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Ipedcmasnenor dannvie 06 smuorozuLL, namozenese, KIuHuKe u jedenuu npozpeccupyroweit eemuampoduu muya Happu—Pombepea. Onu-
Cam CRONCHBLLL Ot OUAZHOCHIUKU CIYHAL COOCMBEHHO020 KIUHUUECKO20 HAOII00eHUsL OONE3HU Y PEOEHKA CeMU Jem.
Kntouesvie cnosa: npozpeccupyiowas zemuampoust muva Ilappu—Pombepea, cucmemias ckiepooepmust, OUaznocmura, ieuenue, Oemi.

CI/IHleOM [Tappu—PombGepra (Synonym(s): Progressi-
ve Hemifacial Atrophy) — mensenHo nporpeccupyio-
mas reMuaTpouss MATKUX TKaHEH O/IHOI TOJOBMUHBI JIMIA
C TUIEpPIUTMeHTANNeH KOXU WU BUTHJIUTO, AJOTIEINeN,
reMuaTpodueil I3bIKa, PA3IMIHBIMU HAPYIIEHUSIMU [IPUKYCA,
maTosorueil pedpakimu, KoT060MaMu, TeTepOXPOMHUEi pajy-
JKeK, a Takke yJacTKaMU BJABJIEHUS M HapylIeHHeM pPOCTa
KOCTefl JIMIEBON YacT vepera. DTOT HEHPOCTOMATOIOTHYE-
CKHiT CHHAPOM BriepBbie Obut ommvican B 1837 . [Tappu. B 1846 1.
PomGepr BKIIIOUIII €10 B uncio TpodoHeBposos [ 1,3].

[Iprunnb 3a60/1€BaHNsT He YCTaHOBJEHBL 3aboseBaHue
paccMaTpUBAIOT KaK CJeACTBUE TPOMUUECKUX HAPYIIEHUI,
00yCJIOBJIEHHBIX MTOPAKEHUEM HEPBHOW CHCTEMBI B PE3YJIbTa-
Te HHGPEKINN, TTOPOKOB Pa3BUTHSI, YEPETTHO-MO3TOBBIX TPABM.
B psizie ciydaeB 6oJie3Hb OKa3bIBAETCST CUHIPOMOM CHPUHTO-
MUEJINH, CIIUHHONW CYXOTKHU, OMYXOJIN, 9XUHOKOKKO32 MO3Ta.
Ps aBTOPOB CYMTAIOT, YTO TIPOTPECCUPYIONIAs rTeMUaTPOdUst
JINIIA SIBJISIETCST BADHAHTOM CKJIEPOJIEPMHH, T.K. THCTOJIOTHYeE-
cK¥ 0GHAPYKUBAIOT HCTOHYEHHE BCEX CJIOEB JIEPMBI M OJI-
KOKHO-’KUPOBOU KJIeT4aTKu [2,4].

B mpoucxoxaennu remuarpobun 60JbIIoe 3HAYEHUE
UMEIOT TIOPaKeHWe TUINOTAJIaMyca, TaTOJIOTHsSl CUMIIATHJe-
CKOTO OT/IeJIa BEreTaTUBHOIM HEPBHOW CHUCTEMBI, TIOPAKEHUE
BEPXHET0 CUMMATHYECKOTO Y3J1a, CHCTEMBI TPOHHUYHOTO
HepBa, 0YaroBble NOPaKeHsT KOPbI TOJIOBHOTO Mo3ra. Orica-
HBI CBSI3b PA3BUTHSI TeMUATPOMUN € TIOCTEICTBUSIMHU HAPYIIIe-
HISI MO3TOBOTO KPOBOOGPAIIEHNUS B 0GJIACTH CTBOJIA TOJOBHO-
TO MO3Ta, a TaKKe ceMeliiblie caydan remuarpodui [3,5].

3abosieBanne HAYMHAETCST HE3aMETHO, B JETCKOM WJIH
IOHOIITIeCKOM Bo3pacte. KimHuueckn HabIogaeTest 0HOCTO-
POHHSASA aTpodus KOXKH, ITOJKOKHOI KJIETYATKU M MBIIII]
JINTIA, SI3BIKA, aTPODUST TOTOCOBOM CKIAIKU U TOPTAHM, BbITIA-
nenvie Bosioc. Hepesiko BO3HUKAIOT OOJIN B JIIIE, TTAPECTE3UN
1 Ipyrue HapyIIeHus] YyBCTBUTEABHOCTH. J[eTH 4acTo sKay-
I0TCS Ha MUTPEHENOA00HY0 TOJOBHYI 060Jib, BO3MOKHA
HeBpaJIrust TPOHHUYHOrO HepBa. OOBIYHO BHAYAJIEe Pa3BHUBa-
ercst arpodusi OTIEJIbHOrO ydactka Jmi@a (OpOUThI, IeKH,
HIDKHeH democTn), aTpodust KOXM U ee JTeMUTMEHTAIVs,
3aTeM MOJIKO’KHOHM KJIETYaTKH, MBI, KOCTU. Atpodus
MOJKET PACIPOCTPAHSTLCS KAaK BBEPX W BHU3, 3aXBATHIBAS
KOy 7163, 111eH, T1Ie4a, BCeil OJI0OBUHbI TYJIOBUINA, KOHEYHO-
CTeif, TaK ¥ BriIyOb — Ha MBIIII[BI, KOCTH, COOTBETCTBYIOILYIO
nosoBrHy Heba, HeGHOI 3aHaBecku U s3bika. Ha mopasken-
HBIX YYACTKAX MOTO- 1 CATOOT/IeJIEHUE OTCYTCTBYIOT, BO3MOK-
HO TIOCe/IeHIEe U BbIMa/eHIe BOJIOC Ha roJioBe, OpOBel U pec-
Hur. /[BuratesbHas (QYHKINS MBIIIT HapyIIaeTcs MaJo.
OObEKTUBHBIX PACCTPOUCTB YUyBCTBUTENbHOCTU HET, MIMEETCS
cumrnitom bBepunapa—Ilopuepa (oKyJIocUMIIATUYECKUN CUH-
IpoMm). JIUIO CTAaHOBUTCST ACHMMETPUYHBIM: O0JIbHAST CTOPOHA
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MEHbIIE 37/I0POBOI, YMEHBIIIEH Pa3Mep KOCTell JINIEeBOro cKe-
JleTa, MCTOHYEHBl MATKHUE TKaHM, KOKa IIEKM CMOpIIeHa,
ucrnenipeHa 6oposaamu. MHOraa arpoduist 3aXBaThiBaeT IO,
PYKY ¥ Jla’Ke TIOJIOBUHY TeJla Ha OJITHOMMEHHOM U TIPOTUBOIIO-
JIOKHOM cTOpOHe.

