUCTEMHOW BAaCKY/IMT-
HO#1 60/1e3HU. [lepBBIMU KTMHUYECKUMH MPOSIB-
nenusiMu ['TIA MoryT ObITh TOPAYKEHUS BEPXHUX
IbIXaTe/bHBIX MyTel B BU/ie JIUTEeTBHOTO aHaM-
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He3a XpOHUYECKOT0 BOCHa/leHUsl MPUJATOYHBIX
masyx Hoca (cunycuros) [13]. Ckiepur, cepos-
HBIN CpPeJHUM OTUT U IOJIOCTH B JIETOYHOU Ia-
peHXVMe TaK)Ke SIB/ISIOTCS XapaKTepPHBIMU Jiva-
rHocTudeckumu npusHakamu [TIA [13]. Kax
['TIA, Tak ¥ MUKpPOCKONHUYECKUH MOTMAHTUUT
(MITA) cosmatoT BHICOKUM PUCK [jisi BOSHUKHO-
BeHUs1 A1 Py3HOTO abBEOSIPHOTO KPOBOTEYe-
HHSL ¥ OBICTPO MPOTPECCHPYIOLIETO TJIOMEPY/IO-
HeppuTa [26].

MIIA siBnsieTcst HeKPOTU3UPYIOIIUM BaCKY/IH-
TOM, NOPKAIOLINM IJIABHBIM 00Pa30M KaIusi-
pbI JIETKUX U TIoYeK. KIMHWYecKky y manyueHToB
HabnmofaeTcs GbICTPO MPOTPECCUPYIOLIUI T/I0-
MepyioHeppUT, MOpaKEHHEe JTerKUX M KOXKHasl
IypIrypa.

[Tepudepryeckast HelipomaTHst SIBISIETCS Xa-
PaKTEepPHON M YaCTOW KIMHUYECKOH OCOOEHHO-
cteio  ANCA-accolMMpOBaHHBIX — BaCKY/IUTOB;
BAaCKY/IMTHAsl HeWpomarus sBisieTcs Haubosee
pacIpoCTpaHeHHBIM KJIMHUYECKUM MpOSIBJIeHU-
em DJITIA [37]. BoBneyenne TTHC wamme mpowc-
XOOMT B ¢popMe MHOXEeCTBEHHOTO MOHOHEBpPHUTA
(moparkeHUe CeJAIUIHOTO UK Maio0epioBOro
HepBa NPUBOJMT K IPOBUCAHUIO CTOIIBI, TOpa-
)KeHHe JTy4eBOro HepBa — K IIPOBUCAHUIO KU-
crr). [1pu OTCYTCTBUM TeYeHHsI MHOXKECTBEeHHbIN
MOHOHEBPUT ITPOTPECCHPYeT 10 CHUMMeTPUYHOMN
WJTM ACUMMETPUYHOM TTOTMHERPOTIATHH [44], 4TO
1oz pa3yMeBaeT NoC/e0BaTeIbHOe aCUMMeTpHY-
HOe BOBJ/IeYeHUe OT/e/bHbIX HePBOB WU CTBO-
JIOB, OOBIYHO C JUCTA/bHBIX JJO MPOKCUMA/IbHBIX
otzenos [33]. Helipomarust yacTo GbIBaeT OCTPOH,
eii mpezuecTByer 60/b B 00/1aCTH MOPAKEHHOTO
HepBa, MPOSB/ISIOMASsCS KaK JBUTaTebHOH, TaK
Y1 CEHCOPHOM MOJIa/IBHOCTSIMM.

O mnopaxenuun [THC coobmanocs y 30-55%
nauenToB ¢ ['TIA. Haubonee yactsimM mposiBie-
HHeM sBysieTcsl neprdepryeckas HelpomaTus,
BO3HMKawoas y 16% manuenTos c I'TIA. Backy-
JIMTHasi HeHPONATHsl YacTO CONPOBOXJAAETCs
MOHOHEBPUTOM C TOPakeHHeM 4YeperHbIX Hep-
BoB. Heiipomatnu depenHbIx HepBOB Habmo-
manuck y 11,7% manuenToB ¢ [TIA, vamte Bcero
TIOpA)KaJIcsl IIa3HOM Heps. Jlpyrumu 4acto mo-
paKaeMbIMHU YepeITHbIMU HepBaMH SIB/ISIIOTCS OT-
BOASIINI U MULeBOW HepBbl. [paHyneMaTo3HbIe
TIOPQ)XEHUSI MOTYT TAKOKe BBI3BATh OFWHOYHBIH
VI MHOXKECTBEHHBIN YepenHOi mapanud. Y ma-
uventoB ¢ MITA Haunbonee 4acThIM KIHMHUYeE-
ckuM tposieienreM nopaxkenus [THC sBnsiercs
MHO)KECTBEHHbI MOHOHEBPHT [44]. JlaHHbIe ma-
TOTUCTOJIOTUYECKOTO UCCIe[0BaHUsl HepBa IpU

EE3KOLI.ITDBHA
on-line

nepeannara

c3 ?B_R

39



40

S03VMHOGUNBHBIN rPpaHynemMaTos
C NOMMAHTMUTOM. brioncra HepBa C TPaHCMYPabHOM
NHOUNBTPALMER CTEHKIN COCyaa S03UHODUNaMU

C MonHon obnutepalmeit npocseTta. MNapadrnHoOBbIN Cpe3s,
OKpaALLEeHHbIV reMaTOKCUANHOM 1 3031MHOM. DoTorpadma
3aMMCTBOBaHa m3 [15]

ANCA-acconrpoBaHHbIX BaCKy/TUTaX MOKa3aHbI
Ha pUC. 2.

