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IIpedcmasnenvi Oarmvie 06 sMmuonozULL, NAMOZENE3e, KIUHUKE U JedeHuu npozpeccupyiowel: zemuampoduu muva Iappu—Pombepea. Onu-
Cam CRoNCHHLL AN OUAZHOCTIUKU CTYUALE COOCMBEHHO20 KIUHUUECK020 HaOMOO0eHUs GONe3HIL Y PeOetKa cemu Jem.
Kmoueswie cnosa: npoepeccupyrowas eemuampodus tuva Happu—Pombepea, cucmemnast ckepooepmust, OUazHOCMUKA, iewerue, Oemi.

CI/IHZ[pOM [Tappu—Pomb6epra (Synonym(s): Progressi-
ve Hemifacial Atrophy) — mMenmento nporpeccupyio-
masi reMuatpodus MSTKUX TKaHeil OfHON MOJIOBMHBI JIMIA
C THUIIEPIUTMEHTAIMENl KOXM WJM BUTHJIMTO, aJOIeIHeH,
remuaTpodueil SI3bIKa, PA3IMYHBIMU HAPYIIEHUSIMU IIPUKYCA,
naToJorreil peppakimu, KoT060MaMK, TETEPOXPOMUEH pajLy-
JKEK, a TaKKe YYacTKaMU BJABJICHUS M HapyLIEHHEM POCTa
KOCTell JINIeBOil YacTH 4yeperna. TOT HelpocTOMATOJIOTHYe-
cKmit cunapoM Briepsbie ObLt ormcan B 1837 1. ITappu. B 1846 1.
Pom6epr BKJIIOYKII €10 B 4ncyio TpodoHespo3os [1,3].

ITpuuunbl 3260J€BaHUA HEe YCTaHOBJIEHBI 3aboseBaHue
paccMaTpUBAIOT KaK CJEACTBHE TPOHUIECKUX HApYIIEHUH,
00y CJIOBJIEHHBIX [IOPAKEHHEM HEPBHOI CUCTEMBI B Pe3yJIbTa-
Te MHQEKINH, TOPOKOB Pa3BUTHUS, YePEITHO-MO3TOBBIX TPABM.
B psaze ciydaeB 6oJie3Hb OKa3bIBAETCST CHHAPOMOM CUPUHIO-
MUEJIMH, CIIMHHOI CYXOTKHU, OITYXOJIH, 9XMHOKOKKO3a MO3Ta.
Psij1 aBTOPOB CUUTAIOT, YTO IIPOTPECCUPYIOIIAsi TeMUaTPOdHst
JINIIA SIBJISIETCS BAPUAHTOM CKJIEPOJIEPMUH, T.K. TUCTOJIOTNYe-
CKM OOHAPYKUBAIOT UCTOHYECHUE BCEX CJIOEB JIEPMbBI M MOJ-
KOXXHO-KUPOBOM KJIeTYaTKH [2,4].

B mpoucxoxaeHnn remMuaTpodun 60JbITOe 3HAYEHUE
UMEIOT TIOPaKCHUE THUIIOTAIAMYCA, I1ATOJIOTMS CHMIAaTHye-
CKOTO OT/IeJIa BETETATUBHON HEPBHOW CHCTEMBI, TOPAXKEHIE
BEPXHETr0 CUMIIATHUYECKOTO ySJla, CHUCTEMDBI TpOI‘/JIHl/I‘-lHOI‘O
HepBa, 04aroBble MOPAKEHMs KOPbI TOJIOBHOrO Moara. Omnuca-
HBI CBSI3b Pa3BUTHUS FeMUATPODUH € TIOCTEACTBUSIMU HapyIiie-
HIsI MO3TOBOTO KPOBOOGAIIEHUS! B 00JIACTHU CTBOJIA TOJIOBHO-
IO MO3Ta, a TaKJKe ceMeiiHbIe ciaydyau remuarpodui [3,5].

3abosieBaHNe HAYUHAETCS HE3AMETHO, B JETCKOM WJIH
IOHOIECKOM Bo3pacte. KimHIYeckn HabII0MAeTCsT OHOCTO-
pOHHsA aTpodus KOXH, IOJKOXKHOH KJETYATKH W MBI
JINIIA, 513bIKA, ATPOMUSI TOJOCOBOI CKIAJKK U TOPTAHH, BbIIa-
nerue Bojoc. Hepeako BO3HUKAIOT GOJIM B JIUILE, TTAPECTE3UH
U IpyTHe HapylIeHUsT YyBCTBUTEIbHOCTHU. [leTH 4acTo jKay-
I0TCSI Ha MUTPEHENOA00HYI0 TOJOBHYIO (0Jib, BO3MOKHA
HeBpasrus TpoitHmdHOro HepBa. OObIYHO BHAYANE PA3BHBA-
ercst arpousi OTAENBHOTO y4acTKa Jmia (OpOUTHI, IIEKH,
HIDKHEH 4eocTn), aTpodus KOXKUA 1 ee JenUTrMeHTaIlus,
3aTeM IOJKOKHOW KJIETYAaTKH, MBI, KOCTH. ATpodus
MOJKET PACIPOCTPAHATLCS KAaK BBEPX M BHU3, 3aXBaTbIBasl
KOJKY Jiba, TIeH, TIeda, BCell MOTOBUHbI TYIOBUIIA, KOHETHO-
CTel‘/JI, TaK 1 BFJIy6b — Ha MbIIIIbI, KOCTH, COOTBeTCTBy}OIILy}O
nonoBuHy Heba, HeOHOI 3aHaBecKn U si3bika. Ha mopasken-
HBIX YYaCTKaX MOTO- ¥ CATIOOT/IETIEHIE OTCYTCTBYIOT, BOBMOK-
HO TIOCEJIEHNE U BBITIA/IEHNE BOJIOC Ha TOJIOBE, OpOBeil n pec-
Huil. J[BuraresibHas (DYHKIMS MBI HAPYIIAETCS MAJo.
OOBEKTUBHBIX PACCTPONUCTB UYBCTBUTENBHOCTH HET, UMEETCSI
cumntoM bepuapa—IlopHepa (OKyJIOCUMIATHYECKUH CHH-
ZpoM). JIUIIO CTAHOBUTCS ACUMMETPHYHBIM: O0JIbHAST CTOPOHA
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MeHbIIIe 3/[0POBOIi, YMeHbIIIEH pa3Mep KOCTeH JINIEBOTrO CKe-
JleTa, MCTOHYEHbI MSTKHe TKAaHU, KOXKa IeKU CMOPIIeHa,
ucrerpena 6oposnamu. Vroraa arpodust 3aXBaThIBaeT IO,
PYKY U Jiake MOJIOBUHY TeJia HA OJIHOUMEHHOI U TIPOTUBOIIO-
JIO’)KHOH CTOpOHE.

