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Pesiome

Capkonpo3 nerkux, ABNAACb UMMYHOOMOCPEeAOBaHHbIM
3a60M1eBaHNEM HEN3BECTHOW 3TUONOTUKN, MPUBOAUT K
Pa3BUTUIO CMCTEMHOIO MOPAXXeHWA BHYTPEHHWX opra-
HOB. B mocnefHve roabl 60MblIOe BHUMaHME yaenseTcs
Pa3BUTUIO TAKOTO OCITIOMKHEHUA, KaK HeMponaTua MasbixX
BONIOKOH (HMB), KoTOpas xapaKTepun3syeTcsa nopakeHnem
TOHKNX HEPBHbIX BOTOKOH HaUMEHbLUEro ArnameTpa, Wn-
POKO MpencTaBNeHHbIX B KOXKe, C/TM3UCTbIX 00010UKax U
BHYTPeHHMX opraHax. K Hanbonee pacnpocTpaHeHHbIM
KNMHUYeCKUM npossneHmam HMB oTHocAT 6oneBoi
CMHAPOM 1 pa3HOObpasHble HapyweHUs pPaboTbl BHY-
TPEHHUX OpraHoB, OAHAKO faHHas natonorusa Tpebyet
JanbHenLWwero n3yyeHns B CBA3M CO CJIOKHOCTbIO AMarHo-
CTVIK/ 1 C LWUMPOKUM CNeKTPOoM QYHKLMIA, BbINOMHAEMbIX
HepPBHbIMW BONOKHamM1 manoro guameTpa. Llenb nccne-
AOBaHUA: BbIABEHNE KIIMHUYECKUX MPOABNEHUN HEn-
ponaTtuy MasnbiX BOSIOKOH NpW Capkoupo3e B CTPYKType
ayTOMMMYHHOr0/NPOBOCNANINTENBHOrO CUHAPOMA, HAY-
umpoBaHHoro agbtoBaHTamu (ACUA). MaTepuanbl n me-
Topbl. B 2018-2019 rr. npoBeAeHO nccnefoBaHmne C yya-
cTrem 25 605bHbIX, CTPaAaoLWNX CApKONA030M NErkux, 1

73 300poBbIxX 4O6pOoBOsbLEB. [poBOANICA CTAHAAPTHbIN
KoMMnekc o6cnegoBaHnini ¢ NPUMEHEHEM PEHTIEHO-
NOrnYecKnx, Mopdonornyecknx, 6akTepuonornyecknx
N MONEKYNAPHO-TeHETUYECKNX METOAO0B. na KnuHuye-
ckoln Bepudrkaumm HMB 6bin Mcnonb3oBaH Banuansu-
poBaHHbIN «ONPOCHVK AM1A BblABAEHNA HEMponaTnm ma-
nbix BonokoH» («Small fiber neuropathy screening list»,
SFN-SL). Takke wnCnonb3oBaNicsa «UCCNeoBaTeNbCKUN
onpocHuk ACUA» ("ASIA research Questionnaire"), rge
OLleHMBaNnCb MOTEHUManbHble TPUrrepbl U CUMNTOMbI
pa3BUTUA ayTOMMMYHHOWN peakuuun. PesynbTaTtbl nccne-
posBaHmA. [1o 60% naumeHTOB C CAapKOMA030M OTMeYaloT
Hanunure XoTa 6bl OAHON »Kanobbl, KOTOpas MOXeT ObITb
accoummpoBaHa ¢ HMB. K Hanbornee 4acTbim >kanobam oT-
HOCWINCh HapyLlleHUs OYHKUUM CepAevyHO-COCYyAMNCTON
1N OMOPHO-ABUraTeNIbHON CUCTEMbI, »KENYAOUYHO-KMLLEY-
HOrO TpakKTa, Habnofanocb NopaXxeHrie KoXn 1 odTanb-
monorunyeckaa natonorua. B 20% cnyyaeB naumeHTbl
OTMeYanu MOCTOAHHOE MPUCYTCTBUE U 3HAYUTESIbHYIO
BbIPa’XeHHOCTb CMMMTOMOB. Take Oblfia BbiAB/IEHa MO-
NOXWTEeNbHAA KoppenAuma mexgy nokasaTenamMu LiKa-
nbl SEFN-SL n yacton Bctpevaemoctbio ACUA-cumnTomMoB
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(koaddrumeHT Koppenaunn CnvpmeHa, p=0,038;r=0,372;
95% Cl 0,1976-0,7538), uTO NO3BONAET NPELMNONOXKUTb
MUMMYHOOMOCPEOBaHHbI FeHe3 AaHHOro OCJIOXKHEHNA.
BbiBoAbI. Y NauMeHTOB C CApKOMA030M NErKUX BO3MOXK-
HO pa3BUTVE HeMPONaTUN ManblX BOJIOKOH B pe3ynbTaTte
CUCTEMHOIO MMMYHOOMOCPEAOBAHHOTO MOBPEXAEHMA
HepBHOWN TKaHW. K Hambonee pacnpocTpaHeHHbIM CUM-
NTOMaM JaHHOTO OC/IOXKHEHUA MOXXHO OTHECTW HapylLue-
HWA BereTaTMBHOW Perynaumm pasfiyHbIX BHYTPEHHUX
OopraHoB ” cuctem. lNpumeHeHne BanvAU3MPOBAHHbIX
OMNPOCHVKOB MOMOraeT YCTaHOBUTb BblPaXKeHHOCTb U TA-
KeCTb HeMpPOoMaTUM MaJsibiX BOJIOKOH, YTO MOXKET ObITb Mo-
Ka3aHMeM K rMcTonornyeckon sepmuomrKkaumm gmarHo3a u
Ha3HauYeHUIo MAaTOreHeTNYeCKoN Tepanuu.

