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AHHOMayun

HawuboJiee pacpocTpaneHHOH (HOPMO¥ OPasKeHU JINIEBOTO HepBa ABJIAETCA UaronaTudeckas popma, HazbiBaeMas napanndom besura. Peru-
JIUBUPYIOUTUH ITepudepryecKuii mapaand MUMUYECKUX MBIIII] BCTpevaeTcs pexe U Tpebyer 6osiee TIareapbHOro AudQepeHnnaTbHO-TuarHo-
CTUYECKOTO IIOMCKA. B cTaThe Ipe/icTaBIeHo OUCAHNE [TOJIHOTO cuHApoMa MebkepecoHa—Po3eHTas Kak 0/{HON U3 IPHUYKH Pel/IUBUPYIOIe-
ro KOHTPaJIaTePAIbHOTO MOPaYKEHUs JIUIEBOTO HepBa. [IpUBO/ATCA COBpEMEHHbIE JaHHBIE 00 STHOIATOTeHe3€e, B TOM YHUCJIE BKJI/le TeHeTHde-
cKHX (aKTOPOB, ITOJIXO/IbI K JIEYEHUIO, OCHOBAaHHBIE HA aHAIU3€e OT€YECTBEHHOU U 3apy0OesKHON JIUTepaTyPHhI.

Knarouesuvte caosa: cuaapom MesnpkepcecoHa—Po3eHTass, mapaand JUIeBoro HepBa, Penu/IMBUPYIOIINH Tapaind JIMIEBOTO HepBa, Opodan-
JIBHBIN TPAHYJIEMATO3, CHHIPOM Pocconnmo—MesbkepecoHa, IPo3onapes, MaKPOXEeUIUT, CKJIauaTOCTh A3bIKA.
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Current understanding of Melkersson-Rosenthal syndrome
as a rare cause of recurrent facial nerve neuropathy
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Abstract

The most common form of facial nerve paralysis is idiopathic, known as Bell's palsy. Recurrent facial paralysis is uncommon and requires a more
thorough differential diagnosis. This article describes complete Melkersson—Rosenthal syndrome as one cause of recurrent contralateral facial
nerve paralysis. It presents current data on the etiopathogenesis, including the contribution of genetic factors, and treatment approaches based
on an analysis of Russian and international literature.
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BBegeHne

PernuiuBupyIOmni apaaind JIUIEBOTO HEpBa BCTpeYaeTcs
penxo. Hanbosee yacToil IPUYNHOHN MOBTOPSAIOUTUXCS SIIHU-
30/10B ABJIAETCA UAMOIIATHYECKOe MoBpexzaeHue. OQHAKO y
YacTU IAIMEHTOB 3TO MOXKET ObITh IPU3HAKOM OCHOBHOT'O
CHCTEMHOTO 3a00JIeBaHMsA WIH OIyXxoJu. Cpesy TaKuX IpH-
yuH omucaH cuHapoMm Mesbkepcecona—Pozenrtanss (CMP).
AT0 penkoe 3abosieBaHUeE, BKIOYAIONiee B ce0s Tpuamy
CUMIITOMOB: PEIUINBUPYIOIINHI MaKPOXEWIUT, TapaInd JIU-
1IeBOTO HepBa U CKJaauaTocthb si3bika (lingua plicata). CMP
OTHOCHUTCS K OpodanuaJbHOMy T'DaHyJIEMaTo3y, O0Beru-
HAIOLIEMY MHOKECTBO KJIMHHYECKUX IIPOSBJIEHUH I1aTOJIO-
THH [IOJIOCTH PTa U YeTI0OCTHO-JINIEBOM obiactu [1, 2]. 3a6o-

seBaeMocTs B nomysnsanuu CMP cocrasiser 0,08-0,1%,
pasBuBaeTcs B JIIOO0M BO3pacTe, OT 14 JI0 55 JIET, CPe/IX Ia-
[IMEHTOB OTMEYAloT He(OJbIIoe IpeobsaJilaHue >KEHIIUH
1:1,4 [3]. TlopaxkeHre UMEHHO JIUIIEBOTO HEPBA, MTO-BU/IH-
MOMY, CBSI32HO C PACIIOJIO}KEHNEM B y3KOM KOCTHOM KaHaJIe
Y KOMIIPECCHEN ero CTBOJIA BCJIE/ICTBHE IPAHYJIEMATO3HOTO
BocraneHus [4]. BriepBple KJIMHUYECKYIO TPUAIY OIHCAI
poccutickuii HeBposior M. Poccosiumo B 1901 T., CIIyCTs
27 j1eT mBeAcKuN HeBposior O.I'. MesbKepCcCcoH IIPUBEJI CITy-
Yyai 35-JIETHETO IAIFIeHTa, Y KOTOPOTO C IETCKOTO BO3pacTa
HaOJIIOAINCH PEIUIUBUPYIONINH HECUMMETPUIHBIA OTEK
ry6 v HeHpoIaTus JUIEBOrO HepBa [1]. 9TH ucropuyeckue
dakTer HanTn otpakenue B MKB-10, rae xox G51.2 cooT-
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BeTCTBYeT cuHJApoMy Pocconmmmo—MenbkepccoHna [3].
B 1931 r. monbckuit HeBpostor K. PozenTasns omnmcan cemei-
HbIe ciiyyau penuausBupyomiero CMP [9].

