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PE3IOME

AxTtyanbHicTb. OgHMM i3 HaMcknagHilwMX 3aBgaHb HeBporora € MniKyBaHHSA aHrio-
TpohoHEBPO3iB — rpynn 3axBoploBaHb NepudepuyHoOi HepBOBOiI CUCTEMMU, B OCHOBI
SAKUX NEXUTb NOKarnbHe MOPYLUEHHS perynsauii CyauHHoro ToHycy. OfgHieto 3 pigkiCHMX
Ho30roriYHNX opM aHrioTpodoHEBPO3y € epuTpomenanris (xsopoba Mituenna), wo
CYMNpPOBOMKYETLCA HeponatuiHuM 6onem, a TakoX MHOXWUHHWUMK BeretaTVBHUMMU
Ta TPOMIYHUMMN MOPYLUEHHAMMW, TUM CamVMM HEraTMBHO BMNMBAKOYM Ha SKICTb XUTTA
nauieHTiB. Ha >anb, BigCYTHICTb AOCTaTHbOI KifbKOCTi CMOCTEpPEeXeHb Ta YiTKUX YsB-
neHb NPo NaToreHes, a TakoX MOXMUBUIA NPUXOBaHMI PO3BUTOK XBOPOOU Ha Tni Miemno-
nponicepaTnBHUX, AEMIENiHi3yUnx, MeTaboniyHMX Ta CUCTEMHUX 3axBOPHOBaHb,
3HAYHO YCKNagHIoWTL ii OiarHOCTUKY Ta MiKyBaHHS. AHania HaBegeHOro KniHiYHoro
BMMNagKy xBopobu Mityenna y nauieHTKM 3 epuTpeMiero LO3BOMSIE NPUBEPHYTU yBary
[0 npobrnemu AiarHOCTMKM Ta NikyBaHHS BTOPUHHOI epuTpomMenanrii 6aratbox gaxisuis
cdepun OXOPOHM 340POB’S, 30KPEMA HEBPOSOTiB, reMaTonoris, 4epMaTonoris, CyanHHNX
xipypris Towo. MNoagibHe BUCBITNEHHSI TEMATUKM aHrioTPOOHEBPO3Y € BKpal akTyarb-
HWM, OCKIfbKW XBOPi 3i cneumdiyHUMK KriHiYHMMK NposiBamMM MOXYTb 3BepTaTUCh
[0 nikapiB pi3HoOro npodinto.

Meta po60oTM — Hagaty onuC KNiHIYHOrO BUMaAKy BTOPUHHOI (hOpMU CUHAPOMY
MiTuenna, sikui po3BMHYBCS B NALIEHTKN 3 epUTPEMIEt0.

Martepianu Ta metoau. Bynu BukopucTaHi pesynsratv 06 eKTUBHOMO HEBPOSIONiYHOIO
ornsay, AiarHoOCTUYHWUIA ONUTYBanbHUK HerponaTuyHoro 6omto DN4 Ta ouiHKa 3aranbHux
cumntomiB TSS (Total Symptoms Score), a Takox 3BiTHICTb nabopaTopHux Ta
iHCTpyMeHTarnbHMX AiarHoCTUYHUX 06CTEXEHb XBOPOT Ha cuHapoM Mityenna.
PesynbraTtu Ta ix o6roBopeHHs. HeBponoriyHuii ornsig Ta AaHi gogatkosux nabopa-
TOPHMX Ta IHCTPYMEHTanbHMUX AOCHIAXEeHb CBiAYMMAM Ha KOPUCTb HAasBHOCTI y naui-
E€HTKM epuTpomMenanrii, noniHenponartii (3 BereTaTMBHO-TPOMIYHUMMK | YYTIUBUMM
NOPYLUEHHSIMU, @ TaKOX PYXOBMMMW po3nafamu B KiHLiBKaX, NepeBaxHO B AUCTaNbHUX
Bioainax) Ta eputpemii. 3acTocyBaHHS komnnekcHoi Tepanii (rabaneHTuH, L-nisuHy
ecuuMHaT, KenTuKaH, NpPonpaHonorn, CynpacTuH, anep3vH, MeToTpekcart, aueTtuncani-
LMnoBa Kucnora) 4O3BONNNO AOCAITU NOMIMNWEHHS CTaHy XBOPOi.

BucHoBku. EpuTpomenanrii XxapakTepusyeTbCsi OOCUTb HU3bKOK YYTNUBICTIO A0
iCHytouUMx mMeTodiB hapMakoTepanii: xoda CyyacHi npenapaT AO3BOMSIOTb 3MEHLLUTU
Cy6’eKTVBHY BUPaXEHICTb CUMMTOMIB, KOHTPOMOBATM YacTOTy Takux NMapoKcuM3miB Bce
we Baxko. OTxe, icCHye HaranbHa notpeba MoLlyKy HOBUX TepaneBTUYHUX MiAXOAIB A0
nikyBaHHs1 xBopobu MiTtyenna ta po3pobku HOBUX METOAIB, IO AO3BOMSTL BUSIBUTK
came BTOPUHHI (hopMK epuTpoMenarnrii.
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ABSTRACT

Background. Angiotrophoneuroses treatment is supposed to be one of the most
sophisticated tasks for neurologists. This is the group of diseases, characterized by
impairment of vascular tone regulation. The particular example of angiotrophoneuroses
is erythromelalgia (also known as Mitchell syndrome), which results into neuropathic
pain, autonomic dysfunction, and dystrophic changes in tissues, therefore poor level of
life quality of patients with this condition. Unfortunately, comprehensive understanding
of its pathophysiology is missing in view of the fact that it's rare and can be masked
at the background of other myeloproliferative, demyelinating, metabolic, autoimmune
and other diseases. Performing analysis of the clinical case of the secondary form of
erythromelalgia gives an opportunity to attract attention of many healthcare specialists,
such as neurologists, dermatologists, haematologists, vascular surgeons, etc. Itis excep-
tionally important to highlight this topic, because patients with Mitchell syndrome
can search for help visiting the doctors of different specialties.

