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AsmoHomHble Heliponamuu — 2emepozeHHAs pynna 3a0601e6aHUT, NOPANAOULUX USOTIUPOBAHHO UTIL NPEUMYULECINBEHHO
gezemarmueHvle HepeHble 60710KHA. Knunuueckue nposeneHus pasHooOpasHol U 3a6UCSI OM PAcnpOCHPaHeHHOCHU

U BLIPANEHHOCMU NAMOTIOZUMECKO20 NPOYecca. ABIMOHOMHbIE HEUPONAMUL SHAUUMO CHUNCAION KA4eCcmeo HU3HU

U COUUATIDHYI0 AKIMUBHOCHIb, 4 8 HEKOMOPBIX CILyHAAX MO2Y CIAMb NPUMUHOLL 1emanvHozo ucxooa. Ocobo onacHvimu
ABIITIOMCA 2eHEPANIU306aHHDbIE POPMDBL C NOPANHEHUEM CePOEUHO-COCYOUCINON U 2ACIPOUHMECIMUHATIBHOLE CUCTIEM.
bnazooaps HayuHomy npoepeccy yoanoco X0pouio usyuumo u K1acCupuyuposamn asmoHoMHbLe HePOnamuu.
OoHako namozeres HEKOMOPBIX U3 HUX 00 CUX NOP OCINAEMCS HEU3BECHIHbIM, YN0 02PAHUMUBAEM NO0O0D
namozeHemu4eckol mepanuiu.

B cmamve paccmampusaromcs npumepot 0CHpPoLX U XPOHUHECKUX ABIMOHOMHBIX HEUPONAmuii: ux KauHu4eckue
nposeeHuUs, no0xo00bl k OuazHocmuke u éederutro. OmoenvHoe 6HUMAHUE YOeTIAecs COCTOTHUSAM, JledeHUe KOMopbix
docmynHo 6 Poccuu: cunopomy Tuiiena — bappe, caxapromy ouabemy, mpancrmupemuHo60my cemMetiHoOMy amMusioudosy.
CaxapHuiii Ouabem 3anumaem 8edyuque NOIULUU 6 CIPYKMYpPe NPUHUH PA3BUIMUS XPOHUHECKUX ABIMOHOMHDBIX
Hetiponamuii. PacnpocmpaneHHocmb asMOHOMHbIX HAPYWEHUI 3A8UCUM OM MUNA caxapHozo 0uaberma u cocrnaensemn
54% ons 1 muna u 73% ons 2 muna. Camoiii HeO1A0NPUAMHDBLLL NPOZHO3 XapakmepeH 077 KapouanvHoti ouabemuueckoi
ABIMOHOMHOL Heliponamuu, CMepmHoOCHb NPU KOmMopoti 8 nAmu- — oecsimusermHeii nepcnekmuee cocmasnsem 27-56%.
Ilamoeenemuueckas mepanus Ouabemuueckoil asmoHOMHOU Heliponamuu He paspabomana. Eourcmeennoti
epynnoti npenapamoe ¢ 00KA3aHHOU 3PPHeKmMUBHOCbIO A6ITIOMCT AHMUOKCUOAHNbL HA OCHOBE MUOKIOB01

unu anv@da-nunoesoil KUcnomol. Anvga-nunoesas Kucnoma npu ouabemu4eckoil Heliponamuu, Hegpponamuu,
KapOUOMUONAMUL U IPEKMUNIbHOLE OUCPHYHKIUU NOKA3bIBAEN NOTIOHUIMEbHbIE Pe3YIbINAmbl, 0C00eHHO 6 OMHOUeHUU
YMeHbueHUS Heliponamuueckoti 60nu. MHozue asmopvl no04epKUB8arom 6aiHOCHb MyTbMUOUCUUNTIUHAPHOZO
100X00a 6 8e0eHUU NAUUEHINOB C ABINOHOMHbIMU HELPONamuAMUY U PAHHe20 HA4Ana PeabUunUumayuy.

Kmouesvie cnosa: asmonomuas Hetiponamus, cunopom lutiena — bappe, mpancmupemuHosoiii cemetiHviii
aAMUnOU003, caxapHoiti ouabem, anvPa-1unoesas KUcioma
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BBepeHue

ABTOHOMHas (BereTaTuBHas) HEpBHasA cuctema obec-
HeYyBaeT Pery/ALNIo KM3HEHHO BaXKHBIX (QYHKINI
U HOffiep>KaHMe ToMeocTasa. 3aboeBaHNs ¢ BOBJIeYe-
HII€M aBTOHOMHOJ HEPBHOM CUCTEMBI MOTYT IIOpaXkaTb
KaK LIeHTPaJIbHBI, TaK U Iepupepudeckuii ee OTHeNbL.
VIx mposBeHusa pa3HOOOpasHBL U IPeCTaBIeHbI Cep-

IeYHO-COCYAVICTBIMM, KeMYALOYHO-KUIIeIHBIMY, MOYe-
IIOJIOBBIMU, TEPMOPETYIATOPHBIMY, CYAOMOTOPHBIMI,
IYIMITOMOTOPHBIMU paccTporicTBamu [1].

ABTOHOMHBIE, UM BereTaTMBHBIE, HAPYLIEHN B TOM
VLM VHOVL CTEHEeHN COIMPOBOX/AT OOIBIIMHCTBO Te-
Hepann30BaHHBIX, CUMMETPUIHBIX HEMIPOIIATHIL 32 CUeT
HIOBPEX/IeHN HeMUEeTVHU3IPOBAHHBIX WM Cabo Mue-
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JIMHU3VPOBAHHBIX HEPBHBIX BOIOKOH [ 1], offHaKo cobcT-
BEHHO aBTOHOMHBIMU Heltponatusimu (AH) cunrarorcs
COCTOSIHUA C M30/IMPOBaHHbBIM VIV IPEUMYILeCTBEHHbIM
IopakeHMeM aBTOHOMHOJ HepBHON cucTeMbl. [Ipume-
pom Taknx AH moryt 6biTh cunppom luitena — Bappe
(CI'B), quabeTuyeckast, aMUIOUHAS MM TOKCUYECKAs
HEeJIPOIIATHML.