Jlajiee MBI IIPUBOJIMM OIMCAHUE COOCTBEHHOTO KJIMHUYE-
CKOT0O HabJII0/IEHUA PENHIMBUPYIOIIEETO MapaInya JIHIe-
BOTO HEPBa B CTPYKType IoHOH Tpuassl CMP.

KnuHnueckuin cnyyanm

[TanuenTtka K., 21 roji, cTy/1IeHTKa, HAX0/IUJIach Ha Jieue-
HUH B HEBPOJIOTUYECKOM OT/IeJIEHIHU T'OPO/ICKOH KIIMHNYe-
CKOU OOJIBHUIIBI C Kast00aMu Ha aCUMMETPHIO JIEBOU I10-
JIOBUHBI JINIIA, CHU)KEHHE BKyCa M CyXOCTbh JIEBOTO TIJIa3a.
3aboJiesa 0cTpo 04.10.2025, KOTZA I10CJIE€ SMOIIUOHAIBHO-
TO cTpecca OTMETHIIA C1ab0CTh B MBIIIIAX JIEBOX ITOJIOBU-
HbI inna. OO6paTuiach K HEBPOJIOTY 110 MECTY JKUTEJIbCTBA,
OblyIa HAIIpaBJIeHA Ha CTAI[OHAPHOE JIeYeHHe B HEBPOJIO-
rU4ecKoe oT/iesieHre. 113 anaMHe3a U3BECTHO, YTO IIEPBBII
3MH307], IOPAKEHU JINIIEBOTO0 HepBa CJIIyYMWJICA B arpese
2024 T., ObUIa TOCITUTAIN3UPOBAHA B HEBPOJIOTHYECKOE OT-
JleJIeHUe TI0 MeCTy JKUTeJIbCTBA, IoJIyJasla jledeHue MeTHII-
NIPeTHMU30JI0HOM, KypCoBas /103a COCTABHJIA 750 MT, BBIIIU-
caHa C IMAarHO30M: H/IMOIIaTHYecKass HEBPOIIATH JIUIEBO-
ro HepBa CIIpaBa, CUH/IPOM BBIPA’KEHHOTO IIPABOCTOPOHHE-
ro nposomnapesa IV crenenu no mkane Xayca—bpakmana.

B Gecezie ¢ MaTephIO MAIMEHTKY BBIACHUIIOCH, UTO B TeYe-
HYe€ KU3HH ObLIO OKOJIO IIAATH 3MIHU30/]0B OTeKa ryb 6e3 BU-
JIUMBIX IPUYXH C IIOJTHBIM paspenterueM. Ilocaennuii mo-
JIOOHBIN BIIM30/]] CIIYYUIICA B UIOJIE 2025 T. — IOZ0CTPO pas-
BUWJICS BBIDQKEHHBIH OTeK I'yD, pa3pelnsics cCaMoCTOATe b-
HO 4epes3 2 HeJl, CBA3BIBAET C IEPEHECEHHON HAKaHYHE OCT-
PO pecImpaTOpHOU BUPYCHOH HHEKITNEen.

ITocyie BBIIUCKUA COXPAHAJCA JIETKUN ITPABOCTOPOHHUU
Ipo3onapes B HIDKHEH IMOPIUA MUMUYECKUX MBI, B aB-
rycre 2025 . 06paTUIach K HEBPOJIOTY B IOJIMKJIUHUKY 110
TIOBOJIy NO/IEPTUBAHUH B IIPABOY IIOJIOBHHE JIUIA, BPAUYOM
OIKCAHBI CHHKWHE3UH U JIerkas cabocTh KPYTrOBOM MBIIII-
[BI PTA, MBIIIIBI, TIOAHUMAIOIIEN yToJI PTa CIpaBa, O HO-
KpaTHO IIOJIyYWsIa WHBEKIUU Ipernapara OOTyJIOTOKCHHA
tuna A ¢ xopomuM 3G@EKTOM IO MOBOJY CHHKHHE3HH.
AnaMHe3 )KU3HHU U aJUleproaHaMHes He oTAroueH. Onepa-
THUBHBIE BMEIIATEIbCTBA: yAJIEHNE XaIa31oHa U QYPYHKY-
JIOB HA JIEBOH HOTE U B JIEBOU MMaXOBOI 00JIACTU B JIETCKOM
Bo3pacre. XpoHUYecKHe 3a00JIeBaHUA — TaCTPUT, PEMUC-
cus. V3BecTHO, UTO MaIMeHTKa KypUT 3JIeKTPOHHBIE CUTa-
PETHI, IMeeT METALINYECKHH ITUPCUHT B A3bIKe. OOBEKTHB-
HO IPH IOCTYIUIEHHH: COCTOSIHHE Y/IOBJIETBOPUTEIBHOE.
ACTEHHYECKOTO TeJIOCJIOKEHU, WHJ/IEKC MacChl Tela —
15,21 kr/m2. OTKJIOHEeHHH npu GU3UKAIBHOM 00CiIezoBa-
HuHU HeT. [Ipy ocMoTpe JuIa — aCHMMETPUYHBIN OTeK Iy0,
6oJiee BRIpAKEHHBIH € IIPABOU CTOPOHBI, IOBEPXHOCTH CJIH-
3UCTOH ApKO-KpacHOro ngera (puc. 1). IIpm maspnanuu:
OTeYHbIE TKAHU IUIOTHORJIACTHYECKON KOHCUCTEHIINH, Oe3-
6osie3HeHHBIE. IIpH OCMOTpE TOJIOCTH PTa: BUAMMBIE CJIH-
3UCThIe 000JI0UKH 0JI€THO-PO30BOTO IIBETA, BIAXKHBIE, OJ1e-
cramye, 6e3 A3B, 3pO3UN. A3BIK OTEUHBIH, HEPABHOMEPHO
YTOJIIIIEHHBIN, NO/BIKHBIA. [I0BEPXHOCTD A3BIKA HEOZHO-
poznHas, Gyrpucras, ¢ HaJauaueM O0pO3/L U OTIIEYaTKOB 3y-
60B Ha GOKOBBIX ITOBepXHOCTAX. OOpaIarT Ha ce6s1 BHUMA-

Puc. 1. MauvenTKa K., 21 roa. ACUMMeTPUYHbIl OTEK ry6.
Fig. 1. Patient K., 21 years. Asymmetrical lip swelling.