Purpose — to describe the clinical case of erythromelalgia, occurred in the patient
with erythremia.

Materials and Methods. The results of an objective neurological examination, the DN4
neuropathic pain diagnostic questionnaire and the TSS (Total Symptoms Score)
assessment, as well as the reporting of laboratory and instrumental diagnostic
examinations of a patient with Mitchell’s syndrome, were used.

Results. Neurological examination and paraclinical tests implied the patient had
erythromelalgia, polyneuropathy (with vegetative-trophic and sensitive disorders,
as well as movement disorders in the limbs, mainly in the distal parts), and erythremia.
The use of complex therapy (gabapentin, L-lysine escinate, keltican, propranolol,
suprastin, alerzin, methotrexate, acetylsalicylic acid) made it possible to improve
the patient’s condition.

Conclusions. Erythromelalgia is a severe disease with high resistance to existent
pharmacological approaches and unfavorable outcome. Although the modern drugs
make it possible to reduce the subjective severity of symptoms, the frequency of
paroxysms is hard to be controlled. Therefore, there is an urgent need to find new
therapeutic approaches to the treatment of Mitchell's disease and the development
of new methods that allow the detection of secondary forms of erythromelalgia.

Solovyova YeT, Nekrasova NO, Stromylo AV. A Clinical Case of Erythromelalgia. Psychiatry, Neurology and
Medical Psychology. 2025;12(1(27)):142—149. DOI: https://doi.org/10.26565/2312-5675-2025-27-12

BCTYN

XPOHiYHi HEBPOIOTiYHi 3aXBOPIOBAHHS € OAHIEI 3 NpU-
YMH iHBanigu3adii nogen mMonogoro nNpaues3aaTHoro BiKy,
SKi NPU3BOASTE A0 3HAYHOTO 3HWXKEHHSI SKOCTi XWTTS
naujieHTiB Ta 3aBOal0Tb EKOHOMIYHMX 30UTKIB. [eski 3 umx
NaTornorin, Ha Xarb, BCe e € He AOCTaTHbO BUBYEHUMMU,
LLIO CTBOPKE TPYAHOLLi B iXHill giarHOCTMLI Ta NiKyBaHHi.
[lo Taknx HO30MOri MOXHA BIOHECTV 1 epuTpOMenanrio
(Takox BigoMy sk cuHapom Mityenna). No-neplue, 3axBo-
ptOBaHHS € JocuTb pigkicHum (0,25 — 2 Bunagkm Ha
100 TuC. HaceneHHs1), Yepes Lo iCHYE PU3MK 3HWXKEHOI
HaCTOpPOXEHOCTi Ta iHdopmoBaHOCTI KniHiumcTiB [1-3].
Mo-gpyre, hapmakoTepanis UbOro CtaHy norpedye mak-
CMManbHOro 3anyyeHHs MpenapaTiB pi3HOi Tepanes-
TWUYHOI CMPAMOBAHOCTI, MPOTE HaBITb NOMPW KOMMNIEKCHNI
nigxia [o nikyBaHHs, 30epiraeTbCs MOXIMBICTb pe3nc-
TEHTHOCTi Ta HEAOCTaTHLOI €hEKTUBHOCTI BTpy4aHHs [4, 5].

INTRODUCTION

Chronic neurological disorders is one of the reasons
of disability of the young-aged people, resulting into poor
level of life quality and economic losses. Unfortunately,
some of these conditions are not studied enough, there-
fore the difficulties in making the diagnosis and treatment.
Erythromalalgia (or Mitchell syndrome) can serve as
an example of such a disease. First, the illness is pretty
rare (0.25 — 2 cases per 100 000 people), what implies
the lower level of doctors’ awareness [1-3]. Second,
pharmacotherapy of this disease requires combining
drugs with various application points in human body,
however intense treatment doesn’t guarantee a good
outcome. [4, 5]. Overall, the description in this article of
the clinical case of erythromelalgia facilitates expanding
the concept of Mitchell syndrome and adding some new
details to the information we possess nowadays.

TakvM YMHOM, OMUC KMiHIYHOrO BMNaAKy epuTpomenanrii
B Ui cTaTTi 4O3BONUTL JoAAaTU BiAOMOCTEN OO0 paHiwe
HaKoMU4YeHWX 3HaHb NPO AaHUN CTaH i AeLl0 po3WnpuTn

MOro po3yMiHHSA.

MeTa po60TH — NPOOEMOHCTPYBATU KITiHIYHWIA MPUK-
nap cuHgpomy Mityenna, Sk BTOPUHHOI (hOpMU epUTpo-

Menanrii y NauieHTKu 3 epuTpeMieto.

Objective — the purpose of our article is to demons-
trate the clinical example of Mitchell syndrome, occurred
at the background of erythremia.
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MATEPIAAU TA METOAU AOCAIAXEHHSA

Bynu BukopucTaHi pesynsrati 06’€KTMBHOTO HEBpPO-
NOriYHOro ornsAy, AiarHOCTUYHUIA OMUTYBANbHWUK HEWpo-
natnyHoro G6onto DN4 Ta ouiHka 3aranbHUX CUMNTOMIB
TSS (Total Symptoms Score), a Takox 3BiTHICTb nabopa-
TOPHMX Ta IHCTPYMEHTanbHMUX AiarHOCTUYHUX 0BCTEXEHD
XBOpPOI Ha cuHapom Mityenna.

PE3YABTATU TA iX OBFOBOPEHHS

EpuTtpomenanris, abo cuHgpom Mityenna, ue 3axso-
PIOBaHHSI, WO HanexuTb OO rPynu aHrioTpodoHeBpo3iB
i XapaKkTepusyeTbCsl Hanagamu iHTEHCHMBHOIO MEKy4oro
6ono, epuTemMo0 Ta HabpsKOM LUKIpU AucTanbHWX Bif-
iniB  KiHUiBOK i obnnyusa. Pigwe ypaxaetrbcsa Lwkipa
MOMOYHUX 3ar03 abo NPOMEXUNHMU.