Ha cerognamunit fenp AH mocraTodHOo XOopolo us-
ydeHBI, YTO IO3BONMNIO KaaccuuuypoBaTh KX IO pas-
JIMYHBIM XapaKTepUCTUKAM, HallpUMep, IO TeYeHUIO —
octpeie/nogocTtpsie (Tabdm. 1), xpoundeckue (tabmn. 2),
IO 3TUOJIOTUYU — HAC/IE[CTBEHHBbIE, IPUOOPETEHHDIE,
[0 PacIpOCTPaHEHHOCTH — (POKaIbHbIE MU TeHepau-
30BaHHbIE, IIPEVIMYILECTBEHHO CYMIIATNYeCKIe VI T1a-
pacumnarudeckue [2, 3].

Llenblo JAaHHONM CTAaTbM CTANO OINMCaHME HEKOTOPBIX
ocTpbIX U xpoHudeckux AH, 4To mossonur 6nicTpee
IPOBOAUTH AU depeHIanbHyI0 AUaTHOCTUKY 1 CBOe-
BPEMEHHO HOf0MpaTh COOTBETCTBYIOUIYIO Tepanuio Ky-
pabenbHBIX COCTOSHMUIL.

Cunppom MviteHa — bappe

Cunppowm Iuitena - bappe - ocTpasd BocnanutenbHasd,
Yalle feMueTMHN3NPYIoIasl, ITONUPAJUKYIOHepoma-
tuA. CI'b aBngeTca camoii pacipocTpaHeHHO IPUIN-
HOJI OCTPBIX Nepudepnyeckux TeTpamapesos U Iapa-
nvdeit. [JJaHHBI CMHAPOM UMeeT MOHO(a3HOe TeUeHIe
C pasBUTMEM KIMHNYECKON KapTUHBI B TeYeHNE YEThI-
pex Hepenb. Hapsiny c reHepann3oBaHHOI c1aboCThIO,

Tab6nuua 1. Ocmpote U n0OOCHPvIE A6IMOHOMHbLE Heliponamuu

Bup

AyTOMMMYHHbIE

Jlekuim ana spadei

CHIDKEHMEM MM BBINafieHMeM CYXOXMUJIbHBIX ped-
TIEKCOB BBIABIIAKTCSA CEHCOPHBIE U BereTaTMBHbIE Ha-
pywenns. Mopdonornueckun CI'b xapakrepusyercs
KJIETOYHOI MHOUIbTpaLIMEN, BeCTPYKILyelt MueanHa
U MHOIJa aKCOHA/IbHOM JereHepauueii. B tpern ciy-
4qaeB 3aboeBaHMe TpebGyeT IPOBENEHNs BCETO KOM-
II7IeKCa MePONPUATHUI MHTEHCUBHOM Tepannuy, BKIIO-
Jasg MCKYCCTBEHHYIO BEHTWIALMIO Nerkux [4]. B aByx
TpeTsax cay4daeB CI'b acconunpoBaH ¢ BereTaTUBHBIMU
HapylIeHUAMHU, KOTOpble IPeNMYILeCTBEHHO BOBJIe-
KalOT CepHe9HO-COCYAUCTYIO CUCTEMY U KMy 09HO-
KuHIeyHblit TpaKT. COrTacHO JaHHBIM KIMHUKU Mbaiio,
Haubonee Tsxenoe tedeHne CI'B u 6omee BbIcOKas
CMEPTHOCTD 3apeTruCTPUPOBAHDI y NAlIEHTOB C BeTe-
TaTMBHBIMU paccTpoiictBamu [5]. CMEpTHOCTD B 3TOI
HONY/IALMMA COCTABJIACT 7%, YTO AUKTYeT HeoOXxomu-
MOCTb paHHEN OMarHOCTUKY, MOHUTOPMHTA U CBOe-
BPEMEHHOJ TEpallMy CEPAEYHONM M IbIXaTe/IbHOM He-
OOCTAaTOYHOCTH [6].

ITpu CI'b B CTPYKTYpy Cepie4HO-COCYAUCTHIX HApy-
IIeHNIT BXOJAT KonebaHNs apTepUaabHOTO JaBIeHN,
CTOJiKas apTepuanbHasd TMIEPTEH3UA, OPTOCTATUYeE-
CKas TUIIOTEeH3Ns, CMHYCOBas OpaiuKapans, CUHYCOBas
TaXMKapAusA, TPAH3UTOPHAs KapAMOMUOIATHA.

Bknag AH B KIMHUYECKYIO KapTHHY Xe€TyJO4YHO-
KUIIE€YHBIX PACCTPOWICTB OLEHUTH CI0XKHO B CBA3U
C TeM, YTO OHM TaK)Xe MOTYT BOSHUKHYTb Ha (oOHe
IIMTeIbHON UMMOONIM3ALNN, MEXaHNIEeCKOIl BeHTHU-
LMY, TeKapCcTBeHHOI Tepanuu. Hanbonee omacHbiM

JIaGopaTropHas FMAarHOCTUKA

reHepaTII/ISOBaHHbIe — AyTOMMMYHHasA aBTOHOMHaA IaHI/TMONaTIA

®oxkanbHbIE:

= TIproOpeTEeHHBIT UAVONATIIECKIIT TeHepa/II30BAHHBII AHTUAPO3/

XpOHI/I‘ICCKI/II?I UAVOIIATUYeCKIIL AHTUIPO3
® OCTpasA XONMHeprnieckas Hef/'IPOHaTI/IH
" OCTpadA CUMIIaTU4eCcKasa HeﬂpOHaTMH
= CHMHApOM HOCTYpaHbHOI‘/JI OpTOCTaTI/I‘IeCKOIZ TaXMKapaumn

Buoncnsa xoxxu

" AYTOMMMYHHO€ HapYyLIE€HVE€ MOTOPVKY JKETYyTOIHO-KUIIEIHOIO TPaKTa

® XPOHUYECKWII PErMOHAPHBIN 00/IeBOJ CUHAPOM
= cuHapoM XonMmca — Afn

= cuHpapoM Pocca

= 3PUTPOMENANTHA

Cunppowm Initena — bappe

ITapaneonacTuyeckue:

= [apaHeoINIacTUIecKas ITAHABTOHOMHAs HellpOomaTys
= [apaHeoIUIaCTUYecKas KUIIeYHas HelpomaTys

