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Pe3iome

Lleav pabomer. I3y4uTh CTPYKTYPY HEBPOJOTMUECKUX HAPYIIEHU Y IeTel ¢ IMHEIHOI CKJIepoiepMUeil TOJIOBHI.

Memoowbr. O1ieHKa KIMHUYECKOrO U HEBPOJIOTMYECKOro CTaTyca MallMeHTOB, AAHHBIX MATHUTHO-PE30HAHCHOI TOMOrpaduu roJI0BHOTO
MO3Ta U 3JIeKTposHLedanorpadum, onpeaeieHue MapkepoB reHeTUYeCKOi TpPOMOOGUINH.

Peszyavmamor. O6¢nenoBanbl 60 MallMEHTOB C IMHEMHOM CKJIEpOAepPMUEHi JIn1ia U roioBel — 23 Masipunka (38,33%) u 37 neBouexk
(61,67%) B Bo3pacte ot 3 10 16 siet. CpegHuit Bo3pacT nebroTa 60ie3Hu coctaBui 6,64 + 0,53 roga. HeBposiornueckue HapyeHust
BBISIBJIEHBI Y MIOJIOBUHBI MalineHTOB (n = 32; 51,67%). Cpenu Hux ne6iot 6ose3nu y 26 gereii (81,3%) xapakTepu30Baics TUITUY-
HBIMU KOXHBIMU U3MeHEeHUSIMU, Y 8 (25%) — HeBpoOJIOrnyecKMMu 3Hakamu. HeBposiornueckue HapyeHust ObITN TTPEICTaBICH bl
roJIoBHbIMU GostsimMu (y 43,8% neteit), snuienTuyecKuMu npuctynamu (y 25%), mopakeHueM 4epernHo-MO3TOBbIX HEPBOB, OCTPBIM
HapylIeHueM MO3TOBOTo KpoBoobpanienus (9,4%), Tukamu (9,4%). Ha MarHuTHO-pe30HaHCHBIX TOMOTPAMMaXx TOJIOBHOTO MO3Ta
y 27 neteit u3 32 ¢ HEBpOJIOTMYECKUMU HapylieHUsIMU (84%) BBISIBICHBI CJIENYIONTE U3MEHEHUS: O9ary B O€JIOM BeIlleCTBE TOJIOBHOTO
Mo3ra (63%), pexxe — TIIMO3HbIe U3MEHEHU I B IEpPUBEHTPUKYJIsipHOI 06s1acTtu (31%). DiiekTposHiedanorpaduiecknit MOHUTOPUHT
BBISIBUJI M3MeHeHUsT y 21 pebenka (65%), omHaAKO TUMMMYHBII TTATTEPH SMMJICTTU(HOPMHON aKTUBHOCTH BBISIBJICH TOJBKO Y 14 neteit
(24%). N3 Tpex neTeil ¢ OCTPhIM HapylIeHMEM MO3TOBOI0 KpOBOOOpAIleHU S Y BCeX AMarHOCTUPOBaHA reHeTHYecKast TpoMOGodpuing,
y IBOMX — aHOMaJIUsI COCYA0B TOJIOBHOI'O MO3Ta, Y OTHOTO — aHTUGHOCHONIUTUIHBIIA CUHIPOM.

3akaouenue. B reHe3e MHCYJIBTOB Y €Tl C IMHEWHON cKepoaepMueli TuLia U TOJIOBbl UMEIOT 3HaUeH e CKJIepoaepMuuecKast
BaCKYJIONATH I, aHOMaJIMU COCY/IOB TOJIOBHOTO MO3ra, MyTallMU B TeHaX CBEPThIBAHUSI KPOBU, MPUBOSIILINE K TUTIEPKOATYISIIIU Y.
KuroueBsbie ciioBa: TuHeliHAS CKIIEPOAEPMUSI TOJIOBBI, IETH, HEBPOJIOTMUYECKE HapYILIEHWsI, TOJIOBHbIE 00U, CYIOPOXHbBII CUHAPOM,
TopakeHe YePermHO-MO3TOBBIX HEPBOB, MIIIEMUYECKU I MHCYJIBT, U3BMEHEHU I HA MATHUTHO-PE30HAHCHON TOMOTPaMMe U 9JIEKTPO-
sHIe(amorpaMme, reHeTUIecKast TpoMOopuInsI.

Jna mutupoBanusa: OcvunuHa M. K., [TaBnoBa M. C., XauarpsgH JI. I, [loguepasieBa H. C., lllmutonkosa O. B., bukroruposa P. 1.
NuremMmnyeckvie MHCYJBTHI B CTPYKTYPe HEBPOJOTUUECKUX HAPYIIIEHUH Y IeTell ¢ IMHEWHOI cKiiepoaepMueil roioBbl. Jlewamuit Bpad.
2024; 6 (27): 29-36. https://doi.org/10.51793/0S.2024.27.6.004

Konhaukt uHTEpECOB. ABTOPHI CTATHM MTOATBEPIUIN OTCYTCTBUE KOHGMIUKTAa MHTEPECOB, 0 KOTOPOM HEOOXOIUMO COOOIITHTh.
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Abstract

Objective. The aim of the study: analysis of the structure of neurological disorders in children with linear scleroderma of the head.
Methods. Clinical and neurological observation, MRI, EEG, examination of genetic thrombophilia markers.

Results. A total of 60 patients with linear scleroderma of the face and head (LSF) were examined: 23 boys (38.33%) and 37 girls (61.67%)
aged between 3 and 16 years. The average age of disease onset was 6.64 + 0.53 years. Neurological disorders were found in half of the
patients (n = 32; 51.67%). Among them, disease onset in 26 children (81.3%) was characterized by typical skin changes, while in 8 (25%)
it was characterized by neurological signs. Neurological disorders included headaches (in 43.8% of children), epileptic seizures (in 25%),
cranial nerve involvement, acute cerebrovascular disorders (9.4%), and tics (9.4%). MRI of the brain revealed changes in 27 out of 32
children with neurological disorders (84%): white matter lesions (63%) and less commonly gliotic changes in the periventricular area
(31%). EEG monitoring detected abnormalities in 21 children (65%), but a typical pattern of epileptiform activity was only found in 14
children (24%), including 6 children (10% of cases) with epileptiform activity without clinical seizures. Among the three children with
acute cerebrovascular disorders, all were diagnosed with genetic thrombophilia, two had cerebral vascular malformations, and one had
antiphospholipid syndrome.

Conclusion. The pathogenesis of strokes in children with LSF involves sclerodermic vasculopathy, cerebral vascular anomalies, and muta-
tions in blood coagulation genes leading to hypercoagulability.

Keywords: linear scleroderma of the head, children, neurological disorders, headaches, seizure syndrome, cranial nerve involvement,
ischemic stroke, MRI and EEG changes, genetic thrombophilia.
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WHEWHasI CKJIepOIepMUsI C JIOKaTU3allieil opaXkeH s Ha

rosioBe (JICI), Tak:ke u3BecTHasi Kak CKJIEpOAepMUs 110

TUIY «yaapa cabseii», u cuHapom [lappu — PombGepra,

WJIM TIpOorpeccupylolasi reMuarpodus auiia, sBasiioTcs
HauboJiee TSIXKEeJIbIM BApMaHTOM IOBEHUJIbHOW OrpaHUYeHHOMN
ckaeponaepmuin. JICT nmporekaer ¢ neopMupyOIIMM ITOpaxkeHueM
MSTKUX TKaHel JTuiia ¥ KOCTel TUIeBOro cKejleTa, reMuaTpodueit
YeTI0CTel 1 3yOHOTO armapara, 4acTo HaOJIomaeTes mopakxeHue
HepBHo cuctemsbl (HC).