3riHO 3 Cy4aCHMMU CMOCTEPEXEHHSAMM, PO3PI3HSAOTb
NnepBuHHY i BTOPUHHY dopmu eputpomenanrii [1-3].
lMepBUHHA Ma€e reHeTUYHY OCHOBY, NOB’A3aHy HaMyacTilwe
3 myTauieto B reHi SCNOA. OcTaHHi KOHTPOMIOE yHK-
LiOHYBaHHA y HEpBOBMX KNITMHaX HaTpPiEBUX KaHanis
Tuny Nav1.7, fki nokanisyloTbCsi B HOLMLENTUBHIN CUC-
TeMi Ta cMMnaTuUYHMX radmisax [2, 3]. BeaxkaeTtbcs, wWo
rinepakTueaLisi (BHacnigok reHeTuYHoro aedekTy) AaHnX
KaHamniB MOXe Npu3BOAMTU OO0 aHOMarbHOI 060nboBOI
iMNynbcauii Ta BUCHaXXEHHSA TOHYCYy CUMMAaTU4HOro Bif-
Ainy aBTOHOMHOI HEpBOBOI CUCTEMW, Pe3ynbTaToOM YOro
€ naTonorivHa Bazogunatauis. BropuHHa X dopma
cuHgpomy MiTyenna BMHUKAE BXe SIK HacnigoK iHWWX
naTonorin, €Ki NOTEHUiNHO 34aTHi  nNpu3BoAUTM [0
eHpoTenianbHOi AMCAYHKUIT — NMPOBOKYKOYOro YMHHMKA
aHriogmnartauinHMx napokcmamie [4]. Ak TMNOBI NPUYMHK
BTOPUHHOI epuTpoMenanrii po3rnagatTbea Mienonponi-
depaTuBHi 3axBOplOBaHHA (Hanpuknag, epuTpemis),
CUCTEMHI 3aXBOPIOBaHHSI (CUCTEMHUIA YEPBOHUI BOBYaK,
cuHgpom LllerpeHa), po3cCistHUI CKNepos, LYyKpOBUiA
niaberT, fis TOKCMYHMX ghakTopiB TOLWO [6, 7].

OkpiMm HaBegeHux Buwe naTodisionoriyHnx mexa-
Hi3MiB, paHille TakoX BMBYanacb ponb FicTaMiHy B
pO3BUTKY XBOPOOMU, OCKINbKM BiH € MeiaTOpOM 3ananeHHs
Ta Basogunatauii [6-8]. TuM He MeHW, Ha CbOrogHi
aKTyanbHUX JocnigxeHb bpakye.

Pesynbratom naTtonoriYyHOro po3LUMPEHHS CyOUH €
3HaYHMI MPUNNUB KPOBI A0 ypaXeHux AinsHoK. Tpuea-
nicTb Takoro napokcusmy cknagae Big 3—-15 xBunviH
0o 2-5 roguH. HanvacTiwe cTpaxgalTb nanbli, KACTI,
cTonu, obnuyysa (3oKkpema JAinsgHka LWik, Hoca, LWkipa
BYLUHUX pakoBWH). KmiHIYHO Ue NposBNAETLCH HU3KOM
06’ekTUBHMX Ta cyb’ekTMBHMX cumnToMiB. [lo cyG’ekTuB-
HUX O3HaK cnig BIAHECTM BiQYYTTA NEYiHHA Ta BUPaXEHUI
GoNbLOBUIA CUMHAPOM, 30Kpema Yy BWUMMSAi cumnatanrii.
Cepen 006’€KTMBHMX 3MiH cnocTepiraloTbCcs rinepeMis
WKIPHMX MNOKPMWBIB (iHKONMM 3 ULI@HOTUYHUM BIOTIHKOM),
nokanbHi rineprepmisi, Habpsik Ta rineprigpos, a TakoX
BEretaTMBHO-TPOMIYHI 3MiHW (YpaXKeHHS HirTiB, opmMy-
BaHHS BUpa3ok Ta eposin Towo) [9].

PosrngHyTa cumnTomaTvka Mae XpOHiYHWI nporpe-
JieHTHUn nepebir: yacToTa HanagiB 36inbllyeTbesa i3
pPOKy B Ppik MO Mipi nporpecyBaHHA 3aXBOPHOBaHHS.
[Mpn YoMy XapaKTepHOK € HasiBHICTb TMMOBUX TpuUrepis
NapoKCM3MmiB: i3NYHi HaBaHTaXXeHHS (30Kpema akT Xoau),

MATERIALS AND METHODS

The results of an objective neurological examination,
the DN4 neuropathic pain diagnostic questionnaire and
the TSS (Total Symptoms Score) assessment, as well as
the reporting of laboratory and instrumental diagnostic
examinations of a patient with Mitchell's syndrome,
were used.

RESULTS AND DISCUSSION

Erythromelalgia, or Mitchell syndrome, is a diseases
of the angiotrophoneuroses group, characterized by
episodes of intense burning pain, erythema, and swel-
ling of face and the distal part of limbs. The skin of
the breast and the crotch get involved in pathological
process less often.

According to the up-to-date information, primary
and secondary forms of erythromelalgia can be distin-
guished [1-3]. The primary form is based on abnormal
genetic background, usually connected with SCN9A
mutation. The last one controls Nav1.7 type of sodium
channels, localized in nociceptive system and sympathic
ganglia [2, 3]. Hyperactivation of these channels is
supposed to lead to excessive pain signals and ex-
haustion of the sympathic part of autonomic nervous
system, hence vasodilatation. The secondary form of
Mitchell syndrome is associated with other diseases
contributing into endothelial dysfunction — a typical trigger
of angiodilatation paroxysms [4].The reasons of secon-
dary erythromelalgia include such conditions as
myeloproliferative diseases (e. g. erythremia), auto-
immune diseases (systemic Ilupus erythematosus,
Sjogren’s disease), acute disseminated encephalo-
myelitis, diabetes mellitus, and others [6, 7].