= cunagpoM Jlambepta — VToHa

ITynunnomerpus

AHanus MMKBopa

ANNA-1, PCA-2, CRMP-5

ANNA-1, CRMP-5, BosibTa>k3aBUCMBbIE KaJIVi€eBble KaHaIbl

AntnTtena k P/Q-3aBucuMbIM Ka/bIIEBBIM KaHa/IaM

Ocrpas nopdpupus

Vudexunn — 60Tymmsm

JlexapcTBeHHasA/TOKCIYECKas HeJpOmaTys

Topdupuns! B MOUe U Kajle, yPOBEHb O-aMUHOTIEBYIMHOBOI
CHHTeTas3bl

HelipoTokcun B CHIBOPOTKeE, Kajie, KOHTaMIHIPOBaHHOM MuIIe
nm Boifenenve Clostridium botulinum myTeM KyIbTUBUPOBAHNA
U3 Kana

BospericTBre ONIpeneIeHHOTO IeKapCTBEHHOTO IIperapara/TOKCHa +
CKPVHMHT TSDKEJIBIX METa/IIOB (B YaCTHOCTH, TaslIvs)¥

* IleprexcuanHa Majear, aMUOIAPOH, XMMIOTEPATIeBTIYeCKIie TIPerapaThl (HapumMep, IMCIUIATIH, BUHKPYUCTH, TAK/INTAKCEN, TAKCOI, TOKCOPYOMIINH, IIMTO3MH, apabUHO3MT),
BAKOP, IIEHTAMU/IVH, TsDKeJIble MeTaJUIbl (HAIpUMeD, Ta/UINif, MBIIIBSAK, PTYTb), 30/10T0, IOKOGU/IINH, MOPCKIE TOKCHHBI, OPTaHINYeCKIIT PACTBOPUTENb (aKpIIaMIU).

IHAOKPUHONOT WA
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Jlexuum ana Bpavei

Ta6nuua 2. XpoHuueckue asmoHomHble Heliponamuu

Bup

Memabonuueckue/HympumusHole HApyUeHUs
CaxapHblii guaber

Ypemusa

AJIKOTONMN3M

Cucmemmuvie 3a0071e8aHUsT

ITepBUYHBI CUCTEMHBII AaMUION/03

OuarHocTuka
[Myikemyst HATOLAK, I/IIOKO30TOIEPAHTHBIN TECT, IIMKMPOBAHHBI TEMOITOONH
VccnenoBanne GyHKIUY IOYEK

VccnenoBanye QyHKINY HeYeHN

MMMYHOXI/IMI/I‘IECKOE MCCIEfOBaHNE€ KPOBU U1 MOYM C OIIPENETIEHMEM JIETKUX meren

buorncns )KI/IPOBOVI TKaHM M KOCTHOI'O MO3ra C OKpaCKOI‘/'I KOHI'O KpaCHbIM

Macc-cnekTpomerpus
Oxokappyorpadusa

MCCIIeJIOBaHI/[e YPOBHA TPOIIOHMHA Tu N—KOHL[eBOI‘O IIpeaneCTBEHHNKA

HanI/II}'IypeTI/I‘{eCKOFO HenTuaa

AymoummyHHbLe 3a6071e6aHUSL

Cunppowm Ilerpena
CucreMHas KpacHas BOMTJaHKa AHA, SHA, P®
CmelaHHOe 3a60/1eBaHle COENVHUTENIbHON TKAaH AHA, SHA, P®

PeBMaTOMIHBI apTPUT

Tect llIupmepa, anti-Ro (SS-A)/anti-La (SS-B), AHA, OHA, PO

AHTHTeNa K aHTULMKINYECKOMY IUTPY/IIMHMpOoBaHHOMY nentupy, AHA, OSHA, PO
CKpMHUHT Lie/IMaKUY C OTIpefielieHNeM aHTUTeN K sHnomusuio, AHA, SHA, PO

Iemmakus

Hnpexyuu

Bupyc ummyHopeduivTa YenoBexa Antntena, anturenss, PHK/ITHK B4
Jlenpa buorncus ovara, Hepsa

bonesnp Yaraca

Omnpepenenne aHTureHoB Trypanosoma cruzi METOROM MMMYHO(EPMEHTHOTO aHaInu3a

Ipumedanne: AHA - antunykieapHble anturena; SHA — skcTparupyeMblit sepHsiit antures; PO — peBMaTonaHbI hakTop.

Tabnuua 3. Knunuueckue nposenenus ocmpoti naHOU3aémoHoMuu

Tun nposBnenus Omnucanne

CQPHC‘IHO-COCYHI/ICTI)IC API/ITMI/II/I, OpTOCTaTN4YE€CKaA I'MIIOTEH3WA,
apTepuajsbHasA TUNEPTEH3UA

H(eHYI[O‘-IHO—KI/H_He‘{HbIe KOHCTI/IHaLU/IH, auapesd, HapaIH/ITI/I‘-IeCKI/H‘/‘I naeyc

YporeHnranbHbIe 3arpyHeHHOe MOYENCITyCKa e, 60Tle3HeHHOe
MOYENCITyCKaHIe, OCTPast 3afiep>kKKa MOYIL,
SPEKTIIbHAA JUCHYHKINA

CynoMoTopHbIe Tumepruspos, aHTUApPO3, MPaMOPHOCTD
KOXM, IOXOJIOfiaHVIe KOHEYHOCTE

Odranmpmonorndeckue HeueTkocTb 3penns, kcepodranbmus

CuHppoM HeafleKBaTHOM cekpenuy Iumonarpuemms
AHTUANYPETUIECKOTO TOPMOHA

OCTIO)KHEHUEM ABJIAETCS HEIPOXOAMMOCTb KMIIeYHN-
Ka. OnmmcaHbl TaKXe Caydan Ayapey, KOHCTUIALN,
Hefep>KaHus [4].

Oco6oe BHMMaHMe CTOUT YHEMUTb OCTPOIL MTaH/U3aB-
toHOMUM. ITa Popma CI'B nposiBiseTcs BhIpaKeHHOI
OPTOCTAaTUYECKOV TMIIOTEH3Mel, aTOHMEN MOYEBOrO
Iy3bIpsA, racTponatusamu [2]. ITomHBII CeKTp ee Kn-
HUYECKUX MPOsIB/IEHNIT IpefcTaByeH B Tabm. 3 [7]. Xa-
PaKTepHBIMM OCOOEHHOCTSAMU IATONOTUM SIBJISAIOTCS
OTCYTCTBHE M3MeHEeHMUII 110 JAHHBIM 37IeKTPOHEeIPOMIO-
rpa¢un (OHMT), a TakKe MeIeHHOE U HETIOJTHOE BOC-
cra”oBjieHue [7].

