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Parry — Romberg syndrome remains a little-known
disease among specialists despite the characteristic
clinical picture. It is necessary the detailed studying
of modern information on the diagnosis, management
and prognosis of the course of a rare disease.

The clinical case presented emphasizes the
complexity of early diagnosis of Parry-Romberg
syndrome and verification of nosological forms
associated with it.
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BBEJAEHUE

Cunnpom ITappu — Pom6epra (CIIP), uzBecTHbIl Kak Mporpeccupyronias
remuarpodus nuina, Bnepssle omucad C. H. Parry B 1825 r. u moBTOpHO —
H. M. Romberg B 1846 r. [1, 2]. D10 penkoe mpuoOpeTeHHOE 3a00ICBaHKE CO-
MIPOBOXKIAETCS aTpoPUEil KOKHU U MOAKOXKHBIX CTPYKTYp Jula (MOJAKOKHON Ku-
POBOM KJIETYaTKHU, MHOT/IA MBI U KocTei) [3]. Peakum sBisieTcsi coueTaHue
CIIP ¢ ouaroBo¥ ckiepojepMueii, a MUMEHHO — TMHEHHOM (hOpMOM IO TUITY «yIap
ca0Jein».

B npeacTaBieHHOM KJIMHUYECKOM CiIydae JTUCKYCCHUOHHBIM OCTA€TCsl BO-
npoc uzosmpoBaHHoro CIIP unu coueraHusi ero ¢ JMHEWHOW CKIEPOJAECPMHUEN.
OpnHako KoJIJIETHaJbHBIM PEIICHUEM Ha OCHOBaHUU Kajio0b, aHamMHe3a 00JIe3HH,
pe3yabTaTOB 0OBEKTUBHOTO OCMOTpA, MPOBEACHHBIX Ja0OPATOPHBIX U HUHCTPY-
MEHTaJIbHBIX UCCIEAOBaHUM OB ycTaHoBIIeH nuarHo3: Cunapom [appu — Powm-
Oepra B COYETaHUU C JIMHEWHOW CKIIEPOJIEPMUEN IO TUITY «yZap cadiei».

Yposensb pacnipoctpaneHHoct CIIP coctapmiser okoso 1 Ha 250 000 ygern.,
MOATOMY €T0 MPUYUCIISIOT K YUCITY PEIKUX 3a00JIeBaHUNA. DTHOJIOTHUS U NTaTodu-
3uoJorus 3adoseBaHusl Heu3BecTHbI [6, 37]. PaccmaTpuBaroTCs ayTOMMMYHHBIE
U BOCHalIuTeNbHble MexaHu3Mbl pa3Butus CIIP, B ToM uuciie BacKyJomnartus,
HapylIeHUe >MOpHUOreHe3a, a Takke MAUCPYHKIMS IIEHHOTO CHUMIIATUYECKOTrO
ranraus [11]. B psine cioydaeB pa3BuTHE CHHAPOMA OTHOCHIIH K peIKUM hopMam
ooppenno3zHoit uH@exuuu. OnucaHo Bo3HUKHOBeHHEe CIIP mpu OynbOapHO
dbopme nonrmomuenuta [6, 18].

Cunnpowm Ilappu — PomOepra, kak rnpaBuiio, pa3BUBaeTCs B MEPBOE JECs-
TUJIETHE JKU3HU, peke B Ooiiee crapiieM Bo3pacte. OHO MEIJIEHHO MPOrpeccu-
pyet B Teuenue 2—20 JeT, moka He HACTYIaeT CTa0MIN3alns, XapaKkTepu3yoiia-
scst 0b6e3o0paxuBaromumu n3mMeHeHusiMu [8]. Haubonee panHee HacTyruieHHe
CIIP onmcano y nereit ¢ roga [9]. B oTaenbHBIX COOOIIEHUSIX BCTPEUAIOTCS Ce-

MeiiHbIe citydan cuHapoma [10].