In addition to the above pathophysiological mecha-
nisms, the role of histamine in the development of the
disease was previously also studied, as it is a mediator
of inflammation and vasodilation [6-8]. Nevertheless,
to date, there is a lack of relevant research.

The result of pathological expansion of blood vessels
is a significant flow of blood to the affected areas.
The duration of such a paroxysm is from 3—15 minutes
to 2-5 hours. Fingers, hands, feet, and face (in particular,
the area of the cheeks, nose, skin of the auricles) are most
often affected. Clinically, it is manifested by a number
of objective and subjective symptoms. Subjective
symptoms include a burning sensation and severe pain
syndrome, in particular in the form of sympathalgia.
Among the objective changes, hyperemia of the skin
(sometimes with a cyanotic tint), local hyperthermia,
edema and hyperhidrosis, as well as vegetative-trophic
changes (damage to the nails, formation of ulcers
and erosions, etc.) are observed [9].

The considered symptomatology has a chronic
progressive course: the frequency of attacks increases
from year to year as the disease progresses. What is
characteristic is the presence of typical triggers of
paroxysms: physical exertion (in particular, the act of
walking), thermal exposure, «hanging» position of the
limb, etc. Tactile irritation or pressure on the skin can
provoke sympathalgia in Mitchell's disease, but the
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TENMOBWIN BMIUB, «3BUCAOYEY MOMOXKEHHS KiHLIBKU TOLLO.
MpoBokyBaT cumnatanrito npu xBopobi Mityenna
MOXYTb TaKTUIbHi noAapasHeHHA abo X HaTUCKaHHSA
Ha LWKipy, MpoTe Ais xonody, HaBnaku, Beae A0 MOM'siK-
LUEHHS KniHiYHMX npossis [10].

Y HaBegeHoMy pAani KniHIYHOMY BUNaAKy WAETbCS
came npo BTOPUHHY bopMy epuTpomMenanrii, Lo BUHMKNA
y XiHKM 44 pokiB 3 eputpeMieto. lNauieHTka 3BepHynacs
0O HeBponoriYyHoro BigaineHHa Hae4yanbHO-HayKOBOMO
MEAMNYHOTO LIEHTPY «YHiBepcuTeTCbKa NikapHa» Xapkis-
CbKOrO HaLioHanbHOro MeanyHoro yHisepcuteTy MiHicTtep-
CTBa OXOPOHM 300POB’st YKpaiHu i3 HACTYNMHUMK CKapramu.

Ckapeu. XBopy TypbytoTb 6inb Ta NeviHHs B AMcTanb-
HUX Bigdinax KiHUiBOK, yTpyaAHeHHs xofiHHA. Cy6’exTuBHI
BiQUYTTS CyNpPOBOMLKYIOTBCSH FiNepemieto LKIPHUX MOKpU-
BiB Ta 3aroCTpIOIOTLCS Ha TNi i3VYHUX HaBaHTaXeHb.
AHanoriyHi NposiBM BiAMIYAKOTLCS MAUEHTKOK B AiNsHLUi
Kpun Hoca Ta LWiK, MOCUMIOYUCE NEPEBAXHO B HiYHWMN
yac. Tak camo obcTexyBaHa noBigoMuna npo nigBuLLeHy
BTOMJTIOBaHICTb, 3aranbHy cnabKiCTb Ta po3nagu CHy.

AHamHe3s 3axeoprosaHHsi. OnncaHa cumnTomaTtuka
maHicdectyBana B 2011 poui 3 ypaXeHHs AinsHkM o6-
nMyys, wo Oyno posuiHEHO XBOPOK SK  NOBGIYHWIA
edbekT Big 3acTocyBaHHSI KOCMETUYHMX 3acobis. Monpwu
3BEPHEHHSI MO MEAMYHY [OMOMOry, NiKyBaHHS BUSIBU-
nocs HeedeKTMBHMM. HaToMiCTb y naTtonoriyHnn npowec
3any4mnuca KUCTi Ta CTOMW, WO 3MYCUIIO NauieHTKy
MOBTOPHO 3BepTaTuca A0 Measaknaais. eHepanisoBaHy
dopmy eputpomenanrii 6yno octatoyHo BepudikoBaHO
nvwe B 2013 poui, a 3a pesynbraTamMyn OCTaHHbLOI Nepen
NMOTOYHUM OrNsAOM rocnitanisadii 6yno BcTaHOBNEHO
niarHo3 «[leHepanizoBaHa epuTpomenanris (CMHOPOM
Mityenna) 3 BupaxeHum 60MbOBMM CMHOPOMOM, HENPO-
TpodiyHMMKM 3MiHaMK (reHepanizoBaHumu). CeHcopHa
noniHemponarTisi 3 NOPYLUEHHSAM akTy Xoau». Y nogarnbLuo-
My 3aXBOPIOBaHHsi Mano nporpegieHTHuiA nepeoir, Wwo cra-
N0 NPUYMHOK 3BEPHEHHS 00 YHIBEPCUTETCHKOI MiKapHi.

AHamHe3 xumms. HasiBHi aaHi npo xBopoOy boTkiHa
B 1991 p., BMpa3koBy xBOpoOy ABaHaUATUNANOI KULLKK
y cTagii pemicii.

