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Abstract

Harlequin syndrome (HA) is a rare pathology. It is manifested by isolated unilateral facial flushing (less often the
face and limb), sometimes with concomitant hyperhidrosis and Horner’s syndrome. In most cases, this is an idiopathic
condition with a benign course. However, HA can be a manifestation of serious diseases, as well as a complication
of surgical interventions at the cervical and upper thoracic levels. We present clinical case of a female patient with
Harlequin syndrome as well as a short review of scientific literature.
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Coxkpawenua: CA — curnpom Apnekuna; KCII —
KOJKHBIM CHMIIATHYECKHUI TOTSHINAI.

Cunmpom Apneknna (CA) (awen. Harlequin
syndrome) — peiKoe COCTOSIHWE, CBS3aHHOE C Hapy-
nreHueM (yHKIMOHMPOBAHMS AaBTOHOMHOH HEpPBHOMN
CHUCTEMBI U TPOSBISIONIEECS U30JUPOBAHHBIM IMOKpAc-
HEHHMEM IIOJIOBUHBI JINLA (Peke — JIMLIA U PyKH), HHO-
IJa ¢ COIMMYTCTBYIOUIMMH TUIIEPTUAPO3OM U CHHIPOMOM
Topuepa [1]. IlokpacHeHue uLa U IPYTrUe CUMIITOMBI
penko OBIBAIOT TIOCTOSHHBIMH, Yallle OHU TPOSIBIISIOTCS
Ha (OHE IMOLMOHATIBHOTO MM (HU3HMUECKOTO HAIpsIKe-
HUs Win neperpesa. OnucaHbl NAMEHTh ¢ COYETaHuEM
CA u xitactepHoi#i TotoBHOH 0o [2]. Yarie yka3aHHBII
CHUH/IPOM pa3BUBaeTcs y JKEHIIUH [3].

Cunnpom ObuT omucad B 1988 1. [4], mig ero Ha-
3BaHUs OBUIO PELICHO HCIONb30BaTh 00pa3 MepcoHa-
’)Ka WTaJbSHCKOM KOMEIWU Jeidb apre — ApJiieKuHa
(uman. Arlecchino), mockonbKy U3MEHEHHE IIBETA JIUIIA
MAIIMEHTOB HAIlOMUHAJIO €ro XapakTepHYI IOoIyMa-
cky. K 2022 r. B mouckoBoii natepuer-6aze PUBMED
MPEJCTaBICHO Bcero 157 omucaHui 3TOrO CHUHApPOMA.
[Marodusuonorus u stronorust CA o0yciIOBIEHBI Ha-
PYLIEHUSIMU CO CTOPOHbI aBTOHOMHOW HEpPBHOM CHCTe-
MBI, KOTOPbIE MOTYT Pa3BUBATbCA NMPH IIHPOKOM CIEK-
Tpe NaTOJIOTMYECKUX COCTOSIHMM. Y 4acTH MalMeHTOB
ONMCAHBI CTPYKTYPHBIE MOBPEKICHUS — aBTOHOMHBIE
KpaHHAJIbHBIE HEBPO- M TAHIIIMOINIATHH, TePIETUYECKUE
TaHMIMOHUTEI, cuHApoM [miteHa-bappe, paccesHHBIN
CKJIEPO3, TIOCIIEACTBUA YAAICHUS MMapaceuIIpHON OIy-
XOJIH, UH(APKT CTBOJIA MO3T'a, CAPHHIOMHUEIHUS, TUCCEK-
LYs WIA CTEHO3 BHYTPEHHEN COHHOW apTepuH Ha LIei-
HOM YpOBHE, KaTeTepu3alusi BHYTPEHHEH SpeMHON
BEHBI, TPaBMa, OTNEpaTHUBHBIE BMEIIATEILCTBA Ha IIIEE,
JUCKIKTOMHS MEPEIHUM OOCTYIOM, TOPCHOHHAsl OK-
KIIIO3UsI TIepeqHe KOpEIIKOBOW apTepuH, WHCYIET,
OIyXON{ HIKHEIIEHHBIX CErMEHTOB CIIMHHOTO MO3Ia,
MOpPaKeHHUs 3BE3UaTOTO y3J1a, BEPXYIIKH JETKOr0, Cpe-
JIOCTEHHs, TapaBepTeOpasbHONH 00JacTH, MeTacTasbl,
CIaBJIeHHE CHMITATHYECKOTO TaHIVIMS OIyXOJbIo, TPH-
Jeaieil aprepueil; y OpyruX OHH OTCYTCTBYIOT —
NpY TPUCTYNaX MUTPEHH, My4YKoBOW nedananruu, 3a-
TBIJIOYHOW SMMJIETICUH, UMIUIAHTALMH WHTPATEeKaIbHON
MOMIIBI, TIOCJIe HHTPAKOCTAILHOH, TTapaBepTeOpaibHON,
SNUAYPalbHOU, 3KCTpagypalbHOU aHAJIre3HH, SKCTpa-
TUIEBPAJIbHON MH(Y3UH aHECTETHKA, OJIOKaAbl HIYKHETO
anpBeossipHoro Hepsa [ 1, 6-10]. CA ommcan rmpu KpoBo-
nu3IuAHuM B Tanamyc [ 11]. O6cyxnaroTcst reHeTHIeCKre
(akTOphl Kak NMPUYMHA BO3HUKHOBEHHUS BPOXKAECHHOIO
CA: napymenue reaa SCN10A (Sodium Voltage-Gated
Channel Alpha Subunit 10) [12].