Puc. 2. MaunenTka K., 21 roa. Xennur.
Fig. 2. Patient K., 21 years. Cheilitis.

HUe BBIPaKEHHAs CKJIJYaTOCTh IIOBEPXHOCTU fA3BIKA; Ha
CIIMHKE A3bIKa U OOKOBBIX IOBEPXHOCTAX MHOKECTBEHHBIE
OYard JleCKBaMallU{ SIUTeNHs 0eylecoBaToro IBeTa; I'H-
neptpodusa cocoukoB (puc. 2).

B HEeBpOJIOTHYECKOM CTaTyce IPU MOCTYIUIEHUU — aCHM-
MeTpHUs JIMIA: JIeBas IVIa3Has LeJIb paciiupeHa, cBob6oj-
HO€e 3aKpBIBAHUE IJ1a3a HEIIOJIHOE, C YCHJIMEM MOXKET OILy-
CTUTDH BEKO IIOJIHOCTBIO, JIBUIKEHH MBIIII J10a CHIKEHBI,
JieBasg OpOBb OTCTA€T OT IIPABOH, CJ1a00OCTh MBI JIEBOH
II[eKH, OILyIIeH JIEBbI yroJ pTa. /J[pyroi o4aroBod CUMITO-
MaTHUKH HET.

PesysipraThl J1a60paTOpPHOro 00C/Ie0BaHUA: ODIIEKIIH-
HUYECKUH, OMOXNMUYECKUH aHAIN3 KPOBH, O0IIUI aHAIN3
Moun — 0e3 OTKJIOHEHHU OT HOPMbBI; aHAJIN3 KPOBU Ha
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BUY, renatutet B, C u cudunnc — orpunaresbHbe; 00-
MEKJIMHUYECKUH aHAJIN3 JINKBOPA — 0€3 OTKJIOHEHUI; MO-
JIEKYJIAPHO-T€HETUYECKO€e HCCIIeJOBAHYIE JIMKBOPA /IS BbI-
SIBJIEHUA ITUTOMETaJIOBHpYyca, BUpyca OmiuTeiHa—bapp,
TOKCOILIA3MBI, KJIEIIEBOr0 6OppeIno3a — OTPHUIATeIbHBIE.

VHCTpyMeHTaJIbHbIE UCCIIEIOBAHMA: KOMIIBIOTEPHAS TO-
Morpadus TOJIOBHOTO MO3Ta ¢ BHYyTPUBEHHBIM KOHTPACTH-
pOBaHHEM — JAHHBIX, TOATBEPIKAAIONINX 0OBEMHBIN IIPO-
Iecc rOJIOBHOTO MO3Ta, He II0JIy4eHO. MarHuTHO-pe3o-
HaHCHasA ToMorpadus roJIOBHOro Mo3sra 6e3 KOHTPAaCTHOTO
YCUJIEHH [IPOBOJIUTIACH B 2024 T. ¥ 2025 T. — JAHHBIX, [0/~
TBEPIKJAIOIINX 0YaroBBIN I1aTOJIOTHYECKUH IIpoIiece, obpa-
30BaHHE MOCTOMO3KEUKOBOTO yIJIa, HE IOJIy4eHO. JJIeK-
Tpokapauorpamma 6e3 nartosorud. OCMOTpeHa OTOPHHO-
JIADUHTOJIOTOM — JAHHBIX, IOTBEPKAAIOIIUX OCTPYIO JIOP-
1aToJIOT IO, HeT. OcMOTpeHa 0P TaIBMOJIOTOM — OpraH 3pe-
HuA 6e3 0c0OeHHOCTEH.

3a BpeMs HaXOXKJIEHH: B CTAI[HOHApE ITalleHTKA [10JIyJa-
Jla METHWJIIPEJHU30JIOH 1000 MI €KEJTHEBHO B TeueHUe
5 JHel, MeTabOJINIeCKyI0 TePAINIO, ITPOBOJIINCH 3aHATUA
JeueOHON dusmueckol Kyaprypod. Habionanocs yorydrie-
HUE COCTOSTHUSA: PErPECCHPOBAJI OTEK I'y0, YMEHBIINIICSA [1ape3
JINIIEBOX MYCKYJIaTyphl [0 1-U CTEleHd IOo IKale Xayca—
BpakmaHHa, B CBA3H C YEM Tepanus IJIIOKOKOPTUKOCTEPOU-
namu (F'KC) 6pu1a 3aBepiieHa. [aruenTke ObLia peKOMEH/10-
BaHA KOHCYJIbTALUA TacTPOSHTEPOJIOTA I HCKJIIOYEHUs
BOCIIJIUTEIBHOTO 3a00JieBaHusA KulteyHrka (6osesnu Kpo-
Ha). AMOYJIaTOPHO OCMOTpPEHA TacTPOIHTEPOJIOTOM, PEKO-
MEH/IOBAHO OIIpeZieJIeHNe aHTUTEN K TKAHEBOU TPAHCIJIIOTa-
MuHa3ze (MeHee 5,0 pu pedepeHce 10 10), ypoBHA (eKaib-
HOTO KasIbIIPOTeKTHHA (61,9 MKT/T npu pedepence o 80),
YJIBTPa3BYKOBOE MCCIIE/IOBAHIE OPIOIIHON 110JI0CTH — 6e3 ra-
Tosiorui. Ha OCHOBe HOJIyYeHHBIX JAHHBIX ITOKA3aHUU JJIS
IIPOBEZIEHUA BHUJEOKOJIOHOCKOIIUU He ObLIO, TaCTPOIHTEPO-
JIOTOM IIPUHATO pPelleHre O TUHAMUYECKOM Ha0JIIO/IEHUN.