V nereil Hepenko HaOMIOAAETCS 3a/IeP/KKa ABUTaTeIbHOIO
passutus. I[IpaBocroponneil reMuatpodurt MOMKET COIMyT-
CTBOBAaTh 3ajIepXKKa PasBUTHS pedn. MoryT HabIonaTbhes
6011 B Ta300€IPEHHOM CYCTaBe 1 MOSCHUYIHOM OT/IEJIE O3B0~
HOYHMKA. PeHTreHoJIOrMYecKr MHOT/IA BBISIBJSIIOT THIIOILIA-
310 Ta300e[PEHHOTO CyCTaBa, UCKPUBJIEHNE TO3BOHOYHUKA.
AuekrposHiedanorpadus 4acto OOHAPYKUBAET NMPUBHAKU
MOPasKEHMsI PA3INYHBIX CTPYKTYP M03Ta, axorpadust — mpu-
3HAKU BHYTPEHHeW ruaporedannu u arpoduio mpoTUBOIIO-
JIO3KHOTO TIOJTyTIAPUs TOJIOBHOTO MO3Ta, peodniiedanorpadust
— aCUMMETPUIO KPOBEHAIIOJHEHNUST CO CHUKEHUEM €0 Ha CTO-
poHe, IPOTHBOIOJIOXKHON Iopaxenuio. IIpu HespoJoruye-
CKOM 0O0CJIe[IOBaHUU HEPEIKO OOHAPYKMBAIOT MPU3HAKU
TUIIePTEH3NOHHO-THIpoIiedanibHOTo cuHApoMa [3].

Brizensior Heckombko dhopm remuarpodun:

— mporpeccupyiomasi remuarpodus Jguna Ilappu—
PombGepra mpostBJISIETCST B IETCKOM BO3PACTE € TIOCTENEHHBIM
pacrpocTpaneHueM aTpoUIECKOro MpoIlecca Ha MOJOBUHY
TYJIOBUINIA U KoHeuHocTU. Ha cTopoHe, IMPOTHBOIOJIOXKHON
reMuarpouu, MOTYT BO3HWKATb CYAOPOKHBIE JIOKATbHDIE
IPUIAKU JPKEKCOHOBCKOTO THIIA;

— remuatpocdust BUIbITOBCKOTO XapaKTepu3yeTcsi paH-
HUM I0SIBJIEHUEM CYIOPOKHBIX TIPUTIA/IKOB 1 TUTIEPKIHE30B;

— mepekpecTHas (KpynuatHas) dhopma reMuaTpobun —
aTpodusl MOJOBUHBI JIMIA HAa O/HOM CTOPOHE, TYJIOBHUIIA
1 KOHEYHOCTel — Ha pyToi.

Jluaros ycraHaBJIMBAIOT HA OCHOBAHUU TIPOTPECCUPYIO-
1IeT0 Pa3BUTHS aTpo(uK TKaHei oHON MOJOBUHBI TeJa WIN
TOJIBKO JIUT[A C HAJIMYNEM BEreTaTUBHO-TPOGUUECKUX HAPy-
wenuit [4].

JleueGHast TakTHKa TPeLyCMaTPUBAET HCIOJIb30BAHUE
auTrGuOPO3HOI Teparuu, TPOHOTPOIHBIX CPEACTB, aHAOOU-
YeCKHX TOPMOHOB, TIPEITApaToOB KA, IIPOTUBOCYAOPOKHBIX
U JIeTUIPATAIMOHHBIX cpe/icTB, Maccask, JIOK. Pagukanbro-
ro JedeHust reMuarpodun Het. [Ipu TpUreMUHATBHBIX GOJISX
MIPUMEHSIETCST aHTUHEBpAJITUYecKast Teparusi. [Ipornos st
SKM3HU OJIATONPHUATHBINA, B OTHOUIEHUU BBI3AOPOBJICHU —
GesHanesxusbii [1,3,5].