B XxpynmHOM MHOTOIIEHTPOBOM MCCJICIOBAHUU JIOKAJIU30-
BaHHOI ckiyieponepmuu (750 gereit) nopaxenue HC npu JICT
otmedeHo y 18,5% neteii [1]. BoBieuenue HC B matosoruue-
ckuii npouecc npu JICI yaiie nposipisieTcs B hopme nedaarui
U CYIOPOKHOIO CUHAPOMa, CYIOPOru cocTaBasiorT oT 40-60%
Bcex HeBposiornyeckux Hapyenuit (HH) [2, 3]. ¥V aereit ¢ JICT
(u3 32 manuenToB) nopaxkeHue HC BuisiBaeHO y 21%, 1ipu 3TOM Y
13% ormeuanuch cynoporu, y 9% — ronosubie 6onu [4]. [Tpu JICT
OIMMCHIBAIOT Pa3BUTHUE TEMUTIJIETUYECKON MUTPEHU, TTOpaKeHUE
yepernmHo-Mo3roBbiX HepBoB (UM H), mcuxoHeBposiornyeckue
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paccTpoiicTBa, YaCTUIHBII HEBPOJOTUYECKU A TeDUIINT, IHIIE-
danut Paccmycena [6-8].

ITopaxxenue HC nipu JICI' conpoBoxkgaeTcss U3BMEHEHUSIMU
Ha MAarHUTHO-pe30HaHCHBIX ToMorpammax (MPT) rosoBHoro
mosra (I'M). B uccaenoBanumu [3] u3 21 pedbenka ¢ JICI usmeHeHust
Ha MPT BoeisiBiieHbl B 19% cinyuaeB. Yallle BRISIBJISIIOT TAIIEP-
WHTEHCHUBHBIE CUTHAJIBI OT XXMAKOCTU B TKaHU ['M Ha cTopoHe
KOXHOTO rmopaxeHus [8-10].

I1pu npoBeneHuu anruorpacduu cocynos 'M u MPT-
anruorpacdum y 60apHBIX JICT BRISIBIASIETCS BACKYJIUT U B Kaue-
CTBE €ro MOCJIEACTBUI — LiepeOpaibHbIe COCYANCThIC aHEBPU3MBI
U KaBepHOMBI [11, 12].

HH MoryT BO3HUKHYTb 10 Ie010Ta KOXKHOTO CUHAPOMA, OJTHO-
BPEMEHHO C HUM MJIU Xe Yyepe3 HECKOJIBKO JIeT Iociie Hero. Tak,
u3 mectu aeteit ¢ JICI u HH [9] y nsiTu nmopaskeHue Koxu Jiuiia
MpeIIecTBOBAIO HEBPOJOTMYECKMM CUMIITOMAaM, Y OMHOTO OHU
pa3BUIJIKCH Ha 2 Mecs1ia T03Ke U3MEHEeHU I Ha Koxe. OmnucaH
caydyail pa3BUTHUS SMUJETITUYECKUX STIMU30/I0B Yy pebeHKa
3a HECKOJILKO MECSILIEB /IO MOSIBJIEH ST KOXKHOI CUMIITOMATUKY [14].
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Tabanua 1. Ctpyktypa HH y aeteit ¢ ACT [Tabauua cocTaBAeHa
aBTopamu] / Structure of neurologic disorders in
children children with linear scleroderma of the head
[table compiled by the authors]

HeBponornueckue HapyweHus AeTtu ¢ ACT ronoBbl
Y HEBPOAOTUYECKOM
cumnTomMarTukom (n = 32)

[oAoOBHbIE 6OAM 14 (43,8%)
AnMAenTUYECKME NPUCTYMbI 8 (25%)
OuvaroBble nopaxeHus 4 (12,5%)
Trkmn 3(9,4%)
OHMK 3(9,4%)
CHWXeHue cayxa 1 (3,1%)
[MapacomMHWUU N UIHCOMHUKU 3(9,4%)
ACTEHOHEBPOTUYECKHUI CUHAPOM 3(9,4%)
CrHAPOM AedULMTa BHUMAHUA 2 (6,3%)

1 TMNEPaKTUBHOCTU
AMOoLUMOHaAbHasA AaBUABHOCTb 2 (6,3%)
CUHKONaAbHbIE COCTOSIHUSA 2 (6,3%)
HEBPOAOTMYECKOro reHesa

HapyLueHne 4yBCTBUTEABHOCTU 1 (3,1%)
(napecTteanm)

TaxuMm oOpa3om, aHaIU3 TUTEPATYPHBIX TAHHBIX CBUIETEIb-
ctByeT 0 yactoM BeisgBiaeHuu HH npu JICT. IlpencraBieHHbBIC
MaTepualibl TOJIYUYeHBI B Pe3yIbTaTe MHOTOIIEHTPOBOTO UCCJIe-
JIOBAHU I C TIOMOIIbIO OITPOCHUKA, TMOO ONUCaHU S HeOOIbIIION
KJIMHUYECKOU IPyIIbL, IMOO MeTaaHaIMu3a MyOanKauii o Teme.

Pediatry

MpbI ipeacTaBiisieM COOCTBEHHBIE TaHHBIE, TTOJyUYeHHBIE
Ha ocHOBe obcaenoBaHus neteii ¢ JICI B omHOM peBMaTOJIOT M-
YeCKOM LIEHTpeE.

Llesnbio naHHOTO UcciefoBaHUS ObLJIO U3YYUTH criekTp HH
y neteit c JICT.

MATEPUAABI U METOAbI UCCAEAOBAHUA

B YHuBepcuTeTckoii nerckoit kKimHuueckoi oonbHule (YKB)
CeuenoBckoro yHuepcuteTa B 2009-2020 rr. o6¢cnenoBanbl 60 nereit
¢ JICT, cunapomom ITappu — Pom6Gepra. Iuarnos JICT yctaHoB-
JIEH COTJIaCHO MpeaBapUTEIbHBIM KIacCU(PUKAIIMOHHBIM KpUTE-
pUSIM JIOKaJIM30BaHHOU cKepoaepmuu y aeteit [15]. [IpoBeneHa
KJIMHUYECcKas OlleHKa COMaTUYeCKOro, HEBpOJIOTUIYECKOTO
1 TICUXOJIOTUYECKOT0 CTaTyca MallueHTOB. BBITTOTHEHB MHCTPYMEH-
TabHbIC MeTOIbI McciienoBaHusa: MPT I'M Ha anmapare Siemens
«Magnetom Verio» ¢ MarHuTHBIM ojieM 3 Tir, BT B MOHO-/6HTTO-
JISIPHBIX OTBEIEHUSIX C PACTIONIOXKEHMEM 3JIEKTPOJIOB 0 MEXTyHa-
ponHoii cucteMe «10-20» Ha annmapate «DHuedanan-131-03».

PE3YAbTATbI

O6cnenoBanbl 60 marmenToB ¢ JICT: 23 manpuuka (38,33%)
u 37 neBouek (61,67%) ot 3 no 16 net. CpenHuii Bo3pact nebioTa
6ose3HM cocTaBuia 6,64 = 0,53 rona.