Tepanus naunenTos ¢ CA omnpenensercs ero 3THONOo-
rueil. [Ipn uamonaTuaeckoM BapuaHTe 3a00IeBaHIS CO-
o0m1aeTcst 00 yCIemHon Tepany ero ¢ MOMOILBIO OKCH-
OytuHnHA u miponpanosnona [13]. Taxke nmpumeHseTcs,
B TOM YHCJIE€ U3 3CTETHYECKUX COOOpakeHHi, OOTYyiH-
HUYECKUI TOKCHH THNa A, WHBEKIIMH KOTOPOTO OCYy-
LIECTBISIOTCA B 30POBYIO IONIOBUHY Juua [14]. Bene-
HUE OOTYIIOTOKCHHA B 370POBYIO CTOPOHY HaIpaBIeHO
Ha OJIOKaZy BEpPXHEro IIEHHOro CHUMIAaTH4eCKOro raH-
st [15]. [lomaBneHne peakiuu Ha MPOBOIMPYIOMINI
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(axTop Ha 3710pOBOI MOJOBUHE JINIA CIIIAXKUBACT ACHM-
METPUYHOCTh IOKPACHEHHS U TIOTOOT/IEIICHUSI.

Ilpeocmaensem kaunuveckull ciyyai manueHTku U.,
43 roma. OHa TIpeabsBIIsIA KAIOOBI HAa TIEPHOIUIECCKU
BO3HHUKAIOIINE AMHU30bI IIOKPACHEHUS U TUIIEPTHAPO3a
JIEBOW TIOJIOBUHBI JINIA, JIISAIIHECS IO 5 MHUH U CBS3aH-
HBIC C (PU3UYECKOM HArPY3KOH U MIEPETPEBOM.

Anamue3 3a0oneBanus: B mae 2021 1. BepBbIe OT-
MeTHJIa IOKpacHeHue B 00acTH J10a Ha (poHE aKTUBHON
(hm3nueckoit Harpy3Ku: mocie Oera U MPBDKKOB CO CKa-
kankoi. Kaxpiii anu3on pusnueckoid Harpy3Ku corpo-
BOXKJAJICS Pa3BUTHEM ONMHCAHHBIX W3MEHEHHH KOXKHBIX
MOKPOBOB; B YaCTHOCTH, OHW BO3HHUKAJIM Ha OErOBOH J0-
pOXKe TIpu Oere co CKOPOCThIO 8 KM/T uepes3 4 KM.

ComyTcTBytonie 3a00eBaHMs: THIIEPTOHUYECKas
6ome3ns I ct. (B anamue3e mombeMbl AJl 1o 160—180 mm
PT. CT.), XpOHHYECKHH TacTPUT BHE OOOCTPEHUS, XOJe-
LOUCTAKTOMHUS, AJUIEPTUYECKHE PEeaKIWd Ha BUTAMHHBI
rpynmnsl B (kpanuBHUIA).

[IpoBeneHHble  WHCTPYMEHTAJIBHBIE  WCCIIEAOBA-
HUSl — JYIUIEKCHOE CKaHUpOBaHUE OpaxuonedanbHbIX
apTepuil, MarHUTHO-PE30HAHCHAsI TOMOTpadusi TOJIOB-
HOTO Y CIIMHHOTO MO3T'a MaTOJIOTUHU HE BBIBUIIN.