BBuny peznxoii BcTpeuaeMoCTH IaHHOM IaTOIOTNH, HEJl0-
CTaTOYHOI OCBEIOMJIEHHOCTH TIEINATPOB, KAPAMOPEBMATOJIO-
TOB, CTOMATOJIOTOB, YeJIOCTHO-JINIEBBIX XUPYPrOB, IPUBO-
UM COOCTBEHHOE KJIMHUYECKOe HaOJIo/leHIe CHCTEMHOM
CKJIEpOJIEPMUH, coveTaronieiics: ¢ remuarpoduei auma [lap-
pu—PombGepra, y peberka.
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Jeeoura M, 7 net, Haxoauach Ha 00C/IeJ0BaHUM U Jieye-
uuu B <Y Uucturyt [TAT HAMH Yxpautsi». J)Kamo6st ipu
MOCTYIJIEHUY Ha JieOPMAIIMIO JIEBOI CTOPOHBI JINIA, BEPX-
Heil YeJTIOCTH ClieBa, HapyllleHre pocta 3yOOB, THITOTIA3HIO
JIeBOW TOJIOBUHBI $I3bIKA, YYaCTOK aTpPOGUHU HAJ BepxHeil
ryboii cjieBa, o4ard JEMUTMEHTAI[MH BOKPYT JIEBOTO TJia3a,
JIETTUTMEHTAIUIO BOJIOC TIPSIISIMHL.

Cuuraior pebernka 60JBHBIM ¢ 3,5 JIeT, KOria Ha BepXHeil
ry6oii cJieBa 3aMETIIIH TISTHO 1IBETA <CJIOHOBOM KOCTH», yda-
CTOK JIENUTMEHTAINN KOXKU TI0/T JieBbIM riiazoM. K 4-m romam
nosiBusIach fepopMariust Bepxueit democtu ciesa. Habimoma-
JIaCh OPTOIOHTOM. B 4,5 rojia y4acTok JernurMeHTaIuu T10/L
JIEBBIM TJIA30M YBEJIMUMJICS B pasMepax, TOSIBUJIOCH OOJIbICEHNE
Ha BOJIOCHCTOW 4YacTu ToJ0Bbl. OCMOTpeHa [1epMaTOJIOrOM,
JuarHoctupoBato Butusmro. Crana Gosiee 3aMmeTHa jseopma-
IUsT BepXHEH YeJTIOCTH, OTOJIMJICS KOPEHb IIEePEeIHETO JIEBOTO
pesifa, OTMEUYEHa THIIOIJIA3UsT JIEBO MOJIOBUHBI s3biKa. B 5,5
JIET OPTOJIOHTAMU TTPOBEZIEHA OTIePAITHs 10 TIOIPE3AHUIO Y371eu-
KM BepXHEH TyObl ¢ KPATKOBPEMEHHBIM MOJIOKUTETHHBIM
addexToM. MereHHO HapacTaiza TeMuaTpodus JieBoil Mmoro-
BUHBI Jnia. Ha 06JbICEBIIMX yYacTKaX BOJOCHUCTON YacTu
rOJIOBBI HAYAJIN PACTH JIETIUTMEHTUPOBAHHBIE BOJIOCHI, KOTOPbIE
COXpAHSAIOTCS MPsiisiMI. B 6,5 jieT o6paTuiinch K JETCKOMY
HEBPOJIOTY, PEKOMeH/10BaHO jpoobcnenoBanne — KT suneBoit
vactu yeperna, MPT roioBHoro Mosra, auredanorpadusi, sjek-
tpomuorpadus (IMI). C ydeToM KIMHUYECKON KapTUHBI
Goste3nn 1 maHHbIX DMI BBICTABJIEH MPEABAPUTEIBHBIN HAar-
HO3: cKyepoaepmust, cuuapom Ilappu—Pombepra. /leBouka
OCMOTpEHA JIETCKNM KapOPeBMaTOJIOTOM, TOCTINTAIN3HPOBA-
Ha B oT/iesieHre OOJie3Hell COeJIMHUTENbHON TKaHU y jieTel
«I'Y Uncrntyt ITAT HAMH VYxpansser».

JleBouKka OT BTOPOIi 6ePEMEHHOCTH, BTOPHIX HOPMAJbHBIX,
CPOUYHBIX PoJI0B B 38—39 Henesb, ¢ Maccoii Tesia Ipu posKICHUN
3250,0 1, ouenka mo 1mkae Anrap 7-8 Gauios. Ha rpyaHom
BcKapwimBauuu 10 1 rozga 4 mecsies. [IpuBuBky 1o nHaMBY-
JyaabHOMY KajieHaapio. B 1,5 roga GoJesia BeTpsiHOI OCIIO.
Tlocne Havama mocemeHusa AEeTCKOTO KOJUIEKTHBa B 3,5 roza,
OTMEYATICH YaCThIE TIPOCTYAHbIE 3a00JICBaHsI, TPIKIDI TTEepe-
HecJla aHTUHY. AJJIepriYecKUuX peakinii He otMedeHo. Cemeli-
HBII aHAMHE3 OTSATOIIEH 110 PEBMATOUIHOMY apTPUTY.