IgG4-cea3zantoe 3abonesarue. 1gG4-cBsi3an-
Hoe 3a6onesanve (IgG4-C3) — HegaBHO OMKCaH-
HOe IMMYHO3aBUCHMOe CHCTEMHOe 3a00/1eBaHue,
xapakTepusytoleecs: fudpPpysHON TN 04aroBoit
BOCIIA/IUTE/IbHOM MHUIBTPALMeil TOPayKeHHBIX
OPTraHOB U TKaHeH M1a3MaTHYeCKUMHU KJIeTKaMy,
akcnpeccupyromymu [gG4 ¢ mocnenyomum pas-
BUTHEM oOnuTepupymouero ¢piaedburta u udpo-
CKJIep0O3a COOTBETCTBYIOIIUMX OPIaHOB, COIpO-
BOXJlaollleecs] MOBbILIeHWeM cofepxanus IgGg
B CbIBOPOTKe KpoBH [1, 3, 9]. IgG4-cBsizanHas
HeiipornaTusi ObUIA OMHCAHA B OT/EBHBIX K-
HUYeCKUX CTy4asix, HO 4YaCTOTa HeHponaTuu mpu
5TOM CHHZIPOME €llie He YCTaHOBJIEHa [40, 50].

BropuyHble cucTeMHBbIe BacKyIuUThI. Bro-
pUYHBIe CHUCTEeMHbIe BAaCKYIUTBI — 3TO TeTe-
poreHHasi rpymma 3a00/eBaHUii, BKIIOYAIOIIAs
BACKY/IUTBI, CBI3aHHbIE C UHPEKIIMOHHBIMHU 3260-
JIEBAaHUSIMY, 3a00JIEBaHUSIMU COeAMHUTETbHOM
TKaHU WM 3/10Ka4eCTBEHHBIMM HOBOOOpa30oBa-
HUSIMM, a TaKKe BbI3BaHHbIe JIeKaPCTBEHHBIMU
cpezcrBamu. Hanbonee yactsle pUYMHBI pa3BU-
TS NepudepryecKoil HelpomaThy paccMoTpe-
HBI HIDKe.

Kpuoznobyaunemuueckuii eackyaum, acco-
yuuposanHseltl ¢ eupycom 2enamuma C. Xots
y GOJIBLIMHCTBA MaLueHToB ¢ rematutoM C pas-
BMBAeTCsI KPUOITIOOYTMHEMUS, TOBKO Y 15% U3
HMX HaOMIOAAIOTCS KIMHUYECKUe MPU3HAKK CH-
CTEMHOTrO BacKynuTa. KprornobynmHeMudecKui
BaCKY/IUT, aCCOLMUPOBAHHBIA C XPOHUYECKOU
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HCV-undexkiueii, npeacraBasier coboit UMMY-
HOKOMIUJIEKCHBI ~ BOCTIQIUTE/IBHBIN  apTePUUT
COCYZI0B MaJjIOro U cpenHero kamubpa [43]. Kmu-
HUYeCKasi KAPTHHA OTPAYKAeT BOCIAJIeHHe MeJ-
KUX apTepHii, apTepuol ¥ KaNWUISIPHOTO pyc-
JIa C TPeuMYLIeCTBEeHHBIM INOpPaKeHHeM KOXH,
vasa nervorum ¥ movek. OTmeuaercsi yacroe
BopneyeHre [THC mpu BI'C-acconmmpoBaHHOM
KpHUOTrIobyTMHeMUIeckoM Backymute (10 70%),
OCHOBHBIMH KIMHIUYECKUMU MPOSIBIEHUSIMU KO-
TOPOTO SIB/ISIIOTCS. MHOXX@CTBEHHBIII MOHOHEBPUT
WIM CUMMeTpHUYHasi CeHCOMOTOpHasl Helpoma-
s [10]. Kninuuvecku oHa onpezensieTcst y 5-45%
MAL[MeHTOB, a PU MCIIOIb30BaHUH /IEKTPOMHUO-
rpa¢puyecKoro MCCIefOBAHUSI U OMpefieNieHHs]
CKOPOCTH TPOBeJeHHs BO3OYXAEHUSI 10 Hep-
By — Y 70-80% GonbHbIx. Kak mpaBuio, Habo-
JAeTcsi CHMMEeTPHUYHOCTD TTIOPaYKeHHUs], UTO SIB/ISI-
eTCsl BOKHBIM I PepeHIaIbHBIM CUMIITOMOM.
Bonee pezkuMHM TIpOSIBIEHUSIMH IOpPayKEHUS
[THC sBasitoTcst cMelllaHHasi MOMMHeHponaTUs
WK MyZTBTA(OKA/IbHAST HEMPOTIATHSI C CEHCOPHO-
MOTOPHBIM /IeUIIUTOM, CXOZHBIM C TAKOBBIM IIPH
YTIA 1 ANCA-acconunpoBaHHOM BaCKyuTe [45].