KnioueBble cnoBa: capkorgos, ayTOMMMYHHbI/BOCNa-
NUTENbHbIN CUHAPOM, NHOYLMPOBAHHbIA afbloBaHTaMU,
ACWA, nonnHenponatna, HenponaTUA MasnbiX BOJTOKOH,

ayTOUMMYHUTET

Summary

Pulmonary sarcoidosis, as an immune-mediated disease
of unknown etiology, leads to the development of sys-
temic complications with the internal organ dysfunction.
Nowadays, much attention has been paid to the deve-
lopment of such complication as a small fiber neuropa-
thy (SFN), which is characterized by dysfunction of the
smallest nerve fibers, widely present in the skin, mucous
membranes and internal organs. The most common cli-
nical manifestations of SFN include pain and various di-
sorders of the internal organs, however, this pathology
requires further study due to the complexity of diagno-
sis and a wide range of functions performed by small
nerve fibers. Aim: to identify the clinical manifestations
of small fiber neuropathy in sarcoidosis in the structure
of autoimmune/proinflammatory syndrome induced by
adjuvants (ASIA). Materials and methods. 25 patients
with pulmonary sarcoidosis and 73 healthy volunteers
were included in the study in 2018-2019. A standard set
of examinations was performed using X-ray, morpholo-
gical, bacteriological and molecular genetic methods.

For clinical verification of the SFN, the “Small Fiber Neu-
ropathy Screening List” (SFN-SL) was used. An “ASIA
research Questionnaire” was also used to evaluate po-
tential triggers and symptoms of an autoimmune reac-
tion. Results of the study. Up to 60% of patients with
sarcoidosis report the presence of at least one complaint,
which may be associated with SFN. The most frequent
complaints included dysfunctions of the cardiovascular
and musculoskeletal system, gastrointestinal tract, skin
lesions and ophthalmic pathology were also observed.
In 20% of cases, patients noted the constant presence
and significant severity of at least one of these symp-
toms. A positive correlation was found between the SFN-
SL score and the incidence of the most common ASIA
symptoms (Spearman's correlation coefficient, p = 0.038,
r=0.372,95% Cl -0.1976 to 0.7538), which suggests the
immune-mediated genesis of this complication. Con-
clusion. In patients with pulmonary sarcoidosis, small
fibers neuropathy may develop as a result of systemic
immune-mediated damage to nerve tissue. The most
common symptoms of this complication were autonom-
ic dysfunction of various internal organs and systems.
The use of validated questionnaires helps to establish
the severity of neuropathy of small fibers, which may be
an indication for histological verification of the diagnosis
and the prescription of pathogenetic treatment.

Keywords: sarcoidosis, autoimmune/inflammatory
syndrome, induced by adjuvants, ASIA, polyneuropathy,
small fiber neuropathy, autoimmunity

PaboTta nopnepikaHa rpaHTom [pasutenbctBa PO (go-
rosop N2 14.W03.31.0009 ot 13.02.2017 r.) o BblgeneHnn
rpaHTa Ana rocyfapCTBeHHOW NoAfep» KM HayuHbIX 1C-
cnegoBaHui, NPOBOAUMbIX MOA PYKOBOACTBOM BeAyLUMX
YUEHbIX.

The work is supported by grant from the Government
of the Russian Federation (contract N° 14.W03.31.0009
of 13.02.2017) on granting for state support of scientif-
ic research conducted under the supervision of leading
scientists.

BBepeHmne

Y naumneHTOB C CapKOMLO30M OPraHOB AblXaHWA Ha-
6niofaeTca pas3BUTME CUCTEMHbBIX MOMNOPraHHbIX Hapy-
LWEHWNI, 3HAYUTENbHO CHWKAKLWNX KAuyecTBO KU3HU W
yXyZALlaowmx nporHo3bl 3abonesanna. OgHUM 13 Hanbo-
nee BaXKHbIX U3 HUX ABMAETCA MOpPaKeHNe HEePBHOWN Cu-
CTeMbl C BOBJIeYEHNEM HEPBHbIX BOJTOKOH HAaVIMEHbLLErO
[AVaMeTpa, YTO HOCUT Ha3BaHMe HeponaThn MasbiX BO-
NokoH (HMB) [1-4].

MockonbKy npy capkoupo3e OPraHoB [bIXaHWA
HabnopaeTca HapylweHne paboTbl Kak B-, Tak n T-kne-
TOYHOro 3BeHa MMMyHuTeTa [5-8], passutne HMB npwu
[JaHHOI NaToNIOrMM PacCMaTPUBAETCA Kak MpoABAeHMe
LITOKNH-0MOCPe0BaHHOIO BOCMANEHMs, YTO XapaKTep-
HO ANnA Pa3fIMUHbIX AayTOMMMYHHbIX 3aboneBaHuii. Tak,
nopakeHne HepBHbIX BOJIOKOH Manoro AuameTpa onu-
CbIBAaeTCA NPU CUCTEMHOW KPACHOW BOMTYaHKe, CMHApOMe
LWerpeHa, pnbpommanrun [9, 10]. YunTbiBasa 3HauMTeNb-
HYI0 POJib FeHETUYECKON NpeapacnosioXeHHOCTM N BO3-
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MOXHYI0 NMPOBOLIMPYIOLLYIO POfb 3K30reHHbIX TpuUrrep-
HbIX GaKTOPOB B Pa3BUTUUN JAHHOTO OCNOXHeHudA, HMB
y 6OMNbHbIX C CApKOMJ030M MOXET paccMaTpuBaTbCA B
paMKax «ayTOMMMYHHOrO/BOCMannUTeNbHOrO CUHAPOMA,
NHAyuMpoBaHHOro agbloBaHTammu» (ACUA) [11].