HH npu ocMoTpe HEBPOIOTroM ObLIYU BBISIBJICHBI Y MTOJTOBUHbI
nanueHToB (n = 32; 51,67%). Vi3 Hux y 26 nereit (81,3%) nediot
00JIe3HU XapaKTepU30BaJICI TUTTUYHBIMU KOXKHBIMU U3MEHEHU-
MU, Y 8 (25%) — HEBPOIOTMYECKUMU 3HAKAMMU.

Hau6onee yacto HH Obi1n nmpeactaBieHbl TOJOBHBIMU O0JISIMU,
SMUJIETITUUECKUMU MTpUCTyiamu, mopaxkeHnem YMH, ocTpbeim
HapyleHueM Mo3roBoro kpooobpamieHusi (OHMK), Tukamu
(tadu. 1).

Tabanua 2. Xapaktepuctuka naumeHtoB ¢ ACI 1 OHMK [tabauua coctaBaeHa aBTopamu] / Characteristics of patients with ischemic
stroke [table compiled by the authors]

XapakTepucTMKa nauMeHToB

Nauuent C. C.

MauuenT WL, M.

MauuenT ®. E.

oA, Bo3pact Ha MoMeHT OHMK

Manbuuk, 10 ret

ManbuuK, 7 AeT

AeBouka, 6 neT

NebtoT 60Ae3HU

KOXHbIM CUHAPOM

NWeMUUECKI MHCYALT

MWEMNUYECKUI MHCYALT

Bpemsa nosiBaeHns OHMK

Yepes 2 ropa 4 mec nocne
KOXHOro CUHAPOMa

3a 1 roa A0 KOXHOro cCMHApoMa

3a 1 roa 2 Mec A0 KOXHOro CMHApoMa

NokaAnu3alms oyara MHCyAsTa M | CoBnapaet CoBnapaet CoBnapaet
reMunopaxeHus KOXu ronoBbl

Yncno nHeyasToB/ 1 1/13 1/5
TPAH3WUTOPHbIX ULLIEMUYECKMX

arak

Cypoporu Het EcTb EcTb

HeBponornyeckuii AeduumnT

lemunapes cnpasa

ANbTEPHUPYHOLLMIA CUHAPOM:
acUMMETPUs HOCOTYBHBIX CKAGAOK CAEBA
1 reMUMAErUs NPaBoi pyKu

/N\eBOCTOPOHHWI remunapes

leHeTUuecKas TPOMOOGUAUSA

BoisiBAeHa

BoisBAeHa

BoisiBAeHa

AHTUOOCHOAMMUAHBIE aHTUTEAA

BbifABAEHDI

Het

Het

MPT ronoBHOro Mo3ra

Quaru ramo3a B 6enoM BellecTBe
NOBGHbIX M TEMEHHbIX AOAEN
NEePUBEHTPUKYAAPHO

C BbIIBAEHWEM y4acTKOB rAMo3a
1 KaBuUTauun B A€BOM TaAamMmyce
1 6asanbHbIX AAPax

Ouaru 2-6 Mmm, cAMBatoLWmecs

MeXAy cobolt B 6eA0OM BELLECTBE

M nepuBEHTPUKYASIPHO B 06AaCTH
nepeAHEero pora 1 Tena A€Boro 60KoBoro
XENYAOUYKa U KOHBEKCUTAABHO

MHOXECTBEHHbIE OYarK ravosa
6enoro BELLECTBA NpaBoi
reMUChEpbI, ouar ¢ BbiPaXeHHbIM

remopparm4ecknum nponuTbiIBaHUEM
B 06AaCTU rONOBKM XBOCTATOr0 AApa

AHomanusa cocypoB I'M (ACTM)

He BbiABAEHA

3apHAA TpUdYpPKaLMA AeBOW BHYTPEHHEN
COHHOW apTepuu

ApTeproBeHo3Has MaAbGopmaLma
npaBo¥ 3aAHel MO3roBov apTepum

1 NPaBOW CPEAHEN MO3roBoV apTepumn

33r

AnuAenTMdGOpPMHan akTUBHOCTb
B AOOHO-BUCOYHOM, LEEHTPAAbHOM
OTAEAE AEBOTO MOAYLIAPHS

AnuaenTudopMHas aKTUBHOCTb B AOGHO-
BMCOYHOM OTAEAE AEBOTO MOAYyLIAPUA

AncoOyHKUMA AMaHLEDANBHBIX
MO3rOBbIX CTPYKTYP
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Tabanua 3. MyTauuu B reHax cBepTbiBaHUA KPOBU
y nauueHToB ¢ OHMK [rabauua cocTtaBAeHa
aBTopamu] / Mutations in blood clotting genes
in patients with ischemic stroke [table compiled
by the authors]

HaumeHoBaHue Mauunent | MNauueHt | MauueHt

dakTopa/myTauuu B reHe C.C. L. M. 9. E.
MpotpombuH GG GG GG
(koarynsiLMoHHbI dakTop )
(Fllc*96 G > A)
dakTop V AenpeHa GG GG GG
(F V Arg506Gin G > A)
KoaryasiumMoHHbI daktop VII GG GA GG
(FV Arg353Gin G > A)
KoaryasiumoHHbIv dpaktop Xl CC CT CT
(FXllc-4C>T)
KoaryasiumMoHHbIN dakTop GG GG GG
(XNl Val35Leu G > T)
dubpuHoreH beta GA GG GG
(FGB beta c.-455 G > A)
TpombouUTapHbIA FAMKONPOTEUH 1 T T T
B (GPIBAc.-5T > C)
TpombouuTapHbIN rAMKONpoTEUH 1 T T cC
B (GPIBA Thr145Met T > C)
WHTErpuH anbda-2 CT CT CT
(ITGA2(GPIA)807 C >T
TpombouuTapHbIv peuentop T T T
¢dnbpuHoreHa
(ITGB3(GPllla)Leu59Pro T > C)
MeTuaeHTeTparnapodoraTpesykTasa CT CE CT
(MTHFR Ala222Val C > T)
MeTWOHWHCHHTa3a AG AG AG
(MTR Asp919Gly A > G)
MeTnoHWHCHHTa3apeAyKTasa AG AG AG
(MTRR lle22Met A > G
WUHrMbuTop akTuBaLmm 4G/4G 5G/5G 5G /4G
naasmuHoreHa (PAI-I (SERPINE)-675
5G > 4G)
P-CeNeKTUH AMraHA TAMKONpPOTEWHA GG GG GG
(SELPLG Met6211c G > A)
fAHyc-knHasa 2 (JAK 2 Val617Phe GG GG GG
G>T)

Mpumeyarue. XUpHbIM LWPUPTOM BbIAEAEHbI FeHbl C MyTaLueH.

TomoBHBIE 6G0JTM BCTpeya ek Jale Bcero (43,8%). BoabiimHcTBO
MalueHTOB ObLIU ¢ Ledanrueid HanpsiKeHus1, FreHe3 KOTOPOii ocTa-
€TCs HEBBISICHEHHBIM JI0 KOHIIA.

Bropoe mecTo nmo yactoTe BCTpeuaeMOCTH 3aHSIIU SMUJIETTH-
YyecKMe IMPUCTYIIbI, HAaOII0MaBIIKeCS Y BOCbMHU MalMeHTOB (25%),
TIPY 3TOM Y CeMHU OOJIBHBIX MTPUCTYITHI BCTPEYATUCh HEOTHOKPATHO
Ha ITPOTSIKEHW U PSIJia JIET M HOCUJIM TeHepaIn30BaHHBIN XapaK-
Tep, a y TPOUX CYIOPOTH IPEAIICCTBOBATN KOKHBIM ITPOSBICHUSIM
3a00yieBaHUSI.

