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Tosu ytra: [lappu-PomOGepruiin xaM IIMHX Hb TOJOPXOWUTYH IIaidTraaHaap
HYYPHHMH HOT' TalIbIl' Xamapjar, M3Jpaji-apbC, raBaj-HYYPHHH SMIar 0o
X3CAT ra3pblH CKICPOACPMBIH JI3/1 X3B LIIMHXK OO0JIOX LIyraMaH CKIepoJepM
(anrmmap Mophea en coup de sabre) Hb apbC, apbCaH JAOPX 33/ KOJUIAreH
X3T XypaJJCaHbl YIMaac YYCCOH apbhCHBI 3y3aapai-xaTyypasl oM. 2 3MIAT
xo€ysaa XOBOp OOJOBY Y II@OH TOXHMOJJONA XaBCPaH TOXHOILAOL bun
aHX HYYPHHUI 3YYH Tajlaac 9XdJICOH OOJIOBY OJIOH >KWIIMHH TYpII aaKUM
JaaMKupcaap CYYJIMHH JKWIYYI OapyyH TaJbIl XamMapcaH HYYp, XIITHHH
XaTaHTHUpall A33p YHIICIPH LIyramMaH CKIepojaepMTdi xaBcapcaH [lappu-
PomOepruifH xam IIMHK MCIH OHOII TaBBXK JapXxJiaa JapaHTyHiIax SMUMIr?
XMHArA2K Oaiiraa TOXHOJMJIBIT TAHWIIYYJDK OaiiHa. IMHAJI3YIHH TOXHOJII0JT
Tanuianyyara: 30 rapyil HacHBI SMIITIIA HYYPHUI 3YYH TalbIH 1yX, 3yJai
OpYMOOC 3IXADK OJIOH KWJIMHH TypII aakUM JaaMKHPCAH 366J6H JIUilH
XaTaHIupajl, HYYPHUH TOrII XOMUKH ajlJarjiai, 3yYYH TajlblH JlyXHbl ©BIOJIT
WIBPCOH. OBYHMH SIBLAJ XaTaHIMpaj Xauap, I00J 3pYY OOJIOH XdJIHUM
3YYH Tanj TapxcaH. DMHAI3YHH OOJOH AYPC OHOIIMITOOHBI OJIABOPYYIAk
YHISCIPH LIyramMaH CKJIepofepMT3i xaBcapcaH Ilappu-PombGepruiin xam
IIMHX OHOIIWDK, Japxjaa JapaHryWiaax SMYMIT? JXIYYIdH XsSHAITak
aBcad. Jlyrmaar: Ilappu-PomOepruiin xam IIMHX Hb HYYPHHUH apbc,
apbCcaH J0pX 1, OyT4uH, sIc OOJIOH MIIPIIUIH TOTTOJIIOOT Xamapy 000X
aaKUM J[aaM>Kpax XOBOP 3MIAI 06reej IyramaH CKJIEpPOAEPMTIN XaBcpax
YeI SMHAJI3YHH WP WYY ©preH XyplaaTdil Oaibk OomHo. HyypHmii HAr
TaJIBIH JJaaM)Kpax XaTaHrupaj OyXuil eBUTOH]| MAIPIUIMIH HApUHBUMIICAH
Y3713, IyPC OHOUIMITOO OOJIOH M3PAJI-OyIIYMHIMIH [aXiIraad OUuIdTHAT
XaBCapraH YHAJI3X Hb OHOIIWJITOO, LAAIIJbIH SMYWITISHUA TaKTUKUUT
TOIOPXOIMIIOXO0]T UyXaJl a4 X0JIO0O0TI0JITOM.

XaM IOWHK Hb  HYYPHHHA X3J09p, TITII XdOM Oal[UTbIH anjparman Oyroy

HYYPHHMH H3T' TalbIl Xamapjar, IaJiTraaH TOIOPXOHryiH
MDJIPAJ-apbCHBI 0OTee 1 TaBalI-HYYPHHUH SMIar 00 X3¢ar
ra3pblH CKIEPOAEPMBIH 3] X3B HIMHXK OOJIOX HIyramaH
ckiepoaepM (anrmuap Linear scleroderma or Mophea en
coup de sabre) Hb apbc OOJIOH apbcaH JOPX 1.1 KOJUIaTeH
X3T XypalIcaHbl yJIMaac YYCCAH 3y3aapaj-xaTyypal
IOM. Anlb allb Hb XOBOP TOXHOJIZJIOT X3AWH 9 XaBCpaH
TOXHONI0K Gomor.!? TTappu-PoMOepruiiH XaM IMHHX Hb
MX3BWISH XYYX3JI, 6CBOP HACAHI IXIIDK, SMIITIHUYYIDI
JlaBaMraii OHOIIJIOTZAOXBIH XaMT 366J16H 3MIHH JaaMKpax
XaTaHTHpJIaap WIdPIAT.