V nereii Hepeko HabIOAAETCS 3a/[EPIKKA IBUTATENBHOTO
pasButus. IIpaBocToponHell remMuaTpoGuu MOXKET COIyT-
CTBOBaTh 3a/leP/KKa pasBuTUsl peur. MoryT Hab/I01aThes
60111 B Ta306€[PEHHOM CYCTaBe U IIOSICHIYHOM OT/IEJI€ TI03BO-
HouyHMKa. PenTtrenHosornyeckn MHOIAA BBIABJIAIOT TMIONJIA-
3MI0 Ta300€[IPEHHOr0 CyCTaBa, MCKPUBJIEHHUE [TO3BOHOUHKKA.
duexrpostiiedanorpadust yacTto 0OHAPYKUBAET NPUHAKU
MMOPAYKEHUS PA3JIMYHBIX CTPYKTYP MO3ra, axorpadus — 1pu-
3HAKW BHYTpeHHeil rujapoiedann 1 aTpoduio IMpoTHBOIIO-
JIO3KHOTO MOJIYIIAPHS TOJIOBHOTO MO3Ta, peoaniiedanorpadust
— ACMMMETPUIO KPOBEHATIOJIHEHUS CO CHUKEHHUEM €T Ha CTO-
poHe, TIPOTUBOIIOJIOKHOI Topaskenuio. IIpn HeBposornye-
CKOM 00CJIC/IOBAHUN HEPEIKO OGHAPYKUBAIOT TIPU3HAKU
TUTIEPTEH3UOHHO-TH/POTIehaibHOTO cuHApoMa [3].

Boizensior Heckosibko (popm remuarpoduu:

— nporpeccupyiomas remuarpodusg swuna Ilappu—
Pombepra mposiBJISIeTcst B IETCKOM BO3PACTE € MOCTENEHHBIM
pacrpocTpaHeHneM aTpo(uueckoro mpoiecca Ha IOJOBUHY
TyJoBUIIla U KOHeuHocTH. Ha cTropoHe, IpOTUBONOIOXKHON
reMuaTpoGuu, MOTYT BO3HMKATb CY/OPOKHbBIC JIOKAJIbHBIE
MIPUIIAJKH PKEKCOHOBCKOTO THIIQ;

— remuarpodus BuibimoBckoro xapaxrepusyeTcs paH-
HUM TIOSIBJICHHEM CY/IOPOKHBIX IIPUTIA/IKOB U THIIEPKUHE30B;

— TepekpectHas (kpyiuaTtHas) dbopma remuarpopun —
arpodusd TOJOBUHBI JIMIA HA OJHOH CTOPOHE, TYJOBHIIA
¥ KOHEYHOCTe! — Ha APYTOi.

JlnarHo3 ycTaHaBIMBAIOT HA OCHOBAHUU ITPOTPECCUPYIO-
1Iero Pa3BUTHUA aTPOMUU TKAHEH OIHOI IMOJOBUHBI TeJa WJIN
TOJIDKO JIMIA C HAJUYNEM BereTaTMBHO-TPO(HUECKUX Hapy-
nrennii [4].

JleueOHast TakTHKA MPeAyCMaTPUBAET KCIOJIb30BAHIE
aHTuhUOPO3HOI Tepanuu, TPOhOTPOIHBIX CPEACTB, aHAO0IU-
YeCKMX TOPMOHOB, IIPENapaToB KaJus, IIPOTUBOCY/IOPOKHDBIX
W IETUPATallnOHHBIX cpeacTB, Maccak, JIDK. Pagukanbio-
ro JieueHust remuarpoduu ver. [Ipu TpureMuHaIbHBIX 60X
[PUMEHSETCSl aHTUHeBpaarnyeckas tepamnust. IIpornos s
JKU3HU OJIATONPUATHBIN, B OTHOUIEHUY BbI3JIOPOBJICHUST —
GesHanexubiii [1,3,5].

BBuny peaxoil BcTpedaeMoCTH JJaHHOM 1TaTOJIOTUH, HeJslo-
CTaTOYHOI OCBE/IOMJIEHHOCTH MEeIMaTPOB, KAPANOPEBMATOJIO-
rOB, CTOMATOJIOTOB, YEJIOCTHO-JIMIIEBLIX XUPYProB, IIPUBO-
MM COOCTBEHHOE KJIMHUYECKOEe HaOJIofeHre CUCTEMHO
CKJIepOJIepMUH, coueTaloteiicst ¢ remuarpodueit juia [lap-
pu—Pombepra, y pebenka.
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Jeeourca M, 7 jiet, Haxoau1ach Ha 00C/Ie10BaHUN U JIeue-
nun B «I'Y Uncruryr ITAT HAMH Ykpaunbi». 7Kano0bl ipu
MOCTYTIJIEHUH Ha JiehOPMAIIMIO JIEBOM CTOPOHBI JINIA, BEPX-
Hell YesloCTU ClieBa, HapyllleHne pocTa 3y0OB, TUIIOIIA3UIO
JIEBOI TIOJIOBUHBI $I3bIKA, YYACTOK aTpoduu HaJ BepxHeii
ryGoil ciieBa, oyaru JENUTMEHTAIMU BOKPYT JIEBOTO IJIa3a,
JETTUTMEHTAIIMIO BOJIOC TIPSISIMU.

