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Cunzgpom ITapu — PombGepra (TakKe M3BECTHBIH Kak IIPOrPeCcCUBHAs JIMIlEBasg reMuaTpodus)
SIBJSIETCS  PEIKUM HEHPOKOXKHBIM CHHIPOMOM, XapaKTepU3yeTcs MPOTPECCHBHBIM aTpoduei,
JereHepanueit Tkane HsKe KOKH, 0GBIYHO TOJBKO Ha OJTHON CTOPOHE JIMTIA, HHOT/IA PACTIPOCTPAHSIETCS
Ha Ipyrue yacTh Tesra. OcoOEHHOCTHIO OTIMCHIBAEMOTO HAMU CJTyJast IBJISIETCS YMEPEHHAS BHIPAKEHHOCTD
reMuaTpouy Texa M JINI@Q, OTCYTCTBHE 3SMUJIENTHYECKOTO CHMIITOMOKOMILIEKCA, BBIPAKEHHBIX
aTpopUUECKNX N3MEHEHUH KOKH M KOCTHO-MBIIIIEYHOH CHCTEMBI, HECMOTPSI Ha AJTUTENbHOCTD TE€IEHUST
sabosesanus (Gosee 10 ser).

KmoueBble cioBa: remmarpodus JHIA, BeTeTaTUBHAS ANCHYHKINS, 04aroBas CKJIEPOAEPMUS,
AHTHOTPOGhOHEBPO3.

Parry — Romberg syndrome (also known as progressive facial hemiatrophy) is a rare neurocutaneous
syndrome characterized by progressive atrophy, degeneration of tissues under the skin, usually on only
one side of the face but occasionally extending to other parts of the body. Characteristic of the case
described by us is a moderate expression of hemiatrophy of body and facial hemiatrophy, lack of the
epileptic symptom-complex, expressed atrophic skin changes and musculoskeletal system, in spite of
duration of the course of disease (more than 10 years).

Key words: facial hemiatrophy, vegetative disfunction, localized scleroderma, angiotropho-

neurosis.

[Tporpeccupyiomias remuatpobus  JuIA
(hemiatrophia faciei progrediens; cun.: Tlappu —
Pombepra 6oJie3ub, Pombepra 6oJie3Hb) — peakoe
npuobpeTenHoe 3a00IeBaHme, HESICHON ATHOIOTHH,
XapakTepusyioleecss MeJJIEHHO MPOrpeccupyio-
el atpoueil Koyku, MATKUX TKaHEW TTOJIOBUHBI
JIUIA U B HEKOTOPBIX CIy4asiX KoHeuyHocTeil. Briep-
Bbie Gosieatb Obuia ommcana Caleb Hillier Parry
(1755-1822), a onyb6iuKOBaHA JIUIIb TTOCMEPTHO
B 1825 r. Moritz Heinrich Romberg (1795-1873),
usyuast ciryyaii 3a6osieBanust B 1846 1. BKIIOUNIT €10
B rpyniy tpodonespo3os. Hemerkuii HeBponaTo-
sor Albert Eulenburg (1840—1917) 6b11 miepBbiM,
KTO KCITOJIb30BAJI ONUCATEJbHOE Ha3BaHUE <IIPO-
rpeccupyiolas guieBas remuarpopusi» B 1871 1.

Koncopunym €BPOIEHCKUX apTHEPOB
(Orphanet) B HacTost1IIEE BpEMSI IPUYKCIISIOT CHH-
apom Iappu — PombGepra k 4ymciy «peakux 3a6o-
JIeBaHUIl», T.e. PACIPOCTPAHEHHOCTb COCTABJISIET
npumepto 1 6oabHOI Ha 2000 yesnoek. CoryacHo
nHbopmaluu, npegoctaBieHHol HarmoHnanbHOM
opranusanyu peakux 3abonesanuii (NORD), oko-
JIO OJTHOTO MMJIJIMOHA JIIOJIell BO BCEM MUpe CTpa-

JAl0T OT JaHHOW Oosie3nu. B momyssiiuu cooTHO-
HIeHKe SKeHIUH 1 MY>KYMH COCTaBJgeT IPUMEPHO
3:2 (Rogers B.O., 1963). Jlokanuzaius maTojoru-
Y4eCKOro MpoIiecca HabI01AeTCsT OTHOCUTENBHO Jie-
BOI CTOPOHBI JIMIIA U TeJla TIOYTH TaK Ke 4acTo, Kak
Ha IPaBOii CTOPOHE.

