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KnuHnyeckmia cyyan

HacnepactBeHHas JpuTpoMenanrua y noapocrtka.
KnuHuyeckoe H&GJ'IIOAEHME pPeaAKoro 3aboneBaHus

B.I. Topus, M.B. CaBuHa, C.B. BuccapuoHos, A.l. banHaypawusunm

HaumoHanbHbIi MeAUUMHCKIUA UCCNenoBaTeNbCKUiA LIEHTP TpaBMatonoruu 1 optoneaun uM. [N, TypHepa, CaHkT-etepbypr

06ocHoeaHue. 3puTpoMenanrus — TAXKEN0e XPOHUYECKOe Mmporpeccupyollee 3aboneBaHue ¢ nepuopamm obocTpeHns
u pemuccun. [ins 6onesHu xapakTepHa TpUaga CUMNTOMOB: MOKPACHEHWE KOHEYHOCTEW, JIOKaNbHOE MOBbILLEHWE TeMMepa-
TYpbl KOXM, BbIpaXeHHbIN HeliponaTuieckuii 601eBoi CMHAPOM. B eanHMUYHBLIX paboTax oTeHecTBEHHbIX aBTOPOB MpeLcTaB-
NeHbl JaHHbIE 0 3PUTPOMENANTUK, B YacTHOCTH, Y AeTelt. [TybnmKaumum HoCAT XxapaKTep OMWUCaHUA KITMHUYECKUX HabniogeHun
C OLIEHKOW KITMHMYECKOMN KapTWHbI 3ab0neBaHmMA Y NaLMeHTa C TOUYKU 3PEHNUS KOXKHBIX MPOABIEHUN U XUPYPrUYECKON MOMOLLM
Ha MOMEHT roCMUTanM3aLmum B CTaLMoHap, B nepuog 060CTpeHUs XpoHUYECKoro 3aboneBaHus.

Knunuyeckoe HabniodeHue. PaccMOTpeEH KNMHUYECKMIA Clyyali HacNeACTBEHHOM 3puTpoMenantum y 15-neTHero noapoct-
Ka C [eTaNbHbIM 0MUCaHWEM TeueHust 3ab0NeBaHMs, HauMHas C MOMEHTa NepBUYHOM MaHubecTauum.

06cyxcdenue. B TeueHve Tpex C NONOBMHOM JIET, HECMOTPS Ha PaHHIOK AMarHOCTUKY M NPUMeHeHUe NocnefoBaTeNlbHoM
(apMaKoTepanum, BKIKOYaIOLLE HeCTepOMaHbIE MPOTUBOBOCTANIUTENBHBIE CPEACTBA, aHTUAENPECCAHTbI, aHTUKOHBYNbCAHTHI,
aHTUIMCTaMMHbI, ONMOWAbI, TOPMOHA/BHYK TEpanuio, MECTHOE MPUMEHEHWe IMIOKaNHA, Ma3u C CoflepxaHueM cepebpa, 3a-
BoneBaHWe NpoTeKano NporpeccuBHO, C PE3UCTEHTHLIM 60NEBLIM CUHAPOMOM K NPOBOAMMOMY NEYEHUI, C Nepuoaamu 0bocT-
PEHUS U HEMOJTHOW PEMMUCCUM.

3axnmoqenue. MNpencraBneHHoe KAMHUYECKOe HabNoLeHWe CBUAETENLCTBYET O XPOHUYECKOM TEYEHUM U TPYLHOU3NEUU-
MOM xapakTtepe 3aboneBaHus. C y4eToM OTCYTCTBUS MOHMMAHWUA YETKOW MPUYMHBI Pa3BUTUS AaHHOTO 3abonieBaHus, pasHo-
06pasHbIX MPOSBEHUH, K NALMEHTaM C 3pUTPOMenanruen cnefyeT NpUMEHATb MYNbTUAUCLMMIIMHAPHBIA MOAX0A C MOMCKOM
HOBbIX METO/I0B JIEYEHUS, B TOM YUCIIE C UCMONb30BaHUEM HEMPOXMPYPrUYECKUX METOAMK NIEYEHUS XPOHUYECKON Bomu.

KnioueBble cnoBa: aputpoMenanrusi; CMHapoM Mutuenna; 6onb; NOKpacHeHWe KOHeYHoCTel; MyTauum B reHe SCN9A; Hatpue-
Bble KaHanbl Nav1.7.
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Case report

Hereditary erythromelalgia in an adolescent.
Clinical observation of a rare disease

Vachtang G. Toriya, Margarita V. Savina, Sergei V. Vissarionov, Alexey G. Baindurashvili

H. Turner National Medical Research Center for Children’s Orthopedics and Trauma Surgery, Saint Petershurg, Russia

BACKGROUND: Erythromelalgia is a severe, chronic, progressive disease with periods of exacerbation and remission.
A triad of symptoms characterizes the disease: reddening of the extremities, a local increase in skin temperature, and pro-
nounced neuropathic pain syndrome. There are sporadic works in the Russian literature that present data on erythromelalgia,
particularly in children. The publications are descriptions of clinical observations with the assessment of the clinical picture
of the patient regarding cutaneous manifestations and surgical care at the time of hospitalization, time spent in the hospital,
and during the period of his chronic disease exacerbation.

CLINICAL CASE: A clinical case of hereditary erythromelalgia in a 15-year-old adolescent with a detailed description of
the disease course since the initial manifestation is presented.

DISCUSSION: During three and a half years, despite early diagnosis and application of consistent pharmacotherapy in-
cluding nonsteroidal anti-inflammatory drugs, antidepressants, anticonvulsants, antihistamines, opioids, hormonal therapy,
local use of lidocaine, ointment with silver content, the disease was progressive, with the resistance of pain syndrome to the
treatment, with periods of exacerbation and partial remission.