[Tporpeccupytomas remuarpodus Inia HabI0IaeTCS TPEUMYIIECTBEHHO
y skeHmuH [11, 12]. ¥V 6onbubix ¢ CITP HeBposoruyeckre HapyIieHus Mpoucxo-
14t B 1545 % cnyuaes [3—-5, 11]. Haubosiee pacnpocTpaHeHHbIE HEBPOJIOTHYE-
CKHE MPOSIBIICHUS 3a00JieBaHusl — CyAopoxkHbIe npunaaku (61 % cmydaes) [13],
B MEHbIIIEH CTENEHU — 00JIEBbIE CUHIPOMBI PA3JIMYHON TUOJIOTHUHU: OJTHOCTOPOH-
HUE roIoBHBIE 00y (44 %), B ToM uncie murpeHs (52 %), opodanuanbabie 00m
U TpUreMuHasibHas HeBpairus (9 %), HEKOTOpble U3 HUX PE3UCTEHTHHI K MPOBO-
numoit Tepanuu [3]. Coobmaercst 0 BOSHUKHOBEHUHW T'eMHUTIape3a M KOTHUTHBHBIX
Hapywenuii npu CIIP [10, 14, 15]. IlopaxeHnue rna3 u nepuopOuTaibHOM 00a-
cTy Bo3HUKaeT a0 35 % ciyuaeB [11, 16] u npeacraBisgeT 3HOPTaAIBLMUT, 00Y-
CJIOBJICHHBIN aTpoduel peTpoOyb0apHON KJIETYATKH, YBEUT, HEUPOPETUHUT U
cunapom ['opnepa [3, 17].

NccnenoBanusi MpoBOAMMOCTH TNepu(eprudecKrux HEPBOB U UTOJIHYATOU
anexTpoHerpomuorpaduu maii mia npu CIIP 6pu11 HaYaThl 0TEYECTBEHHBIMU
uccienoBarenamu B 60-x rr. XX B. [27]. OnHako BCIEACTBUE HE3HAYUTEIIHHOMN
PacIpOCTPAaHEHHOCTH CUHPOMA U3BECTHBI OTACIBHBIE COOOIICHUS UX OMMUCAHUN
[28, 29]. Hapymenus npoBOAMMOCTH IO JIMLIEBOMY HEPBY ONMCAHBI B YAaCTU OT-
KJIOHEHUSI CO CTOPOHBI MBIIIIII JIUIA (MPU3HAKH, [0 MHEHUIO aBTOPOB, MIEPBUYHO-
MBIIIIEYHOTO MOPAKEHHUS) Y BCEX MAIUEHTOB [25, 28], MO CBEIECHUSIM JPYTUX aB-
TOpPOB, MbIlIeuHbIe HapylieHus He onucanbl [30, 31]. [lpuBenens! cBeaeHUsT 00
YBEJIMUEHUM JIATEHTHOCTH MO3AHUX OTBETOB R2 murartenwsHoro pediekca [30,
32]. pyrue aBTOpBI COOOMIAIOT 00 OTCYTCTBUU TaKOBBIX [33] M CHM)KCHUU aM-
IJTUTY Abl TUKOB aKyCTHYECKHUX CTBOJIOBBIX BBI3BAHHBIX OTEHIIMAJIOB HA UIICHUIIA-
TepajJbHON CTOPOHE MPU OTCYTCTBUHU OTKJIOHEHUH 10 JTaHHBIM COMAaTOCEHCOPHBIX
BBI3BAHHBIX MTOTEHIIMAJIOB C PYK U HOT [34].

[To maHHBIM TPUTEMUHAIBHBIX M OOJEBBIX BHI3BAHHBIX MOTCHIIMAJIOB OT-

KJIOHEHHS OT HOPMBI He onuchiBatorcs [32].



Takum oOpazoM, HeHpPOPU3NOIOTHUECKHE U KIMHUYECKUE HAXOAKH IPH
CIIP oTnnuaroTcst pa3Ho00Opa3veM U, BEPOSITHO, OTPAXKAIOT PATUUYHYIO ITHOJIO-
TUIO U JUIMTEILHOCTh CHHAPOMA B UCCIIEIOBAHHBIX CITydasXx.