Ve 6osee 180 Jier mpormio ¢ MOMEHTa OIU-
caHust JaHHOTO 3ab0JIeBaHWsI, OJHAKO eIIMHO-
IO MHEHUSI O ero NPOUCXOoXK/eHus HeT. MHorue
ucceioBaTesIM CKJIOHHBI paclieHuBaTh cJydan
cungapoma ITappu — Pombepra B paMKax orpaHu-
YEHHOU CKJIEPOJIEPMUH, ¢ OOJIBITMM TUTPOM aHTHU-
Tesl K GOPpeJusiM U BBISIBIIEHHE CITMPOXET — Kak
6OppesIno3, MPOTEKAIINIA IO MacKOil OrpaHu-
yennoit ckyepogepmun (OC/I), a ckineposuposa-
HUe KOXHU — Kak ICeB/IOCKIePOTHYECKUEe H3Me-
HEHUs, HO HUA B KOEM cJiydyae He KakK IPOsIBIeHUS
nctuHHOM ckyepogepmun. [lo muenuio H.C. Ilo-
TekaeBa u coaT. (2006), maToreHeTnveckas CBSI3b
OC/I ¢ 6omesnbio Jlaiima, Tak e Kak u aTpodo-
nepmuu [lazunu — IIvepunu, cungapoma Iappu —
Pombepra Jmminb mpesmoiaraeTcs. AHAMHECTH-
yecku OOJIbHbBIE CBSI3BIBAIOT Pa3BUTHE CUHAPOMA
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C TpaBMaMU 4yeperia, PasHo-00pasHbIMU HH(EKITH-
amu (audrepusi, poxka, 9XMHOKOKKO3, cuduinc),
OIIYXOJIbIO TOJIOBHOTO MO3Ta; HO yallie TOBOPST O
XOpOIlleM COCTOSHUU 3/I0POBbS B IEPUOJ, TIPe/i-
MIEeCTBYIOMIiT 3a00IEBAHUIO.

Knunnueckasi kapTuHa TpecTaBIeHa TJIa3HON
CUMIITOMATHKOM, BcTpevatorieiicss y 15% 60oJb-
HBIX U XapaKTepusyloleics: BbIIaJIeHUeM PeCcHUIT
u 6poBeii, cunapomMoM [opHepa, HapyIeHueM TTO/I-
BUJKHOCTH TJIA3HOTO sIGJI0KA, aHTUAPO30M TTOBPEIK-
JIEHHOI CTOPOHBI JIWIIA, TTAPATHYOM OJHOW 1 6o-
Jiee MBIIII] TJ1a33; HEBPOJIOTUYECKUE PACCTPONCTBA
BCTPEYAIOTCST IPUMEPHO Yy 45% (HeBpasrusi Tpoii-
HUYHOTO HEpPBA, MUTPEHbD, BIJIOTH /[0 MUTPEHO3HO-
ro cTaTyca, anujerncus 1no Tumy /[»keKcoHOBCKUX
MIPUTIAJIKOB HA CTOPOHE, KOHTPaJaTePaJbHON T10-
BPEX/IEHHOI CTOPOHE JINIA, 04YaroBble M3MEHEHUsT
B CepOM U B GEJIOM BEIECTBE MO3Ta MO JaHHBIM
MarHuTHo-pesoHaHcHoi Tomorpacdun) (Cory R.C.
et al., 1997; Stone J., 2006; NINDS).

PeKoCTh, UTUTETbHOCTD TeYeHUs U PasHooOpa-
3ue cumntoMoB Gosiesun Ilapu — Pombepra or ma-
I[MEHTA K TTAI[HEeHTY JeJlaeT HeOOXOIMMBIM OITHCATh
cJyyail 3 Halleil KIMHUYEeCKOH PaKTUKU.

Mpur npencraBisiem nanuenTky K., 23 jet, ko-
TOpast MOCTYIWJIa B KJIMHUKY HEPBHBIX OOJIe3Heit
¢ JKaJobaMu Ha BBIMA/EHIE BOJIOC B 3ayITHON 00-
JIACTU CIIpaBa, MOXY/IEHNE MBI TIPaBOil PyKU U
HOTH, a1u30/bl Mt dy3HOI ros0BHON GO B Te-
YyeHre HeCKOJIbKUX JHeH, HelpUATHbIE OIYIIeHUs
B IJla3aX B THEBHOE BPeMs CyTOK.