CocTostHIEe TIPU NOCTYIUIEHUH CPEIHEN TSKECTH, 00YCJI0B-
JIeHO (pUOPO3HBIMH, aTPOPUUCCKUMU HU3MEHEHUSIMEI MSATKHUX
TKaHeil KOXKM U TIO[KOKHO-’KMPOBOI KJIETYATKH, a TaKxkKe
nedopmairyeii umeBoil yactu yepena. Hajx Bepxueit ry0oii
CJIeBA YYACTOK aTPOGUI KOKH ¢ aieMeHTaMu (hHOPO3a TTOIKOIK-
HO-’KMPOBOM KJIETYATKH JI0 2,5 CM B JIMAMETPE [IBETA «CIOHOBON
KOCTH», jepopMaliusi BepXHeil ryObl 1 TBEpAOro HéGa ciieBa,
HapyleHne pocta 3y60B BepXHEHT YesI0CTH, THITOIIA3KST JIEBOT
MOJIOBUHBI SI3bIKA, OTPAHUYEHHOE OTKPBITHE PTa, MISATHO JETINT-
MEHTAI[H BOKDYT JIEBOTO TJ1a3a, PN AU MEHTHPOBAHHBIX
BOJIOC HA BOJIOCUCTON YacTh TOJOBLL [Ipu3Haku cunHmapoma
PeiiHo (CUHIOMIHBIN 1IBET KUCTEN, KOXKa 37IeCh Ke XOJIOHAs Ha
omtymb). [lepudepnueckne mumdoysmnnt He yBemmdeHsl. [lepky-
TOPHO HA/[ JIETKUMU JIETOYHBIN 3BYK, IPUTYIJICHNE B 33/IHE-HI-
JKHUX OTIesax. B jierkux skectkoe jpixanue. [paHuiisl oTHOCH-
TEeJIBHOW CepievuHOl TyrocTu BospacTHble. CepjiedHble TOHBI
PUTMHUYHBIE, TPUTITYIIEHbI, CUCTOJIMYECKUI IITyM BBICJIYIINBA-
ercs B I, V Toukax. JKusor Msarkuii, foctyneH riyGoKoi naib-
ALY, OTPE3KHU KUIIeUHNKa 6e3 0COOEHHOCTEN, IIeYeHb U cele-
3eHKa He yBesndenbl. CTyJI 1 MOYEHCITyCKAHWe He HAPYyIIIeHbL.

O6mumit awanus Kposu: Ip. 4,27x1012/n, Hb 112 r/n,
1T 0,8, Jleiik. 6,2x109/x1, Tp. 369x109/1, so3uHODMIBI
5%, najoukosigiepubie 3%, cerMmenTosiiepubie 47 %, tumdoriu-
TbI 39%, MonouuTel 6%, COD 10 MM /4ac.

Buoxumuueckue wucciegoBaHus Kposu: 6Genok 64 1/,
CPB otp., o6ummii 6unupybun 9,7 MKMOJb/J, TUMOJIOBAs
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npo6a 1,2 Ex, AJIT 18 Ea/n, ACT 21 En/n, moueBuna
4,22 mxmoab/n, kpeatuHuH 0,07 MKMOJIb/J, TJIIOKO3a
4,75 mmouts /1. Koarysnorpamma: ITTU — 73%, BpeMst pekaib-
muukarun — 98 ¢, pubpunoren obmuit — 2,66 /1, bubpu-
HoreH «B» — oTrpunareybHbIi.

Ckaieponepmuueckuii 6aot: Scl-70, CENP A, CENP B,
RP11, RP155, NOR90, Th/To, PM-Scl100, Ku, PDGFR,
Ro52 — ne o6uapysxensi, Fibrillarin (U3-RNP), PM-Scl75 —
oGHapykenbl. LE-KJIeTKH He BLISBJICHDBI, aHTUCTPENTONN3NH
Mmenbine 200 Ex/mi, peBmartouzanbiii (akTop HEraTHBHBII.
AHTHHYKJIeapHBle aHTUTeJIa — Pe3yJIBTaT HeTaTUBHBINA. AHTH-
kapauosutinaoBsie IgM 9,9 GPL (N<10 GPL), antudocda-
tuaui-cepurosbie [gM 2 U/ml(N<10 U/ml), antudocdaru-
mui-etanosamuHoBbie IgM 2 U/mI(N<12 U/ml), anturena
k ogHocnmpasbhoit JITHK 0,88 (N<1,1), anturena k aycmm-
panbHoit JITHK 0,8 (N<1,1). 1gG 9,55 t/n (N 5,72—14,74),
IgA 3,85 r/n (N 0,31-2,08), IgM 0,61 r/1 (N 0,34-3,05)
IIUK 0,047 (sopma mo 0,025). AHamus moum oO6IIwii, O
HeuunnopeHko u 110 3UMHUIKOMY — 0e3 MaTOJOTHYECKUX
usmenenuit. EKI — BapuanT HOpMBI. IJXOKapauorpadus:
dpakiust Beropoca 61%, pasMepsl OJOCTEN cepala He yBen-
yensl. Inneprpodun crenox Hetr. PentreHorpadust opraHos
IPYAHON KJIETKH: JIETOUHBIH PUCYHOK YCHJIEH B 000UX JIETKUX
U HOCUT TPyObBIH, TsKHMCTBHIN XapakTep. KopHM jerkux
uHuabTpUpoBaHbl. CUHYCHI CBOGOAHBI. [paHUIBI cepara
He uaMeHenbl. Crimporpadus: GpyHKIMS BHENIHEro AbIXaHus
He  HapymeHa. DubposszodaroracTpoayoaeHOCKOMHUS
(OITAC): numeBos CBOOOAHO TPOXOIUM, CJIU3UCTASI
B HIDKHEIl TPeTH THUIepeMUpoBaHa € HaseToM (GubpuHa,
B Keqyake 10 50 MJI JKeJYH, CJIM3HUCTAs PO30BasI, IUIOPYC
OKpyYTJIOi (hOPMBI, JIYKOBHIA [[BEHA/IIATUIIEPCTHON KUIIKA
He edOopMUpOBaHa, CAU3HUCTAs PO30Bas. 3aKJIOYEHHE:
«Pedmokc-a3odarut. lyomeHo-racTpadbHbBIN pedIIioKC.
PexTopomaHockonust: c(UHKTED COKPAIAETCS] AOCTATOUHO.
Camsucras po3oBas. 3aKJII0YEHHE: TATOJOTUN HE BBISBJICHO.
Y 3U opraioB 6pIONIHOI TTOJOCTH: B JKETYAKE HATONIAK OIpe-
JIeJISIeTCSl YMEPEHHOE KOJIMYeCTBO JKUAKOCTH. [ledenp He yBe-
JIMYEHa B pa3Mepax: nepejiHe-3a/[HII pasMep MIpaBoil 1oam —
98 MM, JseBoii fosm — 38 MM, KOHTYPBI DOBHBIE, YeTKHE,
HXOTEHHOCTDb ITAPEHXUMbI HE U3MEHEHA, YMEPEHHOEe YILTIOTHEe-
HHUE CTEHOK BHYTPUIIEYEHOUHBIX JKEJYHBIX XO/I0B M COCY/IOB
CHCTEMBI TTOPTATIbHOIN BeHbI. B remartojyo/ieHalbHOIl CBsI3Ke
BU3YAIU3UPYIOTCs TUMMOY3JIbI Pa3sMePOB 10 8 MM, OOBIYHOM
crpykrypol. [TopranpHas Bena — 6e3 ocobennocreir. Kposo-
TOK B NEYEHOUYHBIX BeHaX Tpexdas3ubriil (Hopma). Kemunsbrit
MTy3bIPb OBAJbHOW (HOPMBI, M30THYT B IeiKe, He yBeJUYeH
B pa3Mepax, CTEHKU He YIUIOTHEHBI, He YTOJIIIEHBI, COJIePKH-
Moe aHaxorenHoe. Ilo/pkesryiounas sxejesa BU3yaan3upyer-
Csl TOJHOCTHIO, HECKOJIbKO YBEJMYEHa B padMepax —
18x14x17MM, 9XOT€HHOCTD TKaHH OOBIYHAS, CTPYKTYPa OJTHO-
ponras. Cese3eHKa He yBeJIUYeHa B pasMepax, CTPYKTypa 6e3
ocoberHocTeil. II0YKN PacIIoIoKeHb! THIIMYHO, He YBeJye-
HbI, 9XOT€HHOCTb IAPEHXUMbI 000UX MOYEK He H3MEHEHa.
YJIC yMmepeHHO yIUIOTHeHa. Busyammaupyiorcsi MeseHTe-
puasbHble JUMGOY3JIBl pa3MepoM 0 8 MM, B IpaBoOi
MO/B3/I0IIHON 06sacTi 10 16 MM, OOBIYHON CTPYKTYPHI.
3aksriouenne: Y 3-pu3HaKy PeaKTUBHBIX U3MEHEHUH MapeH-
XUMBI TT€UEHU. YBeJIMYeHNe Me3eHTePUANbHbIX y370B. ¥ 31
HA/IIIOYEYHUKOB — B IIPOEKIUH HAAMOYEYHUKOB OOBEMHBIX
obpasoBaHuil He BbIstBIEHO. Y3V UUTOBUAHON JKEJIE3bl:
IIMTOBU/IHAS JKeJie3a PACIIONIOKEHA B TUIIMYHOM MeCTe, KOH-
TYPbI POBHbIE, YETKHE, KAICyJla He YIJIOTHEHA. DXOTeHHOCTD
MapeHXUMBbl He N3MEHEeHa, CTPYKTypa TKaHU OJHOPOJHAs.
Cocynuctsiii pucyHok B pexkume /K cummerpudeH, KpoBo-
Tok He ycuieH. O6bem (o Brunn): mpasas mosst — 1,8 cm3,
nesas gonsa — 1,8 em3. [epereexk — 1,4 mm. O61mii o6beM —
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KAVMHMYECKINIA CAYIA