Cuurator peberka GOJIBLHBIM ¢ 3,5 JIeT, KOria Hajl BepXHel
ryGoll cileBa 3aMETHJIN TISITHO 1[BETA «CJIOHOBOU KOCTH», yda-
CTOK JIETIUTMEHTAIINH KOKU TIOf JIEBBIM TatazoM. K 4-M Tomam
nosiBusIach AedopManus BepxHeii yesmoctu ciaesa. Habmmona-
JIaCh OPTOMOHTOM. B 4,5 rojia y4acToOK [AEmMrMeHTAIud TOJ
JIEBBIM IJIA30M YBEJIMUUIICS B Pa3Mepax, MOsIBIJIOCH O0JIbICEH e
Ha BOJIOCHCTOM dacTH royioBbl. OCMOTpEHA ePMaTOJIOrOM,
JuarHoctuposato Butuauro. Crana Gosee s3amerta gedopma-
1IUsI BEPXHEH YeJIIOCTH, OTOJIMJICS KOPEHb IEePEIHEro JIeBOro
pesifa, OTMeueHa IUIOIIa3usT JIEBOI MOJOBUHbBI sI3bIKA. B 5,5
JIeT OPTOZIOHTAMU ITPOBEJIEHA OTIePAIHsI TI0 TIOJIPE3AHUIO Y3/IeU-
KM BepxHel TyObl ¢ KPaTKOBPEMEHHBIM I0JIOKUTETbHBIM
adexrom. Meaentno napacraia reMuaTpodus JeBoi 10J0-
BuHbl Jsiia. Ha 0OJIbICEeBIIMX y4acTKax BOJOCHUCTOU YacTH
TOJIOBBI HAYJIN PACTH JIETMTMEHTHPOBAHHBIE BOJIOCKI, KOTOPbIE
COXpaHSOTC NpsizisiMu. B 6,5 jier o0paTuinch K JAETCKOMY
HEBPOJIOTY, peKoMenoBano joobcienoBanne — KT suieBoit
yactu yeperna, MPT rosioBnoro mo3sra, autiedasorpacdus, 3ek-
tpomuorpadust (OMI). C ydeToM KIMHUYECKONW KapTUHBI
Gostesrn u gaHHbIX IMI BbICTABJIEH TIpeBAPUTE/IbHbIN Arar-
nos: ckaeponepmus, cungpom Ilappu—Pombepra. [lesouka
OCMOTPEHA JIETCKUM KapIOPEBMATOJIOTOM, TOCTUTATTU3UPOBA-
Ha B oT/esieHue Oosie3Hell COeMHUTENbHOI TKaHW Y [eTeil
«I'Y Uncrnryt ITAT HAMH Yxpanusi».

JleBouka OT BTOPOU GEPEMEHHOCTH, BTOPBIX HOPMaJIbHBIX,
CPOYHBIX Po/IOB B 38—39 Heresib, ¢ Maccoil Tesa npu poKACHUN
3250,0 T, orerka mo mkase Anrap 7-8 6amnos. Ha rpymarom
BcKapMmuBaHuH 710 1 roma 4 mecsieB. [IpuBUBKY 10 MHANBU-
JyaJbHOMY KajeHapio. B 1,5 roga Gosena BeTpsiHOil OCIIOiL.
TMocse Havama mocernennst AETCKOTO KOJJIEKTHBA B 3,5 TO1a,
OTMEYAJINCh YACTHIE TPOCTY/IHbIE 3a00I€BAHNUST, TPUIK/IBI [IEPe-
HecJIa aHTHHY. AJIJIepTUdecKnX peakiii He otMedeno. Cemeii-
HBIIl aHAMHE3 OTSTOIIEH 10 PEBMATOMTHOMY apTPUTY.

CocTosiHuE TIPU MOCTYIIEHUM CPEHEl TsKeCTH, 00y CII0B-
JieHO (bUOPO3HBIMH, ATPOUYECKUMU U3MEHEHMSIME MSITKUX
TKaHel KOXM U TIOJKOKHO-’KMPOBON KJIETYATKM, a TaKkKe
nebopmatueil nuneBoil yactu uepena. Hax Bepxueil ryGoit
cJieBa y4acTOK aTpodun KOXKU ¢ ajieMeHTaMu (hubposa MoIKosK-
HO-KMPOBOIT KJIETYATKH 10 2,5 CM B [ITaAMETPE IBETA «CJIOHOBON
KoCTH», iehopMaliist BepxHel TyObl W TBEPAOTO HEGA CJIeBa,
HapyleHre pocta 3y00B BepXHEil uestoCcT, TUTIOIIIA3Us JIEBOit
TIOJIOBUHBI SI3bIKA, OTPAHUYEHHOE OTKPBITHE PTA, MISATHO JIETTUT-
MEHTAIMU BOKPYT JIEBOTO I71a3a, MPSI/IN IEMUrMEHTUPOBAHHBIX
BOJIOC HA BOJIOCHCTOH YacTu ToJioBbL. lIpm3Hakm cuHIpoMa
Pefino (cMHIONTHBIN 1BET KUCTEN, KOKa 3/1eCh JKe XOJIOIHAs Ha
omtynb). [lepudepryeckue mmdoysibt He yBeandensl. [lepky-
TOPHO HAJI JIETKMMHU JIETOUHbIN 3BYK, IPUTYIIJIEHNE B 33/(He-HU-
JKHUX OT/IesIaX. B JIeTKux sxectkoe JbIxanue. [paHuIisr 0THOCH-
TEJILHOM CeplieyHoii Tynoctu BospacTHbie. CepjieuHble TOHBI
PUTMUYHbIE, TPUTITYIIEHDI, CUCTOJIMYECKUIT TIYM BBICTYTITBA-
erca B I, V toukax. JKuBOT MsArKuil, 1ocTyIeH IIyGOKOMN Tasib-
TAIH, OTPE3KHU KUIIEYHUKA 6e3 0COOEHHOCTEN, Tederb 1 celie-
3eHKa He yBesimueHbl. CTyJl 1 MOYEHCITyCKaHKUEe He HAPYIIIEHBI.

