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CUHJIPOM ITAPPU-POMBEPT A. KIMHUYECKHUW COYUYAH

© N.B. UBoaruna

OmnucaHo pezkoe 3a0oseBaHKe — nporpeccupytomas remuarpodus auua win cusaapom [appu—Pombepra y nanueHTKH
21 rona. [lpuBeneHsl JaHHBIE 3THOIOTUH, 00CIEI0BaHUS, KIMHUYECKOr0 TEYEHUS JaHHOro 3a0oneBanus. OnucaHa X a-
pakTepHast 0(TaIbMONIOTHYECKas! U KIMHUYECKash CHMIITOMAaTHKa, HA OCHOBAHUH KOTOPOH BO3MOXKHO ITOCTaBUTH AUAT-
HO3 JaHHOro peakoro 3aboneBanus. [IpuBeneHbl GpakTOPbI, ONPEACIAIONINE TKECTh TEUCHHs 3a00I€BaHUSA U BO3MOX-
HOE JICYEHHE JaHHOro cuHApoma. OmpesiesieHa ITalHOCTh KOHCEPBATUBHOIO JICUCHHS, LIEIE€CO00Pa3HOCTh H CPOKH X H-
PYPTHYECKOTO JICUSHH S, IIPOTHO3 TeUEeHHs 3a00IeBaHUs JUIsl )KU3HH NAIIMEHTa U BBI3JOPOBIICHHUS.

Kniouegvie cnosa: remuatpodus nuua; JTUHEHHas ckiepogepmusi; cuuapom Ilappu—Pombepra; snodrambm; marod-

TallbM, O(I)TaHbMOHJ'lel"l/lﬂ .

AKTYAJIBHOCTb

Bonesns [Tappu—Pombepra — nporpeccupyromnias reMu-
aTpodus JMIa, WIH HEHPO-CTOMATOJIOTUIECKUI CHHAPOM.
Penxoe 3aboneBanne — 1 GompHON Ha 2000 uyemosek. Co-
rmacHo uWH(opManuu, mpencTaBicHHOW HarpoHanbHOM
opranm3anueid penkux 3aboineBanuii (NORD), oxomno
1000000 srozeii BO BceM MHpPE CTpajaeT OT JAaHHO# 0oJe3-
Hu [1-3]. [lepBoe ymoMuHaHHe 00 3TOM COCTOSIHMH BCTpe-
gaercs B pabore aHrimiickoro Bpada Kaneba Xwmmmepa
Tlappu, ony6nukoBanuoi B 1825 r. [4]. ITozxe 3aboneBa-
HUEe OBIIO MOAPOOHO OMHCAaHO HEMEHIKHM HEBPOJIOTOM
Mopurem I'eapuxom Pombeprom [5]. Tepmun «mporpec-
cupymomnias reMuarpodus jaui@a» ObUT BBeleH HEMELKUM
HeBpoJsiorom Anbsbeprom Ditnendyprom B 1871 r. [6-8].

Jlo HacTosIero BpeMEHH STHOJIOTHUs 3a00JeBaHUs He
BBISICHEHA, HO CYIIECTBYET IPEIIOJIOKEHHE O IMOJIUITHO-
norngHOM TeHe3e. Hauamy 3aboneBanus wHOT[a mpeamre-
CTBYIOT TPaBMBI JIMIIa W 4Yeperna, NHYEeKIHOHHBIe 3a0oie-
BaHUsA. B psge cimydaeB 00e3Hb OKa3bIBACTCSI CHHAPOMOM
CKJICPOZIEPMHUH, CHPUHTOMHENNH, CHQHINCA, OIIyXOJH
MO3ra, PXHMHOKKO3a MO3ra, MOBPEXAEHHH BEpXHEro meii-
HOTO CHMITaTHYECKOro y3ia. Takke MOXET UMETh 3Hade-
HHE MOpPaXCHHE TUIOTAIaMyca, CHMIIATHYECKOro CTBOJIA.
CyliecTByeT NpPEAINONIOKEeHHE, YTO y OOJIBHBIX HMeeTcs
BPOXXICHHBIC d)yHKL[I/IOHaJ'IbeIe U3MCHCHHUS BErC€TaTUBHOM
HEpPBHOH CHCTEMBI Ha YPOBHE CBEPX — CErMEHTAapHBIX
CTBOJIOBBIX — AMAHIE(AIBHEIX OTPE3KOB, a IEepPEdHCIICH-
HBIEe ()aKTOPBI UTPAIOT POJIH «ITYCKOBOT0» MeXaHM3Ma [2].