[Tpu npoBeneHUM DD[-MOHUTOPUHTA U3MEHEH U ST BbISIBJICHbI
y 21 pebenka (65%) ¢ HH, onHaKo TUITMYHBIi TATTEPH SMUIEITH-
(opMHOIT aKTUBHOCTH OOHAPYKUJICS TOJIBKO Y 14 (24%) 13 HUX.
VY ocTaibHBIX 7 IeTeil oTMeYaauch GYHKIIMOHABHBIE HapyIe-
Hus Kopbl 'M.

VY 4 nauueHTOB HabJIIOAaI0Ch oyaroBoe nopaxexnve YMH
(12,4%): n. facialis, n. trigeminis, 1T03 BeKa. Bo Bcex ciyyasix usme-
HEHMSI BOBHUKJIM CITYCTsI 00Jiee TpeX MeCsI1eB U MOCje KOXHOTO
nebroTa.
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N3 32 nereii ¢ HH (84%) usmenenust Ha MPT I'M BbIsiBJICHbI
y 27. Yauie BcTpevaiuch oyaru B 6esiom Bemectse I'M (63%),
pexe — IJIMO3HbIe U3BMEHEHW I B IEPUBEHTPUKYJISIPHOI 001a-
ctu (31%). Y Tpex nereii (6%) BepudULIMPOBAHBI U3MEHEHUS,
xapakTepHbie 1151 mociaeacTsuit OHMK. ITosyyeHHbIe TaHHBIE
o xapakTepe u yactore HH coBnanator ¢ umeroimumumucs cene-
HUSIMU B JIUTEpPATYypE, 3a ucKaodeHueM ciaydyaeB OHMK, uto
TpebyeT 6oJjiee oaApoOHOro onvcaHus (TadJ. 2).

Kanunyeckumu nposiaeHusmMmu OHMK y nereii 6b111 orpa-
HUYeHUs1 00beMa IBUKEHU I, MapeTuyeckast moxonka, TMcKoop-
OUHAIMS, TU3apTPUsl, DITUIENTUYECKUE TPUCTYTIbI.

YV opHoro naiueHTa 3ab0j1eBaHe Ha4yaJI0Ch C KOXHOTO Mpo-
1ecca, B IByX ciydasx ne6rotuposasio c OHMK B couetanun
C AMUJIEITUYECKUMHU TIPUCTYTIAMU 32 TO/I U OoJiee M0 mopaxe-
HUS KOXHU JIUTIA, TT03%Xe chopMUpoBasiach CUMIITOMaTAIeCKa st
dboxanpHas snuenCUs.

AHanu3 ciayyaeB BbISIBUJI, UTO y ABYX nanueHToB (L. M.
u @. E.) npu npoBenennu MPT ¢ KOHTpacToM B COCYINCTOM
pexxume BeisiBieHbI ACI'M. Y mannenTta @. E. ycraHOBJIGHBI TpH-
3HaKU apTEPUOBEHO3HON Majib(popMaLiuy ITpaBoii 3aHEe MO3-
rOBOI1 U ITpaBoii cperHeit MO3roBoii aprepuii. B octpom nepuone
BBISIBJIEH MILIEMUYECKU I OYar c reMopparnyeckuM KOMIOHEHTOM
B 00JIaCTY MOJKOPKOBBIX siaep npaBoit reMmucdepsl. [To3xke B 3T0M
30He c(OPMUPOBATUCH MHOXECTBEHHbIE OUYary IJI103a.

VY nmanuenTa I1I. M. BbIsIBIIeHa KapTHHA 3aHell TpudypKa-
1M1 JIEBOU BHYTPeHHe# coHHoli apTepun. [IpumedarenbHo, 4TO
y o6ounx nmauneHToB ¢ ACI'M snuzonst OHMK Bo3HUKaIu
3a70JITO 10 TIOSIBJIEHU ST XapaKTePHBIX U3MEHEHU I Ha KOXe
¥ 0BTV MHOTOKPATHBIMU.

VY nauuenra ¢ onHokpatHbiM OHMK (C. C.) 6e3 ACI'M 3a60-
JIeBaHUe Ae00TUPOBao ¢ KoxxHoro cuHapoma. Ha MPT 3a rox
1o snu3ona OHMK BeisiBJIeHBI 04aroBble U3MEHEHU I 0€J10TO
BelIECTBA JIeBOU reMucdepbl. DNMUIENTUYECKUX TPUCTYIIOB HE
ObLJ10, ofHaKO Ha DDI BeIsiBIeHA anuIenTU(hOPMHAsI aKTUBHOCTh
B JIOOHO-BUCOYHOM OT/IEJIE JIEBOT0 MoJyIapusi. TakKe BblsIBIEHbI
Mapkepbl aHTUdOochoaunumHoro cuHapoma: anturesna (AT)
K KapAUOJUINUHY U BOTYAHOYHBIN aHTUKOATYJISIHT.

Nmemunueckue nopaxeHus ['M Bo Bcex ciiyyasix BbISIBJIEHbBI
Ha CTOPOHE KOXXKHOTO MOPaxKeHUsI, B ABYX CIy4asiX COBIAaaaIn
Cc aHOMaJIuii cTpoeHus cocynoB ['M.

Y manuenTa C. C. BbISIBJIEHBI TOMO3UTOTHAsI MYTaI[UsI B TeHE
PAI-I, reTepo3uroTHBIE MyTaIlNy B TeHax (onarHoro ukia MTR,
MTRR, MTHFR, bubpuHoreHa 6era, MHTerprHa ajibda-2. Y nauu-
eHTa [I. M. ycTaHOBJIEHBI T€TEPO3UTOTHASI MyTallMs B FeHE KOa-
ryasuumoHHbIX (pakTopoB VII u XII, unterpuna ansda-2, MTRR,
y nauueHTa @. E. — roMo3urotTHast MyTaius B TeHe TPOMOOLIM-
TapHOTO INIMKOIMpoTenHa 1B, rerepo3uroTHele MyTalMy B reHax
koaryJsiimonHoro daxktopa XII, PAI-1, MTR, MTRR, MTHFR,
WHTerpuHa aabda-2 (rad. 3).

MHOXeCTBeHHbIE TeTePO3UTOTHBIE MYTAIIUU B TeHaX, KOAUPY-
o1mnx GepMeHTHI POJATHOTO IIUKJIA, TETEePO3UTOTHASI MyTaLlU s
B TeHe MHTeTprHa ainbda-2 BEISBICHBI BO BCEX CIydasx. Y IBYX
NeTell BBISIBJIEHA TOMO- U TeTepO3UTOTHast MyTauus PAI-1.

Ha puc. 1 B 6eytoM BeliecTBe JIeBOi reMuc@epbl B JIOOHOM
U TEMEHHOM JOJISIX OTMEeYaloTCs eMTMHUYHBIE pa3HOKaJIubep-
HbIe (pa3MepoM OT 3 10 8 MM) HerpaBUJIbHON (DOPMbI OKPYTJIbIe
yuyacTku ycusieHuss MP-curnana B pexxume T2, Flair. B o61a-
CTH JIEBOTO TUMOTaJlaMmyca — JIMHEHHbII y4aCTOK U3MEHEHHOTO
MP-curnana 15 x 3 Mmm.