O6umii ananuz kposu: Ip. 4,27x10”/x, Hb 112 r/mx,
IIIT 0,8, Jleiik. 6,2x10°/1, Tp. 369x10°/1, s03unobUIbI
5%, majouKosiiepHeie 3%, cerMeHTosiiepHble 47 %, TuMpoIm-
T 39%, MoHOIUTH 6%, COD 10 MM/4ac.

Buoxumuueckue ucciaenoBanust kposu: 6Gesqok 64 1/,
CPB orp., obumii 6uaupy6un 9,7 MKMOJIb/JI, THMOJIOBAS
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npoba 1,2 Ex, AJIT 18 En/n, ACT 21 En/n, mMoueBuna
4,22 mrmonb/n, kpeatwaud 0,07 MKMOJb/7, TIIOKO3a
4,75 mmourn /1. Koarymorpamma: IITU — 73%, Bpemst pekaiib-
mudukau — 98 ¢, pubpunoren obmuii — 2,66 /1, hubpu-
HOTeH «B» — oTpuiiareabHbIii.

Ckaeponepmuueckuii 6mot: Scl-70, CENP A, CENP B,
RP11, RP155, NOR90, Th/To, PM-Scl100, Ku, PDGFR,
R052 — ne obHapy:xetbl, Fibrillarin (U3-RNP), PM-Scl75 —
oOHapyskeHbl. LE-kjieTKU He BbISIBJIEHDI, AHTUCTPENTOIU3UH
menbite 200 Ex/mut, peBmatonmnbiii ¢akTOp HETATUBHBIN.
AHTUHYKJI€ADHbIE AaHTUTEA — PE3YJIbTAT HETAaTUBHBIN. AHTH-
kapauosununosbie IgM 9,9 GPL (N<10 GPL), antudocda-
tuaui-cepunosbie IgM 2 U/ml(N<10 U/ml), antucdocdaru-
m-etanonamuioseie 1gM 2 U/ml(N<12 U/ml), anturemna
k oxnocrimpanbsHoil JTHK 0,88 (N<1,1), anturena x aycnu-
pamsroit JTHK 0,8 (N<1,1). IgG 9,55 r/1 (N 5,72-14,74),
IgA 3,85 r/n (N 0,31-2,08), IgM 0,61 r/a (N 0,34-3,05)
I[IMK 0,047 (nopma mo 0,025). Anamus mMoun 0ONIMH, 110
Heunroperko u 1mo 3uMHHIIKOMY — 6€3 aTOJOIMYECKNX
usmenennii. EKI — Bapuant HopMmbl. Ixokapauorpadus:
pakuus BoiGpoca 61%, pazmepsbl OI0CTEl cep/iiia He yBeu-
yensl. [uneprpoduu crenok Her. Penrrenorpacdus opranos
IPY/HOI KJIETKU: JIETOUHbBIH PUCYHOK YCHJIEH B 0GOMX JIETKUX
u HOocUT rpyObIid, TsKUCTBIE Xapakrep. KopHu Jerkux
unbmisrpupoBanbl. CuHycbl ¢BOOOAHBL [paHuIbl cepia
ne uaMenenbl. Crimporpadust: GyHKIS BHEITHETO AbIXaHUS
He  wHapymena.  DubposzodaroracTpoayoseHOCKONUs
(O®3T/IC): numesox cBOOOAHO TPOXOAUM, CJAUZUCTASA
B HIJKHEH TpeTH rumepeMupoBaHa ¢ HajeToM (hubpuHa,
B sKesryaKe 10 50 MJT JKeTdH, CAUBUCTAsT PO30Basi, MUJIOPYC
OKpYTJION (DOPMBI, JTYKOBHIA [BEHAAIATUIIEPCTHON KUIIKN
He nedopMupoBaHa, CJM3NCTAast PO30Bas. 3aKJO4YeHHue:
«Pedmokc-azodarut. [lyomeHo-ractpaibHbiii pediriokes.
Pektopomanockomus: chUHKTED COKPAIIAETCsT JA0CTATOUYHO.
Cimsucrast po3oBast. 3akI0UeHIe: TATOJOTHN He BBISBJIECHO.
Y 3U opranoB OPOIIHOIT TTOJOCTH: B KEJTyIKE HATOLIAK Ollpe-
JIeJIIeTCsl yMepeHHOe KOJIM4ecTBO kuakoct. [leuenn He yBe-
JIMYeHa B pa3Mepax: IepejiHe-3aiHUI pa3Mep MpaBoil 1011 —
98 mwm, smeBoit mosm — 38 MM, KOHTYPBHI POBHBIE, YETKHE,
9XOTEHHOCTD TTAPEHXUMBI He U3MEHEHA, YMEePEHHOe YILJIOTHEe-
HUe CTEHOK BHYTPHUIIEUEHOUHBIX JKEMTUHBIX XOOB U COCYIIOB
CUCTeMBI TIOPTAJIbHOI BeHbl. B remaromyoseHanbHoOll CBsI3Ke
BU3YAIM3UPYIOTCsT TUM(OY3IBI PasMepoB 10 8 MM, 0GBIYHOM
cTpykTypsl. [lopranbHas BeHa — 6e3 ocobeHHocTell. Kposo-
TOK B I€YEHOYHBIX BeHaX Tpexdasubiit (Hopma). JKeruHbrit
My3bIPb OBAJIBHOIM (DOPMBI, U3OTHYT B IlleliKe, He yBeJMYeH
B pa3Mepax, CTEHK! He YIJIOTHEHBI, He YTOJIIIEHBI, COIEPKH-
Moe anaxorennoe. [lopkenyiounas xesesa BU3yaausupyer-
Cs TOJIHOCTBIO, HECKOJbKO yBeJudeHa B pa3Mepax —
18x14x17MM, 9XOreHHOCTh TKaHU 00BIUHAS, CTPYKTYPa OJ[HO-
pojnast. Cesie3enka He yBeJMYeHa B pasMepax, CTpykTypa 6e3
ocobennocteil. TToUKH pacmoyoKeHbl THITMYHO, He YBeJInde-
HbBI, 9XOI€HHOCTh MAPEHXUMbI OOOMX IOYEK HE H3MEHEHA.
HJIC ymepenno ymioTHeHa. Busyanmsupyiorcs MmeseHTe-
pruambHbie JTUM@OY3JBI pa3MepoM 0 8 MM, B TpaBoOi
MO/B3AOMHON o6sacTu 10 16 MM, OOBIYHON CTPYKTYPHI.
3akiioueHue: Y 3-1IpU3Haky PeaKTUBHBIX U3MEHEHMIT MTapeH-
XUMBI [TeYeHU. YBeJInvyeHnrue Me3eHTepHalbHbIX y3s0B. Y 3U
HAJIMOYEYHUKOB — B TPOEKIUK HAIOYCYHUKOB OOBEMHbIX
obpasoBanuii He BbHIABICHO. Y3V HMIMTOBMIHON KEIE3BI:
MIMTOBU/IHAS JKeJIe3a PACIIOIOKeHa B TUITMYHOM MeCTe, KOH-
TYPBI POBHbBIE, YeTKNUE, KATCyJia He YIUIOTHEHA. JXOTeHHOCTD
MApeHXVMBbl He N3MEHEHa, CTPYKTYpa TKaHW OJHOPOJHA.
Cocynuctsiii pucyHok B pexxume /K cnmmerpuien, KpoBo-
ToK He ycusieH. O6bem (o Brunn): nmpasas nosnst — 1,8 em?,
nesas gosst — 1,8 em®. [lepemeex — 1,4 Mm. O6umii o6bem —
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KAMHWMYECKNIN CAVYAM