O6cyxpaeHune

Puick peruinBa mapajnya JIMIEBOTO HeEPBA, COTJIACHO JIaH-
HBIM JINTEPATYPHhI, COCTABJISIET OT 7 /10 15% [5, 6]. B Hamem
HaOJII0/IEHUN TIPEZCTaBJIeH CIydadl KOHTpaJaTePaIbHOTO
MMOpaKEHUsI JINIIEBOTO HEPBA, Pa3BHUBIIErocs uepes 18 mec
rocsie 71ebTa. B 071HOM U3 KPYITHEHIINX UCCIIeIOBAHIH HC-
XOJIOB [TOPAKEHUS JINIIEBOTO HEPBA CPe/IHEE BPEMsI /10 HOBO-
r'0O 3MM307[a COCTABUJIO MPUOJIM3UTENIHHO 10 JieT [5]. Perpo-
CIIEKTUBHBIN aHAJIN3 53 CJIy4aeB HEBPUTA JIMIIEBOTO HEPBA 3a
7 JieT paboThI CHENUATN3UPOBAHHOTO IIEHTPA BBISIBUJI, YTO B
22 (41,5%) ciaydasx HaGIIOJATUCh TOJBKO HIICHIATEPAII-
HbIE PEIU/IVBBI, B TO BPEMsI KaK Y OOJIBIITNHCTBA MAI[UEHTOB
(31 uenoBek, 58,5%) 3adUKCHUPOBAH KaK MUHUMYM OJIMH
3MM307], KOHTPAJIATEPATILHOTO MOBTOPHOTO mapayinya. [Ipu-
MEpHO Y YeTBEPTU 3THUX IAIeHTOB ObLJIa YCTAaHOBJIEHA BTO-
pUYHas MPUYUHA [OPAYKEHUsI JINIEBOTO HEpPBA. ABTOPHI
[O/TYEPKHUBAIOT, YTO HAI[MEHTHI ¢ PEIUIMBUPYIOIINM IM1apa-
JIMYOM JIMIIEBOTO HEPBA HY’KJAIOTCSA B TIIATEIBHOM Audde-
peHIuaIbHON suarHocTrke [5]. KOpoTKuil mepuos Mexxy
3MM30/[aMU MTapajiiya JIMIEBOr0 HEPBa, MOJIOJIOW BO3pacT
SIBUJIUCh YKA3aHUEM JIJIsI UCKJIFOUEHHUST BTOPUYHBIX [TPUYUKH,
TAKUX KaK JIeMHUeJINHU3UPYIOIee MOparkeHne, HEBPHHOMBI

VIII napsel, B HALIEM CJIy9ae 3TO CTIO OOOCHOBAHUEM JUIA
npoBeziens HelipoBusyanusanuu. C. Chweya u coasr. ca-
MOH YacTOl IPUYMHON IIOBTOPHOTO IOPAKEHUs JIUIIEBOTO
HepBa HasbiBaloT CMP (7,5%), a Tak:ke HeHPOCAPKOUI03
(3,7%) n omyxonu (5,7%) [5].