CONCLUSIONS: The presented clinical observations show the need to assess the patient as a chronic and intractable pa-
tient. Considering the lack of understanding of the apparent cause of this disease and its diverse manifestations in the clinical
picture, a multidisciplinary approach with a search for new treatment methods, including neurosurgical techniques of chronic
pain treatment, is required for patients with erythromelalgia.

Keywords: erythromelalgia; Mitchell syndrome; pain; limb redness; mutations in the SCN9A gene; Nav1.7 sodium channels.
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KIMHUHECKWE CITYHAM

OB0CHOBAHUE

Jputpomenanruio Bnepsble onucan S. Weir Mitchell
B 1878 r. kak 3aboneBaHue, KOTOpoe NPOABNSETCA B OCHOB-
HOM MNOKPacHeHMeM KoHe4HocTen v bonbio B HuX [1]. Moapas-
LENsoT 3pUTPOMENANTUI0 Ha NMEPBUYHYH, UAMONATUYECKYH
W BTOPUYHYIO, KaK NpaBWNO accoLMMpoBaHHYI0 C MUENOMNpo-
nudepatmBHbIMM 3aboneBaHnaMM [2].

[lnarHocTuka 0CHOBBLIBAETCS HAa aHAMHE3Ee U KIMHUYECKOM
KapTuHe. OCHOBHBIMW NpU3HaKamu 3aboneBaHus ABNAIOTCA No-
KpacHeHWe KOHEYHOCTEN, JIOKalbHOe MOBbILLEHWE TeMnepary-
Pbl KOXMW, BbIPaXKEHHbIA HEMpONaTU4eCKu BOIEBON CUHAPOM.
Mo paHHBIM NUTEpaTypbl, MOpaXKeHWe pa3BUBAETCH CUMMET-
PUYHO B 00EMX KOHEUHOCTSAX, NPOLOIKMTENBHOCTL 0boCTpe-
HWSA 1 BbIpaXKEHHOCTb DONEBOr0 CMHAPOMAa WMHAUBMAYANbHbI,
BO3MOXHO HanuuuMe MOCTOSHHOTO BbIpaXKeHHOro 6oneBoro
CMHLPOMa, MeLUalLLero nauueHTam cnatb [3, 4]. TpurrepHbl-
MU (haKTopaMm, NpoBOLMPYIOLLMMM 060CTpeHne 3aboneBaHms,
MOryT bbITb 3HauUMUTENbHas U3MYECKas Harpy3Ka, NoBbILLEHMe
TEMMepaTypbl OKPYXaloLLen Cpefbl, MONOMKEHUE NOpaXKEeHHbIX
KOHEYHOCTEM, NPUBOASALLEE K HApYLLEHMIO TPODMKM M KpOBO-
obpalenms. CocTosiHMe NaLMEHTOB YNydLIAeTCA MpU OXNTaK-
LEHUM KOHEYHOCTM NMYTEM MOTPYMEHUS €e B XONIOAHYK BOAY,
060paumMBaH1M BNaXKHOM TKaHbH), OXTaXAEHUM C UCMOMb30Ba-
HWeM KOHIMLMOHEpa WM BEHTUNIATOPA, BO3BLILLEHHOM NOM0-
YKEHMM KOHEYHOCTU. BO3MOKHBIMU OCNOXHEHWAMU CUMNTOMa-
TUYECKOW Tepanuu SBASIOTCA MaLiepaLms KOXHBIX MOKPOBOB,
(opMupoBaHMe 3B W NepeoxnaxaeHue KoHeyHoctu. Kpome
TOro, Ha (hOHe ANUTENBHOTO BbipaXkeHHoro 601eBoro CMHAPOMa
OTMEYEHO pasBUTUE MCUXMYECKMX PACcCTPOIACTB [5].

3T1onorus 1 naToreHe3 faHHOro 3aboneBaHus 4o HacTo-
ALLET0 BPEMEHM TOYHO He M3yuyeHbl. B pesynbrate reHeTu-
YEeCKMX MCCNeNoBaHWA NALMEHTOB C 3pUTPOMENanruen Bbl-
ABneHa Mytauma B reHe SCN9A, oteevalowieM 3a paboty
HaTpueBbIx KaHano Nav 1.7, KoTopble, B CBOIO 04epespb, Npea-
CTaBMneHbl B HEMPOHAX CEHCOPHBIX M CUMMATUYECKUX FaHIINeB
[2, 6]. MaumenToB ¢ MyTaumen reHa SCN9A knaccuduumpytot
Kak bonbHbIX C NepBuyHOi hopMol 3aboneBaHus, naumeH-
TOB D€3 faHHOM MyTauuu, C HEYTOUHEHHOW 3TMONornel —
KaK 60/IbHbIX C MaMonaTM4eckon hopMon.

B oTeyecTBeHHOI nMTEpaType NPeLCTaBNeHbl eAUHUYHBIE
paboTbl ¢ faHHBIMM 006 3pUTPOMENanTum, B YacTHOCTH, Y Ae-
Ten. B nybnukaumax onucaHbl HabnloAeHUs C OLLEHKOW Kin-
HWYECKOW KapTWHbI 3ab0NieBaHUSA y NaLMEHTa C TOYKU 3peHUS
KOMHBIX MPOSIBIEHUA W XMPYPrUYeCKOi NOMOLLM, C XapaKTe-
PUCTUKOW COCTOAHWA 6ONBHOrO Ha MOMEHT FOCTIUTaNM3aLUK
B CTaLMOHap U B nepumog, 060CTpeHUs ero XxpoH1YecKoro 3abo-
nesanus [9, 7-9]. MNpu noncke B pyccKosA3bl4HOM 6a3e AaHHbIX
eLibrary HalineHo Bcero 4 cTaTbi € ONUCAHUEM KIIMHUYECKO-
ro cnyyas 3aboneBaHus, Npy NOUCKe B aHM0A3bIYHBIX Ha3ax
paHHbIx Google Scholar, PubMed, ScienceDirect 3a nepuog
2000-2021 rr. — okono 6 Thic. 3anuceit. OgHaKo, HecMo-
TPA Ha TaKon 06bEM aHIMOSA3bIYHBIX MyBAMKALMK, HA AaHHbINA
MOMEHT He pa3paboTaHbl KIIMHUYECKUE W NPaKTUYECKUE pe-
KOMeHJaLWM BefeHns U 3QhEKTUBHOIO JieYeHUs NaLMeHToB