IDMHIBYIH TOXHOJA0J TaHuiauyyuara: 30-aag HacHbI
SMAIITAH HYYPHMH 3YYH TaJblH [IyXHaac aBaxyyJaas
JI00JT 3PYY XYpTaa 00CO0 HUHMIVIAIA aaXKMM JaaMKHupd
Oyit OyJYMHTHIH XaTaHTHpal OOJIOH 3YYH TaJblH JTyXHBI
©BJIOJITUIH yJIMaac MA3APIIMNHH MUK XaHACAH. OBUTOH

3YYH TallbIH IyX, 3yJail X3CTUHH SC “OOMI CyycaH MAT”
Xaparjax Oaifraar aH3aapu, *KHJI HUP3X TycaM HIMOAIIMK
Oyif MOT caHaracaH Tyl HapUUBYWICAH  YHOJITD)
XUAITIX99p aHX yJaa SMYHI XaHJaX Oaifraaraa Xd3JICOH.
OBunH asx 10 opumm HacTaif 6ailixaJq Hb TONTOWH 3YYH
3yJaill X3CAr ra3pblH Xaj3pajaap dXd3JICHH. Yimaap
aakMaap Xaja3apcaH Xd3CIIT apbC HUMIIPY, XaTyypcaH.
OHAXYY ©6epwIenT Xal3apcaH Xd3CradC 3YYH XeMcCer,
COPMYYCBHIT JalipaH AyXHBI AYHJ X3C3I, Xamap, 00
9pYY XYPTAJI LIyramMaH 3yparjiajaap OJOH XHIMHH TypIl
aakMaap TacpalTTYHd maamKupcaH O00JO0X Hb ©BYHHM
SIBLIBIH ©OPWISITUIT XapyyJIcaH OMHOX XKIITYYAUNHH IIpaJl
3ypryyaaac xaparjana (rapaj 3ypryyabIl XaBcapraaryil).
J3px eepunenTuilr eBuTeH 21 HacaHAaa aHX TOMOPXOU
aH3aapcad Oaiimar. OJOH XUIUHH TypII A33p TypAcaHaac
06ep eepWIeNTYYA WdpY Oaliraaryil 6071 €HrepceH KU
0OTOKC Tapwira XWHITICHUN Japaaraac 3yYH XOMCOTHHHA
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J33]1 X3CII3p Ye ye Oara 33prasp eBaex 3xcaH. Cyynuiin
YEI DHAXYY OBIONT OalHTBIH LHIMHXKTIH OO0JCOH. Y3JdrT
I9p IypAcaH eepwlenTyyaddc Oycraap M3Ip3XYHH
ayarial, HyYpHUH caakull, TaTajT, ©BJIeIT OOJIIOH Oycal
Y1 axuiiaraansl €epwIeNTYYX TOJOPXOHUIOra00ryil.

(Bypar 1) ©OBuHMIi TYYX3H TOITOH, HYYP OPUMBIH TIMTI,
yIaMIIWI, XajiBap, XapIiwi, MIC 3acall, X0Ja00rd dIUiH
AMIAIYYIUHH I9p OYIIMIH 6TyYIIIMIK, TOLZOPXOW HAT SMUIH
YPT XyranaaHbl X9pIIIOHUH OryyJIdMK 0alXxryi.

3ypar 1. Hyyp 60J10H apbCHBI 00PYJIOJITYY/.
A-B. 3yyH IyXHBI X2CaT Ta3pblH XYHJ 39pTHHH, 0apyyH JyXHBI X3COT Ta3pbIH XOHT'OH 39T UIH 306JI0H dUIHH XaTaHTHUpaJl.

B. 3yyH xyx 6010H 1007 SpYYHUI 300716H IHUIH XaTaHTUPal, XallpPbIH SICHBI TOMPOJ, HYYPHHH TATII X3MHUWH WIDPXUH aliarial.
C. 3yyH 3ynaii, ayxaH Jax myraMmad CKIepoaepM OyIoy AyX, XyHXHBI X9COIT YCHUH CHUPITKUIT-XaI3pal, AyX 3yJIaliH sSCHBI
xara"rupan. D. XomHuii 3yYH TanbH OyTYMHTUIH XaTaHTHpall, XOBWDKWI. E. 3yyH ayX, Xamap, 1001 3pyy OpUuM Aax
306JI6H 3IUIH WIBPXUNA XaTaHTUpal.