XapakrepHad kinuHudeckasa Tpuaga CMP ckiazbiBaercsa
13 HeaJUIepIrHYecKoro opodanruaabHOr0 OTeKa, TPEIIH Ha
A3BIKE U PEIUIMBUPYIOIIEr0 Iapajanya JUIEBOIO HEPBa,
BBI3BAHHOT'O IIOPAKEHHEM HIDKHUX JIBUTATEJIbHBIX HEHpO-
HOB. B mpaxTuke yamie BcTpevaercsi MOHOCHMIITOMHAs
¢opma, a ”MEeHHO TpaHyJIeMaTO3HBIN XeHJIUT; IOJIHAS KIIU-
HUYecKas KapTHHA BeTpevaercs Jiumb B 8—25% [7]. Mer
Ha0JTIOZQUTH TIOJTHYIO TPUAILy CHHPOMA Y IIPOJIEUeHHOH Ia-
[UEHTKU. PenuiuBUPYIONUI OTEK JINLA SABJIAETCA CAMBIM
pacupoCTpaHEHHBIM CHMIITOMOM M MOXKET OBITh €IMH-
CTBEHHBIM IPOSIBJIEHUEM, UYTO 3aTPYAHSAET JUATHOCTUKY
CMP, 3acraBiAs IpeAnosiaraTh y NalueHTa aHTHOHEBPO-
TUYECKUH OTeK. B IpesicTaBjieHHOM KJIMHUYECKOM CIIydae
Ha0JIIOZINCh HEOHOKPATHBIE PEIU/IUBEI OTEKA I'yD, caMo-
IIPOU3BOJIHO U 0ecciieIHO paspelaiueci. DT 3IH30-
JIbI COOTBETCTBOBAJIN THUIIMYHOM KJIMHUYECKOU KapTHHE:
30HA IOPa’KEHU: JIOKAIH30BaIaCh B 00JIACTH BepXHEH U
HIDKHEH I'yObl, MOTJIH OBITh ACUMMETPHYHBIMU HJIA O/THO-
CTOPOHHUMHU, BOSHUKAJIN BHE3AITHO, (€3 KaKUX-JTU00 TPUT-
repHbIX (pakTopoB. Kak nmpasuso, nmpu obocrpenuu CMP ry-
Obl cTaHOBATCA 0JIETHO-PO30BBIMHU C CHHIOIIHBIM OTTEH-
KOM, IUIOTHBIMH Ha OILNYIIb, 6€3607Ie3HEHHBIMU IIPH 1aJIb-
Ianuy, He COIPOBOXK/AAIOTCA 3yZIOM. Bo3MOXKHO BOBJleue-
HUe U JIpYTUX Jacrel snna. OTeYHOCTD JTUTCA OT HECKOJIb-
KHX YacOB JI0 HECKOJIPKUX HeZIeJIb U WHOTA MOXKET COXpa-
HATHCS, HO Yallle CIOHTAHHO perpeccupyert. IIpu XpoHuye-
CKOM TEYEHUU MEJJIEHHO IIPOIPECCUPYET, BBI3bIBAA BbIPa-
JKEHHBIH XelynuT ¢ obpazoBaHueM TpemuH [1]. TpenuHsl
s3BIKA BCTPeUaloTes B 30—80% ciIydaes, IIpeJicTaBIeHbI 00-
po3/iKamMu TJIyOMHOHN OKOJIO 2 MM U JIJIMHOU 15 MM, 6e360-
JIe3HEHHBIMH JIJIA IIAI[MEeHTa, BU3YaJIbHO A3BIK YBEJIMUEH 32
cuer oTeka [1, 8]. Y Halell manueHTKy sI3bIK UMEJI XapaK-
TEPHBIE U3MEHEHUS CBOEH IOBEPXHOCTH.

IlocranoBka pmarHosza CMP ocHoBaHa Ha aHaMHe3e U
KJIMHUYECKUX JIAHHBIX, Ja00paTOPHBIX U MHCTPYMEHTAJIb-
HBIX MapKepoB HeT. B siuTepaTtype onrcanbl HabJII0IeHNs,
IIPU KOTOPBIX BBIIOJIHANACH OHOICHA. B Kiaccuueckux
CJIydasx THCTOJIOTMYECKOE HCCIIEZOBAHUE BBIABIIAET OTEK
IIOBEPXHOCTHON COOCTBEHHOM IIJIACTUHKH CJIM3UCTOH 000-
JIOUKH C pacHIpeHneM JUM(aTHIECKIX COCYZ0B U pacce-
SAHHBIMU JINMGOIUTAMH, PACIIOJIOXKEHHBIMU UG DY3HO U
CKOIUIEHUSAMY, IIPU JJINTEJIBHO CYLIECTBYIOIIUX IIOpake-
HUAX MOXKET IIPUCYTCTBOBATh pubpos. IIpucyrcrByloT pac-
CesIHHBIE CKOIUJIEHWS HEKAa3e03HOTO TPAHYJIEMAaTO3HOTO
BOCIIAJIEHH, COCTOALIUE U3 JTUMMOIUTOB U SIUTETHOU/-
HBIX I'HCTHOLUTOB. /laHHBIE HAXO/IKY IIO/ITBEPKIAIOT IUar-
HO3. B Hamewm HaOiozieHHHM OHOIICHA HE IPOBOJMIIACH.
CJIO’KHOCTH IMarHOCTHUKH BO3HHUKAIOT IIPU HEIIOJIHOM KJIH-
HuueckoM deHotuie [9].