MN3yyeHne HerponaTum Npu capkongose ConpsaKeHo
CO 3HAUYUTENbHbBIMW TPYAHOCTAMU. ITO CBA3AHO C pa3nu-
YsAMKM B PACNPOCTPAHEHHOCTU OCHOBHOrO 3abonesa-
HKA, cocTaBnsatoLwero B Poccniickon ®epepauum ot 22 oo
47 cnyyaeB Ha 100 TbiC. Yenosek, B AnoHun — 1 cnyyan
Ha 100 TbIC. YesloBeK, TOrAA Kak B CKaHAMHABCKUX CTpa-
HaX CapKoWMZOO3 NErknx MoXKeT AoCTUratb 63 GOJNbHbIX
Ha 100 Tbic. yenoBek [12]. Takum ob6pa3om, yactoTa u
BbIPa’>KEHHOCTb HEBPONOTMUYECKUX OCNOXKHEHNA B pas-
JINYHBIX CTPaHax MOXeT BapbMpOBaTb B LUMPOKKX Npeae-
nax. Capkongos nerkux apnsetca 3aboneBaHnem ¢ ApKo
BbIPaXX€HHOW TreHeTMYeCKON MpeapacnonoKEHHOCTbIO
[13-15], n 3TO TakXe MOXeT CyLleCTBEHHO BAMATb Ha
yactoty HMB B monynsauuu, uto TpebyeT AanbHenwero
n3yyeHuna. HMB moxeT NpoaBnATbCA He TOMbKO B BUAe
HelponaTuyecknx 6onen 1 napectesnil, a TakKe B BUAe
HapyLIeHNA BereTaTMBHOW Perynaunumn BHyTPEHHNX opra-
HOB, UTO MOXET OblTb HEe OTMEUYEHO JieUallL M BPAYOM U,
CnefoBaTeNbHO, HE NMOCYXKMUT NOBOAOM AJiA obpalleHmns
K HEBPOJIOry U NPOBEeAEHUs AOMNOMHUTENIbHBIX 06Cneso-
BaHUM [16-20].

B HacToAWMI MOMEHT B MeAULMHCKOM COObLLecTBe
OTCYTCTBYIOT OOLLENPUHATbIE KPUTEPUM [AMATHOCTUKM
HMB. MpepcraBneHve o Hanuumm y 60bHOIO nopaske-
HUA ManblX HEPBHbIX BOMOKOH GOpPMUPYeTCA Npenmy-
LWeCTBEHHO Ha OCHOBaHWN KINMHUYECKNX KpUTEpUEB, Ta-
KX KaK JaHHble HEBPOOrMYeCcKkoro ocMoTpa 1 onpoca
nauneHTa No BanVMAU3NPOBAHHbIM LWKanam (Hanpumep,
Small fiber neuropathy screening list) [19, 21-26]. Jonon-
HUTENIbHO MOKeT ObITb NMPOoBeAeHa 3NEKTPOHENPOMKO-
rpadus ons UCKNIOYEHUs NMOPAXKEHUN KPYMHbIX HEPBHbIX
CTBOJIOB, NPV 3TOM AMarHOCT1Ka HenocpeacTseHHo HMB
npv NPoBefeHNN PYTUHHOMO 31eKTPOodM3NONOrMYecKo-
ro NccnefoBaHNA He NpefcTaBnAeTCcA BO3MOXHON. «30-
NOTbIM CTAHAAPTOM» ANATHOCTMKN ABNAETCA NPOBefeHMe
NMMYHOQIIOOPECLIEHTHOIO  UAN  VIMMYHOTUCTOXUMUYE-
CKOro aHanu3a 6ronTaTta KoXu C NOACYETOM MIOTHOCTK
WHTPasnuaepmMasbHbIX HEPBHbIX BOJIOKOH, OAHAKO AaH-
Haa meToauKa TpebyeT cneymnanbHoOro obyuyeHna nepco-
Hana, cnewmanbHOro 060pPyAOBaHNA, CyLLECTBEHHbIX KO-
HOMWYECKUX 1N BPEMEHHbIX 3aTpaT [27-36]. Y 60/bHbIX C
CapKoOMAO30M JIErkMxX FMCTONOrMYeckme nccnegoBaHua
NAOTHOCTU MasblX HEPBHbIX BOIOKOH HOCAT NPOTUBOpE-
UMBbIV XapaKTep, 3a4acTyo He NPOBOANTCA Koppenauus
MOPPONOrMYecKnx pesynbTaToB C KIMHUYECKON COCTaB-
NALWeN, a TakkKe OLEHKa Hannuua M BblPaXKeHHOCTU
ayTOMMMYHHOTO KOMMOHEeHTa 3aboneBaHuA. pu 3Tom
n3yyeHne HMB npu capkonpose B pOCCUNCKON nonynsa-
LUK NPaKTUYECKM He NPOBOAUSIOCH, B CBA3N C YEM OTCYT-
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CTBYIOT faHHble 06 NCTUHHOW YacToTe U Bblpa>XeHHOCTN
[aHHOIo OC/TIOKHEHUA.

Llenb nccnegosanmns

BbiasBneHne KNnMHMYECKUX NPOABAEHN HerponaTnn
ManblX BOJIOKOH Mpu capKougo3e B CTPYKType ayTouM-
MYHHOr0/NPOBOCMANINTENIbHOIO CUHAPOMA, WHAYLMPO-
BaHHOrO afibloBaHTaMMU.

Ma‘repmanbl n metoabl ncaiegoBaHnA

MpocneKkTMBHOE CpaBHUTENIbHOE UCCefoBaHme Obl-
110 NpoBefeHo 3a nepuopg ¢ 2018 no 2019 r. ¢ Habopom
naumneHToB Ha 6ase OIBY «CaHkT-MeTepbyprckuin HAU
dTmsnonynbmoHonorum» Munsgpasa Poccum n CIM6 IBY3
«Fopopckasa MHoronpooubHaa 6onbHULa N2 2». Mccne-
[loBaHVe 0of06pPEHO He3aBUCKMMbIM 3TUYECKUM KOMUTe-
Tom OIBY «CaHkT-lNetepbyprckuin HUN ¢tunsmonynbmo-
Honorum» MuH3gpaBa Poccun (Bbinucka n3 nNpoTokona
N2 46.1 0T 20.04.2018). Bce yyacTHVKN UccneqoBaHWA NOA-
nuncanu MHGOPMUPOBAHHOE Corflacue Ha 06pPaboTKy MH-
AVBNAYaNbHbBIX AaHHbIX.