Tom 10, Ne 1, 2022

OpTonenys, TpaBMaTonora
V1 BOCCTAHOBMTESbHAA XVPYpriAf AETCKOMO BO3pacTa

C 3pUTPOMENANTUEN, a TaKXKE OCTAIOTCS OTKPbLITHIMK BOMPOCH
3TUonaToreHesa AaHHOMO COCTOSHMS.

OTcyTCTBYIOT AaHHbIE 06 MHTEpNpeTaLMUM NaLMeHTa C 3pu-
TpOMenanrme Kak XpOHWYECKOro TPYAHOM3MEYMMOro He-
BPOJIOrMYECKOr0 BOMbHOMO CO CTOWKUM 60MeBbIM CUHAPOMOM
B AUCTabHbIX OTA,EN1aX KOHEYHOCTEN U 3nn304amu 060cTpeHms
B BUAE ycuneHus 6oneBoro cuHapoma u hopMMpoBaHKUEM Tpo-
(MYECKUX PacCTPOMCTB MATKUX TKAHEN AUCTaNbHBIX OTAENOB
KOHeYHoCTel. B cBA3M ¢ YeM NpeAcTaBieHo KIIMHUYECKOE Ha-
bnioaeHMe naumeHTa ¢ apuUTpOMenanruen SeTCKOro Bo3pacra.

KJIMHUYECKOE HABJTHOAEHUE

B OIrEY «HMUL, peTckon TpaBMatosiorum u optonenuu
um. [N, TypHepa» Mun3gpasa Poccun nocTynun nofpocTok
15 net ¢ #anobamn Ha NOCTOSHHYIO JKryuylo 60Mb B HUKHUX
KOHEYHOCTAX, TMMNEePEMUI0 U OTEYHOCTb B CTOMAX W HUXHEN
TpeTn 0beunx roseHe.

13 aHaMHe3a, co 0B poauTenei, BriepBble BbILLEYKa3aH-
Hble MPOSABNIEHNA OTMEYEHBI C BO3pacTa 4 neT, Koraa Ha hoHe
(M314eCKON Harpy3KM 1 NOBBILLIEHHOW TeMNepaTypbl OKpYXa-
foLLeid cpeabl pebeHOK Hayan anoBathCs Ha boM B HUK-
HWUX KOHEYHOCTSIX, C MOJIHBIM PErPECCOM B COCTOSHWM MOKOS.
3aboneBaHue NpoOTEKaNo NpOrpeayeHTHO C YBENIMYEHUEM
4acToThbl, MPOACIKMUTENBHOCTU U BbIpaXKeHHOCTM bonesoro
cunapoma. B Bospacte 11 net 6oneBoit cMHAPOM BO3HMKaN
Ha doHe MOBBLILLIEHHOW TeMMepaTypbl OKPYXaloLen cpefbl
¥ NOBCELHEBHON (QU3MYECKOW Harpy3Ku, YTO OrpaHU4MBanNo
[BUraTeNibHyl0 aKTUBHOCTb pebeHKa M MeLlano 3aHATUAM
B LKone. Hauatbl cuMnToMaTuyeckas Tepanus NefAHou rpen-
KOW 1 OX/1aXeHUe KOHEYHOCTH KOHAULMOHEPOM. [oCKONbKY
3pUTPOMENaNTUS OTMeYeHa y MaTepu U 6abylwku no Mare-
PUHCKOW JIMHWW, KOHCYNbTUPOBAH FeHETUKOM, YCTaHOBNEH
AMarHo3 HacnefcTBEHHOW apuTpoMenanruu. MccneposaHue
Ha Hannume MyTaumu reHa SCN9A He npoogwnu. B nocne-
OyouweM obcnefoBancs y HeBponora W peBmatonora. Yuu-
TbiBasl KIIMHWYECKYI0 KapTUHY B BUAE BbIPAXEHHOM HeWpo-
naTuyeckoro 60neBoro CMHAPOMa, 3aTparvBaloLLEro CTYMHU,
npoeefieHa AnddepeHLManbHas OUarHOCTMKA M UCKITOYeHa
bonesHb Mabpu, NOATBEPKAEH AMArHO3 3pPUTPOMENANTUM.
B Bo3pacte 12 net nosBMIMCH rMNepemMus, 0TEYHOCTb HUKHMX
KOHEUHOCTEN, MOCTOSHHbIN BbIPaXeHHbIN 601eBO CUHAPOM
B COCTOSHMM Mokos. Haxoguncs nop, HabmofeHneM ncuxu-
aTpa, nonyyan KypcoBoe JieyeHue KapbamasenuHoM, npe-
rabanuHom, rabaneHTMHOM, aMUTPUNTUIMHOM B BO3PaCcTHOV
po3upoBKe. B npouecce nopbopa Tepanuu Haubonee peid-
CTBEHHbIM MPENapaToM OKasancs aMUTPUNTUAMH C 3DdeK-
TOM B BUAEe HenosnHoro perpecca bonesoro cuHapoMa npo-
DOMKUTENBHOCTBIO 4 Yaca ¢ MocneayHoLImMM BOCCTaHOBIEHNEM
bonesoro cuHapoMa Ha bonee BbicokoM ypoBHe. C Havana
2020 r. B Bo3pacTe 13 neT Ha oHe BbipaXKeHHbIX bonen B Ko-
HEYHOCTAX, YCUNMBAIOLIMX B HOYHOE BpEMS, Y MauUMeHTa Ha-
Grtoganock oTCYTCTBME NOMTHOLIEHHOTO HOYHOMO cHa. lpogon-
HUTENBHOCTb Tepanuu aMUTPUMTUAMHOM COCTaBuia 6 Mec.,
B MpoLecce Tepanuu passunach nonMMmopdHas 3K3aHTeMa,
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Puc. 1. MaumenT A., 13 net. BHewwHuit Bug,
HWXKHUX KOHEYHOCTEN Yepe3 3 Mec. Npuema
aMuTpUNTUIMHA. TUnepemMus cTon U HK-
Heii TpeTu obenx roneHen