O6’ekmugHo. 3aranbHuiA cTaH BiAHOCHO 3a40BiNbHUN.
BusHauaeTbcs rinepemiss Ta HabpsiK LUKIPHUX MOKPUBIB
obnnyua (gingHkM wokn 3 obox 6OkiB), kuctenm Ta
CTOMN, a TaKoX AMCTPOMIYHI 3MiHM LLKIPU Ta HIrTbOBMX
NNacTUH i3 MaKCMManbHOK BUPAXEHICTIO Ha HWXHIX
KiHuiBkax. AT = 125/80 mm pT. cT., YCC = 72 ya./xB, TOHU
cepusi SICHI Ta puTMivHi. 3 BoKy AuxanbHOI, TPaBHOI Ta
Ce4oBUINbHOI CUCTEM NaTONOriYHUX 03HaK HEe BUSIBMEHO.
Y HeBpOnoriYHOMy CTaTyCi HasaBHi Taki BIOXWIEHHS:
3HWKEHHS M'1I30BOT CMITM B AUCTarNbHUX Bigainax BepxHix
Ta HWXKHIX KiHUiBOK (4 6Ganm — y BepxHix KiHUiBKaXx,
3,5 6ann — y HxHIX); cMmeTpuyHa rinopednekcia npu
ouiHUi nepiocTanbHUX pedrekciB 3 pyK Ta Hir; O3HaKu
CEHCUTMBHOI aTakcii y BWUIMsQi 3HWKEHHS rMUMOOKOi
YyTNMBOCTI B AMCTanbHUX Bigainax BepxHiX KiHUIBOK Ta
HWDKHIX  KiHUiBKaX, MONIHEBPUTUYHMA TUM MOPYLUEHHS
YyTNMBOCTI; BUpaxeHu 6GonboBMI CuHOPOM (cuMmna-
Tanrig), 8,98 6aniB 3a wkanoto Total Symptoms
Score (TSS), 8 6aniB 3a p[aHMMM [AiarHOCTUYHOrO
onuTy- BarnbHMKa  HeWponaTuyHoro  Goro  DN4,
BeretatMBHO-  TPOMiYHi 3MiHU y KiHLliBKaX
(30€6inbworo  HWXHIX); aCTEHIYHUA CUHOPOM.

Takum YMHOM, OTpUMaHi Npu 06’eKTMBHOMY Ornsdi AaHi
CKrnagalTbCsa B KMiHiYHY KapTuHy cuHgpomy Mityenna.

effect of cold, on the contrary, leads to softening of clinical
manifestations [10].

In the following clinical case, we will be talking about
the secondary form of erythromelalgia, which occurred
in a 44-year-old woman with erythremia. The patient
turned to the neurological department of the Educatio-
nal and Scientific Medical Center «University Clinic»
with the following complaints.

Complaints. The patient is bothered by pain and
burning in the distal parts of the limbs, difficulty in
walking. Subjective sensations are accompanied by
hyperemia of the skin and are aggravated against the
background of physical exertion. Similar manifestations
are noted by the patient in the area of the wings of the
nose and cheeks, intensifying mainly at night. The subject
also reported increased fatigue, general weakness,
and sleep disorders.

Disease history. The described symptomatology
manifested itself in 2011 from a lesion on the face, which
was considered by the patient as a side effect of the use
of cosmetics. Despite seeking medical help, the treat-
ment was ineffective. Instead, the hands and feet were
involved in the pathological process, which forced the
patient to return to medical facilities. The generalized
form of erythromelalgia was finally verified only in 2013,
and according to the results of the latter, before the
current examination of hospitalization, the diagnosis
«Generalized erythromelalgia (Mitchell's syndrome)
with pronounced pain syndrome, neurotrophic changes
(generalized) was made. Sensory polyneuropathy
with impaired gait». In the future, the disease had
a progressive course, which was the reason for the
referral to the Educational and Scientific Medical Center
«University Clinic»

The history of life. Available data for Botkin’s disease
in 1991, duodenal ulcer in remission.

Objectively. The general condition is relatively
satisfactory. Hyperemia and swelling of the skin of the
face (areas of the cheek on both sides), hands and feet,
as well as dystrophic changes of the skin and nail plates
with the maximum severity on the lower extremities are
determined. BP = 125/80 mm Hg., heart rate = 72 bpm,
heart sounds are clear and rhythmic. No pathological
signs were found on the part of the respiratory, digestive
and urinary systems. In the neurological status, there
are the following deviations: a decrease in muscle
strength in the distal parts of the upper and lower limbs
(4 points — in the upper limbs, 3.5 points — in the lower);
symmetrical hyporeflexia when assessing periosteal
reflexes from hands and feet; signs of sensitive ataxia
in the form of a decrease in deep sensitivity in the
distal parts of the upper limbs and lower limbs, polyneuri-
tic type of sensitivity disorder; pronounced pain syndrome
(sympathalgia), 8.98 points on the Total Symptoms Score
(TSS) scale, 8 points according to the diagnostic ques-
tionnaire for neuropathic pain DN4, vegetative-trophic
changes in the limbs (mostly lower); asthenic syndrome.

Thus, the data obtained during an objective exami-
nation are included in the clinical picture of Mitchell’s
syndrome. To clarify the somatic and neurological status,
paraclinical studies were offered to the examinee, the
results of which are presented below.

Electromyography: signs of axonal sensory poly-
neuropathy with greater severity in the lower extremities.
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[nsi yTOYHEHHs1 COMATM4HOrO Ta HEBPOSIOrYHOro CTa-
Tycy o6cTexyBaHin Gynu 3anponoHoBaHi napakniHiyHi
DOCnioKEeHHs1, pe3ynbTaTu SKMX NPeAcTaBrieHi HUXKYe.

EnekmpoHelipomiepacbis: 03HaKkn aKCOHanbHOI CeH-
COpHOI noniHenponarii 3 GiNbLIOK BUPAXEHICTIO B HUX-
HiX KiHLiBKaXx.