3abonesarus coedurHumensvHoli mkanu. Cu-
cmemHas kpacHas eonyavka. HeBponorudeckoe
MOpa)KeHHe MPY CUCTeMHOW KPacHOW BOMTYaHKe
(CKB) mpepcraBieHo 1epeGpasbHbIM BaCKY/IH-
TOM, TONepeYyHbIM MUETUTOM U mepudepude-
ckoii Helpomarueil. [locrenHsisi MoxeT OBITh
obHapyxeHa y 20% maiuentoB ¢ CKB u moxer
OBITH TpeJCTaBIeHa KJIACCHYECKUM JUCTAJIbHO-
CUMMETPUYHBIM W/IM MHOXECTBEHHBIM MOHO-
HeBpuTOoM [16]. Heiipodusuonornyeckue wc-
C/Iel0OBaHUS JJeMOHCTPUPYIOT aKCOHHBIM THIT
Heliponaruu B 70-80% ciy4aeB U JeMUeTUHN3U-
pyrouuit — y 20% [22]. Y 1/3 otmevaetcst BoBe-
YeHHe B [aTOJIOTMYeCKU POoLiecc BereTaTUBHON
HEPBHOWM CUCTEMBI [42].

Cucmemnas ckaepodepmus (CCJ]). Tonumeii-
ponarus npu CC/l BcTpevaeTcs vale, yeM Ipej-
T0/1arajIoch NepBoHavarbHO. Okos10 30% nanyeH-
TOB MMeIOT K/ITMHUYeCKYe IPU3HAKY HeHpoIaTuH,
B OCHOBHOM XapaKTepHbI CEHCOPHBbIE CUMITTOMBI
U 1UcYHKIMS MajIbIX BOTIOKOH [16). IHTepecHo,
YTO HapylleHHe MOTOPUKHU KUIIEYHHMKA y 3THX
MallieHTOB BhI3BaHO MMEHHO BereTaTuBHOM Heli-
pomarueil KeMyAOYHO-KHUIIEYHOTO TpaKTa [21].
JucranpHasi CMMMeTpUYHAs!, PeMMYLIeCTBEHHO
CeHCOpHasl, MOJMHeUPONATHS OCIOXHSET 5-67%
cy4aeB. MoryT Taxke pa3aBUBaThCsI MOHOHEHPO-
MATHH YepeIrHbIX HePBOB, Yallle BCero TPOHHUY-
HOTO, YTO NMPUBOAUT K OHEMEHHUIO U AU3eCcTe3Un
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Ha jutie [6]. MHOXeCTBEeHHbIE MOHOHEHPOTIATHH
OBUTH OMHCaHbI Y HeGO/MbIIOro TpoueHTa (1-2%)
nauuenToB ¢ CREST-cunapomowm. [1pu nposepe-
HHMU 371eKTPOPU3UOIOTUYECKUX U TUCTONIOTHYe-
ckux uccnenoBanuii mpu CCJl oOHapyxuBaeTcs,
TIpeXx/ie Bcero, akCOHaIbHasi CEHCOPHas, a He MO-
TOpHas IOMTUHeHPONaTHs [41].

Cunopom (6onesnv) Illezpera. BoreueHrie
nepridepruyeckux HepBOB mpu cuHApome (6o-
ne3nn) lllerpeHa BcTpedaercs y 25-32% manu-
€HTOB [35]. B ocHOBHOM 3TO MposIB/IsSIETCS B BUjie
CUMMETPUYHOU JUCTAIbHOU, CECHCOPHOU HEeHUpo-
MIaTHH, CEHCOPHOM HEeHPOHONATHH U BereTaTHB-
HOIi HedpomaTuu [36]. MoXeT Takke BO3HUKATH
yMepeHHasi C1ab0oCTb B JUCTANbHBIX OTZHENaX.
MHoXecTBeHHBIII MOHOHEBPUT, XPOHUYEeCKast
BOCIMa/IUTe/IbHAS JJleMUe/TMHU3UPYIOLIas Helpo-
MaThsi ¥ MOTOpHAasi HeHpOomaThsi BCTPeYaroTcs
pexxe. Hefipomarusi Mo)xeT mpeziecTBOBaTh CH-
CTEMHBIM TIPOSIBNIEHUsIM 6O/Ie3HU U OBITh KO-
YOM K JMartosy [11, 25, 36]. [Ipeamonaraercs, 4To
5TO CBSI3aHO C ayTOMMMYHHO-OIOCPeJ0BaHHbIM
COCYAUCTHIM ToBpexeHneM. OnucaH CUHAPOM
3aMsICTHOTO KaHaja INPU CUHApPOMe/00e3HH
IllerpeHa u 4epemnHble HelpomaTuH, 0COOEHHO
TPOMHUYHOTO HepBa [14]. JlaHHbIe MaTOrUCTOMO-
TMYeCcKOro MCC/Ie[JOBaHUsI HepBa IpeZCTaB/IeHbl
Ha pHuc. 3.