Puc. 1. OBeHWNbHAA cUCTEMHaAs CKNepoaepmMmus, CMHApom Mappu—
Pomb6epra y pebenka M., 7 net: A — fecbopmauns nesown nosioBu-
Hbl NNLA, BEPXHE YeNOCTW CNeBa, y4acTok aTpodmn Haf BepXHeli
ry6on cnesa, y4acTKu AenurMeHTaumy BOKpYr nesoro rnasa, Aenur-
MeHTauus npsgeit Bonoc; b — a1oT ke pebeHoK B Bo3pacTe 2-X JieT

3,6 cm3. B nopme o6umii o6bem — 3,7 cm3. (E.B. dmureiin,
2004). Pernonapusie sumpoysabsr He yBemmueHsl. [mapoco-
Horpadusi BEPXHUX OT/IEJIOB IIUIIEBAPUTENBLHOTO TPAKTA: B
JKeJIyJIKe HATOIAK OIPEesIIeTCs He3HAunTeJIbHOEe Kojmye-
cTBO kmakoctu. Haromak numamerp numesoma — 12,2 Mm
(mopma 110 12 mm). I[Ipocser nueBozga — 2,3 mm. Busyasnusu-
pyeTcst He3HAYNTENbHBIA 0OPaTHBIH TOK JKUAKOCTH TI0 MHIIE-
Bozy. Ilociie HANOIHEHNS JKUIKOCTBIO JKEJIYJIOK HE OIIYIIEH.
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Puc. 2. 0BeHWNbHAs cucTeMHas CKnepoaepmusi, cuiapom Mappn—
Pom6epra y pe6eHka M. 7 neT: runonnasus nesom nofosuHbI A3bika

| IR

v

Puc. 3. lOBeHWNbHas CWUCTEMHAss CKNepofepMusi, CUHAPOM
Mappu—Pom6epra y pebenka M. 7 net: HapyLleHue pocTa 3y60B,
nechopmauus Heba, aTpochus BEPXHeii YentcTn

ToJHA CTEHKH KeJIyjAKa B 00JacTi MUJIOPUUYECKOTO OT-
nena — 3,9 MM, 12 k. — 2,9 mM. Ciusb B 06J1aCTH JKeTyIKa
orpejiesisieTcsi B yMepeHHOM KojimdectBe. CIM3UCTBIA CIION
JKeJTy/IKa, TUJIOPUYECcKOro oTaena, 12 1.x. He yToJiieH, KOH-
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TYp POBHBIN, YETKMIL. DBaKyaIlus COAECPKIMOTO U3 KeTyIKa
CBOEBpeMeHHasl. B remaromyoseHanmbHON CBSI3Ke BU3YaJIN3H-
PYIOTCSI MHOKECTBEHHbBIE JTUMQOY3JIbI pa3MepoM 710 8,4 MM,
OOBIYHON CTPYKTYPBL. 3akmodenue: Y 3-Tpu3Haky pedriokc-
a3odaruta. MotopHo-9BaKkyaTopHasi GyHKIIMS TracTPOyo/ie-
HAJIBHON 061ACTH TI0 HOPMOKHHETHIECKOMY THUITY.