CHHIPOM BO3HHKAET B IETCKOM H IOHOIIECKOM BO3pac-
Te, yamie 10 20 neT U o4eHs penko y juu crapue 30 ner.
PacnpocTpaHeHHOCTB 0OJbIIIE Y KEHILUH, YeEM Y MY>KUHH B
cootHomennu nmpumepHo 3:0,2 [3; 8]. Ilopaxkaercs yarie
JieBasi CTOPOHA, 4eM IpaBas. bone3Hp HauMHAETCs C HEB-
pairuy TPOIHUYHOTO HEpBa, 3aTeM IIOSIBISIETCS aTpodus
Ha KaKoM — JIH0O0 OrpaHMYEHHOM yJacTKe, Jalle Ha BepX-
HE-YEJIIOCTHOM M CKYJIOBOM KOCTSIX, @ BCKOPE M Ha JIPYTUX
YacTsIX TOH K€ ITOJIOBHHBI JINIIA, B T. 4. H B 001aCTH OpOH-
Tol. Koka craHoBuTCS TOHKOH. Mcue3aeT MOAKOKHBINA KH-
POBOI €O, MBIIIIBI YMEHBIIAIOTCS B 00beMe, CTAHOBUTCS
3aMETHOW acuMMmeTpus nuua. ATpodHyYecKHid mpouecc
MOKET MEePEXOIUTh Ha COOTBETCTBYIOIIYIO TIOJIOBUHY IIEH

W TYJIOBHUINA, MOPa)XaTh TOJOCOBYIO CBS3KY M IIOJOBHHY
roptanu. [Ipu Tsokensix Gopmax 3a007I€BaHHUS OTMEUYACTCS
HCTOHYEHHE M 3alajIeHHe CKYJIOBOH KOCTH, yMEHBIICHUE
YeJIFOCTH, BhINaaeHue 3y0os [3].

O¢TanbMONOTHYECKHE CHMITOMBI  BCTPEYAIOTCS Y
15 % GonpHBIX. XapakTepHbL: BbINAJCHUE PECHULL, OpoBeH,
sHO(TANBM, OdTaneMorIerus (U3-3a aTpopuu opoOHUTAIb-
HOM KJIETYATKU W IKCTPAOKYJSIPHBIX MBIIII Ha TTOPaKeH-
HOU CTOpOHE), Cy)KeHHe Ia3Hoi menu. Taxxe MOTyT pas-
BUTBHCSI I3MEHEHHUS CO CTOPOHBI POTOBUIBI: KCEPO3, HEHpO-
napaguTHIeCKuii kepatur [7].

W3 o0meit ciMOTOMATHKH MOTYT OBITH Tape3bl KOHEeU-
HOCTeH, CyIOpOTH, OTMEYAIOTCS SMIICITHYECKUE TTPHIIal-
ku [8-10].

Llenp paboThI: OnMUcaHKe KIMHUYECKOTO CITydast PeaKo-
ro 3a0oyieBaHMsl MPOTpecCHpyoNiel reMuaTpoduu Juna,
curapoma [Tappu—Pombepra.

MATEPUAJIbI 1 METO/1bI

B nanHO# cTaTtbe mpenacTaBieH KIMHUYECKHH ciaydai
nporpeccupyrorieii remuaTpodun Jinna, HaOIoIaeMblil B
TamboBckoM ¢ummane MHTK «Mukpoxupyprust riaszay.
Cpenu METOZOB HCCIEIOBAaHMSA HCIIOJIB30BAHBl BU30MET-
pHs, OHOMHUKPOCKOMUs, O(TAIbMOCKONHUS, TOHOMETPHS,
9Kk30(TaTbEMOMETpPHS, YIBTPa3BYKOBOE W MarHUTHO-PE30-
HAHCHOE HCCIICIOBAaHNE OPOUTHI, MarHUTHO-PE30HAHCHOE
HCCIIeI0BaHNE TOJIOBHOTO MO3Ta.