PacnpoCTPaHSAIoLLAACA M0 BCEN MOBEPXHOCTH KOXKHOM MOKPOBa,
npecTaBneHHas po3eosion, nanynamm v eaukynamu (puc. 1, 2).
JleyeHne KOXHBIX BbICHIMAHUA OCYLLECTBASAM MOJ, KOH-
TponeM Bpaya-fiepMaTtoniora, YCTaHOB/EH AMarHo3 TOKCU-
Kopepmuu. [puHATO pelleHne 06 0TMeHe aMUTPUNTUAMHA.
Tepanus KOXHbIX BbICbINaHWUKA MPOAOMKanacb B TeyeHue
OBYX MecsiLeB, Ha GoHe aMUTPUNTUIMHA Y NaLMeHTa BO3HM-
Kasiv NpUCTYMbI TUNEpTEH3UM C MaKCUMasbHBIMW 3HaYEHNAMH
po 160/110 MM pr. CT., KOTOpble B CBOIO 04Yepefpb YCUnuBay
HeMponaTyeckuii 601eBoM CMHAPOM B KOHEYHOCTAX.

B panbHeiiiemM NpoBoAUNM TONBKO TEPANUI TUMEPTEH3UM,
CMMMTOMaTUYEeCKyto Tepanuio 601eBOro CMHAPOMA C UCNOSb-
30BaHMEM KOHAWLMOHepa W fefsHon rpenku. TeueHue 3a-
boneBaHus no-npexHeMy 610 NporpeaMeHTHbIM. B MapTe
2021 r. B Bo3pacTe 14 neT Nof KOHTPOsIEM Bpaya-fepMatonora

Puc. 2. MaumeHT A., 13 net. BHELLHWIA BUL, HUKHUX KOHEYHOCTEl Yepes 6 Mec. npueMa amu-
TPUNTUNMHA, BU3YanM3npyeTCcA pacnpocTpaHeHHas NonMMopdHas 3K3aHTeMa

HayaTta ropMoHasibHas Tepanusi NPeaHU30I0HOM, ANUTENbHO-
CTbi0 3 Mec., Ha (hOHe KOTOpOiA COCTOSHME MaLMeHTa YXyALLa-
1ocb B BUAE YCWUIEHUS DONEBOT0 CMHAPOMA B KOHEYHOCTAX
B COCTOSIHUW MOKOA U HOYHOE BPEMS, 3NM3040B MaHUYECKUX
aTaK C 3aTpyaHeHWeM [AblxaHus, oTMeueHo (opMuUpoBaHue
3B KOXHbIX MOKPOBOB HUMHWX KOHEYHoCTe# (puc. 3).

MaumeHT HaxoaMNCa Ha CTaLMOHAPHOM JIeYEHUN B YCI0-
BUsX oTaeneHus kombyctuonorum (CaHkt-lNeTepbypr): rop-
MOHasbHas Tepanus OTMeHeHa, Ha3HayeH MOBTOPHBINA KypC
Tepanuu KapbamasenuHoM. Ha doHe neyeHns JOCTUrHYTO
3aXMBEHNE A13B KOXKHBIX MOKPOBOB, HE3HAYUTENBHO pe-
rpeccvpoBan boneBoi cuHapoM. OfHaKo Ha ¢oHe mpueMa
KapbamasenuHa noBbICKNACh YacToTa MMNepPTOHNYECKUX KpK-
30B 10 HECKOMbKUX Pa3 B [ieHb C NOCNEAYIOLLMM YCUIEHNEM
HenponaTyeckux bone.

Puc. 3. MaumeHT A., 14 net. BHeLWHMI BUL, HUKHUX KOHEYHOCTEN Yepe3 3 MeC. FOPMOHANbHOM Tepanuu. f3BeHHOEe MOopaKeHUe KOMKHbIX

NOKPOBOB

DQI: https://doi.org/ 10.17816/PTORS903%6
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Puc. 4. Maument A., 15 net. BHeLLHUI BUA, HUXHUX KOHEYHOCTEN HA MOMEHT rocnuTanu3aLmm