JlazepHast monriepoBckas (JIyoMeTpHUsi MHKPOCOCY/IOB
KoKH — 1o gauubiM JIJIMD o6mmii ypoBeHb MUKPOIMPKYJIA-
1Y YMEPEHHO TIOBHbIIIEeH. [[oBBIIeHIe aMIINTYIBI B inama-
30HE MUOTEHHBIX KOJTEOAHUil PEKATMIISIPHBIX MHKPOCOCY-
noB. IloBeiren HelipoToHyC MHUKpococyoB. OnpenemsioTcs
KOCBEHHBIE ITPU3HAKU BBICOKOI aKTMBHOCTH BOCIIAJIUTEIHHO-
ro mporecca. B Xome OKKJIIO3MOHHON TPOOBI BBIABICH
3aCTOMHO-CIACTUYECKUIT reMoJnHaMuyeckuil Tun. Peseps
KalMJUIIPHOrO KPOBOTOKA CHMKEH. Bpewms mosyBoccTa-
HOBJIEHUSI KPOBOTOKa yKopoueHo. 3akiioueHue: JIJD-
MPU3HAKU SHAOTEINANBHON AUCHYHKIIMU MUKPOCOCY/OB,
TUNIEPCUMITATUKOTOHNY, SIBJIEHUI 3aCTOSI B BEHO3HOM 3BEHE.
CHIXeHMe pe3epBa KalnJuIIPHOTO KPOBOTOKA.

CKT mumeBoro uepena (mporokos CKT Ne 1907): orme-
YaeTcsl yMEHbIIIEHEe CTPYKTYPBI HYKHEN 1 BEPXHEH YesrocTr
cJieBa. YMeHbIIeHA BBICOTA albBEOJISIPHOTO OTPOCTKA BepXHel
YEJIIOCTU CJIEBA, YMEPEHHO YMEHbIIIEHHBIH 00beM BepxHeue-
JIIOCTHOM 11a3yxH. JIeBble OT/IeJIbI JIMIIEBOTO Yeperia U OTPOCTKA
YKOPOYEHBl OTHOCHUTEJBHO IIPaBOil CTOPOHBI Ha 3 MM
u 2 MM coorBercTBeHHO. OGbeM MATKUX TKaHel B obmactu
HOCOTYOHOTO TPeyroibHUKa yMeHbireHHbiit. MPT rosoBHOTO
Mmo3zra (mmpotokoa Ne 17290): cpeamHHbBIE CTPYKTYPBI HE CMe-
tensl. JKemymoukn Mo3ra 06p19HON GOPMBI, pa3MepoB; HOKO-
Bble — CUMMeTpHYHBL. Ilo/IayTHHHOE IIPOCTPAHCTBO HE Pac-
mupeno. Boposazsl mostynrapuit 6oJIbITOro Mo3ra 1 MO3/KEUKa
6e3 ocobennocreii. [Tapenxuma Mo3ra 6€3 04aroB IaTOJIOTH-
YeCKOr0 M3MEHEHMsSI MHTEHCHBHOCTH CHUTHAJIA, MATOJIOrnye-
CKOTO HAKOILJIEHWsI KOHTPACTHOTrO BemlecTBa. lIpusHakoB
MATOJOTMYECKOTO HAKOIJIEHUS] KOHTPACTHOTO Iperapara
060JI0YKaMHU TOJOBHOTO MO3Ta He BbISBIEHO. B cyOGKOpTH-
KaJIbHOM, IEDMBEHTPUKYJISIPHOM GEJIOM BEIIECTBE OIIPe/elisi-
10TCs MeJIKue, 10 1-2 MM, ouary, HI30MHTEHCUBHBIE JTNKBOPY,
00yCJIOBIIEHHBIE [IEPUBACKYJISIPDHBIMU  TIPOCTPAHCTBAMU.
Mosommctoe Teno, runodus, XmasMa He W3MEHEHBI.
MocT, IpoZoATOBaThIi MO3T, KpaHHOBepTeOpaIbHast 001aCTh
6e3 ocoberrocTeit. OKOIOHOCOBDIE TA3yXH MHEBMATU3UPOBA-
Hbl. 3aksaodenne: MPT-npusHakoB o4aroBoil, 06beMHOM
[IATOJIOTUH OJIOBHOTO MO3Ta HE BBISIBJICHO.

dnekTpomuorpaduyeckoe wucciaepoBanue (IIPOTOKOJ
ot 28.03.2015). 3akJtoueHre: TPU CTUMYJISIIIUY JIUIIEBBIX HEP-
BOB IIPOBO/INMOCTD ¥ CHJIA COKPAIIEHNST MUMUYECKIX MBITIII]
B TIpejiesiaX HOPMbI, 6e3 cyIiecTBeHHOiT acummerpu. T1o jaH-
HBIM TPUTEMUHO-(haCIAIbHOTO pedhiiekca 3aperiucTprupoBa-
HBI BCE KOMIIOHEHTBI C JIATEHTHBIMH IIEPHOJIAME B IIpefiesax
HOPMBI: IPOBE/ICHNE HA YPOBHE CTBOJIA MO3Tra HE CTPAJIACT.