Nmmysonoruite mmrxmrHyYymRax CRP, ANA, Scl-70,
ESR x9BuiiH rapcas.
BaraxuiiH IUHKWIT9H]] rapcal eepwIeNnTYYI:
1. Maapan, OyMYMHTHHH IaXWIraaH OWYWIAIT 3YYH
TaJblH TaBajl TapXuHbl 5, 7, 12-p xoc M3APIIIP

MDBJIPADKYYISTIRX  OYyJUMHTYYAad apXxar MHOTEH
©6pUJIeJIT TOJIOPXOMIIOTICOH.

2. Tapxunbl CPT-1 3yyH myx-3ymaiiH Oycsa TaBIIbIH
sic, apbCcaH JOpX 366J6H OSJUHH HHUMIIPAI
ToJOpXoiorono. (3ypar 2)

3ypar 2. Tapxunsl CPT-uiin 3yparaaJ.

A, B, C. 3yyH ayx-3ynaiin 6yca/ sic, apbcaH J0pX 306JI0H dAUiH 3y3aaH OaraccaH 6a OapyyH TanTtail Xapbllyyiaxas ragHax
X2JIOIPUITH TATII XOM ajjiaracas. SICHbI Oy TR/ WIDPXUH 3BIPIII, TOTOO AIIXYYHT 00pWIONT Wipadryid. D. 3yyH HyaHuH yXapXaiiH
300JI60H 511, HYJHUI JIMMHBI X3M>X29 Oaraccad. VX TapxuHbI xarac 6eM0e1ryya 60JI0H XOBUIBIH TOITOJIIIOO TArMI XoMTIH. [laraan
0OUCT SMI3T JOXHOHBI ©0PUIONT, TOTOMTOT ICBIJI 333IIXYYHT IMIAT 00PWIONT QKUTIIATAAXTYIl.
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MaHnaii TOXHMOJNJIOJIJT OBYMH DXDIJICOH HAc,
SMHAJIBYHH Y3JITT WIDPCOH ©OPUIONT, SIC, 300J160H dIAUNH
XaTaHTupaJl OHOUUIOTJICOH TYJI HIyraMaH CKJIEPOJIEePMTIU
xaBcapcad [Tappu-PoMOepruiiH XxaM IMIWHXK F3CIH OHOIIHNAT
TaBbX YPT XyralaaHbl XsHAJITHIT DXJTYYJICOH.

Xammmek: [lappu-PomOepruiin xaM MHMHX Hb HYYPHHHA
apbC, ©0XOH 9, OYyJIUWH, SICHBl XaTaHTUpJaap HI3PIAT
XOBOP TOXMOJIJIOX, aaKMM JaamKpax sIBUTal M3ApoJI-
apbCHBI 0ereej raBal-HYYpHUI SMrar oM. MxsHX133
HYYPHHMH HAT TaJl Xamapjar OOJIOBY L@OH TOXHOJJIOII
x0€p Tambir Xxamapaar.®* CyynuitH yex X3¢ar XyranaaHbl
Jlapaa HaMyKAar Ik Y3Ior OalicaH SHAXYY AMIAT ypT
Xyranaas gaaMkupaar 00J0XbIT TAIMIIIIIX O0JICOH.
Xn5ear Ta3pblH CKIEPOAEPMBIH 9 X3B LIMHX O0JI0X
mryramal ckiieponepm (anrmuap En coup de sabre) Hb
TaBJIbIH HOT TaJBIH JIyX-3yJIall XOCTUIH XyHXBIT Xamapu
XOMCOTHOOC 00Ul Xampax Hb Oapar Yryd, apbCHBI
XaTaHTHPa-COPBIDKHMII sIBarJlar OHIUIOITOW 3MIAT IOM.
MeH napxiaaHsl SMrar eepunenr Ooinox ANA separ
Oaiix OOJIOMXKTOH Oeree] TeB MAIIAPAIHKWH TOITOJIIIOO
XaBcapcaH TOXHOIION Hb LeeHryd Oaimar®® Illyraman
CKJIEPOJIEPMBIH HJPBXTAU Y€ 2-5 KW YPraJDKUILAAT TIK
Y320T.