Ha puc. 2 npeacraBiieHO oyaroBoe rnopaxeHue 0eJ10ro BelecTna
JIEBOTO MOJYIIapH sl MO3ra MIIEMUYECKOTO TeHe3a C BOBJIeUeHEM
00J1aCTU MOAKOPKOBBIX SIEP, MTapa- U MePUBEHTPUKYISIPHBIX
OTHEJIOB reMucdephl.

JIEYALLIMI BPAY, TOM 27, Ne 6, 2024, https://journal.lvrach.ru/
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Puc. 2. MPT ronoBHOro mo3ra nauuenta L. M.
[npepocTaBaeHo aBTOpamu] / Brain MRI of patient Sh. M.
[provided by the authors]

Ha puc. 3 npencraBieHbl: A — MHOXECTBEHHbIE YUaCTKHU TN~
O3HBIX U3MEHEHUII TEMEHHOI M BUCOYHOM JOJIE 1 XBOCTATOIO
siipa crpaBa, aTpoduueckue U3MEHEeH U s TPaBoro rurrokamMIia
1 B — ouaru reMopparn4eckoro npornuThIBaHUSI.

PE3YABTATbI U OBCY)XKAEHUE

[To pesynbTaTam Hallero ucciaenoBaHus nopaxenue HC npu
JICT BbIsiBJIeHO GoJjiee YeM Y IMOJOBMHBI naueHToB (y 32 u3 60;
51,6%). TTokazaHo, uto y 8 neteii (25%) HeBpoOIOTHUECKME 3HAKU
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Puc. 3. MPT ronoBHoro mo3ra nauueHta @. E. [npepoctaBreHO
asTopamu] / Brain MRI of patient F. E. [provided by the
authors]

MPeIIIeCTBOBAIM TUTTMIHOMY JUISI CKJIEPOISPMU U TTOPaKeHUIO
koxu. CampiMu yacTeiMu HH 6b15111 rostoBHEIE G0tH (43%), BTO-
PBIMU T10 YaCTOTe — SMUJIETITUYEeCKe TPUCTYTBI (25%), nanee
cyiegoBaiv TUKU, nopaxxeHue YMH, uyto coBnamaer ¢ JaHHbIMU
KUCCIIeIOBaHM M ApyTruX aBTopoB [1, 2].

TToxoxue pe3yabTaThl MOAy4YeHbl B MeTaaHanuze 2013 1. [16],
BruniouaBiem 224 mauuenTa ¢ JICI: cynoporn ormeuanucsy 41%,
rojioBHast 601b — y 18,8%, KorHUTUBHBIC HapylieHus — Y 8,4%,
HepoIaTus TPOMHUYHOro HepBa — y 16,5%. B npyrom uccieno-
Banuu HH ycranoBnenst y 35% u3 54 B3pocibix 60nbHbIX JICT,
y 60JIbIIMHCTBA B BUe cynopor (73%). Y 16% 6onbHubix HH nipes-
LIECTBOBAJIU MOPaXEeHU0 KOxXHU [17].

Ha MPT rosoBHoro mo3ra'y 27 u3 32 nereii ¢ HH (84%) BbisiB-
JIEHBI U3BMEHEHMsI B BUIE 09aroB B 0€JIOM BEIeCTBE U TJTMO3HBIX
W3MEHEHW I B TEPUBEHTPUKYJISIPHOI 00JIaCTH Ha CTOPOHE ITopa-
JKEHMsI KOXHU, YTO COBIaaeT C JaHHBIMU IPYTUX aBTOPOB [4, 18].

ITarorenes nopaxenuss HC npu nannoii popme JICT 1o koHua
HesiceH. B muTeparype npencTaBieHbl 1BE OCHOBHbIEC €r0 KOH-
uenuuu. [lepas — cocynuctas. CuutaeTcs, YTO BACKyJOMaTHS,
9HIO0TEJNONATUS, CKJIepOTUYeCKUe u3MeHeHus cocynoB 'M
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U HEUPOTJINU 0OYCIOBIEHBI U3MEHEHUSIMU B paMKaX CKJIEpO-
nepmuu. [Janusie ayroncuu manueHToB ¢ JICT yka3siBaoT Ha
BOCITAJIMTEIbHY IO MHOUIBTpaNnio Kak mapeHxumsl [ M, Tak
U CTEHOK COCYIOB TTPU TUCTOJIOTUYECKUX ucciaenoBanusx [M
[19, 20]. B cocynax masioro kaauopa BbISIBJISIIOT IPU3HAKU BaCKYy-
JINTA, TJIMO3HBIC U3MEHEHM I KaK IMPU3HAK XPOHUYECKOTO BOC-
MaJIeHU s, ISNTOMEHUHTeaIbHBIN JCHTOBUIHBIHN CKJIEPO3, YTOJI-
LIeHUe CTEHOK cocyn0B Mo3ra [21].

Bropas runoTe3a naroreHesa cBsi3daHa C TeM, UTO TKaHU JuLa
u nojiexainas napeHxuma ['M uMeIoT eAMHbIN KIeTOYHbII MTpeN-
LIECTBEHHUK, PaHHEE MOBPEXAEHNE KOTOPOTO C OAHOM CTOPOHBI
pocTpaibHOI HEPBHOU TPYOKU MOXKET BbI3BATh BIIOCIEACTBUU
OIIHOCTOPOHHEE MOpakKeHUe.

[To HamM naHHBIM, OYaroBbie U3MeHeH st TKaHu ['M 1 toka-
nu3anus ouaroB OHMK oTmeueHbI Ha CTOpOHE TTOpakeHU ST KOXU,
YTO OTpaxkaeT MmopakeHne COCYI0B B paMKax CKJIEePOIepPMUN
U COTJIacyeTcCs C JaHHBIMU APYTUX aBTOPOB [18].

BaxxHO OTMEeTUTB, UTO Y N1BYX U3 Tpex nanueHToB c OHMK
umenucb ACI'M, 4To ycyry0:as1Jio CKIAEpOAepPMUYECKY IO BACKY-
sonartuto. S. Dupont B cBoeit padboTe Takxe coobian 06 ACI'M
npu JICT, oqgHaKo 31M13010B UllIeMUYecKUX nHcyabToB (M)
y malMeHTOB He ObLIo [22].

Onucanue MM y nereii ¢ JICI npuBoauTCcs HaMU BIIEpBbIE.
Cpenu B3pocibix ¢ JICI ectb onucanue ciaydas MU v moBTOpHBIX
reMopparmueckKux nHCyabToB. MU ¢ 1eBocTopoHHUM reMumnape-
30M onucaH y xkeHIuHBI 73 net ¢ JICT [23], ouar pacnonaraics
B OacceiiHe nmpaBoii cpeaHeit MO3TOBOM apTepU U, TAe BbIsIBJICH
CTeHO3. ABTOPHI 00bsICHSIOT pa3dButue MU ckiepo3om cocynoB
I'M BcrenctBue ckieponepmun. OMHAKO U3BECTHO, UTO CKJIEPO3
COCYIIOB B TIOKHMJIOM BO3pacTe MOXET OBITh BBI3BAH aTePOCKIIe-
POTUYECKUMM ITPOIIeCCaMH.