W3 anamuesa u3BecTHO, 4TO B 12 jleT manueHT-
ka K. oOHapy’Ku/a yyacToK ajonenuu B 3ayIrHoi
obJiacTu crpaBa [uaMeTpom 10 2 cM. B 14 set 06-
paTusa BHUMaHUe Ha M3MeHEHHe OKPACKU KOXHU
(mocuHeHue) U MoxXy/ieHue MpaBoil pyKu, penmy-
necTBeHHo 1ievya. B 22 roma 3ameTnisia acuMme-
TPUIO SI3bIKA, YBEJIMUKJICS TEPUMETP OOJIbICEHUS
B 3ayIITHOI 06JaCTH ¥ aCHMMETPHS [TPABOU MOJIO-
BUHBI TeJia cTasia bosee sisHo. HacsieicTBeHHOCTD
He otsromiena. [lannenTka 10 HeraBHero BpeMeHn
nposkuBaia B Ilepmckom kpae, sHIeMUYHOM paiio-
He TI0 KJIeNeBOMY aHIeamnTy u Goppesnosy.

[Tpu nocTynieHnn B cTallmoHap BbISBJIEHBI CJie-
JyTolliie U3MEeHEHUST:

— CO CTOPOHBI KOXKHU U €€ MPUATKOB, KOCTHO-
MBIIIEYHOI CHCTEMBI: AJOMeUs] B 3aylNIHOW 00-
JIACTHU CIIpaBa, aTpoduyecKkre U3MeHeHUus KOKU U
yMepeHHas THIEePIUTMEeHTAIUs B 00JaCTH [PaBO-
rO Iieya, TUIIEPTUpo3 JajgoHeit u cron (puc. 1).
OkpysKHOCTH Tjleya crpaBa — 22 cM, cjeBa —
24 cwm, 3ansictbsa cipaBa — 15 oM, cieBa — 15 cMm;
Gempa cripaBa — 41 cm ,ciieBa — 45 ¢M, TOJIEHHU CIIpa-
Ba — 28 cM, cieBa — 29 cM.

— B HEBPOJIOTUYECKOM CTaTyce: BBICIIAsT HEPB-
Hag [JIeATeJbHOCTh COOTBETCTBYET BO3PACTHBIM
nopmaMm. Cunznpom bepnapa — lopnepa cnpasa.
Kocrrast acummerpust Jmiia cripaBa. HebOHast 3aHa-
Becka ofryleHa cieBa. lemuatpodus g3bika crpa-
Ba, /leBUaIlM s3bIKa BiipaBo (puc. 1). [mnorpodus
MBIIII] TTPABOM MTOJIOBUHBI TeJIa: MBI I1JIE4€BOTO
rnosica, nMpaBoil pykKu M HOTU. MpIlIeYHbIN TOHYC
maddysao camken. [lapesos Her. [mybokue ped-
JieKChI BbIcOKHe D>S, ki1oHOMI KOJIEHHOH YalleyKku
u cToll ¢ AByX cTopoH. [lonoxurenpHblil maToso-
ruyecknii kucreBoii peduiekc lobdmana crpasa.
[Tatomornyecknx  CTONMHBIX  pedJeKCOB  HeT.
[Tasbile-HOCOBYIO U TSITOYHO-KOJIEHHYIO MPOOBI
BBITIOJIHSIET yI0BJIETBOPHUTENbHO. B 103e Pombep-
ra ycroitumsa. Hapyuienuii 4yBCTBUTEJIbHOCTH HE
npenbsBisger. DYHKIMIO Ta30BBIX OPraHOB KOH-
TposinpyeT. MeHUHTeaIbHbIX 3HAKOB HeT.

Puc. 1. Atpodudeckiie HI3MEHEHUST KOKU TL/Ieda

Puc. 2. lemuarpocust si3pika
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[Ipu mpoBeeHUN PYTUHHBIX JaOOPATOPHBIX
aHAJM30B OUOJIOTHYECKUX CPEJl BHISIBJIECHBI TIOBBI-
nienne ypousi COI no 20 mM/4, kpeatuHdocdo-
KIHA32a 1 JIJAKTaT/[eTu/IporeHasa B IIpe/iesiaX HOpMbl.
Bupycosornueckoe u 6aKTepuoJOrnIecKoe Uccie-
JI0BaHNe KPOBU MeTo/laMi UMMYHO(pEPMEHTHON
U TIOJMMEPa3HOl IeMHOI peakiueil 0OHapysKeHO:
[gG k muTomeranoBupycy 1:200 (1osoxxuTenbHas ),
IgG k Bupycy dmmreiina — bapp (NA) 214 y.e./mn
(nostosxuresnbras), [gG u [gM k Goppesusim U KJie-
1eBoMy aHIleaTuTy — OTPUIIATEbHAS.