[Mappu-PomOepruitn  xaM MIMHXUHH —Tanaap
anxyian 1825 onx Caleb Hillier Parry, 1846 onx Moritz
Heinrich Romberg Hap Tyc Tycnaa Tamadriask OaiicHaac
XOHII HAJIP9/ATYH Xyranaa OHrepcoH O0JI0BY OHOOT XYPTAJI
IajgTraal TOMOPXOWTy# Oaiicaap Oaiima.” DMrar xam
OYp3H TOIOPXOMJIOrIOOTYH OOJIOBY Japxiiaa, yHaMIIWI,
YPIUiiH XODXKIWHH anjmaraai, Xajasap, Tysa, IIMTII,
0O/IMCHIH COJIMJILIO0, JIOTOOJI INYYPJIMIH 3CBIJT XY3YYHHI
3aHTWJIAaHbl CHMIATHUK MOJIPAIUIH TOTTOJIOOHBI YT
@KWUIaraaHbl aljarjaitaid xonboorol Oaik OOJIOXBIT
JBIIYYJICOH OHONTYyH Oaiimar. Tycaa Hb aB4 y33X OHOJ
6011 SMIAT cy utanaap OartiarjacaH BacKyJI0IaTH XaBcapcaH
00JIOH XaBcpaaryid ayTOMMMYH YPABCIMHH OHOJ IOM.
Yuup Hb SMHWI3YHH INIMHXYYIUMH WP  Japxjaa
JlapaHryiyiax SMUYWIr39H] 3acapjar 000X Hb ayTOUMMYH
OHOJIBIT JIDMIKMX3IC apraryil Oaiijany xypragsr Oaiina.
3apum spmmtIa  [lappu-PoMOepruiin xam  HMIMHKHAT
apxar Ba30MOTOP SMI3I'T TOOLIOT. BazoMoTop aMrar rar
Hb CHUMIIATHK MDJIPAIMIH TOTTOILOOHBI X3T HIIBXXKHH
yiMaap OOJIMCHIH COJIMJIIOOHBI INAJITTAaHT JIMITUIUIH
IArIaX MHEIUH OYPXYYJ MIMTIXUUT Xamar. CyyiauiH
yea Ou4mMi cymacHbl OOJIOH MOAPIMHH  TIKIDIUIAT
30XMIYYJITBIH XaBcapcaH ajjiarfjajl TyC XaM HIMHKUIr
yYCraaar Oaiixk 00J30IITYH XIMI3H Taiidoapiiax xaHara
naBamraiink  OaitHa.® Ilappu-PomOepruiiH xam MIMHX
LIyramMaH CKJIEPOJICpPMTIH XaBCpaH siBaracaH TOXHOJIITYY T
Hb ayTOUMMYH OPOJIIIOOT I3MKUX HAT YHIICIAN Gozor.®?
Hapxuaansl smrar eepuientyyn [appu-Pomoepruitn xam
LIMHKTAH OBUTOHYY/D/] TOAOPXOMIOTION Hb JlapXJlaaHbl
30XHIYYJArbIH  angarmisil  witrdmar!?  Jlaboparopuiin
LIMHKWITI3TIZP  ayTOMMMYH 3CpAT  OHeyYA HXAICCOH
©6PUWIeJIT TOAOPXOUIOT 10X Hb IIOOHTYH Oaiinar 001 MaHai
TOXHOJIIOJIT TOAOPXOiIoriooryi 0omHo. buuni cynacHsl
YPABCAJI, UIIEMH Hb SIMHH TIKIIUHH ajjaraail YYCrax,
yJImMaap 00X, OyJTUUH, SICHBI aXKHM JaaMKpax XaTaHTHpajl]l
XYpraar 6aiixk Marajaryi racaH oHos Oac Gaitmar.!! 3apum
Cy[Ulaaqu]] TYpBajJcaH MAJAPIIAHH TIKIIPUT aljariax
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Hb HYYPHHI I'MTC3H TaJIbIH 300J16H 3[UIH XaTaHTHpajj
XYprak Ooyi30mryd Tajaap Taamaryian JIdBIIYYJICOH
Gaiinar 6aitna.'” 2023 onx Yu HapbIH XHUICHH Cyairaaraap
MTOR 6onon DHX37 renuiin eepuinentyyn Hb [lappu-
PomOepruitH xaMm NIMHKUAT YYCIIX3J OPONIIOr Oaix
Gos3omTyii ax’?."