Bo BTOpOM HaGIIONEHN Y MTPEACTABICHBI STTU30/bI TOBTOPHBIX
reMopparuyeckux MHCyabToB y 39-eTHero MmykuuHsbl ¢ JICT
[24]. ABTOpBI ycMaTpUBaIOT IMAaTOreHETUYECKYIO CBSI3b MHCYJIbTa
U CKJIEPOAEPMUU.

dakTopamu prcKa pa3BUTHS MHCYJIbTA B IETCKOM BO3pacTe
Ha3bIBAIOT apTEPUOIIATUU, B TOM unciie BpoxaeHHbie ACI'M,
MYTalll¥ B T€HaX CBEPTHIBAaHU I KPOBU, IPUBOSIIIIUE K TUTIEP-
koarynsuuu (mytanus Jleitnena, MTHFR v npyrue), neunut
€CTeCTBEHHBIX aHTUKOATYISTHTOB (1TpoTtenna C, S, aHTUTpoMOMHA
I11), Hamuuue AT kK pochomunumam [25].

Hapymienus B reHax ¢pepMeHTOB, y4acTBYIOIIUX B MeTa00-
nu3Me hOTMeBON KMCIOTHI, CHUKAIOT X aKTUBHOCTH M MOTYT
ITPUBOAUTH K TTOBBIIIIEHUIO YPOBHST TOMOIIMCTENMHA, KOTOPBI i
SIBJISIETCSI CAMOCTOSITEJIbHBIM (DAKTOPOM pUCKa TpoMOoO3a
M MHCYJbTA [26], TaKKe eCTh YKa3aHUs Ha POJIb TOMOLIMCTENHA
B MMaTOTeHe3€ BA30KOHCTPUKLIMU MPU CUCTEMHOM CKJIeponep-
Muu [27]. Y Bcex HalIMX MallMEHTOB ObIJIY BbISIBJICHBI MyTallUU
B reHax ¢oJIaTHOTrO LIMKJIA.

V 1ByX NallMeHTOB BhISIBJIEHBI MyTalluK B TeHe PA[-I: oHu nipu-
3HAHBI 3HAYUMBIMU 1J151 GUOPUHOIM3A ¥ TTOBPEXKAEHU ST SHI0TE-
st [28]. Takum 06pa3oM, MOKHO TOBOPUTH O COYETAHUHU ABYX
HeOIaroNMpUSATHBIX (haKTOPOB — Ie(eKTHOM MeTaboru3Me (PosTu-
€BOI KUCJIOTHI U feheKTHOM (pubpuHoOIn3eE.

VY omHOTO MallMeHTa BBISIBJIeHA MyTallus B reHe GuOpuHOreHa,
KOTOpasi TaKKe sIBJISIETCST 3HAUMMBIM (haKTOPOM pUCKa TPOMOO-
obpazoBaHus [29]. 3ameHa G (ryaHuHa) Ha A (aJiecHUH) B pery-
JIATOpHOI 061acTu reHa FGB accoumupoBaHa ¢ MOBBILIEH HOM
KOHILIEHTpallMeii B Ija3Me KpoBu Oeika ¢uOpruHoOreHa.

I[Tomumo MyTan Mt B reHax CBepThIBaHMUSI, Y BCEX MaLlUEHTOB
BBISIBJIEHBI MyTallM Y B T€HAX PELIENTOPOB TPOMOOLIUTOB — UHTE-
rpuHa anbda-2 (ITGA2). Hanuuue T-annenst accouuupyercs
C yBEJIMUEHUEM CKOPOCTH arperaiuu TpPOMOOIUTOB, YTO MOXET
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aBISATHCS hakTopom pricka MU, roMmo3uroTHast MyTauus B TeHe
TpoMOoIMTapHOTO pelieniTopa 1B ycunusaer arperanuio Tpom-
OOLIUTOB, YCKOPSIsl TPOMOOOOpa3oBaHue. BeisiBlIeHHbIE MyTallUU
SBWJIUCH NIpeapacnoaraomumu pakropamu 1 UU. Ipyrum
MPOBOLUPYIOLIUM (haKTOPOM SIBISETCS UMMYHOJOTrnYecKast
U1 BOCHAJIUTEbHAS AKTUBHOCTb CKJIEPOIEPMUU, YTO CHUXKAET
AHTUTPOMOOTUYECKU A MMOTEHIIMAJ IHAOTEJ S, MOBbIIIAS PUCK
TpoM6Oo3a [30].

Takum o6paszom, npuurHbl MU y naniueHTOB UMEIOT MYJIb-
TUhaKTOpUaAIbHYIO ITPUPOLY, OOYCIOBICHHYIO COYeTaHUEM
a"HoManuu cocynos ['M, myTauuii B reHax CBepThIBAaHUSI KPOBHU,
MPUBOASIIUX K TUTIEPKOATYJISILIUU U CKJIEPOAEPMUYECKOI BacKy-
JIOMaTUMU.

3AKAKOYEHMUE

Pe3ynbrarsl uccnenoBaHus BRISIBUIM BOBJIEUEHUE B TIPOIIECC
HEPBHOU cUCcTeMBbl y MOJ0BUHBI nanueHToB ¢ JICT. Haubousee
YacTBIMU HEBPOJIOTUYECKUMU MTPOSIBJICHUSIMU OBLIIM TOJIOBHBIE
00711, CyIOPOXHbBIE MPUCTYTIbI, HapylueHuss YMH, tTuku u M.
BaxxHo, 4TO HEBPOJIOTMYECKE HapYIIIEeHU T BOSHUKAJIM 10 pa3-
BUTHS XapaKTEPHOTO MOPAKEHU I KOXH.

KuzHeyrpoxaroliye HeBpOJOTMYeCK1e MPOsIBJACHU I, TaK1e
kak MU, y neteii ¢ JICT nenaror 1eaecoodpa3HbIM 00s13aTeIbHOE
npoBeneHe MP-anruorpaduu st BoISIBJIEHUSI BO3MOXKHbBIX
ACTI'M u oGciienoBaHue Ha HaJInuMe reHeTU4eCKoi TpoMOodu-
JIY. DTO MO3BOJIUT CBOEBPEMEHHO Ha3HAUYaTh 0a3UCHYIO TEPATTIIO
JICT mnsa npopunaktuku OHMK u kynupoBaHusI aKTUBHOCTH
BaCKYJIMTa, a TAKKe 3aMECTUTEIbHYIO Tepanuio hoaneBoil KIuc-
noToit 1 BuTaMuHamu rpynmnsl B. JIB

Bknap aBTOpOB:

KoHuenuus u Au3anH uccrepoBaHust — OcMuHrHa M. K., XauatpaH A. T,
MoauepHsea H. C.

Cbop v obpaboTka mateprana — OcmuHuHa M. K, Maerosa M. C.,
LLInutoHkoBa O. B.

Cratuctnueckasi obpabotka — Masaosa M. C., Buktorrposa P. U.
Hanucanue tekcta — OcmuHnHa M. K., LLnutoHkoBa O. B., MaBaosa M. C.
PepaktnpoBaHune — MopuepHsieBa H. C., Xauatpsan A. I.

Contribution of authors:

Concept and design of the study — Osminina M. K., Khachatryan L. G.,
Podchernyaeva N. S.

Collection and processing of material — Osminina M. K., Pavlova M. S.,
Shpitonkova O. V.

Statistical processing — Pavlova M. S., Biktogirova R. I.