Pesmamoudnwii apmpum (PA). Hexpotu-
3UPYIOIIMI apTepUUT SIB/ISETCS] Cepbe3HbIM, HO
B HacTosiLlee BpeMsi O4eHb PeJKUM OCIOKHEHH-
eM JJINTEeJIbHOTO DPO3UBHOTO CEPONO3UTHBHO-
ro PA [23]. Aprepunr nmeer obuie KIXHUYE-
CKMe U THCcToNornyeckue ocobenHoctu ¢ YITA
U MOXeT IOpaKaTh vasa Nervorum, HpUBOZS
K MOHOHEBPHTY, MYIbTU(OKANIbHOU Heipoma-
THH, CEHCOMOTOPHOM HeMpomaTMu U JpPyruM
TIPOSIB/IEHHSIM HILIEMUYEeCKON Heiipomaruu [48].
Kpowme Toro, Heiiponatuu MOryT GbITh 0OYC/IOB-
JIeHBl CIaBleHUeM HepBOB peBMaTOMAHBIMU
y3€e/IKaMH, OTeKOM CHHOBHA/IBHON 000/I0YKH U/
WIM allOHeBPO3a WM KOCTHBIMU 3K30CTO3aMHU
WJIA BaCKyIUTOM. Y HEKOTOPBIX MalueHToB ¢ PA
Pa3BHBAeTCsl CMHZPOM 3alSICTHOTO KaHala WU
apyrue jnerkde $opmbl neprdepruyecKoit Heii-
ponatuu [5, 38]. TIpakTHyecku Bce MaLUEHTHI
C TOJMHEApONaTheld WMEIOT MOJIOXUTE/IbHBIN
peBMaTouHbIN $aKTop, a 50% — MOJIOKUTETb-
HbIll TecT HAa ANCA ¢ nepuHyK/eapHbIM THUIIOM
UMMYHOD/TyOPEeCIIEHTHOTO CBeueHHs [34]. dtor
HEeKpPOTU3UPYIOIUI apTepUUT He c/leflyeT MyTaTb
C pacIpoCTpaHeHHO# U 6ojee JOOPOKaueCTBEH-
HOM GOPMOI1 peBMAaTOMIHOTO BACKY/IUTA, KOTO-
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CuHapom WerpeHa. broncuna NKpOHOXHOIo
HepBa JeMOHCTPVPYET yMEPEHHOE YMEHbLUEHNe
MUWENMHOBBIX HEPBHbIX BONIOKOH 1 CBUAETENbCTBYET

0O flereHepanm akCoHoB. OKpacKa TonynaNHOM.
DoTorpadus 3anmcTBOBaHa 13 [15]
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PeBmaTonaHbIn apTpuT. Brioncra cansucton

000/10UKM HEPBA BLIABNAET NEPUBACKYNAPHOE
BOCMANEHNE MUHEBPAbHOIO COCYa 1 pacceaHHble
nepviHeBparbHble 1 SHAOHEBPAsbHblE PACLIMPEHHbIE
Kanunnsapbl C yTONUEHHbIMY CTeHKaMU. [apadUHOBbIN
Cpe3, OKPaLLeHHbI reMaTOKCUIMHOM 1 S03MHOM.
DoTorpadus 3ammcTBOBaHa 13 [15]

past mposiB/isieTcst B Brzie MHGAPKTOB HOITEBOTO
JIOKa ¥ KOHYMKOB TA/blieB U HE 3aTparvBaer
[THC wnu gpyrue cuctemsl opraHos. /laHHbIe Na-
TOTMCTO/IOTMYECKOTO MCCIIefI0BAaHKS HepBa IpU
PA nokasassl Ha puc. 4.

JIpyeue emoputHble cucmemHble 8acKyaUMbI.
Capkoudos. Tlpu capronzo3e OMUCAHBI MHOXeE-
CTBEHHBIII MOHOHEBPUT M THITMYHAs XPOHHYe-
CKasi BOCIA/IUTEbHAS JeMHUEHHMU3UPYIOLIast
Heiiporatus [47]. BackynuTHas HeliponaTus npu
CapKoOHJ03€e TIPOSIB/SIETCSI KaK CeHCOMOTOpPHAst
TIO/IMHePOTaTHsl, MHOXXECTBEHHbII MOHOHEB-
puTt, GolesHeHHbIe MOHOHeUponatuu [44). ITa-
panuy nunesoro Hepsa (VII wepemHoro Hepsa)
SIBJISIETCST HaNbO/Iee YacThIM HEBPOJIOTUYECKUM
MpOSIBIEHHEM CapKOM03a, KOTOPBIN pa3BHBaeT-
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Capkoupos. lNoBepxHOCTHas broncus
ManobepLIOBOro HEPBa BbIABMAET HEKA3e03HYIO rpaHyiemy
B NMHEBPUYME 1 NMEePUBACKYNAPHOE BOCManeHue.
[MapadpUHOBLIV CPe3, OKPALLIEHHDIN FEMATOKCUIIMHOM