CT'B - a10 KnMMHUYecKkui1 guarnos. K o6s3aTenbHbIM ero
KPUTEPUAM OTHOCATCSA IPOTpeccUpYyIolias MbllIedHas
c1abocTh B KOHEYHOCTSX, apednekcus uin rumoped-
JleKcusi B IepBble fHM 3aboneBanus. [Iuarnoctuxa CT'b
TaK)Xe BK/II0YAeT VICCIeOBaHNe TMKBOPa I IPOBeieHe
SHMI [8].
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ITpu Bcex popmax CI'B mokasaHO maToreHeTMYeCKoe
U cuMITOMaTn4yecKoe ynedeHne. I[laTrorenernyeckas Te-
panmsa 3aK/I04YaeTcs B IPOBeNeHNM BBICOKOOOBEMHOrO
IpOTpaMMHOTO IIa3Madepesa J/UIN BBICOKOTO3HOM
BHYTPVMBEHHOM BBEIEHNM IIpeNapaToB NMMYHOITOOY-
nuHa kimacca G. Oba BapraHTa HaTOTeHETUYECKON Te-
pamuu MMerT paBHO3HaYHYIO0 3 dexTuBHOCTD (I (A)).
CuMnToMaTndecKas M COMyTCTBYIOLIAsA Tepalni Ipex-
IIO7IaraloT KOPPEKIMIO OCTIOKHEHMIA, a TAK)Ke PAHHIOI
peabunuranuio.

DlnabeTnueckas aBTOHOMHas HeilponaTus

Caxapnbiit guaber (ClI) - Bemymias npu4mMHa COMaTu-
YEeCKOJ ¥ aBTOHOMHOJM HENPONAaTUy B PasBUTHIX CTpa-
Hax [3]. PacmpocTpaHeHHOCTb aBTOHOMHBIX Hapylle-
HUIL 3aBUCUT OT THIa fuabeta, coctasmsst 54% mpu ClI
1 tuma n 73% npu CJI 2 tuna. @akTopamMu pucka ux
PasBUTHSA TaKXKe ABJIAIOTCS JIUTEIbHOCTD OCHOBHOTO
3a60JeBaHs, BO3PACT IALMeHTa, KOHTPO/Ib ITIMKeMUIL,
Ha/mu4re MeTabonnIeckoro CMHAPOMa, 0COOEHHO IIpH
CII 2 tuma [9]. CambiM Ts1KenmbIM ocnoxkHueHeM CJI ¢ He-
67IaronpUATHBIM IPOTHO30M MPU3HAHA KapAMaabHass
AH. Yacrtora ee BcTpe4aeMOCTH BapbupyeTcs oT 1 1o
90% mipu CJJ, 1 Tuma u ot 20 go 73% mpu C[I 2 tuna [10].
CMmepTHOCTD Ipu KapauanbHoit AH B nATI- - mecatuner-
Hell IepCleKTuBe focTuraeT 27-56%. IlanuenTs! ¢ Kap-
AvanbHOV AH OTHOCATCA K TPyIIITe OBBIIIEHHOTO PUCKa
BHe3amHolt cepaeyHoit cmeptu [11]. Y nmui ¢ CII 6puta
MPOIEeMOHCTPUPOBAHA 3HAYMMAas KOPpenALua MeXIy
cepreuHo-cocypuctoit AH (opTocTarmyeckas rumnoTeH-
3151, HETIEPEHOCUMOCTD PM3UIECKIX HATPY30K, TaXUKap-
Ivisi HOKOs1, 6e360meBast MiIeMIsI MUOKap/a) ¥ CMEPTHO-
cthio [2]. CormacHo aHHBIM HAIIMOHATBHOTO PETUCTpa
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nHpapKTa MIOKapHa, 32% G0/IbHBIX A1abeToM, IepeHec-
X MHGAPKT, HUKOTAA He VICHBITBIBAIN 3arpyAUHHON
6o0mm [12].

OpuyM u3 mposiBneHmit guaberndeckoin AH Ttakke
ABNAIOTCA apUTMUK. B sKcIepuMeHTax Ha >KMBOTHBIX
MOJIeNSAX MOKa3aHo, YTO CUMITATUYeCKasd aKTUBHOCTD
MOXeT [1eCTabuIN3UPOBaTh CEPHIEYHBIIl PUTM, a ITOBBI-
IIeHMe aKTUBHOCTY OMy>KFAIOIIero HepBa — OKa3blBaTh
3al[MTHOE BO3/IeIICTBME NIPU PasBUTUM MOTEHLIMATBHO
(aranbHOII XenyRouKoBoIt apurMuu [13].

Hau6onee vacteiM u paHHuM cumnromom AH npu
CJI cuntaercs speKTWIbHAsA FUCPYHKINA ¥ MY>KUIMH.
K apyrum yporeHuTanbHbIM NPOABIEHUAM OTHOCAT aTo-
HUIO MOYEBOTO Iy3bIPsl, KOTOpas MOXeT OCTIOKHATbCS
3aIE€PXKKON MOYM U BOCXOAAIIell MHDEKIMEN MOYEBBIX
myTeit [14].

TacTpouHTeCTHHANbHBIE PACCTPOICTBA Ipy AMabeTde-
ckoit AH Hepenku 1 pasHOO6GPa3HBL, TaK KaK B [TATONTOI M-
YeCKIII IPOIlecC BOB/IEKAETCS BECh JKeMyJ0YHO-KHIIeY-
HbII1 TpakT. [TopaskeHue 6/1y>XAAI0I[ero HepBa IPUBOSUT
K gucgaruy, racTponapesy, auapee u 3aopam, 3aMef-
JIeHMIO OITOPOXKHEHM >KeTYHOro Mmy3bIps. [acTpomapes
OIMNCaH B OTHETbHBIX KIMHUYECKUX CITydasAx U IpOAB-
JII€TCA TOLUTHOTOM, YyBCTBOM II€PEIO/IHEHNA JKelyaKa
IIOC/Te TIpyieMa MMM, B TSXKETBIX CTydasx — MOBTOPAI-
1IeVicst PBOTON, CHIKeHMeM Beca [15].
ITynunnomoTopusle paccTporictsa npu CJ] npefcrasie-
HbI HapylIeHMeM aflallTal[uy K TeMHOTe, TUIIITYCOM, IVIC-
¢yukuueit gumatatopa u chuHKTepa 3pauka [16].
IOuabernueckass AH TakXe NPUMBOAUT K [leHepBaluu
IIOTOBBIX JKeJIe3, XapaKTepu3yAch HapyIIeHNeM ITOTOOT-
HeieHs], TPOPUUIECKIMIU PACCTPOIICTBAMY CO CTOPOHBI
KOXXI U IIOTepeil Bonoc. VIHOIa nauyeHTsl XKanyoTcs
Ha TUIEPTHUPO3 TOTIOBI U TYIOBMILA, YTO MOXET ObITh
KOMIIEHCAaTOPHOI peaklyell Ha CHIDKEHNE IIOTOOTee-
HUA B HYDKHMUX KOHeYHOCTaAX [13].