Text writing — Osminina M. K., Shpitonkova O. V., Pavlova M. S.
Editing — Podchernyaeva N. S., Khachatryan L. G.

Autepatypa/References
. Zulian F., Athreya B. H., Laxer R., et al. Juvenile localized scleroderma:

clinical and epidemiological features in 750 children. An international
study. Rheumatology (Oxford). 2006; 45 (5): 614-20. DOI: 10.1093/rheumatol-
ogy/kei251. Epub 2005 Dec 20. PMID: 16368732 DOI: 10.1093/rheumatology/
kei251.

. Ayse Akbas, Fadime Kiling, Yildiz Hayran. A Comparison of Clinical,

N

Demographic and Treatment Characteristics of Pediatric-Onset and Adult-
Onset Patients Diagnosed With Localized Scleroderma. Dermatol Pract
Concept. 2024; 14 (1): €2024023. DOI: 10.5826/dpc.1401a23.

. Nguyen K., Atty C., Ree A. Linear scleroderma en coup de sabre presenting with
seizures. Radiol Case Rep. 2020; 15 (11): 2164-2170. Published online 2020
Sep 3. DOI: 10.1016/j.radcr.2020.08.011.

4. Tasleem Arif, Rafiya Fatima, Marwa Sami. Parry-Romberg syndrome: a mini

review. Acta Dermatovenerol APA. 2020; 29: 193-199. DOI: 10.15570/act-
aapa.2020.39.

w

JIEYALLIMI BPAY, TOM 27, Ne 6, 2024, https://journal.lvrach.ru/



hd

Yvonne E., Chiu M. D., Sheetal Vora M. D., Eun-Kyung M. Kwon B. A., et al.
A Significant Proportion of Children with Morphea En Coup De Sabre
and Parry-Romberg Syndrome Have Neuroimaging Findings. Pediatr

Dermatol. 2012; 29 (6): 738-748. DOI: 10.1111/pde.12001.

(=)

. Yavuz Semiz, Ralfi Singer, Ilteris Oguz Topal, et al. A Case of Linear Scleroderma
En Coup de Sabre Accompanied with Migraine with Visual Aura and Idiopathic
Intracranial Hypertension. Indian J Dermatol. 2023; 68 (3): 346-348.

DOI: 10.4103/ijd.ijd_992_22.

~

. Glaser D. H., Schutt S. C., Schollaert-Fitchil K., Torok K. Linear Scleroderma
of the Head - Updates in management of Parry Romberg Syndrome
and En coup de sabre: A rapid scoping review across subspecialties.
EurJ Rheumatol. 2020; 7 (Suppl1): S48-S57. DOI: 10.5152/eur-
jrheum.2019.19183. DOI: 10.5152/euryheum.2019.19183.

oo

. Papara C., De Luca D. A., Katja Bieber Morphea. The 2023 update Front Med
(Lausanne). 2023; 10: 1108623. DOI: 10.3389/fmed.2023.1108623.

o

Zhuo X. W., Fang F., Gong S. Analysis of clinical and imaging features

of 6 cases of linear scleroderma en coup de sabre with central nervous system
involvement in children Chinese journal of pediatrics 2022; 60 (11): 1147-1152.
DOI: 10.3760/cma.j.cn112140-20220429-00396.

10. Winnie Fan, Bianca Obiakor, Rebecca Jacobson, et al. Clinical and therapeutic
course in head variants of linear morphea in adults: a retrospective review Arch

Dermatol Res. 2023; 315 (5): 1161-1170. DOI: 10.1007/s00403-022-02478-1.

—
—_

. Zaid Wagqar, Haris Majid. Neurological Manifestations in Two Cases of En
Coup De Sabre Case Reports J Coll Physicians Surg Pak. 2022; 32 (12):
SS193-SS196. DOI: 10.29271/jcpsp.2022.Supp0.SS193.

12. Lis—Swiety A., Brzeziriska-Wcisto L., Arasiewicz H. Neurological abnormalities

in localized scleroderma of the face and head: a case series study for evaluation
of imaging findings and clinical course. Int J Neurosci. 2017; 127 (9): 835-839.
DOI: 10.1080/00207454.2016.1244823.

13. Noor Alwash, Naila Dinani, Jessie Felton. A case of multiple cerebral cavernomas
associated with en coup de sabre scleroderma 2020; 37 (1): 237-238.

DOI: 10.1111/pde.14052. Epub 2019 Nov 2216.

14. Sartori S., Martini G., Calderone M., Patrizi A., Gobbi G., Zulian F. Severe
epilepsy preceding by four months the onset of scleroderma en coup de sabre.
Case Reports Clin Exp Rheumatol. 2009; 27 (3 Suppl 54): 64-67.

15. Laxer R. M., Zulian F. Localized scleroderma Curr Opin Rheumatol.

2006; 18 (6): 606-613. DOI: 10.1097/01.bor.0000245727.40630.c3.

16. Amaral T. N., Peres F. A., Lapa A. T, et al. Neurologic involvement in sclero-
derma: a systematic review. Semin Arthritis Rheum. 2013: 43 (3): 335-347.
https://doi.org/10.1016/j.semarthrit.2013.05.002.

17. Tollefson M. M., Witman P. M. En coup de sabre morphea and Parry-Romberg
syndrome: a retrospective review of 54 patients. ] Am Acad Dermatol.

2007; 56 (2): 257-263. DOI: 10.1016/j.jaad.2006.10.959.

18. Knights H., Minas E., Khan F., et al. Magnetic resonance imaging findings
in children with Parry-Romberg syndrome and en coup de sabre. Pediatr
Rheumatol Online J. 2021; 19 (1): 42. DOI: 10.1186/s12969-021-00512-6.

19. Héron E., Fornés P., Rance A., et al J. N. Brain involvement in scleroderma:
two autopsy cases. Stroke. 1998; 29 (3): 719-721.

20. Kraus V., Lawson E. F., von Scheven E., et al. Atypical cases of scleroderma

en coup de sabre. J Child Neurol. 2014; 29 (5): 698-703.

DOI: 10.1177/0883073813520494.

LECHASCHI VRACH, VOL. 27, Ne 6, 2024, https://journal.lvrach.ru/

Pediatry

35



MeanaTpuna

2

—_—

. Stone J., Franks A. J., Guthrie J. A., et al. Scleroderma "en coup de sabre":
pathological evidence of intracerebral inflammation. J Neurol Neurosurg
Psychiatry. 2001; 70: 382-385.

22. Dupont S., Catala M., Hasbound D., et al. Progressive facial hemiatrophy
and epilepsy: a common underlying dysgenetic mechanism. Neurology.
1997; 48: 1013-1018.

23. Kanzato N., Matsuzaki T., Komine Y., et al. Localized scleroderma associated
with progressing ischemic stroke. J Neurol Sci. 1999; 163 (1): 86-89.

DOI: 10.1016/s0022-510x(98)00267-6.
2

N

. Takahashi T., Asano Y., Oka T., et al. Scleroderma en coup de sabre with recur-
rent episodes of brain hemorrhage. J Dermatol. 2016; 43 (2): 203-206.
DOI: 10.1111/1346-8138.13023.
25. Fox C., MD, MAS. Pediatric Ischemic Stroke. Cerebrovascular Disease.
2023; 2 (29): 566-583. DOI: 10.1212/CON.0000000000001239.

26. Guerreiro L., Sofia Rosado Julido, Alves M. Ischemic stroke and homocysteine:
To test or not to test? Rev Port Cardiol. 2023; 42 (11): 931-932. DOI: 10.1016/j.
repc.2023.04.016.