B nccnegoBaHve 6b110 BKIOYEHO 98 GOMbHbIX, CTPa-
JaoLWMX CApKOVA030M NIerkunx, U 340poBbiX 4OOPOBOIb-
ueB. Cpeay H1X ObiNo 42 My>UNHbI U 56 XKEHLLMH, CPeHNIA
BO3pacT KOTopbIX coctaBun 38,4+7,2 ropa. B 1-10 rpynny
BOLLNM 6oNbHblE C CapKomo30M Nerkux (n=25, cpeHuN
Bo3pacT 33,4+8,5 net), BO 2-t0 rpynny — 340poOBbie A0-
6poBonbubl (N=73, cpegHuUin Bo3pact 55,8+13,9 ropa).
CTaTucTnyeckn 3HauMMbIX PasnnYmii NO NOy 1 BO3pacTy
cpean NauneHToB He 0TMEYaNocCh.

Kputepuamn BKNIOYEHNA ABAAANCH BO3pacT nauu-
eHTOB OT 18 A0 65 NeT, HafMume cornacus Ha yyactie n
nognucanHve nidopmmposaHHoro cornacua (MC) Ha yua-
CTve B uccnepoBaHuu. [1ns 1-i rpynmnbl Takxke Obl10 HE06-
XOAUMO Hanuuune rmcToNiormyeckn sepmdunumnpoBaHHoOro
capkoungo3a I-Il craguw.

KpuTepuamn wunckniovyeHna ABAANUCL Ha3HayeHue
ropMoHanbHOM Tepanuu, Hannune cuHapoma JledprpeHa
N XPOHNYECKOro TeueHus 3aboneBaHns (Ans nayMeHToB
C capkougo3oMm), MHPEKLMOHHbIX 3aboneBaHuin (BUY,
renatuta C), HanMuMe B aHaMHe3e OHKOJIOTMYeCKnX 3a-
60oneBaHN N X NIeYeHNA C MPUMEHEHNEM METOLOB XU-
MUoOTEpannu, ComMaTMyeckmx 3aboneBaHuin (caxapHoro
AvabeTa, rMnoTrpeo3a, NoYeYHOM He[OCTaTOUHOCTH, Ae-
duunTa nnn nepeo3NPOBKN BUTaMUHOB), PUEM NleKap-
CTBEHHbIX NpenapaTtoB (MeTpoHWAa3ona, HUTPopypaH-
TOWHA, NHe3onuaa, ¢nekavHuaa, CTaTUHOB), Hanuuune
ayTOVMMYHHbIX 3ab0neBaHun.

CornacHo QAu3aliHy WCCNeAoBaHMA MaunMeHTam ¢
CapKoOMZO30M Nerknux npOBOAWACA CTaHOAPTHbIA KOM-
nnekc obcnefoBaHNa C MPUMEHeHEM PeHTreHonormye-
CKUx, Mopdonornyecknx, 6akTepronormyeckux n morsie-
KyNAPHO-TeHeTNYECKMX MeToL0B. Y 605bHbIX Obin cobpaH
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aHaMHe3 Anf NCKIYeHNA NHbIX NpuynH HVIB, nposeneHo
HeBpoJIorMyeckoe obcneoBaHmMe C OLEHKOM MOBEPXHOCT-
HOW 1 rNyOOKOWN YyBCTBUTENIBHOCTY, MbILLEYHON CUMbI 1
MbILLEYHO-TOHYECKMX pedniekcoB. Ana KNMHNYecKkon Be-
pudnkauyum HMB 6bin 1cnonb3oBaH Banuan3vpOBaHHbIN
«OnNpOCHVK ANA BbIABIEHMA HENPOMATUN MablX BOJIOKOH»
(«Small fiber neuropathy screening list», SFN-SL, Hoitsma
et al, 2011). OnpocHKK cocTonT U3 ABYX YacTei u 21 Bo-
npoca, KaxkaoMmy 13 KOTopbIxX MpucBansaetca ot 0 1o 4 6an-
OB, OL|EHMBAIOLLMX KaK YaCTOTY Pa3BUTMA CUMMNTOMOB, TaK
N VX MHTEHCMBHOCTb. YMEpPeHHasa BEPOATHOCTb Hanmuuma
HerponaTumn yCTaHaBMBaeTCA NPU JOCTMKEHUM AMarHo-
CTMYeckoro nopora B 22 6anna, Bbicokass — npu 48 Garn-
nax. Mpw 6annax meHee 11 YyBCTBUTENIbHOCTb COCTaBIAET
100%, cneundunuHocTb — 31%. Mpwn 6annax 6onee 48 —
YyBCTBUTENbHOCTL — 19%, cneyuduryHoctb — 100%.
Wcnonb3oBanca «uccnegoBatenbckuin onpocHnk ACUA»
("ASIA research Questionnaire"), coctoAawmin n3 12 pasge-
NOB, TAe OLeHMBaNMCb NOTEHLUMaNbHble Tpurrepbl (Hanu-
yrie MHOPOHbBIX Tesl, BakUMHALMK, CONYTCTBYOLWMX 3a60-
NeBaHNI) Y CUMMTOMbI Pa3BUTUA ayTOMMYHHOW peakLuu.