KniHiyrul aHanis kposi: Hb 162 r/n, eputpounTtun
5,8x10'?/n, KM 0,9; nenkountn 7,4x10%n, LLOE 6 mm/roa,
nanuykosaepHi Hentpodinu 2%, cermMeHTosaepHi Hel-
Tpodpinm  55%, eosuHodpinu 5%, nimdountn 34%,
MoHOUMTK 4%.

BioximidHull aHani3 kpoei: 3aranbHuin 6inok 63,9 r/n,
3aranbHUn  xonectepuH 7,7  MMonb/n,  B-ninonpo-
Teign — 88 op., 3aranbHU GinipybiH 7,52 mkmonb/n,
npamuin B6inipy6iH 2,49 mkmonb/n, Henpamun Ginipy6iH
5,03 mkmonb/n, Tumonosa npoba 2,75 of., rMoko3a KpoBi
5,4 Mmonb/n, cevyoBuHa KpoBi 5,5 MMonb/n, KpeaTuHiH
kpoBi 0,080 mmonb/n, AnAT 0,42 wmmonb/n, AcAT
0,36 mmonb/n, a-aminasa 4,43 op./n, cedoBa KucroTta
0,431 mmonb/n.

Koazynoepama: npotpombiHosuii iHaekc 103%, yac
pekanbundikauii nnasmm 74 c, renapvHosui vac 54 c,
ibpuHoreH 2,9 r/n, MHB 0,95.

KoHcynbmauis depmamornoza; rinogepMarnbHUN aHriiT.
Omxe, 3Baxalunm Ha pesynsratu nabopaTopHuMX Ta
IHCTpyMeHTanbHux obcTexeHb, Oyno nigTBepaxeHo
HasiB- HICTb MOMIHENPONaTUYHOIrO CMHAPOMY (3a AaHVMMM
EHMI) Ta o3Haku epuTpeMii (Ha KOpUCTb SIKOI BKadyBanu
nigsuweHHs piBHs Hb Ta epuTtpouuTie; npu UbOMY
BUSIBNEHI BIiOXWNEHHS Y3ropKyBanucsa 3 nonepegHiMu
BMMipamn piBHA remornobiHy, fki AeMOHCTpyBanu cTa-
OinbHe 1Moro nigBuweHHst Ao 173 r/n Ta epuTpouuTiB A0
6,1). BignosigHo,  NEPCNEeKTUBHUMW  HanNpsMKamu
nikyBaHHS1 AaHoi XxBOpOi Oynu Taki: yCyHeHHs1 60nboBOro
cuMHOpoMy; cTabinizauis TOHYCy CyAWMHHOI CTiHKW; pena-
pauiiHa HenpoTponHa Tepanisd, ChpsiMOBaHa Ha MiHi-
Mi3auito NposBIB ypaXeHHA nepudepnyHmx HepBiB;
disnyHa Tepanis; npodinaktuyHa aHTuTpomboumTapHa
Ta aHTunponicdepaTvBHa Tepania ANA NonepemKeHHs
ycKknagHeHb HaAMipHOI reMOoKOHLUeHTpaLii Ha Tni epu-
Tpemii [10—12]. Cxema nikyBaHHsi Bkmtovana L-nisuHy
ecumHat (5 mn y 100 mMn @ispo3uunHy, B/B, KpanesnbHO,
Ne10), rabaneHTnH (300 Mr 2 p. Ha poby), kenTukaH (1
Kancyna 2 p. Ha aeHb), cynpactuH (1 mn B/m, 10 iH’ekuin),
anepsuH (5 mr 1 p. Ha poby), nponpaHomnon (no 1/2
TabneTku aHanpuniHy 2 p. Ha AeHb), aueTuncaniumnosy
kucnoTy (75 wr per os), metoTpekcaT (50 mr B/m 1 p. Ha
TWKOEHB),bisioTepaneBTNYHe NikyBaHHSA. MaToreHeTn4YHe
OOr'pyHTYBaHHA  MpU3HAYeHHA KOXHOro npenapary
HaBegeHo B Tabnuui 1 «Cxema nikyBaHHA Naui€eHTKM i3
BMNAOKOM BTOPWUHHOT epuTpomMenanrii Ha Tni
eputpemii» [5, 6, 9].

MpoBegeHa 3a Bka3aHOK CXeMOW Tepanis npveena
0O MEeBHOro MOSIMWEHHA CTaHy nauieHTKW, 30Kpema
3HAYHOrO0 3MEHLUEHHST IHTEHCMBHOCTI 60nbOBMX Hanagis
Ta nposBiB HenponarTii (06’€EKTUBHI 3MiHM 3a LWKanamu: 3
8,9 6anie 3a wkanot Total Symptoms Score (TSS) Ha
noyaTky Tepanii go 5,66 6anis HanpukiHUi nepebyBaHHA B
nikapHi, Ta 3HWKeHHs 6GaniB 3rigHO 3 ONUTYBaNIbHUKOM
DN4 3 8 po 5). Ha anb, yactota napokcusmie, mnonpu
noKpaLLeHHst TXHbOI nepeHoCUMOoCTi XBOPOIO,
3MeHLUMNacb HE3Ha4YHO, TOMY MPOrHO3 ANS BifHOBIEHHS
npauesgaTHOCTI 3anULLNBCSA HECTIPUSATIIMBUM.

Clinical blood analysis: Hb 162 g/l, erythrocytes
5.8x10%%/l, CP 0.9, leukocytes 7.4x10%, ESR 6 mm/h,
rod-shaped neutrophils 2%, segmented neutrophils 55%,
eosinophils 5%, lymphocytes 34%, monocytes 4%.

Biochemical blood analysis: total protein 63.9 g/l,
total cholesterol 7.7 mmol/l, B-lipoproteins — 88 units,
total bilirubin 7.52 umol/l, direct bilirubin 2.49 pmol/l,
indirect bilirubin 5.03 ymol/l, thymol test 2.75 units, blood
glucose 5.4 mmol/l, blood urea 5.5 mmol/l, blood crea-
tinine 0.080 mmol/l, AlaT 0.42 mmol/l, AsAt 0.36 mmol/l,
a-amylase 4.43 units/I, uric acid 0.431 pmol/l.