JuarHoctuka auabeTHIecKoil HelpomaTuy OOBIYHO
He COCTaB/IsIeT TPYyAa I OCHOBBIBAETCA Ha cOHope Kanoo,
aHaMHesa 1 TaHHBIX ocMoTpa. Helipodusmonornyeckoe
o0crnenoBaHue BKIIOYAeT CTAHAAPTHBI Habop: DHMI,
Kap/inoBaraabHOe ¥ CySOMOTOpHOe TecTupoBaHue. [Ipu
HEOOXORMMOCTH CIIEKTP AUATHOCTUYECKUX IPOLERYP
MO>KET OBITh PaCUIMpeH.

MyIbTUANCIUITIVHAPHBII IIOAXON IIPU fUabe TIIeCKOit
HeJpolaTuM TakK >Ke aKTyajleH, KaK ¥ Ipu JIOBIX CO-
CTOsHUAX, conpoBoxpatomuxcsa AH. ITaTtorenernye-
CKasl Tepamysi fuabeTnIecKol HeMipomaTi C BBICOKUM
yPOBHEM [0Ka3aTeIbHOCTI 3¢ (HEeKTUBHOCTI O HACTOSI-
1Iero BpeMeHM He pa3paboraHa. OCHOBHas TaKTUKa Ha-
IIpaB/ieHa Ha MPO(MIAKTHUKY OCTIOKHEHWI, JOCTIDKEHNe
U TIOfifiep>KaHue MHAVBUYaNnbHBIX Ije/IeBbIX MTOKa3aTe-
JIell YI/IEBOJHOTO M TUMMAHOTO OOMEHOB ¥ apTepuanb-
Horo jjaByieHns (MeHee 140 MM PT. CT. /IS CUCTO/INYECKO-
ro 1 85 MM PT. CT. /I AMACTO/INMYECKOrO apTEPUATbHOTO
IaBJeHNs), a TAKXKe COOMIoeHNe IUreHsl crtom [7].

B xadecTBe CONMYTCTBYIOLIEN Tepanuy fuabeTndecKoil
HelfpomaTuy 60MbIION MHTEPEC IPEACTABISAIOT Ipenapa-
TBI META0O/INIECKOTO [eVICTBIUS C HAIIPAB/ICHHOI aHTH-
OKCHUJIAaHTHOJ aKTUBHOCTBIO Ha OCHOBE ajIbda-M1II0eBOl
kucnoTsl (AJIK), My TMOKTOBOM KUCIOTHL.

IHAOKPUHONOT WA

Jlekuim ana spadei

B 1999 r. lnabeTndeckum oburectBoM Bpadeit [epmaHmn
AJIK 6pi1a ipusHaHa eAMHCTBEHHBIM CPEICTBOM C [JOKa-
3aHHOI 9 PEKTUBHOCTDIO JIA JIeUeHNU S TuabeTIIecKoit
Heviporatuu [15]. AJIK Mo>xeT BOCCTaHAaBINBATh APYTHe
AHTMOKCUIAHTHI, TakMe Kak BuTamuHbl E u C, Ko3H3UM
Q10 u rIyTaTNOH, TO €CThb EICTBYeT KaK YHVBEPCA/b-
HBIT aHTUOKCUAHT [17]. AHTMOKCUIAHTBI UTPAIOT BaXK-
HYIO POTIb B JIe4eHUM GONIbHBIX MaOeTOM U3-3a BbI3bIBa-
€MbIX TMIIePITIMKEMIEl CTYUMY/IALN II0/IMOIOBOrO Iy TH
u 06pa3oBaHMsi KOHEUHBIX IPOSYKTOB [TIMKMPOBAHIS
" aKTUBHBIX GopM Kucnopopa [18].

B xnmunyeckux ucnbitanuax AJIK npu auaberdeckoin
HeifporaTuy, Hedppomatuy, KapAMOMIUOIATUN U PEK-
TUIBHON FUCHYHKINY HOTYYEHBI [IOTOXNUTENbHbIE pe-
3y/IBTAThI, 0COOEHHO B OTHOLIECHNY yMEHbIIEHNs HEIPO-
natudeckoit 6omu [19]. B panoMusnpoBaHHOM IBOTHOM
CJIeTIOM IIane60-KOHTPOIMPYEMOM MHOTOILIEHTPOBOM
VICCTIEIOBAaHNM TIPOJIEMOHCTPUPOBaHa 3P PEKTUBHOCTD
nepopanbHoro npuema AJIK B gose 600 Mr/cyT npu ner-
KOil I YMEPEHHOM AUCTaNIbHOM IabeTM4ecKOil CeHCOo-
MOTOpHOI ojuHeyponatuu [20].

B npyrom paHgoMu3s“poBaHHOM OTKPBITOM MCC/IEf0Ba-
Huy akTuBHOCTh AJIK usy4anacp B gBa nocnefoBaTesnb-
HbIX 3Tamna. Bee yuactauku nonyyanu AJIK nepopanbHo
B jo3e 600 MI/CYT B TedeHUe YeThIpeX HefeNb, P 3TOM
OHU He JJO/DKHBI ObIIV IPUHMMATh Kakye-mubo nexap-
CTBEHHbIE CPEJCTBA, ObIeryanomye HeliponaTuIecKyo
60mb. Y manuentoB ¢ CJI 2 TuIa ¥ CUMITOMATUYECKON
nonuueriponarueit AJIK ynydmiana neitponaTuyeckue
CYIMIITOMBI, OfTHOBPEMEHHO CHIDKasl YaCTOTY VCIO/Mb30-
BaHUs IPENapaToB I/Is1 HEOTIOXHOI oMoy [21].
brimo Takke nokasaHno, 4yto AJIK mpoTekTBHO BO3feli-
CTBOBa/Ia Ha [TOYEYHYIO TKaHb [22], cmocobcTBOBaMA
CHIDKEHMIO aCMMMETPUYHOTO AVMETV/IAPTMHMHA PN
HepomaTuy, yIyYIeHNI0 OCLVUIATOPHOTO NOTeHI-
ajla M KOHTPACTHOI YYBCTBUTENIbHOCTY IIPU PETHHOIIA-
TUIL.