CTaTncTnyecknii aHanms BbiNOJSIHEH C UCMONb30BaHN-
em naketa nporpamm Statistica 8.0. PacnpegeneHuve na-
LMEeHTOB MO rpynnam npon3BOAMIOCH B COOTBETCTBUN C
HanMunem BepudULMPOBaAHHBIX AUArHO30B Capkouzao3a
nerkux, Tybepkynesa nerkvux Uiy npu oTcyTCTBUN BEpU-
duruMpoBaHHbIX comaTMyeckux 3aboneBaHuii (Ans 3g0-
poBbIX JO6POBOSIbLEB).

Bce paHHble, cobpaHHble B XxO4e MWCCNefoBaHus,
6blIV NPOaHaNM3NPOBaHbI C NCMONIb30BAHNEM METOAO0B
onucaTenbHON ([ECKPUMTUBHON) CTaTUCTUKKU. [daHHble,
noauyvHAKLWKEeC HOPMaNbHOMY pacnpeneneHunto, npea-
cTaBnieHbl B Bue Gbopmynbl «cpefHee + cpefHeKBagpa-
TMYecKkoe OTKIIOHeHMue». [aHHble, He MnoAuMHAKLMecA
HOPManbHOMY pacrnpefeneHunio, NpeacTaBfieHbl B BUAe
dopmynbl «mefnaHa (MHTEpPKBAPTUIbHBIA pa3max 25—
75 KBapTWU/b)», rae Takke NPOBOAMIICA pacyeT [oBepu-

TesfIbHOro UHTepBana. [NpoBepka Ha HOPMasibHOCTb OCY-
LecTBNANaCh C NpuMmeHeHnem Kputepusa LLiannpo-Yunka.

Bce paHHble 6b11M NpoaHanu3MpoBaHbl C MOMOLLbIO
MEeTOLOB MapaMeTpUYecKon 1 HermapameTpuyecKom CTa-
TUCTUKW, KPUTEPUA X> N CTaTUCTUYECKMX METOLI0B CpaB-
HeHua ana aByx (U-kputepunn MaHHa-YuUTHM) 1 Tpex
(KpuTepuin Kpackena-Yonnwuca) rpynn, Koppenauum npo-
N3BOAWANCH C UCMONb30BaHMeM KodaddrumeHTa Cnnpme-
Ha 1 pacyeTom foBepuTenbHoro nHTepsana (4N, Cl 95%).

Pasnnuma vnn nokasatenu CBA3M CYUMTaNUChb CTaTw-
CTUYECKN 3HaYMMbIMK Npn yposHe p<0,05.

Pe3ynb'ra1'b| ncaniegqoBaHvA

CpenHuin 6ann y nauneHTOB C CAPKOMAO030M MO LKa-
ne «Small fiber neuropathy screening list» coctasun 2,0
(0,0;7,0), y 3nopoBbix fobposonbLes — 0 (0;0) 6annos
(tabn. 1).

Mpu aHanr3e pe3ynbTaToB TECTUPOBAHNKA MO LUKane
SFN-SL ¢ ncnonb3osanvem U-kputepua MaHHa-YUTHM
OblV BbIABMIEHbI PAa3NMunA B pe3ynbTaTax NaluueHToB C
CapKOMA030M U1 30POBbIX J06poBOsbLEB (p<0,0001).

Tabnuua 1

Bbipa)XeHHOCTb KNNMHNYECKUX NPOABNEHUIi HellponaTnm
MarnbiX BOJIOKOH Y NaLNEHTOB C CAPKONA030M JIErKNX
1y 300pOBbIX JO6POBONbLEB

CpepnHuit
KonuyecTBo  nokasartenb
NauueHToB, TECTUPOBAHMUA 95% ClI
% (n/N) 1o wkane
SFN-SL
1-9, capkougo3 60,0* .
nerkux (n=25) (1525 | 20(0.0:7.0) |1,836-2,748
2-9, 310p0OBblE [0- .
6p0BOMbLI (1=73) 4.1 (3/73) 0 (0;0) 0,00-0,00
Mpumeyanue: * p < 0,001, x>c nonpaskon Neitca.
Tabnuua 2

Bcrpeqaemocrb nopa)XeHunA pas3/InM4yHbIX OpraHoB N cUcTemM nNpun passnTnn Hel‘/'|pona'rv|v| MaJibiX BOJIOKOH y nNayeHToB

C CapKonao3om nerkux ny 3aaoposBbix AOGPOBO]‘Ibl.leB

1-2 rpynna, capkouaos
nerkux (n=25), aéc. (%)

CucTembl/opraHbl

2-1 rpynna, 30p0oBble

95% CI no6posonbubl (n=73), abe. (%)

95% CI

CepAeyHo-cocyauncTas cuctema 9 (36,0) 34,5-38,0 0 0 0,005
2Kenyao4YHo-KULLEYHbIA TPakT 3(12,0) 11,8-12,3 1(1,4) 0,8-1,9 0,084
Moyenonosas cuctema 0 0 0 0 -
OnopHo-ABMraTenbHbIA annapar 4(16,0) 15,5-16,7 1(1,4) 0,7-1,8 0,020
[TopaXkeHne KOXHbIX MOKPOBOB W CNN3M- 7 (28,0) 27,6-29,0 1(1,4) 0,7-2,0 <0,001
CTbIX 060/104€K