[Tappu-Pombepruitn xam IIMHX OOJIOH X3CATr
raspblH CKJIEPOJEPMBIH alb aJMHbl YeA MAAPAIUiH
TOTTOJIIOOT TAMTIIX Oa TOJrOWH OBIOJIT, XO1eJITeeHHN
SMIAIYYJ, YHaIT TaTalT, TaHUH MYIPXYHH anjarjang
xyprax Oonno. [lappu-PomOepruitn xam mHHX Hb
30BXOH apbCHBI AMIAT OuIll oM. Tyc 3MIar OHOLLIOTICOH
HUIT TOXHOIAIBIH oifposiooroop 15-20%-x maapanuiin
OMTIMHH MUHXKYY WBPAAL. MbyapanuiiH Tanaac Tyc
XaM IIWH)XX OHOLUIOTJCOH ©BUTOHYYIUHH IUIUIPHX Hb
HYYPHHMH apxar TajlacaH ©BJIOJIT, 3-JlacaH MOAPAJIMHH
OBJIOJITUMH 30BYYpHHT Xdiydr Oaiina. Hyypuuii apxar
OBJIOJIT YYCIX AMIII )KaMbIH CYypb Hb MEHHHTOOHIE(DATUT
Hb BAaCKYJIMTTall XaBcapu sIBaricaHbl yjaMmaac Ba3OMOTOP
anjgarjan ypT Xyralaasj YpraJbDkJIdH yJIMaap CUMIAaTHK
MBIPIIUITH X3T UIIBXKHI XYPraIAT I3k Y3191 TyyHUIH
MUTPEHb TOCT TOJMOWH ©BIONT, TOJOMTOT >IUJIEICH,
YHIT TaTalT, HYYPHMH Oajgalipai/MpBarHAJ, TaBall
TApXUHBI MAJAPIIMHH YT aXuUlaraaHbl ©epwIenTYY/,
TaTaH M3JPXYHH anjaraan 3apuM ©BUTOH]] OHOILUIOTAI0T
GaitHa.'* HymHHI TOMTI MOH TOJOPXOH XYBBJ HIDPAAT
0a MX?IBWIAH OBUTIH TAJIBIH HYIHHH yXapxalr xamapjar.
[MTappu-PomOepruitn xam IUHKUWH YeI HYAHUH aTMMHBI
KKUrpadt (anrmmap Enophthalmos) He yxapxaiiH apbiH
©OXOH HIMITH XaTaHTHpaITall X0JI000TON HIIPAX TYTIIdMAII
IIMHK 00JI YBEUT, TOPJIOTHIHH IIMTAII, XapaaHbl MAIPAITUIH
0OPWIONTYYZL MOH WpY Ooy30mryd. OMHIBYIR
WIDPXUI  CaaXWITyd  TOXMOJAONJ 3aXblH TaBJIbIH
MDJIPAJIMIH  OPOJIIOOT MAAPAJI-OYIYMHIUAH IaxuiraaHn
OMWIAIIIP TOTTOOCOH TyXal M3/P3J3J Xs3raapiaramMal
X9B39p  Oaiina.'*’’  MaHail  TOXMOJIONA  HYYpPHHI
XO/10JITOOHHUI WIIDPXUH CyJIpall aKuriarjgaaryi 0oiaos4 V,
VII, XII Maapaiasp MOAPIIDKUX OYITYMHTYYAAT MIIPAII-
OyJYMHTUMIH naxwiraa OWYISTHHH IIHHKXHITISIID
apxar MHOTEH eepujIeiT WI3PCAOH Hb yIaaH XyralaaHsl
MOJIPIJUIH ~ TAMTIMUT  WITIAHI.  MbaapanuiiH - Oyc
HIMHXKYY93C HYAHUN aJUMHBI XKWKUTPIJ, XIIHUN 3YYH
TaJIbIH XaTaHTUPaJl UI3PCIH.