Koncybranus feTckoro HeBpoJora: 04aroBoil HEBPOJIO-
ruyeckoil cummromMatuku HeT. OcmoTp okymmcra: OH —
OIITUYECKUE CPeJbl IPO3PAYHBI, TJIA3HOE THO — JHMCKH 3pH-
TeJIbHBIX HEPBOB OJIEHO-PO30BbIE, TPAHUIBI YETKHE, PEKO
CY’KEeHBI apTepuHu.

JIUTEPATYPA

YunrteiBasg Hasmune AedopMaIy JIeBOK CTOPOHBI JIUIIA,
BEPXHEH YeTIOCTH CJIeBa, HAPYIIEHHE POcTa 3yOOB, THITOLIA-
3UI0 JIEBOH IOJIOBUHBI SI3bIKA, YUACTOK aTpodun HaJl BepXHeH
ry6oll cieBa, YYaCTKHU JEMUTMEHTAIINE BOKPYT JIEBOTO TJIa3a,
JIETTUTMEHTAIMIO BOJIOC TPSISIMU, KIUHUYECKUE TTPOSIBJICHNUST
3a60J1eBaHMsT (COCTOSTHYE TIPU MOCTYIIEHUH CPEIHEN TSIKECTH,
006ycoBeHO (UOPO3HBIMH, ATPOHUYECKUMU U3MEHEHUSMY
MSTKUX TKaHEH KOXKU U TOIKOKHO-’KUPOBOU KJIETYATKH, a
Take nedopmaryeil sieBoil yacty 4yepena. Hanx Bepxueit
ry6oii cieBa ygactok atpodun ¢ amementamu pubdposa 10 2,5
CM B JIIaMeTpe I[BeTa «CJIOHOBOH KOCTH», 71e(hOpMAIlHsT BEPX-
Hell TyObl M TBepAOro HEGa CJieBa, HapylIeHUue pocTa 3yOoB
BEpXHEIl UeJIFOCTH, TUTIOTIIA3UsT JIEBOY MOJIOBUHBI 513bIKA, OTPa-
HUYEHHOE OTKPBITHE PTA, MSITHO JAEMUIMEHTAIIUN BOKPYT JIEBO-
TO TJIa3a, TIPS JIETUTMEHTHPOBAHHBIX BOJIOC HAa BOJIOCUCTOM
4aCTU TOJIOBbI, IIPU3HAKHU CHH/IPpOMa Pep’lllO, OrpaHn4eHHoe
OTKPBITHE PTa, MOCTENEHHOE MPOTPeccHpoBaHue (B TedeHue
4 gper), manmbie mabopatopHoro (Fibrillarin (U3-RNP),
PM-Scl75 — o6Hapy:keHbl) U HHCTPYMEHTAJIBHOTO 00CIe/I0Ba-
nust (RO-rpadust opranos rpyaHoit kiaetku, IMI, KT mure-
Boii uactu yepena, DIT/C, JIID, IxoKT), ycranosiyen kim-
HUYecKnil anarHo3: «CucreMHast CKIEPOAEPMUs, TOJOCTPOe
TeyeHue, HAYATbHAS CT/Ms, MOpaXkeHne KOXu (MH/LypaIs,
aTpodusi JIeBOW TMOJOBUHBI MSTKUU TKaHEN JUIa, S3bIKA,
remuatpodust JIeBoii mos10BuHbI Juia [Tappu—Pombepra, cun-
npoMm PeiiHo), KOCTHOH cucTeMbl (OCTEON3 BEpXHEH Yeso-
ctn), cepana (Kapauomuonarus), Jerkux (nHeBModuopos),
CHCTeMBI TIeBapenus ((HpuOPUHOSHBIN peduIoKc-930(arnT).

Pebenky HasHaueHO JiedeHwe: GasucHas aHTH(GUOPO3HAs
Teparus — KynpeHua (20 Mr/Kr, TOCTelieHHOe yBeJInyeHHe
JI03bI, HAUMHAS C TIOJIOBUHHOI, /10 TepaneBTHYeCcKOit), ITaKkBe-
Hua (8 Mr/Kr) AJIMTENbHO, CHUCTEMHAs SH3UMOTEPANUsl —
BOOEH3UM, B XOJIOJHOE BPEMSI I'OJIa MPEMAPAThI, YIIydlIatoIlne
MUKPOIUPKYJIAINIO, /Ie3arperaiThbl, aHTMOIPOTEKTOPbI (TpeH-
TaJl, KyPaHTII, KCAHTHMHOJIA HUKOTUHAT U JIP. ), MECTHO — (hOHO-
opes ¢ THAPOKOPTU30HOM, AJTEKTPODOPES € JINIA30H, YIBTPa3-
BYyK, Ma3b «Majekaccoii« Ha 04aru, Maccak CKJIepoJepMude-
CKHX 04aroB, BOpoTHHKoBO#i 30161, JIOK. C yyerom nmeroreii-
CS1 TACTPOSHTEPOJIOTUYECKOH MaToorun gueta Neb, 061emmxo-
BOE MACJIO BHYTPb, (hocarioresib, OTBAP CEMEHH JIbHA.

IIpu nmoBTOPHOI rOocTIUTANN3AIMN B OT/IeJIEHNE Yepe3 TPU
MecsiIa JIjisi KOHTPOJIBHOTO 00CIeI0BaHMs OTMeYeHa CTabu-
Jin3alysd Ipoliecca, OTCyTCTBI/Ie BUAMMOTI'O IporpeccupoBa-
HUSI CKJIEPOJIEPMUYECKUX 0YaroB, 1ab0PaTOpHOIl aKTUBHOCTH
3abosieBanus. IlpojosKeHa TAaTOr€HETHYECKasA Teparnust
KyNPEHNJIOM, TIOBTOPHBIE KyPChl MECTHOTO JIEUeHUs, HaOJII0-
JIeHVIe JIETCKOTO KapMOPeBMAaToJIora.