Coagulogram: prothrombin index 103%, plasma
recalcification time 74 sec., heparin time 54 sec., fibrinogen
2.9 g/l, INR 0.95.

Dermatologist consultation: hypodermal angiitis.

Therefore, taking into account the results of laboratory
and instrumental examinations, it was confirmed the
presence of polyneuropathic syndrome (according
to ENMG) and signs of erythremia (in favor of which
an increase in the level of Hb and erythrocytes was
indicated; at the same time, the detected deviations
were consistent with previous measurements of the
hemoglobin level, which showed a stable increase of it
to 173 g/l and erythrocytes to 6.1) Accordingly, promising
directions for the treatment of this patient were as the
follows: elimination of the pain syndrome; stabilization
of vascular wall tone; reparative neurotropic therapy
aimed at minimizing the manifestations of peripheral
nerve damage; physical therapy; prophylactic antiplatelet
and antiproliferative therapy to prevent complications
of excessive hemoconcentration against the background
of erythremia [10-12]. The treatment regimen included
L-lysine escinate (5 mlin 100 ml of physiological solution,
10 injections, IV drip), gabapentin (300 mg for 2 years
per day), keltican (1 capsule for 2 years per day), supras-
tin (1 ml, 10 intramuscular injections), alerzin (5 mg for
1 year per day), propranolol (1/2 tablet of anaprilin for
2 years per day) day), acetylsalicylic acid (0.75 mg per 0s),
methotrexate (50 mg, 10 intramuscular injections once
a week), physiotherapy treatment.

Pathogenetic rationale for drug prescribing is given
in Table 1 «Scheme of treatment of a patient with
a case of secondary erythromelalgia on the background
of erythremia» [5, 6, 9].

The therapy carried out according to the indicated
scheme led to a certain improvement in the patient’s
condition, in particular, a significant decrease in the
intensity of pain attacks and the manifestation of neuro-
pathy (objective changes according to the scales:
from 8.98 points on the Total Symptoms Score (TSS)
scale at the beginning of therapy to 5.66 points at the
end of the treatment, decreas ing the DN4 questionnaire
score from 8 to 5). Unfortunately, the frequency of
paroxysms, despite the improvement of their tolerance
by the patient, decreased slightly, so the prognosis for
recovery of working capacity remained unfavorable.
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Ta6nuusa 1. Cxema nikyBaHHsi NaUieHTKM i3 BUNagKoM BTOPUHHOI eputpomMenanrii Ha Tni eputpemii
Table 1. Scheme of treatment of a patient with a case of secondary erythromelalgia on the background of erythremia

MpuaHaveHHs/ Appointment

O6r'pyHTYBaHHs/ Justification

[abGaneHTuH
Gabapentin

IHribye HouMLEeNnTUBHY iMNynbCaLito Ha cynpacniHanbHOMY Ta CriHarbHOMY
PiBHSIX, 3MEHLLYIO4M NposiBn 60NbOBOro cMHAPOMY Ta 3anobiratoum 1oro
XPOHi3aLlii.

Inhibits nociceptive impulses at the supraspinal and spinal levels, reducing the
manifestations of the pain syndrome and preventing its chronicity.

L-ni3anHy ecumHar
L-lysine aescinate

Mae npotusananbHui, NPOTUHABPSKOBUIA, 3HEOOMOBaNbHWUIA, aHTUArperaHTHUIA,
eHAoTenioTponHMn ecpekTn.

It has anti-inflammatory, anti-edematous, analgesic, anti-aggregant,
endotheliotropic effects.

KenTukaH (coni ypuanHy Ta uMTuanHy)
Keltican (uridine and cytidine disodium salts)

MoniHykneoTnaHui npenapar, Wwo mictutb YT®, YMO, YO, LIM®, axi
BMKOHYIOTb (DYHKLLit0 MONeEKynspHoro cybcTpary Ans penapaTuBHUX NPOLIECiB
y HEPBOBUX CTPYKTypax. CnpusoTb peakuism aHaboniamy, 3oKkpema CuHTe3sy
rniko- Ta docdponinigis, mieniHisauii ToLo.

A polynucleotide contain medication (UTF, UMF, UDF, CMF), which perform the
function of a molecular substrate for reparative processes in nervous structures.
Contribute to the reactions of anabolism, in particular the synthesis of glyco-
and phospholipids, myelination, etc.

CynpacTvH Ta anepsvH
(neBoLEeTUPU3NHY AUriApOXIIOpUA)
Suprastin and Alerzin
(levocetirizine dihydrochloride)

3Baxalun Ha NoTeHLiHY porb ricTamiHy B natoreHesi eputpomenanrii

(30kpema 3a paxyHOK MOro y4acTi B mpoLuecax 3ananeHHs Ta Basogunaradii),
3aCTOCyBaHHS aHTUricTaMiHHUX Npenapartis € BUNpaBgaHnM 3 Metoro ctabinizauii
CYOAMHHOI CTiHKW.

Considering the potential role of histamine in the pathogenesis of erythromelalgia
(in particular due to its participation in the processes of inflammation and
vasodilation), the use of antihistamines is justified in order to stabilize

the vascular wall

Mponpaxonon
Propranolol

3a paxyHok 6roKyBaHHS 3-agpeHopeLenTopiB YMHUTL CTabinisytody Aito
Ha CTiHKy cyAvH. lHakTuBauia B2-agpeHopelenTopiB 3anobirae HagmipHin
Basogunartauii. [logatkoBo npenapart MOoayroe akTUBHICTb CUMMNAaTUYHOI
HEepBOBOI CUCTEMM.