[Mappu-Pombepruita XaMm LITHXKANAT
SMHIBYHr?9p Oyl0y HYYPHHI HOT' TalblH apbcaH JIOpX
00X0OH 371, OyiaurH OOJIOH SICHBI JaaMKpax XaTaHTHpall
JIP9P YHJICIOH OHONULIOX 0a AYpC OHOLUIOI00, SMIAT
Cy/UTAJIBIH  INWHXKHIIOIp  Oatainraaxyyypk  OoJHO.
Omnouwtoroons! XyBs [lappu-PoMOepruiin xam MIMHKXUHT
JIYPC OHOIIIOTOOHBI apryy/ 000X TOJIrOWH KOMITBIOTEPT
ToMorpadu 60J10H copoH30H pe3oHaHcT Tomorpagpu (CPT)-
UHUT almriiaHa. DAr3dp MHHKWITIHYYI3P HYYPHUH HAT
TaJIBIH SIH3 OYpHIH 39prHHH 300JI0H 3]MIHH XaTaHrHpal,
SICHBl HUMTIP2J1, HYJHUH alTMMHBI XKIKUTPIJI, aMbCTanax
IPXTIHYYAMHH Xazainr OojoH Oycaa eepwienTyyauir
wIpyy/K Oomuo. CyyiauiiH yel eHIep HsrTpalluiTani
CPT-nap rypBasicaH MOApAIMHH TapaiTblH OYCHIH
yHUIr?, 3D HYypHUH 33JDXYYHHH XOMXKWIT, 300J0H
9MHH TOOH aHAIIM3 XUHMX33C rajHa MdApa-OyT4HHTUIH
Haxwiraad OMwidr, OyJIYMHIMIAH XOT aBUaH MIMHXKUITIOT
amraagar O6oicoH.'* DAranp IMMHKUIMIHYYA raBail
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TapXUHBI M3JPUIUNHH MIMTINHH AMHII3YHH WIPIATYH 9
MDJIPAUIH TAOMTIMAT WIPYYIIDXA]L a4 XOIO00T I0ITOM.
Slnran ononutoroons! XyBb [lappu-Pomobepruiin
XaM I[IMHXKHAT  HYYPHHUH HIT  TajblH XaTaHTHPaJ
XYPI3A3T Japaax 3MIAITYYA33C sUIFaH OHOILIOHO. YYHI,
HYYPHUH Taj XaTaHTHpal, YYHJ TOPOJIXUHH HYYpHUIl
1 TtanpiH XerkimiH npytMmarmwin (aHrauap Hemifa-
cial microsomia), HYYpHHH MOJPAIUHH CaaXWITHIH
Jlapaax Xo&paord xaTaHrupai, ['oJeHXapblH XaM MIMHXK
(anrmap Goldenhar syndrome) GosoH Oycaa 3Mraryyn
Oarrana. MaHaii TOXHOJIZION]] I'YH OOJIOH 300JI0H 3MIHH
XaTaHTHpall AaBaMrail 4 JapXjaaHbl SMIATMHH XaMaapai
n1a00paTopuiiH MIMHKUITIArIIp Oariarnaaryi Hb [lappu-
PoMOepruitH XaM IIMHK OHOII TaBUXaJ XYPriCiH.
TepenxuiiH HYYpHUI HAT TalblH XOIXJIUIH TyTMarmiiui
Hb aaXuM Jaamxpax Oyc, SICHBl XODKIMHH TasKur
JaBamrail xa05pa3p wmpaer 0oi MaHail eBuTeHH Oara
HacaH/ X3BHHH OalicaH HYYpPHHH OYTAIl OJIOH >KWIMHH
TYpII AaKUM ©OPWIOr/ICOH Hb OJIMOJ AMIAT OOJIOXBIT
wiTr3Hd.  HyypHuil  MoapanuilH  caaKWIITBIH - apaax
XO€pJord XaTaHTUpiaac SraH OHOIIIOXOJ HYYPHUI
LIOYMOT CA@KWITBIH TYYX, 3MHAI3YHI XeJeJIreeHui
CyJpal JaBamMraii wmnpaer 007 MaHall TOXHOJIOJ
HYYPHUH XeJeJreeH XxajrajaricaH, HYYpHuURl 2 Tanpg
X3CAr ra3apT OyJYMHIMIAH XaTaHrupaj widpd Oairaa Hb
9H OHOIIMHT suIrax YHAICIAI 00JcoH. [oieHxapbH Xam
LIMHX Hb XOBOP TOXHMOJJIOX TOPOJIXMIHH Takur Oyroy Tai
YUXTAH 3CBANT OIT YUXTYH, CKOJIMO3 33PAT HYPYYHBI SICHBI
T@KWI, HYYPHUH HOT Tall AYTYY XOIKHJI OOJOX >KMKHUT
xanap, 3pyyHuit scraii Teper. Manaii TOXUOJA0J1 ©BUUH
08-10 HacHbI yea 9Xa7caH Tyl ['ogeHXapblH XaM IIHHXK
K Y39X YHIOCTYH oM. BylTuMHruilH xataHrupana oJIoH