k g | it
Pue. 1. OBeHUNbHAS CUCTEMHAsi CKNepoaepmMusi, cuHapom lNapp
Pom6epra y pe6erka M., 7 neT: A — pedpopmaums neBoi NoIoBK-
Hbl NLA, BEPXHE Y4eNCTW CNeBa, y4acToK aTpodun Haa BEPXHEN
ry6oii cneea, y4acTKu enurmeHTaLmMm BOKPYr fIeBOro rnasa, Aenur-
MeHTaums npsagei Bonoc; b — atoT xe pebeHOK B BO3pacTe 2-x NeT

3,6 cM’. B Hopme obmmmii o6bem — 3,7 em®. (E.B. Dmureiin,
2004). Pernonapusie jumdoysibl He yBeanueHsl. [uapoco-
Horpadusi BePXHUX OT/IEJIOB THIIEBAPUTENBHOTO TPAKTA: B
JKeJIyZIKe HATOIIAK OIpeesisieTcss He3HAYUTeIbHOe KOJInde-
cTBO kuakocTu. Hartomak nuamerp nuiesoma — 12,2 mMm
(nopma 110 12 mm). [Tpocser numesoga — 2,3 mm. Busyanusu-
pyeTcst He3HAYMTENbHBIN 00PATHBII TOK KUIAKOCTH IO MHIIe-
Bony. [locsie HaMOTHEHNST JKUKOCTBIO JKEJIYIOK HE OITyIIeH.
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Puc. 2. OBeHWbHAsA CcUCTeMHas CKnepoaepmMus, cuHapom Mappn—
Pomb6epray pebeHka M. 7 net: runonnasus s1eBON NOMOBUHbI A3blKa

Pue. 3. HOBeHUnbHas cucTeMHas CcKnepoaepmus,
Mappn—Pom6epra y pebeHka M. 7 neTt: HapyLueHne pocTa 3y60B,
Jedopmauus Heba, aTpous BEPXHEN YeNHCTm

CMHApPOM

TosmuHa CTEHKH KejlyaKa B 00JacTu MHJIOPUYECKOTO OT-
nerna — 3,9 mm, 12 k. — 2,9 mm. Ciiusb B 06J1aCTH JKeJIyIKa
orpesiesisieTcst B yMepeHHOM KoJindectBe. CIU3UCTBIN CIIOM
JKEJTYIKA, TUIOPUYECKOTO oTea, 12 T.K. He yTOJIIeH, KOH-
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TYP POBHBIN, YeTKUI. IBAKYAIHsl COMEPKUMOrO M3 JKeTyIKa
cBOeBpeMeHHas1. B remnaTonyoneHasbHOI CBSI3Ke BU3YaTH3H-
PYIOTCSI MHOKECTBEHHBIE JTUM(OY3JIbl pasMepom /10 8,4 MM,
OOBIYHOU CTPYKTYPBL. 3akjioueHue: Y 3-IpU3Haku pedIroKc-
a3odaruta. MoTopHO-9BaKyaTOpHast (GYHKIIS racTPOLyoie-
HAJIBHON 00JIACTH TI0 HOPMOKHHETUYECKOMY THUILY.