IIpuBeneHHbIl KIMHUYECKUN CJaydail TpeicTaBisgeT
HMHTepec ¢ TOYKU 3PEHUs I0CTAaTOYHO MO3/IHeH ANarHOCTHKN
3a00JIeBaHUA OT Hayasa MePBbIX KJIMHUIECKUX TPOSBICHUIT
(4 roma), HAMMYUSA OTATONIEHHOTO CeMEITHOTO aHaMHe3a TI0
peBMaTOUMHOMY apTPUTY, NPOTPECCUPYIONIETO Pa3BUTUA
KJIACCUYECKUX TMposiBiIeHuil remuarpobun saura Ilappu—
Pombepra, a Takske MO3IHEr0 HA3HAYEHUS a/IEKBATHON Tepa-
AN, 9TO MOJKET MOBJIUATD Ha AajbHelIee Tedenune 601esnn
U KaueCTBO JKU3HU pebeHKa.
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Mporpecytoya remiatpodia o6nnyua Mappi—Pombepra sik NposiB CUCTEMHOT cKriepoaepmir

O.M. Myksuy, 0A. benbcbka, J1b. Metperko, HI. lonyapenko, I. M. Maykesny

AY «lHcTuTyT NepjaTpii, akywepcTsa i rinekonorii HAMH Ykpainun», m. Knis

HaBezeHo faHi npo eTionorito, natoreHes, KNiHiky Ta nikyBaHHs nporpecytoyoi atpodii 06anyys Mappi—Pom6epra. Onucannit cknagHuii Ans 4iarHoCTUKM
BMNAZ0K BNACHOO KMiHIYHOrO CMOCTEPEXEeHH: XBOPOOU Y AUTUHU CEMU POKIB.

Kntoyosi cnosa: nporpecytoya atpodis 06nu44s Mappi—Pombepra, cucteMHa CKnepoepmis, AiarHocTuKa, NikyBaHHs, Bitu.

Progressive atrophy Parry Romberg as a manifestation of systemic sclerosis

O.N. Mukvich, OA. Belskaya, L.B. Petrenko, N.I. Goncharenko, A.N. 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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HOBOCTI

TpexmepHas neyarb JI€KapCTB IO3BOJMT IIPUHUMATD
BCETO OJIHY Ta0JIETKY, a He HECKOJIHbKO

Wccnepoarenn u3 Cunramypa paspaboTanu crie-
[UATBHYIO [IPOTPAMMY, aHAIU3UPYIONIYI0, KaKue Tpermapa-
ThI Gy/IeT IPUHUMATH TIAIIMEHT, ¥ B Kakol po3uposke. Ha

HoBast TexHOMIOrUS CO3/IaHUST JIEKAPCTBEHHBIX ITperia-
patoB, paspabarbiBaeMasi yueHbIMM U3 HanmoHaabHOTO
yuuepcurera Cunramnypa (National University of Singa-
pore) TO3BOJIUT CO3/IaBaTh JIEKAPCTBA MHIMBUYAIbHO
TOAXO/ISAIINE /IS TTAIIMEHTOB.

B ozHoit Takoii TaGieTke, HaneyaTaHHON Ha 3D-npuHTe-
pe, OyayT comepsKaTbCs HEOOXOAMMBIE O3Bl BCEX TEX
JIEKAPCTB, KOTOPbIE HEOOXOANMO MPUHIMATD B TEICHUE JTHSI.

M3BecTHO, 4TO JIEKApCTBA, CO3/IaHHBIE C IOMOIIBIO
TpeXMepHOH nevary, yske Boiyckaiorcst. Tak, B CIIIA yxe
HaYaJIK [eYaTaTh TAKMM 00Pa3oM U IIPOJIABATh CIIPUTAM —
CPEICTBO JJIst GOPBODLI ¢ IMIIENTUYECKUMI MTPUCTYITAMU
y gereil. TabieTKy ske, 3aMEHSIONIYI0 CPa3y HECKOJIbKO
MIPEIapaToB, TI0Ka CO3/IaTh He Y/IaBaJIOCh.

OCHOBE 9TOi MH(MOPMAIIK TeyaTtaeTcsl Kapkac TabJeTKU ¢
HeoOXOAMMBIMU JieKapcTBamMu. Ilocie aToro tabierka
TTOKPBIBAETCS TOTIOTHUTEIbHBIM 3AITUTHBIM CIOEM.

ITocute ToTo, KaK MAIUEHT TJIOTAET JIEKAPCTBO, BHEITHSIS
060J104Ka TTOCTETIEHHO Pa3pyIIaeTcs, a MpenapaThl HadMHa-
10T TIOCTYTIAaTh B Opranu3M. bJiarozapsi CTpoeHUIo KapKaca,
JIEKAPCTBA BBICBOOOIK/IAIOTCS HE OJIHOBPEMEHHO.

Bripouem, noka o Havasie KIMHUYECKOTO MCIOJIb30Ba-
HUST TaKuX TabJETOK TOBOPUTH PaHO, B HACTOSIIIEE BPEMSI
paspabOTUYNKU MIYT CIIOHCOPOB ISl IPOU3BOJCTBA 9TUX
IIperapaToB.

Hcmounux: med-expert.com.ua

ISSN 1992-5913 Cospemennas neaunarpusi 3(75)/2016

125