Ha MoMeHT nocTynneHus naumeHTa B OTAeNeHWe na-
TONOrMM NO3BOHOYHMKA M Helpoxupyprum HMUL, netckon
TpaBMatonorum u optoneaun umenn [WU. TypHepa cocTos-
HWe CPeAHed TAXKECTW, MOMOMEHME BbIHYXAEHHOE, Donb-
HOM CMAMT Ha KPOBAaTW, HOTWU COTHYTbl B Ta3obefLpeHHbIX
W KONEHHBIX CyCTaBaX, MOCTOSIHHO MPOBOAMTCA OXNAXAEHME
HVDKHMX KOHEYHOCTeH NefsHON TPeNKoN U KOHLMLMOHE-
poM. PebeHoK HopMocTeHu4ecKoro TenocnoxeHus. KoxHbli
MOKPOB CyXOW, PO30BOW OKPAacKW, YCTbIA, Typrop coxpa-
HeH. BuauMble cnmsuctble 0605104KM Po30BLIE, BaXHbIE,
yuctble. Bonockl 1 HorTu: anoneuus, co cnoB — c 14 ner,
OHWUXOMMKO3 HorTel cTon. lNepudepuueckue numbaTuyeckve
y37bl He U3MeHEeHbl. MecTHble M3MEHEHWS: TONIEHN U CTOMbI
SPKO TMMEepeMUpoBaHbl C CUHIOLIHO-6arpoBbIMK yyacTKaMm
Mo BHYTPEHHUM MOBEPXHOCTAM rofieHeW, N0 ThlAbHOW Mo-
BEPXHOCTU CcToN M B 0611acTV rofIeHOCTOMHBIX CYCTaBOB Tpo-
(uryeckve H3Bbl HA CTafuM 3aXKUBMEHMS, TPELUMHBI Ha Mo-
LOLLUBEHHOW MOBEPXHOCTU. PybLOBble M3MEHEHWS CpefHen
W BepXHelt TpeTeii roneHeil pasmepom o 15 x 5 cM? (puc. 4).
CepreyHo-cocyamcTas, AbiXaTeNibHas, MULLEBapUTENbHAS
cucteMbl 6e3 ocobeHHocTen. HeBponormueckui ctatyc: co-
3HaHWe fcHoe, 15 6annoB no LWwKane KoMbl [Masro. 3payku
OKpyrble, cuMMeTpuyHble, D =S = 3 MM. Peakums 3padkos
Ha cBeT (MpsAMas U CoApyecTBEHHas) coxpaHeHa. [lBuxke-
HWA MasHblX A6N0K B NonHoM obbeme. Huctarma Her. Jluuo
cummeTpuyHoe. Cyx coxpaHeH ¢ [Byx cTopoH. [leBuauum
A3blka HeT. [oTaHWe He HapylleHo, (oHaLMs coXpaHeHa.
MaccuBHbIe OBUMEHWA M aKTUBHbIE JBUXEHUS B KOHEYHO-
CTAX B NOJHOM 0b6beMe, be3bonesHeHHble. [10BEPXHOCTHbIE
BptoLLHble pedneKchl KuUBbIE, CUMMETPUYHBIE. MbILEYHBIN
TOHYC B KOHeyHocTax coxpaHeH (D = S). Tnybokue pednek-
Cbl B KOHeYHocTAX coxpaHeHbl (D = S). Cuna MbiwwL KoHey-
HocTelt coxpaHeHa (D =S =5 bannos). PaccTpoiicTBa 4yB-
CTBUTENBHOCTM MO TUMY TUMEpPecTe3un C YPOBHA CpefHell
TPETU TONEHH, YCUIMBAIOLLMECS B AMCTANbHOM HanpaB/ieHUw.

MaTonornyeckux 3HaKoB HeT. MeHWHreanbHbIX CUMMTOMOB
HeT. Ou3nonoryeckme OTNpaBEHUs KOHTPONMPYET, AWYpes
afieKBaTeH BoAHoM Harpyske. lpu nanbnaumm u caaenuBa-
HuW cTon yepe3 20-30 MUH NpoMCXoaMn NPUCTYN YCUeHUA
runepeMmm, 0TEYHOCTU W BOMEBOr0 HEMPONATUYECKOrO CUH-
ApoMa. B nokoe WHTEHCMBHOCTL BoneBOrO CUHAPOMA MO BU-
3yanbHO-aHanoroBon Wkane 8 b6annos, obliee cocTosHue
no wrane KapHosckoro 40 %. MaumeHT BbIHYXAEH NOCTOSH-
HO MOMb30BaTbCA NIeAAHON rPeNKoi U MOBUNBHBIM KOHAULK-
oHepoM. Co crioB NauueHTa, NOMHOLEHHbIN COH OTCYTCTBYET
Ha npoTsKeHuu ropa. [MocTosHHO NpuHMMaeT Kapbamase-
nuH no 200 Mr 2 pasa B AeHb, 3Hananpun no 10 Mr 2 pasa
B [€Hb, NPUW NOBBILIEHWN apTepPUaANbHOMO AABMEHUS [ONOM-
HAeT Tepanuio npuemoM npenapatoB KoHkop u Kanote.

Mo faHHBIM NabopaTopHbIX MCCNef0BaHWI KIMHUYECKUIA
aHanu3 KpoBu, BUOXMMMYECKMIA aHanM3 KpoBM, 00LLMIA aHa-
nu3 Moun 6e3 naTonorMyeckux uaMeHewui. Ha Komnbio-
TEPHO/ M MarHUTHO-pPE30HAHCHOM TOMOrpaMMax rpyaHoro
M MOSACHUYHOIO OTAENIOB MO3BOHOYHWKA MNATONOMMYECKUX
M3MEHEeHUIA He BbIABNEHO (puc. 5, 6).

OToenbHOro BHUMaHWA 3aCNyXMBAET EKTPOHEPOMMO-
rpacdus BEPXHWUX U HUXKHWUX KOHEYHOCTeH Mo CTaHAapTHON Me-
TOAMKE C UCCIEA0BAHMEM CEHCOPHBIX BOSIOKOH CPeaMHHOrO,
JIOKTEBOrO, MOBEPXHOCTHOr0 ManobepLoBoOro, MKPOHOXHOIO
HepBOB 1 MOTOPHbIX BOJIOKOH CPEAUHHOTO, IOKTEBOTO, y6o-
Koro ManobepuoBoro v 6onbliebepuosoro HepBoB. [lpu cTu-
MyNALMM MOBEPXHOCTHOrO ManobepLoBoro Hepea c 06enx
CTOPOH CEHCOpHbIE OTBETLI He MOfy4eHbI (puc. 7).