Jlazepnast nomnriepoBckast (hiayoMeTpusi MUKPOCOCYZIOB
Kok — 110 ganubM JIJID obumii ypoBeHb MUKPOIMPKYJIsi-
IIUU YMEPEHHO TOBbIIeH. [loBbIleHre aMIIUTYIbI B Haria-
30HE MHOTEHHBIX KOJIeOAHU TTPEKAMIUISIPHBIX MUKPOCOCY-
noB. [loBblleH HEHPOTOHYC MUKPOCOCYZOB. OTpenensitorcst
KOCBEHHbIE IPU3HAKHU BBICOKOIN aKTMBHOCTU BOCIAJIUTETIBHO-
ro mpoiiecca. B Xome OKKIIO3MOHHONH MPOOLI BHISBJIECH
3aCTOMHO-CIIACTUYECKUN TeMoauHaMmudecknii tum. Peseps
KaluJJISIPHOTO KPOBOTOKA CHUIKeH. Bpewmsi mosyBoccrta-
HOBJIEHUWsT KPOBOTOKA yKopoueHo. 3aksiouenne: JIJIMD-
MPU3HAKU DHIOTETUAIBHON AUCHYHKIIUU MUKPOCOCYIOB,
TUIIEPCUMIIATUKOTOHUY, SIBJIEHWIT 3aCTOSI B BEHO3HOM 3BEHE.
CHuzkeHue pesepBa KalnJIsiPHOTO KPOBOTOKA.

CKT nwuteBoro yepena (mporokos CKT Ne 1907): orme-
4aeTCsl yMeHbIIeHNe CTPYKTYPbI HUXKHEN U BEPXHEN 4eiocTn
cJieBa. YMeHbIIIeHa BBICOTA AIbBEOJISIPHOTO OTPOCTKA BEPXHEN
YeJIIOCTH CJIeBa, YMEPEHHO yMEHbIIEHHbIH 00beM BepxHeue-
JIIOCTHOM TTa3yXu. JIeBble OT/ie bl JINIIEBOTO Yeperia 1 OTPOCTKa
YKOPOUYEHBl OTHOCUTENBHO MPAaBOW CTOPOHBI HA 3 MM
u 2 MM coorBerctBenHO. OObeM MSITKUX TKaHell B o0sacTu
HOCOTYGHOTO TpeyroJibHUKa yMeHbleHHbiid. MPT rosioBHOrO
Mmo3zra (rpotokos Ne 17290): cpesiuHHbIE CTPYKTYPBI HE CMe-
menbt. JKenynouku Mo3ra 06bI4HOI (OPMBI, pasMepoB; HOKO-
Bble — CUMMeTpUYHBL [loAmayTnHHOE MPOCTPAHCTBO He pac-
mupeHo. Bopoaibl oty niapuii 60JIbIIOro Mo3ra i MO3KeYKa
6e3 ocobernocteit. ITapenxnma Mosra 6€3 04aroB IaTOJIOTH-
YeCKOTO M3MEHEHUs] MHTEHCUBHOCTU CUTHAJA, MATOJOTHYe-
CKOTO HAKOIUIEHUsI KOHTPACTHOTrO BelecTBa. llpmanaxos
MATOJIOTHYECKOTO HAKOILJIEHWs] KOHTPACTHOTO IIperapara
060JI0YKaMi TOJIOBHOTO MO3Ta He BBIsIBJIEeHO. B cyGkopTH-
KaJIbHOM, [IEPUBEHTPUKYJISIPHOM GEJIOM BEIIeCTBE OIPelierisi-
10TCSI MeJIKKe, 10 1—2 MM, o4aru, u30MHTEHCUBHBIE JIUKBODY,
00yCJIOBJIEHHBIE EPUBACKYJISIPHBIMI  [TPOCTPAHCTBAMH.
Mosonucrtoe Teno, runodus, XuazmMa He HU3MEHEHBI.
MocT, IPOOJIrOBaThiii MO3T, KpaHHOBepTeGpabHasa 00J1aCcTh
6e3 ocoberHocTell. OKOJIOHOCOBbIE MTA3yXHU ITHEBMATH3UPOBA-
Hbl. 3akiiouenne: MPT-npusHakoB 04aroBoii, oGbeMHOI
MATOJIOTUU TOJIOBHOTO MO3Ta He BBISIBJICHO.

JuekTpoMuorpaduyeckoe uccaenoBanue (IIPOTOKOJI
ot 28.03.2015). 3akitoueHue: Mpyu CTUMYJISIIUH JIMTIEBBIX HEP-
BOB IIPOBOZINMOCTD 1 CHJIA COKPAIIEHHUST MIMUYECKUX MBIIIIIT
B IIpe/iesiax HOPMbI, 6e3 cyllecTBeHHOU acummMerpui. 1o aaH-
HBIM TpureMuHo-daciuaabHoro pediiekca 3aperucTpupona-
Hbl BCE KOMIIOHEHTBI C JIATEHTHBIMU MEPUOJIAMU B TIPEIesIaxX
HOPMBI: TIPOBeJIEHIE HA YPOBHE CTBOJIA MO3Ta HE CTPAJIaeT.