KJIMHUYECKUI CITYYAI

[Manuentka 3., 21 roga obparunacs B TamOoBckuii Gu-
mman MHTK «Mukpoxupyprus rnasza» c jxanobamu Ha
KOCMETHYECKUH AeeKT MpaBoi CTOPOHBI JIMIA, POTpec-
CHPYIOIHE OYaroBble M3MEHEHUS M HCTOHUCHHE KOXH
TMIfa, U3MEHEHHEe U aTpo(UIo KOCTEH JHIEBOTO CKENeTa,
MOKpacHEHHEe, 3allaJeHue M OrpaHWYeHHE IOABIDKHOCTH
MPaBOTO TJIA3HOTO I0JI0Ka B TEYEHHE TO/1a.

W3 anamHe3a: roj Hazaj, 1ocie MOSBICHUs kanob Ha
nedexTsl 3yOHOro psila cipaBa U OOpalleHus K CTOMAaTo-
JIOTY, YCTaHOBJIEHbI OpekeT-cucteMsl. Uepes 6 Mecsues
MOCJIE YCTAHOBKH OPEKET-CHCTEM IOSBUIINCH OIPaHUYCH-
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HbIe Y4acTKH aTpouu B 00NACTH BEPXHEW YETIOCTH U
CKYJIOBOH KOCTH, KOTOPbIE OCTETNIEHHO PACIPOCTPAHHUINCh
Ha BCIO MONOBUHY suna. IlosBUNOCE MCTOHUEHHE KOXH,
YMEHBIIEHHE MBI U MTOJKOXKHOTO JKHPOBOTO CIIOSI B 00B-
e€Me — 3TO INPHBEJI0 K BBHIPAKCHHOH acCHMMETpPHH JIMIIA.
Taxxe OecIOKOMJIO 3amajieHue IJIa3HOro s0JI0Ka, Iepuo-
IUYECKOe €ro IOKpacHeHHe, KOTOpPOe CaMONPOU3BOJIBEHO
HNPOXOAWIIO U HosBIsUIoCch. [lanmmenTka oOpaTtmmace k og-
TaIbMOJIOTy. BpekeT-cucTeMsl ObLIN YKe yoameHBI.

IIpu ocMoTpe — acumMMmeTpusi MpaBOW CTOPOHBI JIMLA:
GoslbHAsI CTOPOHA MEHBILE 3J0POBOH, YMEHBIIEH pa3Mep
KOCTEH JIMLEBOro CKeleTa. POT M HOC OTKJIOHEHBI K IIOpa-
JKEHHOH cTopoHe nmia. Koka JiMma W IIeMm Ha CTOpOHE
MOpa)kKeHNs] MCTOHYEHA, CMOpIIEHa, HCIelpeHa Oopo3aa-
MH, C IOJIOCOBHIHBIMU O4YaraMH AENHIMEHTaluH (repra-
MEHTHasl ¢ KOPHYHEBBIMU JIMHHUAMHM). VICTOHUEHBI MsTKHE
TKaHU JIMIA: TTOJKOXHAs KIeTYaTKa U MBIIIIEI 3HATUTEITb-
HO YMEHBIIECHBI B 00beMe, JABUraTenbHast (GyHKIUS MBIIII]
CHI)KEHa, aMUMUS, PAcCTPOICTB UYyBCTBUTEIBHOCTU HE
oTMeuaercs. BeptukanpHo uepe3 midface, pasmenss auio
MOTIOJIaM PAacIojIaraeTcsl IMHeWHas CKIEPOAEPMHS 1O TUITY
«ynapa caOiii», HallOMHHAeT LIpaM OT PaHbl, CIeJaHHOM
cabneil. Ha mopaxeHHol cTopoHe oTMeuanach nedopma-
WS ¥ yMEHBIICHUE yXa B pa3Mepax.

OO0mras cCUMIITOMATHKA: Hape3bl U CYIOPOTH KOHEYHO-
CTEH, CUIIbHBIE (MUTPEHENIOI00HBIE) TOIOBHBIE OOJIH.