[Ipn gnabernueckoit Kapauomuomnaruy AJIK obecme-
4yBa/a IPOTEeKTUBHBI 3 (deKT 3a cueT MHTUOMpPOBa-
HUA aKTUBalUMy HykjaeapHOro ¢gaxropa kB, cHIbKeHMA
ypoOBHeit fas-muranga M MaTpUKCHOM MeTaIOINPOTeN-
Hasbl 2 [23, 24].

TpaHcTUpeTMHOBAA ceMeiiHaA amunouaHaA
Henponatus

TpaHCTUpeTHHOBAA ceMeliHas aMIIOU/HAS HelfpOIIaTH
(TTP-CAII) - penkoe mporpeccupyroliee ayToCOMHO-
IOMMHAHTHOe 3ab0/IeBaHNMe, XapaKTepusymoleecs OT-
JIO)KeHMeM MYTaHTHOTO aMMIOMJHOTO OellKa TPaHCTHU-
peTMHa B OpraHax M TKaHAX. AMUIOUHbIe PUOPIUIIIbI
KYMYIUPYIOTCA B cepflie, nepudepndeckux Heppax,
MOYKaX, [JIA3HBIX s67I0KaX, B CTEHKAX MEJIKUX M CPEJHUX
apTepuit, apTeproy FOJIOBHOrO Mo3ra [25, 26]. Onucano
6onee 150 myTaruit B rene TTP, ogHako camoit pacmpo-
CTpaHeHHOI cunTaercs MyTanua Val30Met.

CornacHo ganHbiM peructpa THAOS, Val30Met acco-
nuupyetcsa ¢ 6omee paHHMM HadaaOM BereTaTUBHBIX
HapYyLIeHNt, ux 6OJbIIeil YaCTOTOM U TsXKeCTbio [27].
BeretatuBHasg AUCcYHKIMA NPOSABIACTCA OYeHb PaHO,
BOBJIEKas! YKeTyTOYHO-KMIIEYHBI TPAKT, MOYEITIOTIOBYIO
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U CepHedYHO-COCYANCTYIO CUCTeMbl. CMIITOMBI MOTYT
OBbITb HACTOJIBKO BBIPaXKeHBI, YTO CYIECTBEHHO CHIDKA-
10T KayeCcTBO >XM3HU U COLVIAJIbHYIO aKTMBHOCTb. B OT-
CYTCTBME CBOEBPEMEHHOTO JIeYeHNs IIUTe/IbHAsI PBOTA,
HEeKOHTpOJIMpyeMas fuapes, BbIpakeHHass OPTOCTaTU-
YecKast TUIIOTEH3 I, KaXeKCusl Ha poHe ManbabcopOumm
IPUBOZAT K eTaIbHOMY MCXopy [28].

BaprabenbHasi IeHETPaHTHOCTb ¥ TeHeTHYeCKas reTe-
POreHHOCTh 0OYCIOBNMBAIOT pasHOOOpasue KIMHMIe-
CKVX IPOSIBJIEHNII, PAa3HBIIl BO3PACT feOI0Ta U TAXKECTh
CUMIITOMATUKM, HaJlM4Me CIOpaindeckux GpopM, 4To
3HAUUTENbHO YCIOXKHAET AMarHOCTUIECKIII IIOVUCK, 0CO-
0eHHO Ha paHHMX CTAfVIX.

s nogospenns na TTP-CAIl nomumo nepudepu-
YeCKOJ aKCOHAJbHON IONMHENPONATUN Heo0XOmuMO
Hanu4dmMe «KpacHbIX (aroB», TAKMX KaK KaplaibHBbLA
TYHHEJIbHBIII CUHPOM, IIOpaXKeHue cepaua (apuTMnn,
6710Kabl, peCTPUKTUBHAS KapAMOMIOIATHA), OPTO-
CTaTM4ecKasi TUIOTEeH3NUs, IPeKTUIbHASA AUCHYHKINS,
HapyIlleHVe MOYeNCITyCKaHNsA, ToYedyHas HefoCTaTo4-
HOCTb, HelpeJHaMepeHHOe CHIDKEHME MAacChl Tesa,
yMeHbIIIeHNe allleTUTa, Ayapesi ¥ KOHCTUIALMSA, TOIIHO-
Ta ¥ pBOTA, KaTapaKTa, IJIayKoMa, CMHIPOM CYXOTo I71a3a
(pmcyHOK) [29, 30].

MHcTpyMeHTanbHBIE U T1a60PATOPHBIE METOLBI AVAT-
Hoctuky TTP-CAII Bxmrovaror cekBennposanue [JHK,
Omorcuio, HapuMep, KOXI, HEPBa, CepAlia, CIIOHHBIX
XKejies, CIM3UCTON 06010uKy mpsimoit kuuiky, DHMI,
UCCIIefOBaHNe KapAMOBaraJIbHOIO TOHYCa ¥ CYZOMOTOP-
HOV QYHKIVM, CHUHTUTPADUIO CEPALA, SIeKTPOKapAUO-
rpaduio, sxokapauorpaduio, ucciefoBanye GyHKIUN
IIOYeK.

Kak u npn neyenun Bcex AH, npu TTP-CAII gomxken
OBITb peany30BaH MYIbTUAUCUNUIUIMHAPHBIN IOLXON,
KOrfia KOMaHfa IpoQIIbHBIX CIeIaIiCTOB Haboa-
eT 3a TeyeHyeM 3a00J/IeBaHuA, KOPPEKTUPYeT fepuiuT
U IPOBOAUT NMPOPUIAKTUKY IPUCOEAMHEHNUA UHPeK-
LU, KaXeKCUM, CEPAEYHON HETOCTATOYHOCTH [29].