B neBponornyeckom craryce kpome cuHapoma lop-
Hepa JpYyrux M3MEHEeHUil He oOHapykeHo. Jlepmorpa-
(u3m: Oernblil HA KUBOTE, KPACHBIH Ha JI0Y, CHMMETpHY-
HBIH.

[Ipu nmpoBenennu TpenMui-Tecta (6er co CKOPOCTHIO
3,5 kM/9 ¢ yriioM HakjoHa 15°) Ha 5-if MUHYyTE IPOsB-
JISieTCsl yCTOMUMBas TUIIEPEMUS JIEBOI MOJIOBUHBI JIUIIA
C THUNEPTHAPO30M, JuiAmascs okono 15 muH (puc. 1
Ha 2-#1 cTp. 0OIOXKKH).

[To nannaBIM BrekTpoHEHpoMuorpaduu He ObLTO 00-
HapyKEHO OTKJIOHEHWI OT HOpMBI ITapaMmeTpoB F-BoiH,
M-0TBETOB, CEHCOPHBIX IOTEHIMAIOB Ha pykax (Nn.
medianus et ulnaris), murarensroro pediekca. ITo gau-
HBIM JIMarHOCTHYECKOW TaHCKPaHUAIBHOW MarHUTHOMN
CTHMYJISLIMY TIPH OLIEHKE BBHI3BAaHHBIX MOTOPHBIX OTBE-
TOB M BPEMEHH LEHTPAILHOTO MOTOPHOTO TPOBEIEHUS
MaTOJIOTMYECKUX W3MEHEHUW, B TOM YHCIIEC 3HAYUMOM
acuMMeTpuH, He HaOmomanoch. llpum wmccrenoBaHum
kokHO-cuMnarudeckoro notrennuana (KCIT) ¢ mamon-
HOW TIOBEPXHOCTH KHCTEH pyK HaOIIomansach amInlId-
TyAHas aCUMMETpHUsS CO CHIDKeHHeM cipaBa Ha 50%
10 CPaBHEHHIO CO 3I0POBOH JIEBOI CTOPOHOM (puc. 2).

Oocyxnenne. CA MOXeT pa3BUTHCS MTPU OPAKEHUH
TpeX ypOBHEN aBTOHOMHON HEPBHOM CHUCTEMBI: MperaH-
[JIMOHAPHOTO, YPOBHS 3BE3A4YaTOrO TaHININS U MOCTTaH-
mroHapHoT0. Kpome Toro, CA MOXKET OBITH TEPBBIM ITPO-
sIBICHHEM cuHIpoma [wuiieHa—bappe, nmnabeTmyeckoit
MTOJIMHEBPOTIATHN | psija au3aBToHOMUM [16]. [Topaxke-
HUE 3BE34aTOr0 TaHIVIMs MPUBOIAUT K OAHOCTOPOHHEH
Onokaje CUMIATUYECKON WHHEpBAIMH, BBHI3BIBAS KOM-
MIEHCAaTOPHYI0 THIIEPCTUMYJIALHMIO Ha MPOTHBOMONOXK-
HOW CTOpPOHE B BH/I€ TOKPACHEHUSI KOXKH M THIIEPTHIPO-
3a. Msmenenne KCII Ha nanoHun nopaxeHHONH CTOPOHBI
yKa3bIBa€T Ha PaCIpPOCTPAHEHHOE TOPaKEHNE CTPYKTYP
CUMIIATUYECKON CHUCTEMBl — HE TOJBKO Ha JIHIE, HO
U Ha pyke. OTCyTCTBHE OAHOTHITHOCTH IOPaKEHUS aB-
TOHOMHOW HEPBHOW CHCTEMBI U BO3MOXXHOCTH MYIIBTH-
(hoxkanbHO# nokanu3amuu npu CA orMedaror So Young
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Puc. 2. KoxHo-cnuMmarnieckue MOTEHIMABI C JaJ0HHONH MOBEPXHOCTH PYK MAIMEHTKH C CHHAPOMOM ApiekuHa: A — CHIDKCHHE
ammumutyasl (0,94 MB) u noBeimenne nareHtHoctu (1,59 ¢) Ha npaBoii najoHu (opakeHHas cTopoHa); b — HopMasnbHOE 3HaueHHE
amruutyasl (2,7 MB) u natentHoctH (1,47 ¢) Ha 1eBoii 1afioHH (340pOBast CTOPOHA)