OdTanbMOIOrHYeCKie CUMITOMBL. DHOPTAIbM — 3a-
najieHue Ti1a3Horo s61oka. OdTaabMOMIeruss — OorpaHuve-
HHE IOJBIKHOCTH TJIA3HOTO S0JIOKa BBEPX, B OCTAJIBHBIX
HaIpaBJICHUSIX B MOJHOM oObeme. Pemosmims riiazHoro
s0oka He 3arpyaHeHa. [lookeHHe BEpXHEro BeKka Ha
YpPOBHE BEpXHEro JMMOa (CHMMETPHUYHO BEPXHEMY BEKY
neBoro riasa). HimkHee BeKO 9aCTHYHO BBIBEPHYTO, OTCTO-
UT OT TJIa3HOTO S0JI0Ka BO BHYTPEHHEW MOJOBUHE Ha 4 MM.
I'ma3Has mens He cMBbIKaeTcs, taropraaeM — 2 MM. KoHb-
IOHKTHBA THUNEPTPO(QUpOBaHA W WHBEIHPOBAHA, COCYIBI
CKJIEpBI THIIEPEeMUPOBAHBI M M3BUTHL Porosuma mpospad-
Hasl, TIepelHss KaMepa cpefHel TITyOMHBI, Biara rnpo3pad-
Hasl, 3payoK KPYIJIBIH, 3 MM, peakuus Ha CBET BsUiasi, Xpy-
cTanuk npo3pavnsiil. [asnoe nHo: JI3H 61enHo-po3oBoro
I[BeTa, KOHTYpPhl YETKUE, B MaKyje U Ha Mepudepuu cer-
YaTKA U3MEHEHUH HEe BBISBIICHO.

IIpu 06beKTHBHOM 00CIICTOBAaHUH:

Vis OD =1,0; Vis0S =0,2sph-1,75=0,9

Asrokeparometpus: OD —43.50; OS — 43.00

4450 43.75

Pedpakromerpus: OD: sph 0 cyl -1,0 ax 160; OS:
sph— 1,75 cyl -0,75 ax 35

[TaeBmoToHOMeTpusi: OD = 7,6 mm pT. cT.; OS =11 Mm
pT. CT.

Ox3odramsmomerpusi: OD — 8,5 mm. L — 90 mm; OS —
11 mm.

Buomerpus: OD — 22,39 mm, OS — 23,39 mm.

Onexrpodusuonorus: mopor (MKA) OD = 80; OS = 80.

JlabunbrocTs (I'm) OD = 36; OS =35

Kommnelotepras nepumuerpuss MD: OD = -10,06;
0S =-0,37.

VYisrpazBykoBoe uccnenoanne. OU mn3MmeHeHnit He
BBISIBJICHO, HE3HAUUTEIFHEIE TOMYTHEHHUS B CTEKJIOBUTHOM
Terne, 000JI0UKH TIIA3HOTO SI0I0KA IIPHIIeXaT.

Kommbrotepnass Tomorpadust  op6utr. OHO(TAIEM
CrpaBa, 00yCIOBIEH YMEHBIICHUEM KUPOBOH KIETYAaTKH B
opburte, perpoOynsbapHas KieTdyaTka OJHOPOIHOM CTPyK-
Typel. Koctn opOutel He u3meHeHsbl. TomnmuHa MpsSMBIX
SKCTPAOKYJISIPHBIX MBIIII] B TIPeeTaX HOPMBI:
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BepxHAA npsamast Meimma — OD 3,32 mm; OS 3,75 My,

BHyTpeHHsI npsmasi Mpima — OD 2,69 mm; OS 2,77 M,

HapyxHas npsamas meimna — OD 2,62 mm; OS 3,05 mv,

HIKHS npsMast Mpinia — OD 3,37 mm; OS 3,45 mm.

JlmameTp W IOJNOKEHHE 3PUTENHHOTO HepBa He H3Me-
HEHBL.