Mpu CTUMYNALMM MKPOHOXHOTO HEPBA CEHCOPHbIE OTBETHI
€ 06enx CTOPOH B 3HAYMTENBHOM CTEMEHU CHWKEHBI: aMMn-
Tyga ceHcopHoro oteeta cnpasa — 0,3 MKB, cneea —
0,6 MKB. CkopocTb npoBefeHWsi N0 CEHCOPHBIM BOJIOKHaM
WKPOHOXHOTO HepBa CHuxeHa — 40 M/c. Mpu cTumynsa-
UMM MOTOPHBIX BOJIOKOH MTyBokoro ManobepLioBoro Hepsa
amnnutyna M-oteeta ¢ m. ext. digit. brevis obeux cTopoH
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Puc. 5. MaruutHo-pe3oHaHcHas ToMorpamma rpyHoro 1 NosicHnY-
HOr0 0T/Je/10B NO3BOHOYHMKA B CaruTTanbHOW MPOEKLIMK, PEXUMBI
T1 BW, T2 BK

2 Mc 5 MKB

=

A 0T me 2T
np., n. peroneus superficialis, L,

T3mA, 0,1 M, 20 7
np., n. peroneus superficialis, L,

Puc. 7. [laHHble 3nekTpoHendpomuorpadmm npu uccnefoBaHuu
CEHCOPHBIX BOSIOKOH HUXHUX KOHe4HocTel. CeHCOpHbIA OTBET Mo-
BEPXHOCTHOIO MaiobepLIOBOro HepBa He MPeBbILLAET YPOBEHD LLYMa
yeunutens

B 3HAUMTENTLHOM CTeNeHn cHuxeHa: cnpasa — 0,9 MB, cne-
Ba — 1,1 MB. lNpu ctumynaumm GonbluebepuoBoro Hepea
M-oTBeTbI C 06€MX CTOPOH CHIMKEHBI B JIErKOM CTENeHu: cnpa-
Ba — 8,8 mMB, cnesa — 8,5 mMB. Hapywenuit npoBeaeHus
M0 MOTOPHLIM BOJIOKHaM NEpPUGEPUHECKUX HEPBOB HUMKHMX
KOHEYHOCTE C 06enx CTOPOH He BbISBIEHO: CKOPOCTb NpO-
BefeHus B HopMe — 50-56 M/c, TepMUHaNbHbIE W pesu-
OyanbHble NaTEHTHOCTM B HOPMe, ANMTENbHOCTb U dopMa
M-oTBeTOB He HapyLueHbl (puc. 8).

Mpy uvccnesoBaHUM CEHCOPHBIX M MOTOPHBIX BOMOKOH
nepudepuyeckMx HepBOB BEPXHWUX KOHEUHOCTel Hapylue-
HWi He 0bHapyxeHo. PesynbTaTthl aneKTpoHerMpoMmorpagum
yKasblBa/M Ha AUdQy3HOe nopaKeHue NpeuMyLLECTBEHHO
CEHCOPHbIX MU B MEHbLUEH CTEMEHU MOTOPHBIX BOJIOKOH ne-
pudepUYECKUX HEPBOB HUMHUX KOHEYHOCTEN aKCOHANIbHOMO
XapaKTepa, CBOWCTBEHHOE MOAIMHEAPONATUM.

Ha ocHoBaHuM aHaMHesa, pe3ynbTaToB (M3WKaNbHOMO
obcnefoBaHms, KIIMHUKO-NabopaTopHbIX, HEMpOBM3yanu3a-
LMOHHBIX, HEMPO(U3MONOrNYeCcKUX METOAOB MCCNe0BaHMS
BbIN1 yCTaHOBNEH OKOHYATENbHbIN ANArHo3: «AHIMOTPO(OHEB-
po3. HacnepcteeHHas aputpoMenanrus (cuHapoM Mutyenna).

Puc. 6. KomnbioTepHas ToMorpamMMa rpyaHOro M MOSICHUYHO-
ro OTAENOB MO3BOHOYHMKA B CArWUTTaNIbHOW M KOPOHApHOIA Mpo-
EKLMSAX

75mMc 1MB
2 |
1 ./\/\/———‘_* +72 MA, 0,5 mc, 1 Ty

1 3 npeaAnniocHa

2

2 ——»/\/\/__—-M
1 3 +72 MA, 0,5 Mc, 1Ty
rofioBKa ManobepLioBoil KocTn

Puc. 8. [laHHble aneKTpoHenpoMUorpadmm MOTOpHBIX BOSIOKOH Me-
prdepuyecKux HEPBOB HUKHUX KOHeuHocTelr. Habniopaetcs cHu-
KeHWe aMnauTyAsl M-oTBeTa npu cTumynAumMmM rybokoro Manobep-
Losoro Hepsa A0 0,9 MB (npu HopMe >3 MB), ckopocTb NpoBeaeHus
Mo MOTOPHLIM BOIOKHaM ManobepLioBoro Hepsa B HopMe — 50 M/c

MonuHeMponaTUs HUXHUX KOHEYHOCTEM, MPeUMyLLECTBEHHO
ceHcopHasi. Tpopuueckne U3MeHeHUs MATKUX TKaHel 06enx
rofieHen u cTon».