PasHbpIMU aBTOpaMu OBLIIN ONKCAHBI CEMBH C CHMIITOMA-
MU JIAaHHOTO 3a00JIeBaHMSA B CEPHH IOKOJEHHUH. /Inarsos
YacTO CTABUTCSA OJHOMY Y€JIOBEKY B CEMbE, B POJIOCTIOBHOM
IIPOCJIEXKUBAETCA BEPTUKAJIbHAA IIepeZiavua, Jalie BCero oT
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MY>KYHHBI K My>KUHHE, COOTBETCTBYIOIIAS AyTOCOMHO-IOMU-
HaHTHOMY THITy HACJIEJOBAHUA, 3a(DUKCUPOBAH TaKXKe CIIy-
Yal «IIPOIYIIEHHOTO IOKOJIeHHA» [10, 11]. E. Smeets u co-
aBT. B 1994 T. OIyOJIMKOBAJIN OIIFICAHHE CJIydas 26-JeTHel
JKEHIIWHBI ¢ TUIWYHBIMUA KJIMHUYECKHMH CHMIITOMaMHU U
npusHakamu CMP ayTocOMHO-ZOMHUHAHTHOIO TUIIA C BApHA-
OesbHON 9Kcrpeccwedl U de novo TpaHCIOKanuen
1(9;21)(p11;p11) U TPEANONIOKIIN, YTO «TeH MesbKepcco-
Ha—Po3eHTaIs1» pacnosoikeH B JIOKyce 9p11 [12]. B 2017 T. ¢
IIOMOIIBI0 SK30MHOT'O CEKBEHNPOBAHUS OIMCAHBI CIIydau C
reTepo3UroTHON MucceHc-MyTanuel (c.68C>G, p.Pro23Arg)
B rene SLC27A1 B OfHOU OOJIBIION CEMbE XAHBIEB, CAMOU
MHOTOYHCJIEHHON STHUYeCKoU rpyune B Kurae [13]. ¥ mpo-
GaHma HabJIIOfAIACh TMATHOCTHYECKAs TPUA/a: IPaBOCTO-
POHHHH pPenuUBUPYIONIUH IIapajud JINIEBOIO HEpBa,
CKJIA/TYATHIN SI3BIK, OTEK HUKHEH ryObl U Iieku. MaTh mpo-
6aHz]a MMesla TOJIBKO TPEIIWHBI Ha A3bIKe 0e3 IPYTHX IIpo-
siBJieHuH. JIs171s1 TalueHTKU ObLT 3/T0POB U ObLIT 00CIIEI0BAH B
cocTaBe KOHTPOJIBHOU TIpyNIIbl. ['eTepOo3UTrOTHHIN BapuaHT
c.68>G B rene SLC27A1, KOTOPBII, KaK IIPEJIIOIATaeTCs,
IIPUBOJIUT K MHCCEHC-3aMeHe p.Pro23Arg, ObLI BBIABJIEH y
JIByX OOJIBHBIX, HO HE Yy 37J0POBOTO JIAU U 200 370POBBIX
KOHTpOJIbHBIX Jull. 'en SLC27A1 xopupyeT OeoK-TpaHC-
noprep >kupHBIX kKuciiot 1 (FATP1, fatty acid transport pro-
tein 1). Buosornyeckas posib 3Toro 6eyika cBsA3aHa C pery-
JIAIFIEH TPaHCIIOPTA JJIMHHOLEIIOUEYHBIX KUPHBIX KHCIOT
B KJIETKY Uepe3 IUIa3MaTHIeCKyl0 MeMOpaHy U yepes rema-
ToaHIedaTnIecKuil 6apbep [14], OKUCIeHN KUPHBIX KHC-
JIOT U cuHTe3a Tpuriunepuzos. FATP1 BbICOKO dKcIIpeccu-
pyercs B cepJille, CKEJIETHBIX MBIIINAX U JKHPOBOH TKaHHU.
Pouib sTOTO Gesika B natoreHeze CMP jocToBepHO He ycTa-
HOBJIeHA. [IpesIoyaraior, 4to IpU HAPYIIEHUH CHHTE3a
FATP1 mpoucxonut u3MeHeHUe GapbepHBIX CBOHCTB Kile-
TOK H3-3a JleeKTa UMIIOPTA JKUPHBIX KHCJIOT, U Pa3BU-
BAIOTCA XapaKTepHble KIMHU4YecKue npoasieHnd. X.G. Xu
U COABT. BHICKA3aJIM MHEHHE, YTO UMEHHO 3TOT BADHUAHT B
reHe Ha 19p13.11 ABJIAeTCA Hanbosiee BEPOATHON IPUINHON
pazButust CMP [13]. Oxgnako Y. Pei u coaBT. B 2019 T. Ipo-
BeJIU CeKBeHHpoBaHMe 1o CaHrepy 3TOrO IreHa y 14 Iopa-
JKEHHBIX HEPOJICTBEHHBIX JIUII, cTpasatonux CMP, u He 06-
HapYXIIH KaKUX-JIN0O0 IPe/IIoIaraeMbIX IaTOT€HHBIX Ba-
puanTOB [15]. Takum 0o6pa3om, BapuaHThl B reHe SLC27A1
He OOBACHAIOT OOJIBIIMHCTBO ciy4yaeB cuHapoma CMP u
TIO/ITBEPIKAAIOT KOHIEMIINI0 T€HEeTUYECKOU IeTepPOreHHO-
cti. Bo3aM0XHO, HO MaJIOBEPOSITHO, YTO BAPUAHTHI YUCIIA
KOIIUU WJIM HEKOJUPYIOUIE BAPUAHTHI, HE OI€HEHHBIE B
JIAHHOM aHAJIN3€ U BJIMAIOIINE Ha SKCIPECCHIO WU (DYHK-
nuro SLC27A1, moryT npuBoguTh K ¢erHorurry CMP B Heko-
TOPBIX CJIy4asx [15]. IHTepeCcHBIM NIpe/ICTaBIIAEeTCSA CIydai
CMP, coueTaronuiics ¢ MUTPEHBIO, ONTUCAHHBIN B UTAJIhSTH-
CKOM ceMbe, ¢ 0OHapy:KeHHbIM BapuanTom reHa SCN1A [7].
B Hamewm HabJII0/IEHUN HE BBIABJIEH OTATOIEHHBIA cCeMel-
HBII aHAMHeE3, [TAI[HEHTKA He CTPa/iaeT MUTPEHBIO, FeHEeTH-
Jeckoe 00csieloBaHNe He IIPOBO/IMIIOCH.