JIabopaTopHbIE U THCTOJOTMYECKUE HCCIIEI0BAaHUS OOHAPYKUBAIOT MPHU-
3HAaKW ayTOUMMYHHBIX BOCHAIUTEIBHBIX HAPYILLICHUI C MMPU3HAKAMU BACKyJOIa-
tin win 6e3 TakoBwiX |10, 13]. Ha marautHO-pe3onancHoi Tomorpaduu (MPT)
rOJIOBHOTO MO3ra B 75 % cily4aeB BBIABISIIOT U3MEHEHHUS (MHOTa OYEHb YMEpEH-
HBbIC, HAIPUMeEp, Hecnenuduaeckrue ouyaru HeOOIBIIOTO pa3Mepa), mpudeM y 2/3
MalMEeHTOB OWIaTepalibHbIC [S].

OcoOble 3aTpyJHEHMs U1 UCCIIEN0BATENeil MPeACTaBIsIoOT TO, YTO €1U-
Horo npeacrasiieHus o CIIP vet. CymecTByeT psl HO30J0THYECKUX B3aUMOCBSI-
3aHHBIX (POPM, IO JTAHHBIM JTUTEPATYPHBIX HICTOYHUKOB, 4YaCTO BOCTIPUHUMAEMBbIX
KaK €MHOE LIEJIOe, OJTHAKO HEKOTOPHIMHU aBTOPAMH YETKO PAa3rPaHUYMBAEMBIX.
OO0cy»xmaeTcst B3auMOCBsI3b Mop(ea (pesikoe 3a00sieBaHrE, XapaKTepu3yromieecs
OTBEpACHHUEM, YTOJIIEHUEM KOXHU C U3MEHEHUEM €€ 1[BeTa U (hOpMHUPOBaAHHEM
BBITAHYTHIX Ossitiex) u CIIP, nuneiinoi cknepoaepmun u CIIP, Tak kak cumnTom
«ynmap cabnein» HabOIroMaeTcs npu 000ux coctosHusX [19-22]. CumnToM «ynap
cabueii» HaOmonaeTcst BHE cTpyKTyphl CIIP, kak camocTosTeNnbHas KITMHUYECKas
Haxojka [23]. U3BectHbl cityyau CIIP, mpu KOTOpBIX «ynap cabieil» oTMeuaeTcs
Ha 11ee, a He Ha jiune [24]. B Hacrosiiee BpeMs HE CYIIECTBYET €IMHOIO MHEHHUS
0 TTOBOIY B3aMMOCBSI3M 3TUX KinHU4Yeckux Gopm ¢ CIIP.

JIuneitnas opma CKIEpOAEPMHUM XapaKTepU3yeTcs 10OPOKaYECTBEHHBIM
TEYEHUEM U OTCYTCTBUEM MOPAKEHUSI BHYTPEHHUX OPraHoB. OJJTHAKO U3MEHEHMSI
CO CTOPOHBI HEPBHOM CHUCTEMBI BCTPEUYAKOTCS K OITUCHIBAIOTCSA B 45 % ciydaeB [3—
5]. DToT mporiecc yHUIATepaIbHbIM, HO MHOT/A MOPAXKAIOTCS 00€ CTOPOHBI JIHIIA,
pexe KOHEUHOCTH [6], BO3MOXHO OPAKEHHE TJ1a3 U BoJsioc (anonenus) [3, 7].