Koncybranms 1eTckoro HeBpoJIora: 04aroBOil HEBPOJIO-
rudeckoil cumrnromatuku Het. Ocmorp okysnucra: OH —
OINITUYECKUE CPE/Ibl TIPO3PAYHDI, TJIA3HOE JHO — AMCKU 3pH-
TEJBHBIX HEPBOB 0JIE[IHO-PO30BbIE, TPAHUIIBI YETKUE, PE3KO
CY’KEHbBI apTEPHH.

JUTEPATYPA

YuurbiBas Hasmuue jedopMmainy JIeBOH CTOPOHBI JIMIIA,
BEpXHEil YeJIOCTH CJIeBa, HApYIeHue pocTa 3yOOB, TUIIOILIA-
3MI10 JIEBOH TOJIOBUHBI $I3bIKA, YYaCTOK aTpodnn Hajl BepXHeit
ryGoil cJieBa, yYaCTKK JIeIIUTMEHTAIIMU BOKPYT JIEBOTO TJla3a,
JEITUTMEHTAIUIO BOJIOC MPS/IIMHU, KIMHUYECKHUE MTPOSBICHUS
3abosteBaHust (COCTOSIHUE TIPU [OCTYIIEHU Y CPEIHEN TSKeCTH,
06ycJioBieHo (HUOPO3HBIME, aTPOGUYCCKUMI M3MEHEHUSIMU
MSTKUX TKaHel KOXKH U TMOJKOMKHO-XHUPOBOI KJIETUYATKH, a
Takke jedopmaleil JauieBoil yactu depera. Haa Bepxueit
ry6oii cieBa yuactok aTpodun ¢ anementamu dhubposa 1o 2,5
CM B JIlMaMeTpe IIBeTa «CJIOHOBOI KOCTH», ehopMariist Bepx-
Hell ryObl 1 TBepAOro HEGa ciieBa, HapyleHue pocTa 3y0oB
BEPXHEI YeJTIOCTH, TUTIOIIIA3NS JIEBOI TIOJIOBUHBI SI3bIKA, OTpa-
HUYEHHOE OTKPBITUE PTA, IIATHO JCTTUTMEHTAIIUN BOKPYT JIEBO-
TO TJ1a3a, IPSIN JIeIIUIMEHTHPOBAHHBIX BOJIOC HA BOJIOCUCTOM
YacTH TOJIOBBI, TPU3HAKU CcHUHpOMa PeiiHo, orpaHuvyeHHOe
OTKPBITHE PTa, MOCTEIIEHHOE MPOrpeccupoBaHue (B TeueHHe
4 ger), pauubie naboparoproro (Fibrillarin (U3-RNP),
PM-Scl75 — o6HapysKeHbI) 1 HHCTPYMEHTAIbHOIO 00C/Ie10Ba-
ung (RO-rpacdmsa opranos rpyanoit kiaetkn, IMI, KT mure-
Boit yactu ueperna, DITIC, JIAD, IxoKT), ycranosieH kiu-
HUYecKmit nuarnos: «CucreMHasi CKJIepoAepMus, MOJ0CTPOe
TeyeHue, HayaslbHAs CTajMd, NMOpaskeHne KoKW (MHIyparus,
arpodus JIeBOIl TMOJIOBUHBI MSTKHII TKaHEN JIHMIa, S3bIKA,
remuarpodust 1eBoi rmososuHbI Jinia [Tappu—Pombepra, cuH-
npom Peiino), KocTHOI cucTeMbl (OCTEOJN3 BEPXHEN 4Yesio-
cTi), cepana (KapaAuoMHoNarTus), Jerkux (mHeBMohu6po3),
cucreMbl nuiieBapenust ((puOPUHO3HbIN pedIoKc-230(aruT).

Pebenky HasHaueHo JiedeHue: OasvcHas aHTU(DUOPO3HAS
Tepanus — kynpenuwsi (20 Mr/Kr, mocrerienHHOe yBeJnueHue
JI03bl, HAUMHAS C [TOJIOBUHHOI, /10 TepalieBTHYECKOiT), IIaKkBe-
Hua (8 MI/Kr) JUIMTENbHO, CUCTEMHAsl dH3UMOTEpanus —
BOOEH3MM, B XOJIO[HOE BPEMsI TOJIa [Peraparhbl, YJIydIlatolue
MUKPOIMPKYJIAIMIO, JIe3arPEeraHTbl, aHTMOIPOTEKTOPbI (TPEH-
Taul, KypaHTHJI, KCAHTUHOJIA HUKOTUHAT U /. ), MECTHO — (hoHO-
bopes ¢ ruzpoxopTH3OHOM, 271EKTPOGhOPES € JINIA30H, YIBTpas-
BYK, Ma3b «Maziekacco« Ha O4aru, MacCaX CKJIepoJepMude-
CKUX 04aros, BOpoTHUKOBOIT 30HbI, JIDOK. C yuerom umeroriieii-
€51 TACTPORHTEPOJIOTHYECKOIT TTaTosioruu era Ne5, 061enmuxo-
BOE MacJIo BHYTPb, (hocatioresib, 0TBAp CEMEHH JIbHA.

[Tpu moBTOPHOII TOCTINTATN3AIINN B OT/IeJIEHNE Yepe3 TpU
MecsiIa JIUIsl KOHTPOJIbHOTO 00CJIeloBaHUsl OTMedeHa cTabu-
JIM3aIUs TIpoliecca, OTCYTCTBUE BUMMOTO IPOrpeccupoBa-
HUS CKJIEPOJEPMUYECKHUX OUaroB, JahopaTOPHOI aKTHBHOCTH
3abosieBanns. Ilpojoskena MaToreHeTHYeCKas Teparnus
KYIIPEHUJIOM, TIOBTOPHbBIE KyPChl MECTHOTO JiedeHust, HabJIto-
JIeHUE JIETCKOTO Kap/IMOPeBMAaTOJIOTA.