OBCYXEHUE

JpuTpoMenanrus — TSKENOe XPOHUYECKoe nporpeccu-
pytolee 3aboneBaHue ¢ nepuogamu 0bOCTpEHMA U pemuc-
cun. 3aboneBaHue accoLUMMPOBAHO CO CHUMEHMEM KayecTBa
YKU3HU W NOBLILLEHHOM cMepTHOCTbIo [10]. B cBAi3n ¢ Manon
M3Y4YEHHOCTbIO M OTCYTCTBMEM [OCTYMHBIX 0OBEKTUBHBIX
METoA0B AMarHOCTUKM B DOMBLUMHCTBE CIly4aeB MpOXOAMUT
DonbLUON BpEMEHHON NMPOMEXYTOK Mexay MaHudecTaumein
3aboneBaHUs M NOCTAHOBKOM OKOHYATENBHOTO AMarHo3a.
B cnyyae Halero naumeHTa HacnefcTBeHHas apuTpoMenan-
TWS OUarHOCTMPOBaHA [0 MOSABMIEHUS] OCHOBHBIX CUMMTOMOB
Ha OCHOBe CODBCTBEHHOr0 OMbITa MaTepy, TaKKe CTpajato-
Lien JaHHbIM 3aboneBaHueM, YTo BrocieacTeuy beino nog-
TBEPKAEHO reHeTUKOM. B TeyeHWe Tpex ¢ MONOBWHOM JeT,
HECMOTPSA Ha PaHHIOK AUArHOCTUKY U NPUMEHEHME Nocefo-
BaTeNbHOW (hapMaKoTepanum, BKIOYAIOLLEN HECTEPOULHBIE

0Ql: https://dot.org/ 10.1/816/PTORS90396



KIMHUHECKWE CITYHAM

MPOTUBOBOCMANMUTENbHbIE CPELCTBA, AHTUAENPECCAHTHI, aH-
TUKOHBYNIbCAHTBI, aHTUIUCTAMUHBI, OMMOUBI, FOPMOHABHYIO
Tepanuio, MeCcTHoe NpPUMEHeHWe NULOKanHa, Masu C cofep-
XaHueM cepebpa, 3aboneBaHue NpoOTEKANo NpoOrpeccuBHO,
C PEe3UCTEHTHbIM 60NEBbIM CUHAPOMOM K 00LLEU3BECTHOI
dapmakotepanuu [11]. Kpome Toro, oTMeyanucb nepuogbl
OCNOXHEHWUA OCHOBHOTO 3aboneBaHWs B BULE MPUCTYMNOB
NaHUYECKOM aTaKu C 3aTPYAHEHWEM [bIXaHus, rMNepToHNUYe-
CKWUX KPW30B, TPOGMUECKOr0 NOPaXEHUs! KOXHOM NOKpoBa
HVXKHUX KOHEeYHOCTel. Tpoduueckne MopaeHUs KOXU KO-
HEYHOCTEN ABNAKTCA Hanbomee YacTbIM OCNOXKHEHWEM 3a-
boneBaHus, 4To 3a4acTyo NPUBOAMT K HEOBXOAMMOCTM B CTa-
LIMOHAPHOM JIeYEHUM, KaK B NPEACTaB/IEHHOM Clyyae.

Y naumeHTa c 3puTpoMenanrMen Mo AaHHbIM HeWpo-
(M3MONOrMYecKoro MUCCNefoBaHUs OTMEYeHbl MPOABNEHMS
aKCOHaNbHOW MOMIMHENPONATUM HUXHUX KOHEYHOCTEN C npe-
obnagaHneM nopaxeHusi CEHCOPHbIX BOJIOKOH, YTO UMeeT
3HayeHue [N MHTepnpeTauun bonesoro cMHApoOMa U Tpo-
(QUUECKMX HapYLUEHWN B HUMHUX KOHEYHOCTAX. CTolkui 60-
NeBOW CMHAPOM, KoTopbl Habniogancs y naumeHTa c apu-
TpOMenanruen, 0THOCUTCS K NPOSIBNEHUSIM HEMPONATUYECKOI
Bonu, KoTopas MOXKET BO3HWKATb MPU MOPAXKEHUM UK JyC-
(YHKUMM HEPBHOM CUCTEMbI Ha pa3HOM ypoBHe. Helipona-
TU4YecKas 00/b BO3HMKAET B pe3ysibTaTe HapYLLEHHOro B3au-
MOZJENCTBUA HOLMLENTUBHBIX M aHTMHOLMLIENTUBHBIX CUCTEM
BCNEACTBME KaK MEepBUYHOTO MOPAaXEHUs CEHCOPHbIX BO-
JIOKOH, TaK W CeHCMBUNM3auMu LieHTpanbHbIX MeXaHW3MOB
perynaumm 6onu [12]. B BO3HMKHOBEHUM HEBPOMATUHECKOM
6onm Hanbonee n3yyeHa ponb Nepudepuyeckux HepBOB, Ko-
PELLKOB CMIMHHOTO MO3ra, Ha pasBUTME KOTOPOM BIMSAIOT Hell-
POTpPaHCMUTTEPLI BOSK, FMyTaMaTHbIE PeLenTopbl, HaTPUEBbIE
W KanbuueBble KaHambl. [ina nonuHeliponatuv ¢ HeBponaTu-
YecKoii Bonbi0 XapaKTepHO BOB/EYEHME B MPOLIECC TOHKMX
M HEMMWENMHU3MPOBAHHBIX HEPBHBIX BOJIOKOH, HapyLUeHWe
QYHKUMN KOTOPbIX NPMBOAMT NOMMMO BOMM K M3MEHeHMIo
OKpackn u TpodukM Koxu. Hapylwenne yHKUMM TOHKMX
BOJIOKOH 0BHapYKMBAKOT Y BCEX NaLMEHTOB C IpuTpOMenarn-
rvei [13].