KUJINHH TypII aaXkMaap JaaMKUPCaH eTyYIdMK, MIAPIII-
OyJUMHTUIH TaxwiraaH OWWIIIMHH apxar eepusesnT
WIPPCOH Hb SAJATaH OHOLUIOTOOHBI JI93pX  JypJcaH
OMIATYY/IRIC sIraatail GoJIoXbIT Xapyysnk OaiiHa.
[Mappu-PomOepruiin Xxam IIMHX Hb 3X3JICHAIC
XOHII XaMTWiH ypTAaa 2-5 XWIMHH Typul JaaMyKupd
Oaifraay astHIaa 30rCOX Hb TYI9MA3J 'K Y319T. [ 9BY
HYYPHHMH HOT TaJbIH XaTaHTHPajd Hb OO CAWXHBI XYBbJl
OBUTOHJ| CHTIAJI CaHaaHbl XyBbJ JAapaMT ydpyyjaxaac
rajHa OJIOH JPXT3H TOITOJIOOHBI YW a)XHJIIaraaHsl
aJIaria Xyprax Hb HOOHTYH O0NIOXBIT aHXaapHa.
OMYMATPHUNA XyBbJ INANTraaH, 3MIAC KaM
TojopxoiiryiitH  ynmaac  [lappu-PomOepruitn  xam
HIMHKUHH YeIl XUUATJPX SMYMITD OYpIH HIITIIITYH
X9B20p OaliHa. OBUYMH ©0Pee asHaa 30rCc/I0r, MOH XOBOD
TOXUOJZIOT AMIATT TOOLOTAJIOT Tyl SMYMIIIIHUN Yp
JYHTUMH Tanaap cyjnajiraa Oapar XMHTIDITYH TIIXd]
O6osiHO. [@Bu 12-24 capblH Typll XHHCOH MeETOTpEKcar
SMUMJITI3HUH YH 6BUHUIT HAM)KMaJ Oaliali opyyJicaH
Tyxai cynanraansl yp ayHr 2019 onn Tolkachjov Hapbin
Cy/u1aaun] MIIRRJICOH Oaiiar.'® Tyc xaM HIMHXUNAH yeI
YYCIX IPMTIIIC XaMaapaH apbC, 3pYYy HYYpHuUIl coror
3acai, ToO CalfXHbl M3C 3acall, MIAP3J, HYJ, COPIIH
3acaj, CITIAT 3YW4 33p3r OJIOH MIPTrIKUITHUN OaruitH
TyclaMyK YHI4mira? maapangaratail. IXaBwisH HYypHU
roo CaliXHBIT ajjarayynjar Tyl HYYPHUI XaTaHTHpILICaH
XACTHHI HOXOH CIPIIdX 30pPHIT00p ayTOJIOT ©6XeH 3,
OYJTYMHT TYSTHBI X9CTD3C MIMDKYYJIdH Cyyjrax Mac 3acall
XMHX Hb TYI93M3JI OOJIOBY 3HD Hb XOXKYY ILIaTaHJ[ ACBAJI
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OBUHUIl SBI[ TOITBOPKCOH Y€l XHUHMIAdX XaHAjaraTai
Gaiinar. ' Harmyraspt, Tyc 3Mrar Hb XOBOP TOXHOJIAJIOT,
yJIMaap SMHAJI3YHH TYPLIMIIT Cy alraa XMUT 9K Oalraaryi
Tyl SMUHH 3MYWIT? Oapar 3eBlenerryil. XapuH Tyc
SMIOTUHI Ccyjanjar cyajaadjslH Y39»K Oaliraaraap
JlapxJlaaHbl TOTTOJIOOHBI AMIATMIMATIN Xamaapanrail
Tyl Japxjaa SMUWIr3d aprarydl TOXMOIAONJ XMHXK
Y32XHHT 30Bi161er. CTepon], MeTOTpeKcaT, MUKO(pEeHOaT
Mo(eTHI, a3aTHONpPHMH 33pAr Japxjiaa JapaHryiiax
SMUMIIIAr  CKIEPOACPMHUMH  CHEKTPUIH  AMIIrTait
YSULAYYJIaH X3PATIIICOH TOXUOUTyy  Oaiinar Oaiina. 1L-17
ICPAr apxiiaa IMUMITI O0JIOX CEKyKHHYMa0 XIPATiIdCoH
TOXHUOJII0JI TAaHWJIIYYJIra HUWTIAIACAH Hb AMIAT JKaMJ
CYYPUJICAH 3MYUITIdHUN O0JOMXKHUIT Xapyyscan.'” Uitm
SMUYMJIITIAT ©BUHUI UIIBXKUIL, SBL, M3IPITUHH OPOJILIOOHBI
39pranc XamaapaH InatajcaH Oaljyiaap TeJeBIIOX Hb
3YHTHH. XUl TyC SMIA3T Hb aMb HacaHJI aroyJiTail SMIrar
Ou1r 6OJIOBY HYYPHUH X2JI03pHUIH 00pUIIeNT, Oy TYNHTHITH
XaTaHIupajl, OOJOMMKHT MOIJPAIIUHH OpOJILOO0 Hb CITIAI
3yIH napaMT, HUHTMHUHH HJ9BX, XOA6JIMOpUIH uyaaBapT
HOJI0eJ110T OOJIOXBIT aHXaapHa.'?