It has a stabilizing effect on the vessel wall by blocking B-adrenoceptors.
Inactivation of B2-adrenoceptors prevents excessive vasodilation. In addition,
the drug modulates the activity of the sympathetic nervous system

AueTuncaniumnosa kucrnora
Acetylsalicylic acid

3Baxaroun Ha epuTpeMito B NaLiEHTKM (MOTEHLIAHOIO pU3nKy reMOoKOHLEeHTpauii
Ta TpoM603y), AoLUiNbHUM € NpoBeAeHHs NpodinakTUYHOT aHTUTPOMBoLUTapHOT
Tepanii 3 BAKOPUCTaHHAM aHTMarperaHTHMX BNacTUBOCTEN aueTuncaniumnosoi
kmcnoTtu. [1o Toro 3, noninweHHs KpOBOTOKY Byae NOTeHLiHO KOPUCHWUM Anst
CNOBINbHEHHS ANCTPOMIYHMX 3MiH B YPaXKEHNX M’SKUX TKaHWUHaX.

Considering the patient’s erythremia (potential risk of hemoconcentration and
thrombosis), it is advisable to carry out prophylactic antiplatelet therapy using
the antiplatelet properties of acetylsalicylic acid. In addition, improved blood
flow would potentially be beneficial in slowing down dystrophic changes in the
affected soft tissues.

MeToTpekcat
Methotrexate

Mae aHTunponidepaTnBHi BMacTMBOCTI, CIPUSIOYM 3MEHLLEHHIO NaToNoriYHOl
Mienonponidepadii Ta, BianoBiaHO, epUTPOLNTO3Y.

It has antiproliferative properties, helping to reduce pathological
myeloproliferation and, accordingly, erythrocytosis

disioTepaneBTUYHE NiKyBaHHS (enekTpodopes
3 agpeHarniHom Ta Me3aToHOM)

Physiotherapy treatment (electrophoresis

with adrenaline and mesaton)

BasokoHcTpukTOpHa Aist agpeHaniHy Ta Me3aToHy € 6axkaHoto Ans
nonepemXeHHs aHriogunaTtadii, 3yMmoBrneHoi eputpomenanrieto.

The vasoconstrictor action of epinephrine and mesatone is desirable for the
prevention of angiodilatation caused by erythromelalgia.

BUCHOBKHU

CONCLUSIONS

Ha cborogHi € nigctaBu CTBEPAKYBaTW MPO 3HAYHY
NOTEHUiNHY pofb reHeTu4Horo dhaktopa Ta eHAoTeni-
anbHoi AancdyHkuii y maridecTauii cungpomy Mityenna.
BTiM, nonpu HasiBHICTb NEBHOro PO3yMiHHA naTodisio-
norii UbOro CcTaHy, nNuUTaHHA apmakoTepanii 3anuiua-
€TbCH BiOKPUTMM: 3aXBOPIOBAHHIO MpuTamaHHa AOCUTb
BMCOKA PE3NCTEHTHICTL A0 nNiKyBaHHA Ta B UiNOMy
HeraTMBHUI MNPOrHO3 LOAO0 BiOHOBIMEHHs npauesnar-
HOCTi 1 HOpPMarnbHOI AKOCTi XUTTA. TUM He MeHL, aHani3
AaHoro BWNagKy BTOPWHHOI epuTpomenanrii [03Bonse

Currently, there are grounds to assert the significant
potential role of the genetic factor and endothelial
dysfunction in the manifestation of Mitchell’'s syndrome.
However, despite some understanding of the pathophy-
siology of this condition, the issue of pharmacotherapy
remains open: the disease is characterized by a fairly
high resistance to treatment and generally a negative
prognosis regarding the restoration of work capacity and
normal quality of life. Nevertheless, the analysis of this
case of secondary erythromelalgia allows us to de-
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[OBECTM e(eKTMBHICTb KOMOGIHOBAHOIO 3acTOCyBaHHS
rabaneHTuHy, L-nisauHy ecuumHaTy, aHTUricTamiHHMX npe-
napatiB Ta HecenekTuBHOro [-agpeHobriokatopa npo-
npaHonosny Ans AaHOro BapiaHTy 3axBOPOBaHHs. Mpwu
LbOMY, KOMMNIIEKCHA Tepanis MOBMHHA [OMOBHIOBATUCSH
3axofamu A1l YCYHEHHSIM OCHOBHOTO NMPOBOKYHYOIO YWH-
HuKa. Y gaHoMy BUMNaKy Liboro 6yno gocsrHyTo 3a 4ono-
MOrOK aHTUNponidepaTMBHOI Tepanii METOTpPEKCaToOM.
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MepcnekTuBU NOAQABLUMX AOCAIAXEHb

[MepcnekTvBoOO NoganblUMX AOCAiAXeHb € po3pobka anbTepHa-
TUBHMX METOAIB MiKyBaHHSA cumnaTtanrii, siki cnoctepiraroTbcs
y XBOpUYX Ha cuHapom Mituenna.

KoHdAIKT iHTEpEciB

ABTOpPYM pyKONuUcy CBiAOMO 3acBig4vyIoTb BiACYTHICTb haKTUYHOro
abo NOTEHUINHOrO KOHMNIKTY iHTepeciB LWoAo pesynbraTiB
Liei pobotn 3 chapmaueBTUYHUMM KOMMAHIAMKU, BUPOBHUKaMK
6GiomMeanYHUX NPUCTPOIB, IHLIMMW OpraHisauisiMu, Yui NpoayKTw,

monstrate the effectiveness of combined treatment using
gabapentin, L-lysine escinate, antihistamines, and the
non-selective B-blocker propranolol for this variant of
the disease.

At the same time, complex therapy should be supple-
mented with measures to eliminate the primary pro-
voking factor. In this case, this was achieved through
anti-proliferative therapy with methotrexate.
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Prospects for further research

The prospect of further research is the development of alterna-
tive methods of treatment of sympathalgias, which are obser-
ved in patients with Mitchell’'s syndrome.
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