[To manHBIM 2JI€KTPOKAPANOTPAMMBI — CHHYCO-
Bas TaXUKap/us.

JJiekTpoaHIledasorpaMmMa  — JIaHHbIE CBUJIE-
TEJIbCTBYIOT O HAJIMYUU YMEPEHHO BBIPAKEHHBIX
i y3HBIX M3MEHEHUiT OMO3IeKTPUYECKON aK-
TUBHOCTH TOJIOBHOTO MO3Ta.

CtumysgimonHas 3J1eKTpoMUuorpadus 1 UroJb-
yaTasi ajieKTpomuorpadusi — HapylleHue IpoBe-
JIeHUS 110 HepBaM IPaBOW PyKW U TIPaBOUMl HOTH,
NPU3HAKU JleHepBalluu He olpeziesdioTces. B uc-
CJIeTOBAaHHBIX MBIIIIAX ONPEEsSIOTCS TTPU3HAKI
CHUKEHUS KOJMYEeCTBA MBIIIEUHBIX BOJIOKOH B CO-
cTaBe HYHKIIMOHUPYIOMINX JABUTATEIbHDBIX IMHUI]
(IpenMyTIeCTBEHHO B PYKE).

AnepHo-mMaruuTHas pesoHaHCHas ToMorpadus
TOJIOBHOTO MO3Ta ¥ IIEeWHOro OT/iesia T03BOHOY-
HUKA: MHOTOOYaroBoe, Oojiee BEPOSITHO, COCY/IH-
CTOe TIopaskeHue TOJOBHOTO Mo3ra (JIaKyHapHble
KUCTBI B TiepeHeM Oe/pe BHYTPEHHEH KarCyJibl
cripaBa). ACUMMETPHUS TIO3BOHOYHBIX apTepuii
D>S, B cermenTe V4. MPT — xapTuna HauaJbHBIX
IUCTpoUUeCKNX W3MEHEHU MIeHHOTo OT/eNa
Mo3BOHOYHUKA (pucC. 3).

OOOOOOOOOOBOOBOOOBOOOOGOOOOBOOBOOOIBOOOOOGOOIOBOOBOOOOBOOOOOGOOIOBOOBOOOOBOOOIOGOGIOGOOBOGOOBOOOIOGOOOOGOOBOOOOBOOOIOBOOIOBOOBOOOOBOOOONBOOIOBOOC,

[Tpu nccaenoBanuy T71a3HOTO JIHA BBISIBJIEHA aH-
THOTATUS CeTUYATKU.

[IpoBomuncst nuddepeHnnaTbHbIN UATHO3 C
cupuHromuesnueii, onyxosnasmu VII napel u meitHo-
cuMnarnaeckoro ysmaa. Ocobyio CI0KHOCTh CO-
CTaBJIsIeT WAEHTU(hUKAIMSI TaKuX 3a00JI€BaHUI,
KaK TO3/IHUE TPOSIBIEHIsST OOPPEIN03a, CUCTEMHAsT
CKJIEPOJIEPMHUSI, uuolNaThuyeckas arpodopepmMus
[Tazunu — Ilvepunu.

Bepcuga o Tom, 4To y naHHON MaIMeHTKU UMe-
eTCsI CHPUHIOMEE IS IN60 HOBOOOPa3OBaHKe MsIT-
KUX TKaHel 1en (MelHOo-CUMIIAaTHIeCKOTO y3J71a)
CTajla HeaKTyaJbHOW IPAaKTUUYECKH Cpasy Iocje
TIHIATEJIBHOTO OCMOTpa M TIPOBEJACHUS MAarHUTHO-
Pe30HAaHCHOI ToMOTpaduK 9T0i 061aCTH TeJIa.

B orinune oT cucTeMHOU cKIeposiepMUU MIPO-
mecc mpu remMuarpodum Juila OJHOCTOPOHHUI,
KaK IMPaBUJIO, OTPAHUYUBAETCS KOXKeW Julla, He
COTIPOBOKIAETCI PYTUMU CUMITOMaMU, CBOM-
CTBEHHBIMM CHCTEMHOH CKJepojepMun. ATpo-
(prueckre mMa3mMeHeHUd TpU TeMUATPODUU JHIA
SABJISIIOTCS IEPBUYHBIMU, B TO BPEMsI KaK ITPU CKJIe-
po/lepMUN OHU BO3HUKAIOT ITOCJE CTaNi OTeKa 1
YIJIOTHEHUS.