Inda xoppeKIuym CUMITOMOB MOTYT HPUMEHATbHCA
He TOJIbKO IIpeIraparel, HO ¥ ONepPaTMBHOE BMeIIaTe/Ib-
CTBO, HAIIpUMep, TpabeKyIoIIacTUKa IPY HEeKOHTPOMHU-

ITporpeccupyromas
CYMMETPUYHAsA CEHCOMOTOPHAs > 1 U3 CrIefyoUX KpUTepyeB
HeJpomnaTus
Iuneprpodus
MIOKap7ia. ~
a MTME&’ JIBycTopoHHMI
€MelTHbIIA BTOHOMHasI CUHJIPOM
© Hap et B i
aHaMHe3 Py 7 HelpomaTusa 3aIACTHOTO
BHYTpUCEpPAEeIHON Kanana
TIPOBOAVMOCTH,
KapAMOMMOIATHA
IMopaxenue
P ITomyTHeHME
KeTyOIHO- N Heob6bacHumasn
OpakeHMe ToYeK CTEKJIOBUTHOTO
KIIIEYHOTO moTepA Beca Tena
TpaKTa
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pyeMoli T1IayKoMe VMV BUTPIKTOMMA IPY AeCTPYKIUN
CTEK/IOBUTHOTO Teja.

Ha ceropusinnuii feHb paspaboTaHa maroreHeTUYecKast
tepamus TTP-CAIL B Poccun us nekapcTBeHHBIX IIpe-
[IapaToB 3aPETUCTPUPOBaH TahaMUUC — CTAOUIN3ATOP
MOJIeKy/Ibl 6eKa TPAaHCTUPETVHA. B MeXayHapO{HOM
MHOTOLIEHTPOBOM /IBOJIHOM CJIETIOM PaH/IOMU3VPOBaH-
HOM I1a1e60-KOHTPOIUPYEMOM MCCIIEOBAHUM TIpe-
mapat obecrednBan HOAKEP>KaHue JODKHOTO YPOBHS
HYTPUTUBHOTO CTaTyca ¥ KadecTBa >KM3HU HaLlMeHTOB,
a TakXXe 3aMeJy/IA/I IIPOrpecCupoBaHNe MOMMHEepomna-
Ty [31]. Kpome Toro, y 90% naieHToB 6bl1a OTMe4eHa
cTabunmsanysa MyTauTHoro 6enka. K maroreHeTndeckoin
tepanuu TTP-CAII Mo>xHO OTHeCTM 1 TpaHCIUTAHTALIMIO
Ie4eHM, KOTopas CYI[eCTBEHHO 3aMeHsdgeT Iporpec-
CHpPOBaHME aMUIONT03a, a 20-7IeTHAA BBDKMBAEMOCTD
60IbHBIX IIOCTIE OIlepaluy COCTABAeT 55,3% [32].

ToKcnyeckne aBTOHOMHbBIE HeiiponaTuu

Heitponarus MoXXeT ObITh BhI3BaHA IPUPORHBIMIL TOK-
cuHaMM (17 Mey3bl, CUTYaTOKCUHBI ), IPOMBIIITIEHHBIMYI
AgaMy (OpraHMYecKye pacTBOPUTENN, MBIIIbAK, PTYTh,
Ta/UINI M OpYTHUe TSOKeble MeTaslIbl, aKpyIaMufl, Kpbl-
CUHBII 5IfT) Y JIeKapCTBEHHBIMM IIpenapaTamu (BUHKPIC-
TUH, JOKCOpyObuiuH) [3].

Vi3BecTHO, YTO NpUMeHEHMEe BUHKPUCTUHA aCcCOLMU-
MIPOBAHO C Helfpomnaryerl 6y>kKaiolero Heppa, IposiB-
AAIOLIeNCs BBIPa’KeHHBIMY TaCTPOVMHTECTVHATbHBIMU
CUMIITOMaMM, OPTOCTaTU4Y€CKOI TMIIOTEH3MEN U [NC-
¢dyHKIMel MOYeBOro mysplpA. [pymmoit poccuickmx
y4YeHBIX IPOBENEHO MCCIIefOBaHMe, TI0Ka3aBllee, YTO
B CTPYKTYpe aBTOHOMHBIX HapyIIeHNIl y HallieHTOK
C pakoM MOJIOYHOII JKe/e3bl Ha (OHe XUMMIOTepannn
npeobnafany KapAnManbHble PacCTpoiicTBa (apUTMUM,
HapylLIeHNMe CepleYyHOll HNPOBOAUMOCTHU, CHUXKeHUe
COKPAaTUTE/IbHOI CIIOCOOHOCTY MMOKap/a JeBOTO JXe-
TymouKa). Ba)KHBIM acIleKTOM JaHHOTO MCCIeOBAaHNUsA
cTamo GopMMUPOBaHME IPABUIBHOTO PeabuIUTAL{MOH-
HOTO [MAarHO3a U IOMCK ONTUMA/IbHOM KOMIIJIEKCHOI
peabyINTalMOHHOI IPOrpaMMBbI /L JKEHIIMH ¢ paKoM
MOJIOYHOM >Keje3nl [33, 34].

06wwuit noaxo/, K AMarHoCTMKe aBTOHOMHbIX
HeiiponaTuit

CucreMHbII TOAXOf, Ipu cOOpe aHaMHe3a M OCMOTpe —
CaMblii BaXHBII aCIEKT AMarHocTudeckoro nomucka AH.
[Tpu nmopo3peHnN Ha BereTaTUBHYIO AUCOYHKLIUIO He-
00XOAMMO UCK/TIOYUTh BTOPUYHbIE IIPUIMHBI (aHEMMUIO,
[IOYEYHYI0 HE[OCTATOYHOCTD, heoxpoMonyuTomy, 3abo-
JIeBaHMS IUTOBM/HOM JKele3bl, CepAla, IIpueM Meau-
KaMEHTOB, a/IKOTOMM3M), a TaKXe 3a00eBaHMA L[eHT-
pa/IbHOI HepBHOI cucTeMbl (aTba-CUHYKIVHOIATUN,
sHIleaTUTbl, TPAaBMbI TOJIOBHOTO U CIMHHOTO MO3Ta,
pacCestHHBII CKIIEPO3).