Fig. 2. Skin sympatic response functional test from the palmar surface of the hands in the patient with Harlequin syndrome: A —
decrease in amplitude (0.94 mV) and increase in latency (1.59 sec) on the right palm (affected side); b — normal value of amplitude

(2.7 mV) and latency (1.47 sec) on the left palm (healthy side)

Moon # C0aBT., ONUCABIINE NEPEKPECTHBINA CUMIIATHYE-
ckuit nedunmt npu orcyrcreun msmenennit KCII [17].
Cpenn npuunH pazsutus CA ONHCaHBl TaKUE CEpbE3-
HBIE, KU3HEYIPOXKAIOIINE COCTOSHHS, KaK HEBPHHOMA
BEPXHEHN 4aCTH CPEJOCTEHUS, CIMHAIIbHAS NHBA3Us paKa
BEPXYIIKH JIEBOTO JIETKOTO, OCJOXHEHHUS BCIEJICTBUE
XUPYPrUYECKUX BMEIIATEIbCTB U YCTAHOBKH KaTeTEPOB
B 31Ol oOnactu [18]. CA MOKeT BO3HUKATh BCIICICTBUE
MIOPaXEHUsI CTPYKTYp TOJIOBHOTO MO3Ta, B YaCTHOCTH
snep runotaigamyca [11]. Ciegyer oTMETHTD, UTO Y Jie-
Tel pacpoCTpaHEHHOCTh CyOKIMHIYecKoro CA MOXeT
OBITH 3HAYMTEIBHO BHIIIE, YeM BO B3POCIIOH MOMYJISIIUU
[19]. B coBpeMEHHBIX YCIOBUSX IIHPOKOIO INPHUMEHE-
HUSl OKCTPAKOPIIOpAIIbHOW MEMOpaHHOH OKCHUTEHAINH
Ba)KHO YYMTBIBATH, YTO OJHUM U3 OCIOKHEHUH JaHHOU
npouenypsl sBisiercs CA [20, 21].

3akio4eHue. Ba)kHbIM MOMEHTOM /711 IOHUMAHUS
naropusuonorun CA sBisieTcs TOT (PakT, YTO KIMHH-
YECKHE MPOSABICHUS 3TOTO COCTOSHUS OTMEYArOTCs
Ha «370pOBOW» CTOPOHE JIMIa, Ha KOTOpoil Habmroxa-
eTcsl HopMasbHas (pu3nonoruueckas peakius B OTBET
Ha (QU3MYECKYI0 Harpy3Ky, TOTa Kak Ha MPOTHBOIO-
JIO)KHON CTOpPOHE OHa OTCYTCTBYeT [16]. YV mpencras-
JICHHOTO HaMH TaluydeHTa HaOIONAeTCsl HIUOIATH-
yecknid BapuaHT CA ¢ XapakTepHOW KIMHHUYECKOM
KapTUHOMU M NMaTOJOTHYECKUMHU U3MEHEHUSMH NTPU HEH-
POPHU3NOTOTHYECKOM HCCIEAOBaHNN (aCHMMETPHS aM-
mwmtyn KCP), npu oTcyTCTBHM OTKJIOHEHHH NpU ApY-
TUX WHCTPYMEHTAJIBHBIX METOomax o00ciemoBaHusl.
Crnenyer OTMETHTBH, YTO y OOCIEIOBaHHOW OOJIBHOMN
He HaONIOAaNoCch 3paYKOBBIX HAPYIICHHWH, CHHAPOMOB
I'opuepa u Pocca m npyrux cumnromoB CA, onmncan-
HBIX B JIUTEpaType, a TAK)Ke HEBPOJIOTHUECKIX CUMIITO-
MOB, YTO TaKXe CBHICTEILCTBYET 00 OIHOM U3 BapH-
AHTOB WAMOTIATHYECKON Kilaccuueckor (popMbl TaHHON
nmaronoruu [5, 17].

KondunkT uHTepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBHUHU KOH(IMKTA HHTEPECOB.

dunaHcupoBaHue. VccrneqoBanne BHIMOTHEHO 0€3
(hMHAHCOBO MTOIIECPIKKH.
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