OdpbTanbmonornyeckas natonorus 5(20,0) 19,4-20.9 0 0 0,005

MpumeyaHue: p — y>c nonpaskoi Meitca, pasnuuna nokasateneil 1-i v 2-1 rpynn.
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K OCHOBHbIM OpraHam 1 crcTemam, KOTopble nopa- Taknum 06pa3om, y 60JIbHbIX C CApKOMA030M K Haunbo-
XKanvcb Npv PasBUTAM HENPOMATM ManblX BOSIOKOH Y fee YyacTblM KINUHWYECKMM CUMMTOMaM MOMHO OTHECTM
60JIbHbIX C CAPKOULO30M JIEFKNX, OTHOCUMIINCH CepLeYHO- HapYLIEHUA CepAeUYHO-COCYANCTON perynsauun (aputmmu,
cocyamcTasn, OnopHO-ABUraTesibHas CUCTEMa, Keny[ou- OPTOCTATMYECKYIO TMMOTEH3MI0), 60/b B FPYAN U KOHEY-
HO-KMLUEYHBIN TPAKT, TaKKe Habnofanvcb nopaxeHue HOCTSIX U Pa3MbITOCTb 3peHus. BaXKHO OTMeTUTb, uTo B 76%
KOXW 1 opTanbmoniormyeckas natonorus (taon. 2, 3). HabnoaeHUn y OONbHBIX C CAapPKOUAO30M KIMHUYECKas

Tabnuua 3

KnuHunyeckne nposBnieHna HeillponaTii MasnbiX BOJIOKOH Y 60MbHbIX C CAPKOMAO030M 1 Yy 340POBbIX NNLY

1- rpynna, capkoupa03 Nerkux 2-1 rpynna, 3A0poBble J06POBONbLbI
(n=25), a6c. (%) (n=73), abc. (%)

Knunn4eckue nposiBneHns Heiponartuu 6annbl 6annbl

HapyLuenue cepaeyHo-cocyaucroi perynsuun | 4 (16,0) 2 (8,0) 3(12,0) 0 0 0 0 0
IT-I;;J'XTu;eHme (PYHKLMM XKenya04HO-KULLEYHOIO 2 (8,0) 0 1(4,0) 0 0 1(1.4) 0 0
HapyLueHue paboTbl MOY€NOIOBOI CUCTEMBI 0 0 0 0 0 0 0 0
MbileyHble cnasmbl 2 (8,0) 2 (8,0) 0 0 1(1,4) 0 0 0
bornesor CMHAPOM B Tefe U KOHEYHOCTAX 3(12,0) | 1(4,0) 0 2 (8,0 0 0 0 0
HapyLueHue TemnepartypHoii perynsuum 1(4,0) 0 0 1(4,0) 0 0 0 0
1I3MeHeHue LBeTa KOXHbIX NMOKPOBOB 3(12,0) 0 0 1(4,0) 0 0 0 0
MapecTesuu 1(4,0) 0 1(4,0) 0 0 0 0 0
Pa3mbITOCTb 3peHus 2(8,0) 2 (8,0) 0 1(4,0) 0 0 0 0
Cpocn o obomoec senie | oy |0 |0 | 0 |0 [ | 0 | o
Ntoro 19(76,0) | 7(28,0) | 5(20,0) | 5(20,0) | 1(1,4) 2(2,) 0 0
95% Cl 75,6-77,4|27,6-29,0 | 19,5-21,1|18,3-20,8 | 0,9-1,9 | 2,0-3,2 0 0

60

54,5 (12)
50 . [pynna 1 (capkoupos, n=25)

. [pynna 2 (3g0poBble 06POBOSIbLbI)

O6Lwas XpoHuyeckas ApTpanrus HapywweHue MoTeps Muanrus
cna6ocTb yCTanocTb namaTn macchl Tena

PucyHok. Han6onee yacto BcTpeyarowymecs ACUA-cumntombl y 605bHbIX C CApKOMAO30M 1 3[,0POBbIX J06POBOSbLEB (%)
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cMMnTOMaTuKa coctasnana 1 6ann no wkane SFN-SL, uto
NPUBOAMUIIO K CHUXKEHUIO KauecTBa XM3Hu. MNayneHTtam ¢
He3HAYNTENbHO BbIPAXXEHHOW CUMNTOMATUKOM MOXET He
TpeboBaTbCs MpPOBefAeHNe MOACYETa MIOTHOCTA MasbIX
HepPBHbIX BOJIOKOH B KOXe.

MauvieHTam ABYX rpynmn 6bl10 NPOBEAEHO McCefo-
BaHue no wkane ASIA research questionnaire gna oueHku
CBA3UN HEBPOJIOTMYECKNX CMMMNTOMOB M ayTOMMMYHHbIX
3aboneBaHuii. Ha pucyHke npepcTtaBneHbl Hanbornee va-
CTO BCTpevatowwmeca B cTpyktype ACUA-cnHgpoma Tpur-
repbl 1 CUMMTOMBbI.

CornacHo npeacTaBneHHbIM Ha PUCYHKE AaHHbIM Y
MaLMeHTOB MPU KIUHUYECKUX CUMMATOMaX Hemponatuu
MasiblX BOJIOKOH Habnoganacb TeHAEHUUA K HanMuuio
6onblUero KonmyectBa KIMHMYecknx cumntomoB ACKA.
BaxHO OTMeTUTb, UTO Y BOJNIbHBIX C CAPKOULO030M Jerkmnx
Oblla BbIsIB/IEHA MOJIOXKMTENbHAsA KOppenaunsa mexay
nokasatenamu wkanbl SFN-SL 1 BcTpeyaemMocTblo Hanbo-
nee vactbix ACYA-cumntomoB (KoadduumeHT Koppens-
uun CnvpmeHna; p=0,038; r=0,372; 95% Cl 0,1976-0,7538).
Y 300pOBbIX OOPOBOJIbLIEB TAKON 3aKOHOMEPHOCTY Bbl-
ABNEHO He Obifo, YTO MOXET CBUAETENbCTBOBATb O BO3-
MO>XHOM MMMYHOOMOCPEAOBAaHHOM reHese NoBpeXxaeHus
MaJsiblX BOJIOKOH Y 60JIbHbIX C CAPKOVA030M Nerkunx.