27. Morales-Gonzdlez V., Galeano-Sdnchez D., Covaleda-Vargas J. E., et al.
Metabolic fingerprinting of systemic sclerosis: a systematic review.

Front Mol Biosci. 2023; 10: 1215039. Published online 2023 Aug 8.
DOI: 10.3389/fmolb.2023.1215039.

28. Lemaire R., Burwell T., Hong Sun, et al. Resolution of Skin Fibrosis by
Neutralization of the Antifibrinolytic Function of Plasminogen Activator
Inhibitor 1 Arthritis Rheumatol. 2016; 68 (2): 473-483. DOI: 10.1002/
art.39443.

29. Borodina 1., Salavatova G., Shardina L. Polymorphisms of F2 (G20210A),

F5 (G1691A), F 7 (G10976A), F 13(G13T), FGB, ITGA2, ITGB3, PAI-I genes
and its association with thrombotic complications in patients suffering

from Takayasu aortoarteritis of Urals population. Turk Kardiyol Dern Ars.
2021; 49 (6): 448-455. DOI: 10.5543/tkda.2021.69741.

30. Filippini A., Tamagnone L., D Alessio A., et al. Endothelial Cell Metabolism

in Vascular Functions Cancers (Basel). 2022; 14 (8): 1929. DOI: 10.3390/can-

cers14081929.

CeepeHus 06 aBTopax:

Ocmununa Mapusa KupuisioBHa, k.m.H., doyenm Kagheopel

demckux 6one3neil, Dedepanvhoe eocydapcmeentoe a8MoHOMHOE
o0pazosamenvroe yupexcoeHue evicuie2o 00pazosanus «llepeoiii
Mockoeckuii 2ocydapcmeenHblii MeOUYUHCKUL YHUGepCUmem

umenu U. M. Ceuenosa» Munucmepcmea 30pasooxpanenus Poccuiickoil
Dedepayuu; Poccus, 119435, Mockea, ya. boavwas [lupoeosckas, 19;
mk_osminina@mail.ru

ITaBnaosa Mapus CepreeBHa, k.m.H., pay, Obujecmeo ¢ 0epaHu4eHHol
omeemcmeenHocmoro «buonuxa Juoxcuman», Poccus, 117485,

Mockea, ya. O6pyuesa, 30/1, cmp. I; mariavysh@gmail.com

Xauartpsan Jlycune I'paunkoBHa, 0.m.H., npogheccop kagedpsi

demckux 6one3neil, Dedepanvhoe eocydapcmeennoe a8MoHOMHOE
o0pazosamenvHoe yupexcderue gvicuie2o 00pazosanus «llepeoiii
Mockoeckuii eocydapcmeenHblii MeOUYUHCKUL YHUGepCUmem

umenu M. M. Ceuenosa» Munucmepcmea 30pasooxpanenus Poccuiickoil
Dedepayuu; Poccus, 119435, Mockea, ya. boavwas [lupoeosckas, 19;

ashdin@mail.ru

36

Ilonuepusiesa Hanexxna CrenanoBHa, d.x.H., npogeccop kaghedpul
demckux bonesneii, Pedepanbroe 20cydapcmeeHHoe agmMoHOMHOE
obpazoseamensoe yupedcoeHue gvicuieeo oopazosanus «llepaulii
Mockoeckuii eocyoapcmeennblil MeOUYUHCKUL yHUGepcumem

umenu U. M. Ceuenosa» Munucmepcmea 30pasooxpanenus Poccuiickoil
Dedepayuu; Poccus, 119435, Mockea, ya. boavwas [lupocoscias, 19;
ncherny2011@mail.ru

IIInuTonkoBa Oubra BUKTOpOBHA, K.M.H., doueHm Kaghedpbl

demcikux 6oaesneti, Dedepanrvhoe eocyoapcmeenHnoe a6MoHOMHOE
o6pazosamenvHoe yupedcoerue goicuieco 00pazosanus «llepewiii
Mockoeéckuii cocyoapcmeenHblil MeOUUUHCKUL YHUBepCUmen

umenu U. M. Ceuenosa» Munucmepcmea 30pasooxpanenus Poccuiickoii
Dedepauuu; Poccus, 119435, Mockea, ya. boavuwas [lupozosckas, 19;
shpitonkov@rambler.ru

Bukrtoruposa Peruna MabaycosHa, cmyoenmka 5-20 Kkypca uHcmumyma
Kaunuyeckoi meduyunsl, Pedepanvhoe eocyoapcmeennoe asmoHOMHOE
o6pazoeamenvHoe yupexcoeHue goicuieo 00pazosanus «llepewiii
Mockosckuii eocydapcmeentbliit MeOUUUHCKUI YHUBepCUmem UMeHU

U. M. Ceuenosa» Munucmepcmea 30pasooxpanerus Poccuiickoil
Dedepayuu; Poccus, 119435, Mockea, ya. boavwas [lupocosckas, 19;
biktogirovaregina@gmail.com

Information about the authors:

Maria K. Osminina, Cand. of Sci. (Med.), Associate Professor of the
Department of Children's Diseases, Federal State Autonomous Educational
Institution of Higher Education I. M. Sechenov First Moscow State Medical
University of the Ministry of Health of the Russian Federation; 19 Bolshaya
Pirogovskaya str., Moscow, 119435, Russia; mk_osminina@mail.ru

Maria S. Pavlova, Cand. of Sci. (Med.), Doctor, Bionics Digital Limited
Liability Company, 30/1, building 1 Obrucheva str., Moscow, 117485,
Russia; mariavysh@gmail.com

Lusine G. Khachatryan, Dr. of Sci. (Med.), Professor of the Department
of Children’s Diseases, Federal State Autonomous Educational Institution
of Higher Education I. M. Sechenov First Moscow State Medical

University of the Ministry of Health of the Russian Federation; 19 Bolshaya
Pirogovskaya str., Moscow, 119435, Russia; ashdin@mail.ru

Nadezhda S. Podchernyaeva, Dr. of Sci. (Med.), Professor of the
Department of Children's Diseases, Federal State Autonomous Educational
Institution of Higher Education I. M. Sechenov First Moscow State Medical
University of the Ministry of Health of the Russian Federation; 19 Bolshaya
Pirogovskaya str., Moscow, 119435, Russia; ncherny2011@mail.ru

Olga V. Shpitonkova, Cand. of Sci. (Med.), Associate Professor of the
Department of Children's Diseases, Federal State Autonomous Educational
Institution of Higher Education 1. M. Sechenov First Moscow State Medical
University of the Ministry of Health of the Russian Federation; 19 Bolshaya
Pirogovskaya str., Moscow, 119435, Russia; shpitonkov@rambler.ru
Regina 1. Biktogirova, 5th year student of the Institute of Clinical Medicine,
Federal State Autonomous Educational Institution of Higher Education

1. M. Sechenov First Moscow State Medical University of the Ministry

of Health of the Russian Federation; 19 Bolshaya Pirogovskaya str., Moscow,
119435, Russia; biktogirovaregina@gmail.com

Iocrymnna/Received 23.04.2024
Iocrynuaa nocJe peuensuposanus/Revised 20.05.2024
Ipunsara B neuatn/Accepted 21.05.2024

JIEYALLIMI BPAY, TOM 27, Ne 6, 2024, https://journal.lvrach.ru/