1 3031HOM. QoTorpadua 3aMmMcTBOBaHa 13 [15]

cs1 'y 25-50% BCeX TMAlMeHTOB ¢ HeHpocapKoOUo-
30M. XOT$s1 0OBIYHO OIHOCTOPOHHUM, ABYCTOPOH-
HUU TULEBOM Mapany TakKe MOXXET BO3HUKATh
C OZHOBPEMEHHBIM WJIH TI0C/IeZ0BaTe/TbHbIM Ia-
pamuyoM [7]. JlaHHBIE MATOTMCTOMOrHYECKOTO
MICCTIeIOBAaHUS HepBa IPU HeHPOCapKOU03e Mo-
Ka3aHbI Ha PUC. 5.

bonesnv bexuema. bone3ns bexyera xapakTe-
pHY3yeTcs peLiIMBUPYIOLMMH OpabHbIMK adTa-
MU 1 HECKOJTBKUMU CUCTEMHBIMU KJTHHUYEeCKUMU
MPU3HAKAMU, TAKUMH KaK IIOPayKeHHe I71a3, KOXXU
Y CJTUBUCTHIX 000JI0YEK, a TAK)Ke OMIOPHO-/[BHTa-
TE/ILHOTO ammnapara (apTpUThl M TONHAPTPaI-
ruu). Y OOJBIIMHCTBA MALMEHTOB C 0O0JI€3HBIO
Bexyera HeBpojorhyecKkue MOpayKeHUE IIEH-
TPaJIbHOM HEPBHOW CHCTEMbI BCTPEYaeTCs Topas-
o vaiie, yeM neprudepuydeckas Heiponars [39].
D NeKTpopU3HOIOTNIeCcKIe UCCIIeJOBAaHMUS HEPB-
HOU TIPOBOAUMOCTH PEKOMEH/YIOTCSI IPU 00bIY-
HOM 00C/IeJOBAaHUM [JI1 AUATHOCTUKU PaHHeMH
HeHpOoMaThH y MalueHToB ¢ 6ome3Hpl0 bexyera
Jaxe 6e3 SIBHbIX HEBPOJIOTHYECKUX CHMIITOMOB.
Jvcynkuust HepBOoB wiu  mepudepudeckas
Heiipomnarust mpu 6onesnu bexvera mpezcrasie-
Ha aKCOHAJIbHBIM TUIIOM [WCTA/IbHON MOIVHEN-
pOMaTUX C TIPEMMYLIECTBEHHBIM BOB/IeYEHHEM
HEPBHbBIX BOJIOKOH HIKHHX KOHEYHOCTeH [8].

[lapaneonaacmuyeckan 8ackynumuas Helpo-
namus. TunvyHas MapaHeoIIaCTUYecKas Heu-
pOTaTHsi — 3TO CEHCOPHAsl HeMpomaTusi, CBsI3aH-
Has C AQHTHHEMPOHAJBHBIMHM AyTOAHTHUTETAMH.
Haubosiee yacTo HelpomaTuX acCOLUHMPOBAHBI
C MeJIKOKJIETOYHBIM PAaKOM JIETKUX, PAKOM MaTKH
U SIMYHKUKOB, TuMdOMOii. Beicokoe comepxanue
Oesika B CTMHHOMOBTIOBOM YKM/KOCTH U BBICOKAsS
CKOPOCTh OCEJAHUSI IPUTPOLUTOB HABOJAT Ha
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MBIC/Ib O BacCKY/IMTHOW IapaHeoIIacTUYecKon
HeliporaTuu. KIMHMYeCKUMHU TPOSIBIEHUSMU
y OOJBLUIMHCTBA MALMEHTOB SIB/SIIOTCS MHOXKe-
CTBEHHBII MOHOHEBPUT WM ACHMMeTPUYHAs
nojauHelponarus. B ommyne or GompmimHCTBA
JPYTMX NapaHeoIIaCTUYeCKUX HeMpOoNaThi, Ba-
CKY/IUTHBIEe HEMPOIATHH OTBEYAIOT Ha MMMYHO-
CyIpeccUBHOe JiedeHue CTEPOUJAMU WU IIUKIIO-
docdamumom.