O6cyxaeHne pe3ynbTaToB

B HacToAwwem nccnegoBaHny y NauMeHToOB C Capko-
ngo3om nerkux B 60% cnyyaeB HabnoganMcb HEBPOJO-
rmyeckme HapyLeHNs, YTO MOXKEeT paccMaTprBaTbCA Kak
pe3ynbTaT pa3BUTUA CUCTEMHOrO BOCManeHua U LUTO-
KMH-ONOCPeOBaHHOIO MOBPEXKAEHNA HEPBHOW TKaHMW.
HavmeHee 3alymLLeHHbIMI B TAKOM CJlyYae OKa3blBaloTCA
HepBHble BOJIOKHA HaMMeHbLUEro AuameTpa, He Umeto-
Wne M1UeNMHOBOW 0BO0MIOUKM UK C/labo MUENUHU3NPO-
BaHHble. K TakoBbIM Yalle BCEro OTHOCATCA BOMOKHa A
penbta 1 C-TUNOB, UTO MOXET MPOABMATLCA LUNPOKNM
CNEeKTPOM CMMMTOMOB, BKJIIOUYAIOLWMX B Cebs BeretaTuB-
Hble 1 CEHCOPHbIe HapyLeHUA.

K Hambonee pacnpocTpaHeHHbIM KITMHNYECKM MPO-
ABNEHUAM HEpPOonaTUM MasiblX BOJIOKOH, BbIIBIEHHbIM B
HacToALeM NCCIe[OBaHNM, MOXHO OTHeCTU HapyLueHune
cepAeyHo-cocyamucTon perynaumm (36% HabniogeHun),
[1A KOTOpOW Hanbosee xapakTepHO pa3BuUTME Hapylue-
HUA pUTMa cepaua n KonebaHuA apTepuanbHOro fasne-
HWUA, B NEPBYIO oyepenb, OPTOCTaTMUECKaA MMNOTEH3NA.
B 32% HabniogeHWi naymeHTbl oTMevanu 6onb B rpyau
WS KOHEYHOCTAX, UTO HEpPeaKo MMEeSIo XapakTep aniogu-
HUW, CYObEKTVBHOIO BOCMPUATMA TaKTUIIbHOTO MPUKOC-
HOBEHUA Kak 6onesoro. [py onpoce Takoro nayuneHTa
BaXXHO MOAPOOHO paccnpallnBaTh O HAIMUNUK NMOLOOHBIX
CMMNTOMOB B HOYHOE BpeMs, TaK Kak B pAfde cnyyaes
6OJIbHbIX MOTYT GECMOKOUTb HAaPYLIEHUs CHa WIN CUH-
L pOM 6eCroKOMHbIX HOT, BO3HMKatoLLMe B CBA3M C OLLyLLe-

Huem anckomdopTa OT MPUKOCHOBEHUSA K KOXKe MOCTeNb-
HOro 6efibs, YTO MOXHO TPAKTOBaTb KaK aniofuHMIO.
Ewe ogHMM CMMNTOMOM, KOTOPbIN Hepedko oTmeuvatoT
60/bHble C CApPKOVA030M, ABAAETCA Pa3MbITOCTb 3PeHNS,
onucbiBaeMas B 20% HabnogeHnn. CTont yTOUHATb Y Na-
LMeHTa, UMEIOT SV HAapYLUEeHUA 3peHUA NPexoaALw i nnm
NMOCTOAHHbIV XapaKTep, AnsA ocylecTsneHna anbdepeH-
UMaNbHON AMArHOCTMKM ObTaNlbMONIOrMYecKor naTosno-
ruun. Mpy BO3HMKHOBEHUN HENPOMaTUN MasibiX BOIOKOH
Pa3MbITOCTb 3peHua OyaeT UMeTb MPexodAalnii Xapak-
Tep, BO3HMKaA Ha GoHe nepeyTomieHnA Nnn Gr3nyeckmnx
Harpy3ok, B ee natoreHese Ba)kHasA POJib OTBOAUTCA UM-
MYHOOMNOCPefOBaHHOMY BOCMNANIEHNIO 3pUTENbHbIX TPakK-
TOB. MeHee xapaKTepHbIMU Ans 60NbHbIX C CApKOUL030M
ABNAIOTCA HapPYLIEeHUA GYHKLUIA XenyaoUHO-KALWEYHOro
TpakTa. B 12% HabniogeHnn naumeHTbl NpeabABAAIN »a-
no6bl Ha HapyLIeHVEe MOTOPUKN KULLEYHMKA C Pa3BUTNEM
KaKk Anapen, Tak U 3anopoB, BO3HUKLLMX OfHOBPEMEHHO
C pa3BUTMEM OCHOBHOIO 3aboneBaHus. K JaHHOI KaTero-
pUKN TakXe OTHOCATCA CyObeKTMBHbIE »Kanobbl Ha Hapy-
LUeHne rNOoTaHMA 1 Ha 3aCTpeBaHne NULWK Npu roTaHnN,
YTO CBA3AHO KaK C HapyLleHneM HHepBaLuMn MbilL, TakK
N C NPOrpeccupoBaHnEM CYXOCTW CIIM3UCTbIX 0060oueK
XenyaouyHO-KMLWeYHOro TpakTa.

Cpean Bcex KnmHuYeckux nposasneHun HMB Hau-
6onee xapakTepHbIM LA CapKomgo3a nerkux ABnAeTca
MMEHHO MoparkeHne cepeyvyHO-CoCYyANCTON CUCTEMbI, KO-
TOpOe 0TMeuanocb B 36% HabnogeHW 1 OTCYTCTBOBAJIO
Y 300pOBbIX OOPOBONbLEB.