B OpasmiIbCKOM HCCIIEZ0BAHUY U3YUATUCh TeHETHIECKas
IIPEIPACIIOJIOKEHHOCTD U CBA3D C BOCIIAJINTEIBHBIMU 3a00-
JIEBAHUAMH KHUIIEYHUKA, OBLJIO IIPOBEIEHO CPAaBHEHUE Ya-
crotel amneneit HLA I u I kiaccoB y 36 nanuenTos ¢ CMP

U 297 370pOBBIX Jroziell. Haboanocy yBesnueHue 9KC-
npeccun HLA A*02 (p=0,0269; oTHOIIeHHEe mancos — OIII
1,79 [1,045-2,973]), HLA DRB1*11 (p<0,0001; OIII 4,009
[2,214—7,277]), HLA DRB1*13 u HLA DQB1*03 (p=0,0177;
OII 1,829 [1,122-2,978]) u Hu3Kwuit ypoBeHb HLA A*01
(p=0,0046; OLI 0,097 [0,009—0,538]), HLA DRB1*04
(p=0,0274; OII 0,228 [0,053-0,844]), HLA DRB1*07
(p=0,0091; OI 0,183 [0,043—0,670]) u HLA DQB1*02
(p=0,0051; OIII 0,312 [0,143—0,721]) y naiiuentoB ¢ CMP B
CPaBHEHUHU CO 3/10pPOBBIMU. IIpu ycTaHOB/IEHHON 00JI€3HU
Kpona ormeuanuch pasjauuus B FeHETHYECKOM Ipodrie
110 CPaBHEHHIO ¢ marueHTamu, nmewnumu CMP [16]. TTo-
paKeHUe XKeJIyJJOUHO-KUIIIEYHOT0 TPAKTa AocTUuraer 60% y
MAIUEeHTOB C KJINHHW4YeCKUMH mpossiaeHuamMu CMP, npu
5TOM y HUX OTCYTCTBOBAJIM KHIIEYHBIE CHMITOMBI. B Tex
CJIy4asx, KOr/ia B KOHEYHOM UTOTe ObLiIa IMarHOCTHPOBaHA
60s1e3Hbp KpoHa, CHHAPOM YacTo MPOABJAJICA B Hoyiee MO-
JIOZIOM BO3PACTEe U COIPOBOXKIAICA MEHBIIUM OTEKOM Iyl
[1]. IIpuHKMMas BO BHUMaHUE BBICOKYIO 4acTOTy 0OJIe3HH
Kpona, Hamra nmanueHTKa 6blIa OCMOTPEHA TaCTPOIHTEPO-
sorom. OHa OTpHIAIA 3aIOpPbI, CPBIBBI CTYJIA, IIPUMECH
CJIU3H, KPOBU B KaJie, 60U B 'KUBOTE, B3/IyTHE, 1abopaTop-
HBII CKDUHUHT HE BBIABIJI IPHU3HAKOB IOPAKEHUS JKEJIy-
JIOYHO-KHIIIEYHOTO TPAKTA.

O6cyxnmarorcss QGakTopsl prucka aebioTa U 060CTpeHusd
CMP. IIpenmnosnaraercst pojib 04aroB XpOHUYECKON HH(DEK-
uuu B opodaruanibHoi obactu (CHHYCUT, TOH3UJLIUT, Ka-
puec, bapunrut, Herpes zoster, cradmiokokku), ceHcuOu-
Jn3anus opranuaMa (mossllieHye yposH: IgE B KpoBy, mu-
IIeBBI€ AJUIEPTeHbl, PEAKIIUY Ha CTOMATOJIOTHYECKUI MaTe-
puas, MeTasuIbl, aTOIUYEeCKUY IepMaTUT B aHaMHe3e). Cpe-
JI1 TIATOT€HETHYECKUX MEXaHH3MOB OIHUCHIBAIOT ITOBBILIE-
HU€ COCYAVCTOU ITPOHUIIAEMOCTH BCJIEJICTBHE HAPYIIEHUSA
BEreTaTHBHBIX PErYJIATOPHBIX MEXaHU3MOB, HMMYHOJIOTH-
YeCKyI0 TUCOYHKINIO B BUJie 00pa30BaHUA aHTHUTE K KOM-
MMOHEHTAaM CJIU3UCTOU 000JIOUKH, TeUIUT B CHCTEME KOM-
mieMeHTa (HeZOCTATOYHOCTh (PYHKIIMOHAIBHOTO UHTUOU-
Topa C1, KOTOPBIY CBA3aH C IOBBIIIEHHBIM PUCKOM PELUIH-
BUpYIOIIEro oTeka jyuna) [16]. B mpeicraBieHHOM KJIMHU-
YECKOM CJIydyae B KadvecTBe IIPOBOIUPYIOIEro (dakTopa
MOJKHO PACCMOTPETH ITHUPCUHT A3bIKA NPAMON MeTajInye-
CKOM IITAHTOH (M3 KaKOTr0 MaTeprasia BBIIIOJIHEHO yKpalle-
HUe, YTOYHUTH He yaJI0Ch).