Hecucmemtas sackynummas Hetiponamus. He-
crcTeMHast BacKynuTHas Hedporarusi (HCBH) —
3T0 m3onuposaHHbiii Backymut [THC ¢ usommpo-
BaHHBIM [TOPKEHHEM Vasa Nervorum, KIIMHAYeCKr
TPOSIB/ISIIOIMICS KaK OpraH-crenuduyeckuii Ba-
cxynut, orpanndennbiid [THC [16-18]. Ha ero gono
HPUXOUTCS MpUMepHO 25% BceX BACKYIHUTHBIX
HEMPOMATUM, YTO COIOCTAaBUMO C COBMECTHBIM
Brmagom MITA u YIIA [18]. Cpexmuwmii Bo3pact
manudecrauun HCBH cocrapnsier 60 net, pis
JAQHHOTO 3a00JIeBaHMs XapaKTepeH ION0BOM
aumopduaM — MPeoOIaAIT HKeHIMHBI [18].
KoHCTHTYIMOHAIbHBIE CUMIITOMBI OOBIYHO OT-
cyrerByotr. MHorga y maumentos ¢ HCBH (30%)
0OHapY)XMBAIOT MOTEPIO BeCa, YCTANOCTh, MUAI-
TUH, apTParMy, Y MeHee 4eM 15% IalleHTOB
¢ HCBH moxHO BbIsBUTH cyOdeOpHIbHY0 NH-
XOpazKy [46]. KinuHu4yeckue TPOSIBIEHHS TI0-
paxenus [THC npu HCBH cxozHb! ¢ TakoBbIMU
IIPU CHCTEMHBIX BAaCKyIHUTaX, HO UMeIOT MeHee
BBIPQKEHHYI0 CHMIITOMATHKY, Me/I/IeHHO Mpo-
rpeccupyioliee TeuyeHue, Oojiee IIUTENbHBIH
MHTepBa/l MEXJy IepBBIM IIPOSIBIEHHEM CHM-
ITOMOB M MOMTHOM KIMHAYECKON MaHHpeCcTalu-
el cocrapsgeT 06bIYHO 6 MecsLeB U Oonee [18].
Haubonee pacrmpocTpaHeHHBIMH — CHMIITOMA-
MU SIBJISIOTCS OO/b B KOHEYHOCTSIX M Hapylle-
HUSL TIOXOZKHU [46]. Y GO/MBIIMHCTBA TALMEHTOB
JOUArHOCTHPYIOT MY/IbTU(OKaNbHYI0 Heiporma-
THI0O WIA aCHMMETPUYHYIO IMOTWHEUPOIaTHIO,
y 25% — [OUCTalbHYI0 CHMMETPHYHYIO MOJTU-
HelpomaTHio U y 15% — CeHCOpHYI Heipoma-
™o [46]. HCBH cnenyer momo3peBars, ecnmu
aKCOHaJ/IbHAsi HeMpOMaTHsi aCUMMeTPUYHa, MPo-
rpeccrpyeT U COMPOBOXZAeTcs GO/Mbl0, a TaK-
)K€ CBsI3aHa C WHBATMAWU3HPYIOLIVIM Iape30M.
[Ipy HelpodU3MONTOTUYECKOM HCC/IeJOBAHUU
MOXXHO BBISIBUTb aKCOHA/IbHYI0 MOTOPHYIO WX
CEeHCOMOTOpHYI0 Helipomaruio. /laHHble mabo-
PaTOPHBIX HCC/IeOBAHUIN JUArHOCTHYECKU He-
3HAaYMMBI; CKOPOCTb OCEeJAHHUsl DPUTPOLUTOB
U ypoBeHb C-peakTHBHOTO Oe/ika B ChIBOPOTKE
KPOBU OOBIYHO HAXOZSATCS B Tpefenax HOPMBI,
ayTOMMMYHHBIE MapKepbl CHCTeMHBIX BaCKY/IH-
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TOB U CHICTeMHBIX 3a00/1eBaHU#T COeJHUTETbHOM
TKaHM TaKXKe HeraTvBHbIE [17]. [l MOCTaHOBKM
ararto3a HCBH HeobGxozumo mpoBecTu 6uo-
ricuio HepBa. OCHOBHBIM THUCTOMATONIOTMIECKUAM
KpUTEpUeM SIB/ISIETCS MHHTPAMYypPasibHast MHPUTb-
TPaLUsl C TOBPEXJEHHeM COCYAUCTOH CTeHKH
(puc. 6). TTo maHHBIM GHOTICUN MOXXHO BBISIBUTD
OTpeJie/IeHHYI0 WM BEPOSTHYIO BAaCKYIUTHYIO
HeHpPOMaTHIO MO YCTAHOB/IEHHBIM KPHUTEPHSIM,
a TaKKe UCKJTIOYUTD a/bTePHATHUBHbBIE TPUYHHbI
OTCYTCTBHEM K/IMHUYECKUX, BU3Ya/IbHBIX, Jia-
GOpaTOpHBIX WM TMATOTMCTONOTUYECKHUX MPH-
3HAKOB CHCTE@MHOTO BaCKY/ITMTA, Ay TOMMMYHHOTO
COCTOSIHUSI MJTH CrielidruecKux MHPeKLIuit, ac-
COLIMMPOBAHHBIX C BACKY/THUTOM.