Maruurope3oHaHcHas ToMorpadus. BeipaxeHHBIX u3-
MEHCHUI HE BBIABICHO, OTMedaeTcsi T2 THIepHHTEHCHB-
HOCTb O€JI0ro BEIECTBA JIEBOTO MOTYIIApHsL.

B3zsita OGuoncus xoxu mpaBoro yxa. ['mctonorudecku
BBISIBJICHBl M3MEHEHUS, XapaKTepHbIe IUIsI 09aroBoil ckie-
poaepMHun.

Ha ocHOBaHNH NpOBENEHHOTO 00CIEJOBaHUS W KIHMHU-
YeCcKOW KapTHHBI MTAI[UeHTKe OBbUT YCTAaHOBJICH JHArHO3:

OD: Iporpeccupyromas iuiesas remuarpodus (CHH-
npom [lappu—Pombepra). JluneiiHas ckiepoaepMus.
DOnodraneMm. YactuuHas odranbMoruierus. BeIBOPOT HIK-
Hero Beka. JlaropTanbMm;

OS: Muormnus cnaboii cTerneHH.

W3 maHHBIX IUTEPATYphl H3BECTHO, YTO CKIEPOAEPMHUS
nposBIsIeTCsl (PHOPO3HO-CKICPOTUIECKUMH U COCYAUCTHI-
MH HU3MEHEHHSIMH coefuHuTenbHO# TKanu [9]. Crarucru-
YEeCKHX TaHHBIX O CKIepoaepMuu Maio (cuHapoM I[lappu—
Pombepra xak BapraHT ee TCUCHNU).

Brienstor  GakTophl, CIOCOOCTBYIOIIKE TEPEXOAY
04aroBOro MPOIEcCa B CHCTEMHBIH W ONPENENISAIOINe Ts-
JKeJI0€ U arpecCUBHOE TeUEHHE 3a00IeBaHNA:

1) wauano manudecranmu 3aboieBanus g0 20 ner
wiy nocie 50 ner;

2) nuueiiHas Qopma OOJE3HH WM MHOXXECTBEHHAs
OJsIeyHast;

3) BBIp@KEHHBIH JeHUIMT KIETOYHOTO HMMMYHHTETA,
MOBBIIICHNE IUPKYISAIUNA UMMYHHBIX KOMIIJIEKCOB, aHTH-
TMQOIUTAPHBIX AaHTHTET,

4) B mopaxeHHE BOBJEKACTCS KOXKa JIMI[A, HaJl CycTa-
Bamu [9].

B Hamem ciydae mpucyTcTBOBaNH 2 (paKTopa, Mpero-
JIararolfe TSDKENoe, arpecCHBHOE TeueHHE 3a00JIeBaHMSI.
[ManyenTka OblIa HampaBleHa B CTAI[MOHAP IS MIPOBEIe-
HHS KOMIUIEKCHOTO JICYECHHS, BKJIIOYAIOIIEro B ce0s He-
CKOJIBKO KypcoB (0OBIYHO 6 KypCOB IIPH aKTUBHOH (opme
3a00eBaHms1) ¢ IepepeiBaMu B 1-2 mecsma.

JIEHEHUE

— TpodonTonHkie cpencTpa (JMmasa);

— COCYIHUCTBIE CpPEICTBa — HHKOTHHOBAs KHCJIOTA,
TPEHTAaJI, MIWIAPOHAT, [THPalleTaM, PaclIMpPEeHHe COCYI0B U
yIy4IlIeHHEe KPOBOCHAOKEHHS,

— CTepoujHBIE TOPMOHBI — yibTpadoHodopes ¢ Tua-
POKOPTH30HOM, IPOTHBOBOCHAIUTENBHOE JACHCTBHE;

— Tpenaparsl Kajus — CTaOMIN3UPYIOT OO MeTa-
601M3M, PEryIMpYIOT OCMOTHYECKUH GalaHC, HACBILICHHE
TKaHel KUCIIOPOIOM;

—  DJIbKapHUTUH, JICBOKAPHUTUH — NPUPOJHBIE Bellle-
CTBa, POJICTBEHHbIC BUTAMHHAM IPyNbl B, KOppuUrupyror
MeTaboJIMYeCKUe MPOLECChl, aKTHBUPYIOT KUPOBOHM IPO-
[ecc, CTUMYJIHPYIOT pereHepanuio, 00JalaloT aHTHOKCH-
JMAQHTHBIM  JICHCTBHEM, 3aMeIIII0T (GuOpoodpasoBaHue,
THO/IaBIISIFOT OMOCHHTE3 KOJIareHa;