AyTOUMMYHHbI/NPOBOCNANNTENbHbIN CYHAOPOM,
WHAYLMPOBaHHbIA aAbloBaHTaMK, XapakTepusyeT pas-
BUTME ayTOMMMYHHOrO npouecca Ha ¢oHe reHeTuue-
CKOW NpefpacrnofnioXeHHOCTN 1 Bo3AencTBna GpakTopos
OKpyXawlLlern cpefbl. YUnTbiBaA COBpPEMeHHble npef-
CTaBNeHMA O naToreHese CapkouAo3a, BO3MOXHO ero
paccMoTpeHne B paMKax AaHHOro cnmHgpoma. B Hacto-
AWEeM UCCNefoBaHUN MoflyvyeHa CTaTUCTUYECKN 3Hauu-
Masa MOJNIOXKNUTENbHAA Koppenauna mexgy Hanmunem y
60M1bHOrO CapKOMA030M CMMMATOMOB 1 Tpurrepos ACUA-
CMHAPOMA 1 HEBPONOTMYECKON CUMNTOMATUKI MO LLKane
SFEN-SL (koadduumeHT Koppenaunmn CnvpmeHa; p=0,038;
r=0,72), 4ToO MOXeT MOATBep)KAaTb rMnoTesy O ponu
ayTOMMMYHHOIO KOMMOHEHTa B Pa3BUTUMN Henponatum
MarsblX BOJIOKOH. Heobxoarmo fanbHeliwee npoBefeHne
VMMYHOJIOTUYECKUX M MMMYHOreHeTMYeCKnx nccnego-
BaHWI AN1A YTOYHEHWA POAN ayTOMMMYHHOTO KOMMOHEH-
Ta B Pa3BUTUM HENPOMNaTM MasblX BOSTOKOH Y 6OJbHbIX C
CapKONA030M NErKuX.

Takum 00pa3om, HeMponaTusi MasibiX BOMOKOH Y
60MbHbIX C CaPKOMAO30M, MO HAaHHbIM KANHWYECKOTO
OCMOTpa, NPeACTaBAAeTCA WNPOKO PacnpoCTPaHEHHOM
naTonornen, ConpPoBOXAaloLLenca pasBuTMeM MOANOP-
raHHbIX HapyLeHNA. YUnTbIBaA HU3KY MHOOPMMPOBaH-
HOCTb KaK MeAVLMHCKNX PabOTHUKOB, TaK U MALMEHTOB
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O BO3MOXHOCTM Pa3BUTUA OAHHOTO OC/OXHEHUS U He-
cneyneuUHOCTb CUMMTOMOB, HEOOXOANMO AalibHelee
M3yyeHne JaHHOro BOMpPOCa C NPYMEHeHreM rmcTonoru-
YecKnx MeTofoB BepuduKaLmm marHo3a ansa yTouHeHUs

q’TIIISIIIanIMl, nyJibMOHoOJNOrnA, IIIHCI)EKI.lI/IOHHbIe 6onesHmn

UacToTbl 1 PACNPOCTPAHEHHOCTN MopaxeHus nepude-
pUYECKO HEPBHOM CUCTEMBI Y GOJIbHBIX C CAPKOMI030M
OpraHoB AblXaHUs 11 BO3MOXHOCTY ee MeAVKaMeHTO3HOM
KoppeKuum.
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CKOro MHcTUTyTa dTM3monynbmoHonoruu; 191036, CaHkT-lMeTepbypr, JINroBCKWi Np., A. 2-4; MAaALLNIA HAYUYHBIA COTPYLHMK NabopaTo-
pun Mmo3anku ayToummyHuteTa CaHKT-lMeTepbyprckoro rocyfapctseHHoro yHusepcuteTa; 199034, CaHkT-MeTepbypr, YHUBepcmTeT-
cKas Hab., a. 7-9; e-mail: ulia-zinchenko@yandex.ru; ORCID 0000-0002-6273-4304;

LankuHa Banepusa AnekcaHOpo8Ha — KIIMHWYECKUNIA opArHaTop HauMoHanbHOro MeMuUMHCKOrO NCCNefoBaTENbCKOTO LIEHTPA OHKO-
noruu um. H.H. MeTpoBa; 197758, CaHkT-MNMeTepbypr, noc. MecouHbli, yn. JleHnHrpapckas, a. 68; e-mail: valshapkina@mail.ru; ORCID
0000-0003-1843-2808;

CmapwuHosa AHHA AHOpee8Ha — [OKTOP MeLVUVHCKMX HayK, BEAYLNA HayuHbI COTPYAHUK NabopaTopuyi MO3anKu ayToMMMYy-
HuTeTa CaHKT-MeTepbyprckoro rocyAapcTBEHHOIO yHmBepcnTeTa; 199034, CaHkT-MNeTepbypr, YHuBepcuTeTCcKas Hab., a. 7-9; e-mail:
starshinova_777@mail.ru; ORCID 0000-0002-9023-6986;

A6noHckuli lMNemp Kasumuposuy — [OKTOP MEAULMHCKUX Hayk, npodeccop; anpekTop CaHKT-MeTepbyprckoro HayuyHo-uccnenoBa-
TeNbCKOro UHCTUTYTa GTmsmnonynbmoHonoruy; 191036, CaHkT-MNeTepObypr, Jiurosckuii np., A. 2-4; aekaH MeguMumnHCKoro dakynbTeTa,
3aBefyoLWMin Kadenpoii rocnutanbHol xupyprv CaHkT-NeTepbyprckoro rocyaapcTBeHHOro yHmBepcuTeTa; 199034, CaHkT-letep-
6ypr, YH1BepcuTeTcKana Hab., . 7-9; e-mail: piotr_yablonskii@mail.ru; ORCID 0000-0003-4385-9643.

Moapo6Hee c XKypHanoM MOXXHO 03HAaKOMUTbCA Ha CaliTe XKypHana
http://med-alyans.ru/index.php/ma

MpaBuna gna aBTOpoOB pa3melleHbl Ha CTPpaHNYKe «[inAa aBTopoB»
http://med-alyans.ru/index.php/Hahn/about/submissions