Jl71s1 o3HUX TIPOsIBJIEHUI Goppesino3a Xapak-
TepHO /Byx(hasHoe TeuyeHue, Ipu 3TOM Ha paHHEM
aTarie BO3HUKAET BOCIAJIEHUE, MHOT/IA C OTEKOM,
a Ha Mo3JHel — aTpoduyecKkue U3MEeHEHUs KOXKH,
MOsIBJIEHWE CUHIONTHO-KPACHBIX OYaroB Ha KOXe
JIOP3aJbHBIX TIOBEPXHOCTEN KOHEYHOCTEH, peske
Ha — TYJIOBUIIE WJIU JIWIlE, B COYETAHUU C CUMIITO-
MaMH CyCTaBHOTO CHHPOMA, T0OPOKaYeCTBEHHBIM
auM@azieH030M KOXKH, MPU3HAKAMU TTOPAKEHUS
[EeHTPaJbHOU HEPBHOU CUCTEMBI.

Puc. 3. MPT romoBHoro mosra:
A — PD-B3sBetennoe uzobpaskenue; b — T2-3BelneHHoe 1300paskeHne B aKCUIIbHOI TIJIOCKOCTH;
B — T2-B3BenieHHOe N300pakeHIe B CAITUTAIBHON [IJIOCKOCTH
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Atpodonepmust Ilazunu — IIbepunn npencras-
JsieT coboil TIOBEPXHOCTHYIO KPYITHOISITHUCTYIO
aTpouio KOKU C THIEPIUrMeHTaIei (ornmcaHo
Pasini A., 1923, Pierini L.E., 1939), aBasercsa kax
ObI TIEPeXOIHOI (HOPMOIL MesK Ly OJISIIEYHOI CKIIe-
ponepmueii u arpocdueit koxxu. [lopaxkaercs rias-
HBIM 00Pa30M KOKa TYJIOBUIIA, & He JINIA U KOHed-
HOCTeif, a caM IIpollecC pa3BUBAETCH JIUTEIbHO
(B TeyeHMe HECKOJBKUX JIET), OUaru MOpakeHus
HPEACTABJISIOT COO0M OJISIIKY TouTH 6€e3 YILIOTHe-
HUSI, CHHEBATO-KOPUYHEBOTO 1[BeTa Ge3 JIMJIOBOTO
KOJIbI[A 110 Tiepudepri, Yero Takke He HabJoza-
JIOCh Y TTAIUEHTKH.

Ha ocnoBanuu anamHesa, u3MeHEeHUH B CTaTy-
ce (aTpoduueckue M3MeHEHUS KOKHU, aJIOTeIuns,
BEreTaTUBHBIN CUHAPOM, cUHJIpoM bepnapa —
lopuepa, remuatpodust quma u Teja clpaba) U
JAHHBIX MHCTPYMEHTAJIbHBIX METOJIOB MCCJIeI0BA-
HUs (CHUKEHUS KOJTMYeCTBA MBIIIIEYHBIX BOJIOKOH,
MHOT00YaroBoe COCy/IMCTOe U3MEeHEeHHe TOJIOBHOTO
Mo3sra) OblIa guarHocTupoBana Oosiesub [Tappu —
Pombepra — atunuatas popma.

OcCOGEHHOCTBIO PACCMOTPEHHOTO CJIydasi sIB-
JiieTcs yMepeHHas reMuaTpodus Kak Jnia, Tak u
TeJia ¢ BBIPAKEHHBIMU JIOKQJIbHBIMU aTPOGUYECKU-
MU M3MEHEHUSIMHU KOKU M MBIIIEYHONH CHUCTEMBI,
MHOTOOYaroBoe MmopaskeHue ToJOBHOTO Mo3ra 0e3
AMUJIENITUYECKOTO CUMIITOMOKOMILTIEKCA U T0Pa-
JKEHUH KOCTHOH TKaHU IIPHU JJIMTEJbHOCTH 3200-
sneBanusd 6osee 10 jiet, 4TO ATUITUYHO /IS TEUEHUS
6osestn ITappu — Pombepra u cocraBjisieT Hay4d-
HYIO U KJIMHUYECKYIO PEIKOCTb.

Ha ¢one mpoBeneHHON CUMITOMATHYECKON
(cocymucToit, HeipoMeTaboJIMUecKOoil) Teparnuu
oTMeYeH perpecc e aJrniecKoro CHHIPOMA.

HUUN. Kyna
Ten.: 8-911-785-93-15.
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