— BOOPH3MM — KOMIUIEKC IIPOTEOIUTHIECKHX (ep-
MEHTOB JKHBOTHOTO M DPACTHTEIBHOIO IPOMCXOKACHUS,
OKa3bIBaeT NPOTUBOBOCHAIUTEIBHOE M HMMYHOMOJYJIHU-
pyrolee BO3/IeHCTBHE, IPUMEHACTCS] BHYTPh U MECTHO.
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MecrtHo:

— TemapuHOBas Ma3b — aHTHKOATYJISTHT HPSIMOTO Jei-
CTBHUS, OKa3bplBae€T IPOTHUBOBOCHAIUTENBHOE JeiCTBUE,
AQHTUTPOMOOTHYECKOE CHCTBHE;

— TPOKCOBa3MHOBAsi Ma3b — BEHOIPOTEKTOPHOE, TIPO-
THBOBOCTIAIUTENILHOE AeHCTBHE.

MecTHO 1711 J€4EHHsI POTOBHILBI PEKOMEHAOBAHO HC-
MONIB30BaHKE CII€303aMEHHUTENEH 1 KOPHEOIIPOTEKTOPOB.

B panpreitmem, 11 mpoQHIAKTUKA BO3MOXHOTO TPO-
TPECCHPOBaHUs, JIeYeHNEe HEOOXOANMO MOBTOPSTH 2 WX 3
pasa B TOZI.

Xupyprudeckre MeToIbl JeUeHHs MOTYT OBITh pHMe-
HEHBI JUTS yTydIIeHNs] KOCMETHIECKOT0 BUJIa MAIMeHTa 1 C
HETbI0 MPOMUIAKTHKA BO3MOXHBIX OCJIOKHEHHMH CO CTO-
POHBI POTOBHIBI, YIUTHIBAs Hamuuue jarodrambma. [Ipu-
MEHEHHE XHUPYPIHYECKHX METOIOB JIEUYCHUS BO3MOXHO
TOJIBKO MIPH PETPECCUPOBAHUY MU CTAOMIHN3ANH aTPpO(u-
YeCKHUX M3MEHEHHH, He MeHee | roja HabroaeHus [6—7].

BBIBOJI

Taxoe 3aboneBanue, kak cuHapom [lappu—PombGepra,
XOTSl OYEHb PEIKO BCTPEYACTCs, HO O HEM CJIEAYeT IOM-
HMTB JUIs O0Jiee paHHEeH TUarHOCTHKH U JICUCHHSI.

B OTHOLIECHHH KM3HM IALMEHTA, CTPAJAIOIIEro TeMH-
aTpodueil nuia, MporHo3 OIaronpHsATHEIH, B OTHOIICHHH
BBI3ZIOPOBJICHHSI — HEONAronpusTeH, HO PaHHASA THarHo-
CTHKA, PErylsipHOe KOMOMHHUPOBAHHOE JICUEHHE HEO0O0XO-
JUMBI JUISL JOCTIDKEHUS TIOJIOKUTEIBEHOTO (perpeccupoBa-
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IToctynuna B pegaxuuto 31 mapra 2016 r.

PARRY-ROMBERG SYNDROME. MEDICAL CASE

© L.V. lvolgina

A rare disease — progressive hemifacial atrophy or Parry—Romberg syndrome in a female patient aged 21
years old is described. The data of etiology, examination and clinical course of the disease are presented. The
typical ophthalmological and clinical symptoms are described, on the basis of which it is possible to make the
diagnosis. We listed the factors determining the severity of the disease and possible treatment of this syn-
drome. The stages of conservative treatment, expediency and surgical treatment terms, the prognosis of the
disease for a patient’s life and recovery are determined.

Key words: hemifacial atrophy; linear scleroderma; Parry—Romberg syndrome; enophthalmos; lagophthal-
mos; ophthalmoplegia.
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