Pa6oyas rpymma Coob6uiectBa mo meprde-
pudeckum HepBam (Peripheral Nerve Society)
B 2010 rofly Kk xpurepusm uckmodenus HCBH
OTHEC/IA JKCTPAHEBPOJIOTHYECKHe MPOSIBIEHUS],
Ha/in4yve Crenudpuyeckoro STHOTOTHYECKOTO
dakropa mas nmopaxenus [THC, mautenpHOCTH
CHMIITOMOB <12 MECSILIeB, BbICOKHME YPOBHU peB-
MaTOMJHOTO pAaKTOPA, AHEMUIO, TeHKOLUTO3, TH-
xopaaxy. Pabovas rpymnmna bpaiitoHckoro cotpya-
HUYeCTBa 110 BACKYTHTHBIM TepudeprIecKum
Heitponatusim (Brighton Collaboration Vasculitic
Peripheral Neuropathy) onpezenuia Tonpko gBa
KpUTepUsi, KOTOpble MO3BOJSIIOT € 95% Crenu-
GUIHOCTBIO BBICTABUTH [JUArHO3 CHCTEMHOM
BACKY/IMTHOU Helipornarnn — Hanuuve ANCA
u COD 2100 MM/4 [17]. DTO 3asBaeHMe ObLIO MOA-
TBEP)KJEHO TPOBEAEHHBIMH PETPOCIIEKTHBHBI-
MU HCC/IeJOBAaHUAMU MPUOTUBUTENTBHO Y 10%
TALMEHTOB, KOTOPbIM ObII BBICTAB/I€H AUATHO3

PIIICVI'IOKs MMM)/HOFVICTOXVIMI/IH BACKYNTHOIO MOopaxeHna

nepudepryeckimx HEPBOB. INMHEBPANbHBIA COCy C 0b-
WMPHOW MHGUNBTPaLVel numMboLmTamm 1 CyOTOTanbHbIM
cTeHo3oM. QoTorpadua 3aMmcTBOBaHa 13 [12]
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onpegenenHoro HCBH, npu stom Habmopanack
MpOrpeccusi pa3BUTHsI 3a00/eBaHUsl O MOsIBIe-
HUSI IPU3HAKOB CUCTEMHOTO BAaCKY/IUTA, YTO MO-
BbILIAeT BeposiTHOCTD Toro, yTo HCBH saBnsercs
Pa3HOBHMHOCTBIO CHCTEMHOTO BAaCKyTHTa [46].
Opnaxko y 6onbumHcTBa nauueHToB HCBH Beper
cebs1 KaK oTaenbHOe 3aboneBaHue: HedarambHOe
COCTOSIHUE, KOTOpOe, B OT/IMYHE OT CHCTEMHBIX
BACKY/IUTOB, He PACIPOCTPAHSIeTCSI Ha Jpyrue
CHCTEMBI OpPraHoB. B Tab/1. 3 mpepncTaBieHsl OC-
HOBHble u(depeHIaTbHO-AUarHOCTUYeCK e
CHMIITOMBI MeXJy CHUCTEMHOM U HecHUCTeMHOM
BaCKY/JIMTHOU Helpomnaruen.

Tabnuua 3| Natonorvyeckne, KNMHUYECKKe 1 nabopaTop-

Hble OTNINYMA MEXLY CNCTEMHON BAaCKYIMTHOW HEMponaTu-
el N HeCUCTEMHOW BaCKyNIUMTHOWM HenponaTtuen

CuctemHan
BaCKyAUTHaA
HelponaTtusa

Hecucremnan
BaCKy/UTHaA
HeWponaTtusa

Matonoruueckune
oTAnumuA
O6bIYHO NOpaKeHbl

Tun BackynuTa
TaxecTb
AKcOHanbHan
pereHepauma

Nwemmnyeckne
M3MeHeHuA

dnuHeBpanbHble
apTepunonbl
Bo3moHO
onpeaenntb
bonee TaAxenoe
TeyeHue
XapaktepHa

XapaKTepHbl

MepuHeBpanbHble
apTepuonbl
HeBO3MOXHO
onpeaenntb
MeHee Taxkenoe
TeyeHue
XapakTepHa

XapaKkTepHbl

KnuHuueckne npusHakum

OpguHakosble

OpuHakoBble

Na6opartopHble
nNpU3HaKu

TKaHeWn

Bbicokaa CO3 XapakTepHa Penko
Bbicokuii Tutp AHA XapaktepeH OyveHb peako
Bbicokuit TuTp PO XapaktepeH OueHb peako
HBsAg 20% He xapaktepeH
ANCA 47% He xapaKTepHbl
MporHo3s Mnoxoin Xopowunit
MozkeT bbITb B3ATa [narHoctuyeckan
AnarHos 6uoncua apyrux LeHHOCTb TO/IbKO

6uoncun Hepsos

AnutenbHocTb 6one3Hun

Hepenu, mecaubl

MecAubl, roabl

JleyeHune

Unknodpocdamug,

[ntoKOKopTMKOUAbI

Ipumeuarue. P® — pesmamoudHetii pakmop; AHA — anmury-
kneapHvle amumena; CO3 — ckopocmb 0cedaHus 3pUmpoyumos;
ANCA — anmuHetlimpogunbHble yumonaasmamuyeckue aHmumend.