Manaif TOXMONZONT 3YYH 3yJlalJ YYCCAH
IIyraMaH CKJIEPOAECPMHUHMH CYypUH [93p HYYPHHUH HAr
Tajaac dHXdADK yiaMmaap Xo€p TaJbIl XamapcaH Oyroy
OJIOH JKWJIMHH TypII TacpayTryd siBarnax Oaiiraa, yin
@KWIJIaraaHbl WIDPXUAN aJaarjanryi 00JoBY SMHIIBYI
HYYPHMH ©OBJONT, OYyJNUYMHTUIH XaTaHTHpal, TYYHHH
MAIP3I-OyTUMHTANH TaXWiraan OWwWIdrdp OaTiariacaH
apxar eepuJIeTYY Hb MYJIPUINIH TIMTIMUT OaTasicaH Ty
ayTOMMMYH 3MI3I X3M29H Y32K HAalAbIl JaaMiKpasbl
caapyyiax 30pHIT0op JAapxjiaa JapaHryiaax 3MUMIr3ST
IXJYYJICOH 0a Laalul eBUYHUA HIPBXOKMII OOJOH SIBIIBIT
YPT Xyraaasj XsHaxaap TeJOBJIOCOH OOJIHO.

Jyrmaar: [Tappu-PomOepruiin xam IUHXK Hb aMb HacaH]l
LIyyJl al0yJl yupyyJaxryil 4 apbc, apbCaH JI0pX ©60X6eH 3,
OyiauH, Mereepc, sic, HyJ, MIAPAIMNAT XOHIOHOOC XYHI
39pra3p IIMTIFIAT aaKUM JaaMkKpax sIBITal apxar sMIar
TYJI ©BUTOH/] F'OO CaiiXaH, Vil a)kniiaraansl O0JIOH CITIAII
CaHaaHbl acyy/ulyyIslr aaryyngar. Milma HyypHHI HAr
TalbIH AaXXUM JlaaMKpax XaTaHTUpal UI3PCOH OBUTOH]]
OHJIOp HATTApIIWITAil Jypc OHOLUIOrOOHOOC TajHa
MD/JIPAJIMIH HAPUHBYMIICAH Y3JIAT, INHHKIITIAT XK 0aix
Hb 3YiTaMH. [Tappu-PoMOepruiin xaM IUHK JaHraap 3CBAJI
LIyraMaH CKJIEpPOJEepMTIH XaBcapcaH TOXHUOJIOJA U MOH
OJIOH 3PXTAH TOTTOJILOOT IIMTIAX TYJI OJIOH MIPIIKIUIH
9MY HapblH XyBbJ| CypramKTail TOXHOJI0JI OOJIHO I'3J3IT
WITTANTIH OaiiHa. Apbe, Japxiaa, M3APAJ, 3pYY HYYD,
JYPC OHOILLIOTOOHBI 3M4 O0JIOH HOXOH CIPIIZX MIC 3acald
HapblH XaMTBIH @)XWJlaraa Hb OBYHUI SIBIBIT XsHax,
aMbJIPAJIBIH YaHAPBIT XaJraiaxaj ayXal ad XoJ0orjoinTon
IOM.
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Abstract:

Background: Parry-Romberg syndrome (PRS) is a rare acquired neurocutaneous disorder characterised by progressive
hemifacial atrophy involving subcutaneous tissue, muscle, and occasionally bone. Linear scleroderma (also known as
aarmuap Mophea en coup de sabre) is a subtype of focal scleroderma, characterised by thickening and hardening of the
skin due to excessive collagen deposition in the skin and subcutaneous tissue. Both disorders occur together, although
rarely. We present a case of Parry-Romberg Syndrome with Linear Scleroderma, which initially started on the left side of
the face but gradually progressed over the years and, in recent years, has spread to the right side of the face and tongue,
and is being treated with immunosuppressive therapy.

Case Presentation: A woman in her 30s presented with progressive soft-tissue atrophy of the left side of the face, ex-
tending from the forehead and parietal region to the cheek and mandible, with associated left frontal pain and facial asym-
metry. The condition had begun at approximately 10 years of age with localized alopecia and gradually progressed over
several years, later involving the left side of the tongue. Examination revealed marked left-sided facial soft-tissue atrophy,
tongue muscle atrophy, enophthalmos, and facial asymmetry. Electroneuromyography demonstrated chronic myogenic
changes in muscles innervated by the left trigeminal, facial, and hypoglossal nerves. Brain magnetic resonance imaging
showed thinning of the skull and subcutaneous soft tissues in the left frontoparietal region, with associated reduction in
the size of the left orbital soft tissues and globe. Based on the clinical and imaging findings, Parry—Romberg syndrome as-
sociated with linear scleroderma was diagnosed, and immunosuppressive therapy was initiated with long-term follow-up.
Conclusion: Parry-Romberg syndrome is a rare, slowly progressive disorder that can involve the skin, subcutaneous
tissue, muscles, bone, eyes, and nervous system. In patients presenting with progressive hemifacial atrophy, detailed
neurological examination and appropriate imaging studies are important for establishing the diagnosis and identifying as-
sociated neurological involvement. This case highlights the clinical importance of recognizing Parry—Romberg syndrome
and its association with linear scleroderma.

Keywords: Progressive hemifacial atrophy, Neurocutaneous disorder, Electroneuromyography.
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