BbI60p MeTOLOB MHCTPYMEHTAIBbHON U 1ab0paTOPHOI
IVMAaTrHOCTUKM [JOJDKEH COOTBETCTBOBATh KIMHUYECKON
kaptuHe. HexoTopble mccnenoBanus ABJATCA olepa-
TOP-3aBUCUMBIMH (CYOMOTOPHBII aKCOH-pedeKc, 6u-
oncust, SHMI'), mosToMy ux nydiie BBIIOTHATb B 9KC-
IIepTHBIX LieHTpax. Ecii Ha JTaHHOM 3Tare yBepeHHOCTH

JddekTuBHaA dapmakoTepanua. 3/2023



B IMarHO3e HeT, MOXKHO OIMPAThCs Ha KJIAacCU(pUKALINIO
AH o xapaxrepy Tedenus. [Ipu octpo pasBubiesicsa
CEeHCOMOTOPHOI AYICTAIbHOJ MONMHEIPOnaTuy Heob-
XO[JMMO MCKIYUTh cuHApoM Iuitena — bappe. Ilpn
KcepodTanbMuu CTOUT 3amOf03puTh GonmesHp Iller-
peHa, BBINOJIHUB MCCIEelOBaHNE Ha Hanu4le aHTUTEN
K IIUTOIZIa3MaTUYeCKUM aHTUreHaM — anti-Ro u anti-La,
a TaKoKe TPy HeOOXONMMOCTY OUOIICUIO CTIOHHOI Xe-
ne3nl Ty6Op1. [Ipy xponudeckom tedenun AH B nepsyio
ouepenb CIefyeT ONpeNeNUTb YPOBEHD IIIOKO3bI B KPOBU
HaTOIIAK U NMPOBECTU IMIOKO30TONIepaHTHBIN TecT. [Ipn
IOJO3peHNN Ha aMUIONJ03 — 9/MeKTpodope3 6eIKoB
¢ MMMYHO]UKCaIVell, a TaKXKe MONCK IeIO3UTOB aMMU-
JIOMIa TPV MOMOILM CUMHTUTpaduu cepaua mu 6uor-
cuI IOpaKeHHBIX TKaHeil. Eciu nMeeT MecTo ceMelHbli
aHaMHe3, TO IPOBOJMTCA FeHeTNYeCKOe KOHCY/IbTUPOBa-
HJIe U TeCTUpOBaHue [2].

3aknioyeHue

ABTOHOMHBIE HEpONIaTUM MIPEACTABIAIOT COOO0I CITOXK-
HYI0 IVarHOCTUYECKYIO 3afady [l KAMHUIMCTA, TaK

Nvreparypa

Jlekuim ana spadei

KaK COIPOBOXKIAIOTCA Pa3/IMYHBIMU CUCTEMHBIMU IIPO-
ABJIEHVSIMM, MHOTA €3 XapaKTepHbIX [11 KOHKPETHOTO
3aboneBannsa ocobeHHocteil. OCHOBHBIM AMarHOCTH-
YeCKMM MHCTPYMEHTOM SIBJIAETCS TIIATe/NIbHBIN OIpPOC
U OCMOTp TaljueHTa. [I0IOoTHUTe/IbHbIe IOATBEP>KAat0-
I{ye AaHHbIE MOTYT OBITh [OTyYeHsbI Orarofgapst mabopa-
TOPHBIM aHA/IN3aM, 37IeKTPOU3NOIOTMYECKUM U BU3Ya-
NM3ALVOHHBIM MCCTeJOBaHNAM.

Hepenxo AH HocAT XM3HEYTPOXAIOUINII XapaKTep.
CBoeBpeMeHHas 1 OBICTpPast FUATHOCTHUKA I, KaK CIECT-
Ble, CBOEBpeMeHHas IaTOTeHeTIYecKast Y CUMIITOMATH-
YyecKas Tepamusa MOTYT o6eclieuuTb NManyieHTaM 6yaro-
IPUATHBI IIPOTHO3 Ha BBI3/[OPOBJIEHNE.

I[Tpu npoBeneHNY TeIeOHBIX MEPOTIPHUATUIL HEOOXOTMMO
IIOMHUTbD O PaHHe ICUXOIOTNYeCKO 1 PU3NIEeCKoil pe-
a6V TalVIM TTAllYIEHTOB.

[Tpumenenne AJIK npu pmuabernmdeckoil Heilpora-
TUM, B TOM 4YMCIe aBTOHOMHOJ HeMpONaTuu, ABJA-
etcst 9 deKTUBHBIM HATOTEHETUYECKUM CPELCTBOM
KOppeKUNM ¥ IPOPUIAKTUKY YTPOKAIIINX KU3HN
COCTOSIHUI. &
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Autonomous Neuropathy: How Recognize
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Autonomic neuropathies are a heterogeneous group of diseases affecting isolated or predominantly autonomic nerve
fibers. Clinical manifestations can be various, and depend on the prevalence and severity of the pathological process.
Autonomic neuropathies significantly reduce the quality of life and social activity, and in some cases can cause
death. Particularly dangerous are generalized forms damaging cardiovascular and gastrointestinal systems.

Due to scientific progress, autonomic neuropathies are well studied and classified, but the pathogenesis of some

of them remains unknown, which limits the selection of pathogenetic therapy.

This article discusses examples of acute and chronic autonomic neuropathies: their clinical manifestations,
approaches to diagnosis and management. Special attention is paid to conditions for which treatment is available

in Russia: Guillain — Barre syndrome, diabetes mellitus, transthyretin familial amyloidosis.

Diabetes mellitus plays the first violin in the structure of the causes of chronic autonomic neuropathies.

The prevalence of autonomic disorders in diabetes mellitus depends on the type of diabetes, being 54% for the first
type and 73% for the second. A cardiac form of diabetic autonomic neuropathy has the most unfavorable prognosis,
the mortality rate in which is 27-56% in a 5-10-year perspective.

Pathogenetic therapy for diabetic autonomic neuropathy has not been developed. The only group of drugs

with proven effectiveness are antioxidants based on thioctic or alpha-lipoic acid. Alpha-lipoic acid in diabetic
neuropathy, nephropathy, cardiomyopathy and erectile dysfunction shows positive results, especially in the reduction
of neuropathic pain. Many authors emphasize the importance of a multidisciplinary approach in the management
of patients with autonomic neuropathies and early initiation of rehabilitation.

Key words: autonomic neuropathy, Guillain — Barre syndrome, transthyretin familial amyloidosis, diabetes
mellitus, alpha-lipoic acid
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