BriBoabI

Ha ocHOBaHMY BbIILIEN3/I0XK@HHOTO MOYKHA Cle-
JIaTh C/leflyloliye BbIBOABL BacKynuTsl mpescTaBs-
JISTIOT c000M KIIMHIYeCKH Pa3HOOOPa3HyIo IPyIITy
3a060/1eBaHMI C TMCTOMATONOTUYECKUMY MPU3HA-
KaMH BOCIaJIeHUs KPOBEHOCHBIX COCYZOB, KOTO-
poe crmocoOCTBYeT MOPAKEHUIO COCYZOB U HIlle-
MHUYeCKOMY MOBPeX/eHHI0 MOPayKeHHBIX TKaHeH.
Hawu6ornee 4acTo BaCKyMTHAsI HEUPOTATHS SIB/ISI-

EE3KOLUIC|BHA |
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eTCsl OC/IOKHEHHWeM TaKHUX TepPBUYHBIX CHUCTEM-
HBIX BAaCKY/IUTOB, KaK y3eJIKOBBIH MOMTUAPTEPUUT
(YTIA), 1 ANCA-accoumMpoBaHHBIX BaCKY/IHTOB,
CUCTeMHBIX 3a00/1eBaHUM COeIUHUTEIHOM TKaHU
(CKB u curpom/6Gonesss Lllerpena), BACKyTHTOB,
ACCOLMMPOBAHHbIX € MH}EKIIHel (Yalie BCero aTo
supycHbie rermatutel C u B), U HecucTemMHO# Ba-
CKYNUTHO#1 Heliporatuu. [1pu 3THx 3a60/1€BaHUsSIX
B TATOJIOTMYECKUNA POLIECC BOBIEKAIOTCSI COCYAbI
cpezHero 1 Majioro kamopa. [Ipu Bcex Backymu-
Tax, KpOMe TeX, KOTOpbIe 00yC/IOB/IEHbI HETTOCPe/-
CTBEHHbIM B/IUSTHHEM WH(EKLIMOHHOTO TPHUITEpa
Ha CTeHKU COCY[,0B, OCHOBHOM IaTOTeHeTUYeCKUI
MexaHM3M — 3TO ayTOMMMYHHBIH Tpoliecc ¢ pas-
BUTHEM BaCKYIWTa vasa Nervorum MeJKuxX ap-
TepUl U COCYZOB, KOTOPbIe KPOBOCHAOXKAIOT Iie-
pudepuveckre HEpBBI, a MCXOJOM — MIIEMHS
HepBoB. Kraccuueckass KIMHW4YeCKass KapTHHA
MIeMAYeCKON HeiPOMaTUH — 3TO OCTPast UJIH T10-
JocTpasi Goe3HeHHast MybTH(POKAIbHAST HEUpPO-
ATy C IPeUMYLL,eCTBEHHBIM OPaKeHueM HepB-
HBIX CTPYKTYP HWXHUX KOHEYHOCTeM, ABYX WU
0osee KPYIHbBIX HEPBOB U MOITAMHO MPOTPECCUPY-
fouasg. OHAKO BaCKyIWTHasE HEUPOMATUs MOXeT
MaHM(ECTUPOBATh PA3MMYHO, BKIIFOYAsk aCHMMe-
TPUYHBIE TOJTMHEHPOTIATUN U AUCTA/IbHbIe CHM-
MeTpUYHbIe CeHCOPHbIe HepomaThu, KpoMe TOro,
OHAa MOXXeT UMeTh MeJJIeHHO NPOrpeCcCcUpYIOLIHiA
XapaKTep, 0COOEHHO B C/Ty4asiX HECUCTEMHOW Ba-
ckymutHou Heiiporatun (HCBH), kotopast kiu-
HUYeCKH OCTaeTcsi OrpaHrYeHHOoM mepudepuye-
CKMMU HepBaMu. buorcusi HepBa MOXeT OMOYb
YCTQHOBUTb JUAarHO3 CUCTEMHOTO BaCKY/IUTA, 0CO-
GeHHO KOrZa TIOPAKEeHHe JPYIUX OPraHOB He siB-
JISIeTCS] KITMHIYeCKU OYeBHUIHBIM U TPeOyeTCst st
muarHoctuku HCBH.
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PERIPHERAL VASCULAR NEUROPATHY WITH SYSTEMIC AND NON-SYSTEMIC VASCULITIS: CLINICAL AND
DIAGNOSTIC PARALLELS

I.Yu. Golovach, Ye.D. Yehudina
Abstract

Vasculitis of medium-sized and small vessels commonly affects peripheral nerves and can occur in context of a systemic vasculitis with
multiorgan involvement or a nonsystemic vasculitis limited to the peripheral nervous system. Typically, vasculitic neuropathies tend to be
lower extremity predominant and to cause distal symptoms and signs that include pain, weakness, and sensory loss in the distribution of a
named nerve followed by involvement of additional nerves in a stepwise fashion over weeks to months. Diagnostic evaluation should focus
on signs and symptoms indicative of an underlying systemic vasculitis, although when neuropathy is the initial manifestation of the vasculitis
and/or there is no definitive evidence of vasculitis elsewhere, then nerve biopsy is needed for diagnosis. Prompt recognition of these clinical
and pathological features is important to better recognize and more effectively treat patients with peripheral nerve vasculitis.

Keywords: vasculitic neuropathy, systemic vasculitis, nonsystemic vasculitic neuropathy, diagnostic.
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