[IpuBemeHHbBINl KAMHUYECKUN CJIydail TpeacTaBseT
WHTEPEeC ¢ TOYKU 3PEHUS I0OCTATOYHO TTO3/THEH TUATHOCTHKU
3a00JIeBaHUST OT HAYaJIa TEPBbIX KIMHUYECKUX MPOSIBJIECHUIT
(4 roza), HAMYUSA OTATOIIEHHOTO CEMEHHOro aHaMHe3a 110
PEBMATOUAHOMY apPTPUTY, HPOTPECCUPYIONICTO PA3BUTUS
KJIACCUYECKUX MposiBieHnii remuarpodun suma Ilappu—
Pombepra, a Tak:Ke TO3HET0 Ha3HAYeHUs afleKBaTHOI Tepa-
IV, YTO MOJKET TIOBJIMSITh Ha JajbHelilee TedeHre O0Ie3Hu
U KaueCTBO JKU3HU PeOEHKa.
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Mporpecyioya remiatpodisa 06nuyusa Mappi—PombGepra sik nposiB CUCTEMHOT cKriepoaepmir

OM. Myxsny, 0A. benscbka, J1.b. letpenxo, HI. lonyapenko, I. M. Maykeny

LY «lHcTuTyT Nepiatpii, akywepcTsa i rinekonorii HAMH Ykpainun», m. Kuis
HasefeHo AaHi npo eTionorito, natoreHes, KiHiky Ta NikyBaHHA nporpecytoyoi atpodii 06nmyys Mappi—Pom6epra. OnncaHnini cknagHuin ans AiarHoCTUKN

BUNAZ0K BNACHOrO KNiHIYHOrO CNOCTEPEXeHHA XBOpOGI/I Y AUTUHN ceMUn pOKiB.

Knro4oBi cnosa: nporpecytoya atpodis 06nmy4s Mappi—Pombepra, cucTeMHa CKIepoaepMmis, fiarHOCTMKA, NiKyBaHHSA, AiTH.

Progressive atrophy Parry Romberg as a manifestation of systemic sclerosis

O.N. Mukvich, OA. Belskaya, L.B. Petrenko, N.I. Goncharenko, AN. Matskevych

Sl «Institute of Pediatrics, Obstetrics and Gynecology, NAMS of Ukraine», Kiev, Ukraine
The data on the etiology, pathogenesis, clinical manifestations and treatment of progressive atrophy Parry Romberg person described difficult to diagnose a

case of their own clinical observation of the disease in a child 7 years.

Key words: Progressive atrophy Parry Romberg face, systemic sclerosis, diagnosis, treatment, children.
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HOBOCTHU

TpexmepHasi neyarb JEKapCTB MO3BOJIUT NPHHUMATH
BCETO O/IHY TA0JETKY, a HE HECKOJIbKO

HoBasi TexHOJIOTHST CO3/1aHUS JIEKAPCTBEHHBIX TIperia-
paroB, paspabaTbiBaeMasi y4eHbIMU 13 HalmoHaabHOTrO
yausepcutera Cunramypa (National University of Singa-
pore) MO3BOJUT CO3/1aBaTh JIEKAPCTBA MHAMBHIYATBHO
MOAXO/AINE JIJIST TTAIMEHTOB.

B oanoii Takoit tabnetke, Hanedatanioi na 3D-mpunTe-
pe, OyayT comepsKaTbhcsi HEOOXOAMMbBIE [O3bI BCEX TEX
JIEKAPCTB, KOTOPbIe HEOOXOANMO IPUHUMATD B TEUEHUE [THSI.

W3BecTHO, YTO JIEKApCTBA, CO3[AHHBIE C MOMOIIBIO
TpexMepHOIl TieyaTH, yske Bbimyckatorces. Tak, B CIIIA yixe
HAYaJIy TeJaTaTb TAKHM 00pa3oM ¥ IIPOJIABATh CIIPHTAM —
CPENCTBO st GOPHOBI € IMUJIEHTUYECKUMU TIPUCTYTIAMU
y zereit. TabseTky ke, 3aMEHSIOILYI0 CPa3y HECKOJbKO
MIPETapaToB, OKa CO3/aTh He yIaBAJIOCh.

Wccneposarenn us Cunramypa paspaboTtann cre-
[UATBHYIO TIPOTPAMMY, aHATU3UPYIONIYIO, KaKue Tperapa-
Thl OyJIeT IPUHUMATD TAIIMEHT, U B KaKoii 1o3uposke. Ha
OCHOBE 9TON MH(POPMAIK [TeYaTaeTCsA KapKac TabJIeTKH ¢
HeoOXoAUMBIMU JieKapeTBaMu. I[locse aToro Tabierka
MTOKPBIBAETCST JIOTIOJTHUTEIbHBIM 3alIIUTHBIM CJIOEM.

[Tocsie ToTO, KaK MAIIMEHT TJIOTAET JIEKAPCTBO, BHEIITHSIS
0060J104Ka [OCTENEHHO PaspyIiaeTcs, a perapaThl HadMHa-
10T TIOCTYTIaTh B OPraHU3M. bJiarogiapsi CTpoeHunio Kapkaca,
JIeKapCcTBa BHICBOOOKAAIOTCS HE OJHOBPEMEHHO.

Brpouem, 1oka 0 Hayasie KIMHUYECKOTO MCIIOJIb30Ba-
HUSI TaKMX TabJIE€TOK TOBOPUTH PAHO, B HACTOSIIIIEE BPEMsI
pa3paboTYNKN WIYT CIIOHCOPOB JIJIsI TIPOU3BOACTBA ATHX
Mpenaparos.
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