Crnenuduueckoe seuenne CMP He pazpaborano. Ilepso-
odepeHOU 3a/1auedl ABJIAETCA YCTAHOBJIEHHE TPUITEPOB U
(axTopoB pucka, momnsITKa UX MoauduKanuu. IlopaxkeHns
IIOJIOCTH PTa IPOOOBAIM JIEUNUTh PABIMYHBIME METOIAMH,
Ppes3yJsIbTaThl IIOJIy9eHbl HeOJHO3HAUHble. B KauecTBe Tepa-
IIEBTUYECKHUX areHTOB HU3y4YaJIUCh TOIIMYECKHE KOPTHKOCTE-
pouzibl M TAaKpPOJIMMYC, JIydeBas Tepamus, cysabdacanasus,
cysbdat ruIPOKCUXIIOPOXHUHA, a3aTHOIIPYH, IIUKJIOCIIOPHH A,
METOTPEKCAT, IaHA30J1, JATICOH, AaHTATOHUCTHI PaKTOpa HEK-
posa omyxosun a (aganumymad, uHIMKCUMAab U TaIuzo-
MUJ), 5-aMUHOCUIMIIAIIOBAsA KUCJIOTA, KJIOQA3UMUH, MET-
POHH/Ia30JI 1 MHOTOYUCJIEHHbBIE J[Pyrue aHTUOMOTHKU [1].
CiietyeT OTMETHTBD, UTO B JIUTEPATYPE UMEIOTCHA COOOIIEHUsA
00 YCIIEITHBIX ITOIBITKAX IIPUMEHEHH OHOJIOTMYECKOH Te-
panuu nHIMKCHMaboM U ajanuMymaoom [18, 19]. B Ha-
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cTosIIee BpeMs OOJIBIINMHCTBO HCC/Ie0BaTe el HA3HAYAIOT
BHYTPHOYAroBOe BBeZIeHHE TPUAMIIMHOJIOHA C 3aMeJJIeH-
HBIM BBICBOOOXKZIEHUEM BBICOKOH KOHIEHTPAIUH JJIs
KOHTPOJISA IIPOIPECCUPOBAHUA 5TOro 3aboseBaHusA [1].
B cimygasx, Kora MecTHOe BBeZleHUe TPUAMITMHOJIOHA OKa-
3aJ10ch HedaHEKTUBHBIM, B HEOOJIBIIIOM YHCIIE COOOIEHUH
3a(puKCHPOBaH MOCIIEAYIOMINH yCIeX IPX HU3KOYPOBHEBOH
J1azepHOH Tepanuu. Kpome TOro, MHOTHE 5KCIEPTHI PEKO-
MenayloT Kypesl I'KC, ogHako cTaHAapTU3HPOBAHHOTO pPe-
JKMMa JIO3UPOBAHUA U JJIUTEIPHOCTH HCIIOJIb30BAHUS He
YCTaHOBJIEHO. B HameM HaOJIIOZIEHUH UCIIOJIb30BaHa CXeMa
IIyJIbC-TEPAIINY C CyMMapHOU /10301 5,0 T METUJIIIPETHU30-
JIOHA, YYUTHIBAsA XOPOILIUI OTBET Ha TepaIuio, He ObUT Ha-
3HaueH NoJyiep;kuBaroIuii nepopaabaeii Kype 'KC. B pe-
3HUCTEHTHBIX CJIyYasX pacCMaTPUBAETCA XUPYyprudecKas
KOpPPEKIHs, HO MMeeTCs 3HAYNUTEeJbHBIM PUCK PEIuIuBa.
OcHoBHas npobema, KoTopas MoKeT cOpMHUPOBATHCS, —
9TO KOCMeTHYeCcKui JieeKT uma. B HeKoTOphIX cirydasx
OYaru HMCUYe3alT CIOHTAHHO, ¢ Tepamnuel mwiu Oe3 Hee, B
JIPYTHX K€ OHM IIPOZO0JIKAIOT IIPOrPeCCHPOBATh, HECMOTPS
Ha MHOXXECTBO TepANeBTHYECKUX IIONBITOK OCTAHOBUTH
nporpeccupoBasnue [1].

3aknioyeHue

PenmauBupytonuii nepudepruecKuil mapaand JUIEBO-
ro HepBa — HECTaHJApTHAas HEBPOJIOTHYECKAas CUTyallHsd,
IIPX KOTOPOH Ba>KHO YTOUHUTH HAJIMYKE B aHaMHe3e 6e300-

JIE3HEHHOTO OTeKa TKaHeH JuIa, o6paTuTh BHUMAaHHE Ha
BHEIIIHUH BUJL A3bIKa 11 ckarodenns CMP. Heobxogumo
AMETh HACTOPOXKEHHOCTh OTHOCUTEbHO HUINYUA Y HaIlH-
€HTa BOCIIAJINTEILHOrO 3a001€BaHMs KUIIeuHKa. 110 9Toi
MPUYMHE PSIOM HUCCIIe/OBaTeIel ObLIO MPEeJIOKEHO TPO-
BOJIUTH TINATEIFHOE TACTPOIHTEPOIOTHUECKOe 06CIe/10Ba-
HUeE BCeX JIeTe U MOJIO/BIX JII0JIel ¢ OpodanraabHbIM Ipa-
HyJIeMaT030M. /[aHHBbIE JINTEPaTypPhl YKa3hIBAIOT HA HAJIH-
Yre KaK KJIMHUYECKOH, TaK U T€HETHIECKOHN reTeporeHHO-
CTH 3TOTO 3a00JIeBaHUs, IPUUNHHBIN I'€H OCTAETCS HEU/IEH-
TU(PUIUPOBAHHBIM JIJIsi OOJIBIIMHCTBA CJiy4daeB. JleueHue
OCTaeTcs CJIOXKHOM 3ajauel, Tak KakK HU OJMH METOJl He
OKazasics NOoJIHOCThI0 3¢ dexkTuBHBIM. Hanbosee yacto us
KOHCEPBAaTUBHBIX CPe/ICTB NpuMeHAoTceA cucreMHble 'KC B
BBICOKHX JIO3UPOBKAX, XHUPYPrUUYECKOe BMEIIATEIHCTBO
PEeIKO TIPEeACTABIIAETCS ONIPABIAHHBIM.
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