YuutbiBas BblpaXeHHbIM 6071€BOM CMHAPOM, OTCYTCTBUE
NaTOrHOMOHWYHOMO JIeYEHUS 3PUTPOMENantum, Takux na-
LMEHTOB B OCHOBHOM HabmiofaloT HEBPOJIOTW M NCUXMATPBI,
KOTOpble MPUMEHSIOT MeAMKAMEHTO3HblE METOAbl Kynupo-
BaHWA HeBponaTuueckoi bonu. basoBas aHanbreTuyeckas
Tepanus 3aK/l4aeTcsl B Ha3HAYEHUM aHTUKOHBYNCAHTOB,
aHTUAENPEeCCaHTOB, OXJTAXAEHUM KOHEYHOCTEN M UCKIIOYe-
HWM TPUITEPHBIX (DaKTOpOB, MPOBOLMPYIOLLMX (OPMUPOBaHME

CMUCOK JIUTEPATYPbI

1. Mitchell S.W. On a rare vaso-motor neurosis of the extremities
and on the mala-dies with which it may be confounded // Am. J. Med.
Sci. 1878. Vol. 76. P. 17-36.

2. Dib-Hajj S.D., Yang Y., Waxman S.G. Genetics and molecular
pathophysiology of Na(v)1.7-related pain syndromes // Adv. Genet.
2008. Vol. 63. P. 85-110.

Tom 10, Ne 1, 2022

OpTonenys, TpaBMaTonora
V1 BOCCTAHOBMTESbHAA XVPYpriAf AETCKOMO BO3pacTa

1 obocTpeHne 3aboneBaHus. Ha ceroHALLIHMIA feHb NeYeHne
[aHHON KaTeropuu BoMbHBIX OCYLLLECTBAIAKIT MO3TArNHoO C no-
MoLLblo apMaKkotepanuu, nofbupas Hanbonee addeKTnB-
Hblil M pe3ynbTaTUBHbIA MeToA. OfHaKo B NpeACTaBieHHOM
K/IMHWYECKOM Cryyae HeBponatuyeckue 60nnM B HUMKHMX
KOHEYHOCTAX OKa3anncb PE3UCTEHTHBIMM K Nioboii hapmaKo-
Tepanuu. B nocnegHee Bpems B ciyyae Hea(hEKTMBHOCTU
(apMaKoTepanuu npu HeBponaTM4ecKoit 6onm pasnmyHon
3TMosorMM npuberatoT K pasHoobpasHbIM Helpoxupypruye-
CKMM MeToAaM, HanpaefeHHbIM Ha bnokagy boneBbix pe-
LIeNTOPOB W YCUNEHUE aHTUHOLMLENTUBHBIX CUCTEM HEPBHOM
cucTeml. LienecoobpasHo paccMatpuBath faHHble BUAbI fe-
UeHWs 4N KyNWUpOoBaHMWS HapYLUEHWIA U NPY 3pUTPOMENANTUM.

3AKJTIOYEHUE

lpeactaBneHHoe KAWHWYecKoe HabniopeHue [eMOH-
CTPUpYeT HeobX0AMMOCTb OLIEHMBATb COCTOSHME MauUMeHTa
C HacnefcTBEHHOW M MAMONaTUYecKon ¢opMammn 3puTpo-
MEeNaNrMM Kak XPOHMYECKOe M TPYLHOM3/NEYMMOe, a TaKKe
MHTEPNPeTUPOBaTh 3aboeBaHMe C TOUKU 3pEHUS HEBPOIOTa
W Helipoxupypra. B cBA3u ¢ oTcyTCTBMEM NOHUMAHUSA NPUYK-
Hbl Pa3BUTUA JaHHOro 3abonesaHns, pasHoobpasHbIMK KK~
HUYECKUMU NPOSIBNIEHUAMM K NaLMEHTaM C 3puTpoMenanruei
CeAyeT NPUMEHSTb MyNbTUAMCLMNIMHAPHBINA NOAXOA C Mo-
MCKOM HOBBIX METO/I0B JIeYeHUs], B TOM YMCIIe C UCMOMb30Ba-
HWEM HelipoXMpYpPruyecknux MeToaMK NEYEHNs XPOHUYECKOI
bonu.

AOMO/THUTE/IbHASA UHOOPMALIUA

Wctounuk duHaHcupoBanus. OTcyTcTByeT.

KoHdnukT HTepecoB. ABTOpLI AeKapMpYIOT OTCYTCTBME ABHBIX
W NOTeHUManbHbIX KOHQMKTOB MHTEPECOB, CBA3aHHBIX C Mybnuka-
LMEeN HaCTOALLIEN CTaTbK.

3JTnyeckas aKcnepTU3a. Y NpencTaBuTeNs NaLueHTa bbino no-
Jly4eHo NUCbMEHHOE cormnacve Ha 0bpaboTky 1 nybnvkaumio nepco-
HaNbHbIX [1aHHbIX.

Bknap aBTopoB. B[ Topus — HanucaHve BCeX pa3fenos
CTaTbi, cOOp M aHanM3 AaHHbIX, aHanu3 auTepatypsl. M.B. Casu-
H@ — Helpodu3nonornieckoe obcnenoBaHMe NalMeHTa, TanHoe
pefaKTMpoBaHuWe TeKcTa ctatbu. C.B. BuccapuoHos, A.I- baudypauw-
8UIU — 3TanHoe W (UHaNbLHOe PeflaKTMPOBaHWe TEKCTa CTaTbM,
cbop [aHHbIX.

Bce aBTOpbI BHEC/M CYLLECTBEHHBIN BKIAZ B NPOBEAEHME 1cCie-
[0BaHWA 1 NOArOTOBKY CTaTbW, MPOYAM M ofobpunn duHanbHylo
Bepcuio neper, nybnankaumen.

3. Heidrich H. Functional vascular diseases: Raynaud's syndrome,
acrocyanosis and erythromelalgia // Vasa. 2010. Vol. 39. No. 1.
P. 33-41. DOI: 10.1024/0301-1526/a000003

4. Parker LK., Ponte C., Howell KJ. et al. Clinical features and
management of erythromelalgia: long-term follow-up of 46 cases //
Clin. Exp. Rheumatol. 2017 Vol. 35. P. 80-84.
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