JIuneitnast ckiepoAepMust 1Mo TUIY «yAap cadliiei» MPOXOAUT TPU CTAIUU

pa3BuUTHs (OTEK, MHIypalus U arpodusi), CTENEHb BRIPAXECHHOCTH aTpoduu Mo-



KET ObITh 3HAUUTENIBHOW, JO 3aXBaTa MOJyIeXallel MOJKOKHO-KUPOBOM KIIET-
YaTKU C NOCJIEAYIOIMINM Pa3BUTUEM U3bA3BICHUNA U MyTisiuuid. Ha nepBoii cTa-
JIMW OYar MOpaXeHUs MPEACTABIEH OTEYHBIM IS THOM PO30BOIO LIBETA, pacIoia-
raromuMcs B o0actu j10a, B psAAE CIydaeB CIyCKAIOMIKUMCS Ha KOXKY IIEKH, HO-
coryOHOM CKJIaJIKu, MoAOOPOKa, 1IeH, BhI3bIBas BhINaieHUE OpoBei, pecHull. Ha
BTOPOU CTaJIMU OYar UMEET CKIOHHOCTh K Iepu(epuaeckoMy pocTy, a ero LeH-
TpajbHasl 4acTh YIIOTHSIETCS, KO’Ka CTAHOBUTCS IIAJKOM, OnecTsei, He coou-
paeTcsl B CKJIaJKy M MUMEET IIBET CIOHOBOM kocTH. Ha craguu arpoduu xoxa B
LEHTPaJIbHOW YaCTH OYyara UCTOHYAETCS W 3arajaeT BIUIOTh A0 (pOPMUPOBAHUS
ITyOOKHX KOCMETHYECKUX Je(DEKTOB B 3aBUCUMOCTH OT CTENIEHU MOPAKEHUS O -
JeXalMuX TKaHeil. YacTto odar nepexoauT Ha BOJIOCUCTYIO YacTh FOJIOBBI ¢ Qop-
MUPOBAHUEM JIMHEWHON 30HbI aTPOPUUECKON aJIOTEIH.

B nactosiee Bpemst crannaptHelil anroput jedeHust CIIP orcyrcrByer, a
7 PeKT MpoBOANMOM Teparuu, Kak IPaBUIIO, CI0KHO OLIEHUTD. JIeueHune 3Toro 3a-
0oJIeBaHMs BKJIIOYAET CPEJCTBA U3 TPYII KOPTUKOCTEPOUIOB U IIUTOCTATUKOB, B
YaCTHOCTH METOTpPEKcaT, HMKIOpochamMuI U a3aTUONPHUH, a TAKXKE MPEAyCMaTPHU-
BaeT npuMeHeHue 1uiazmadepesa [17]. B psane cnydaeB HaOmMoAaeTCsl KIMHAYE-
CKO€ yiyulieHue. PanaoMu3upoBaHHbIE KOHTPOJIMPYEMbIe UcciieoBanus dhdex-
TUBHOCTH MMMYHOCYTIpeccuBHBIX nipenaparoB npu CIIP ve npoBoanmucs [10, 11,
15]. AHTHKOHBYJILCAHTBI PEKOMEH/IOBAHBI TP HATIMYHUHU CYIOPOKHBIX PUCTYIIOB.
OrnurcaHo ycnenHoe npuMeHeHrue ButTaMuda D3, neHunuuiaMiuda, aHTHOaKTepu-
TbHBIX, AHTUMATIIPUUHBIX cpeacTB it 0osbHBIX ¢ CIIP [10]. ITpu ctabunbHOM
teueHun CIIP mokazaHa rmacTuyeckas KOPpPEKIUsl, B TOM YHUCJE C UCIOJIb30Ba-
HUEM ayTOJIOTUYHOM )KMPOBOM M MBIIIEYHON TKaHU NalMeHTa [25, 26].

HecMoTpss Ha XapakTepHYH KIMHUYECKYIO KapTHHY, cuHIpoMm [lappu —
PombGepra ocraercst Maion3BeCTHBIM 3a00JIeBaHUEM JIJIs criennanucToB. Heooxo-
TUMO OoJiee IUPOKOE 03HAKOMJIEHHE C COBPEMEHHBIMU CBEJICHUSIMH I10 JUArHoO-
CTHKE, BEJCHHUIO U MIPOTHO3UPOBAHUIO XapaKTepa TeUeHHUs CBO€OOpa3HOro 3a00-

JICBAHUAI.



OIIMCAHME KNIMHUYECKOI'O CJIYUYASA

[MarmenTka I T. K., 34 ronma, O6puta HampaBiieHa B PEBMAaTOJIOTHUECKHI
HEHTP MOJIUKIMHUKH CIIEIUATN3UPOBAHHOTO KYPCOBOTO aMOYIaTOPHOTO JICUCHHS
(PLL CKAJI) I'bY3 «KpaeBas knunuueckas 6onpHUIA Ne 2y (KKB Ne 2) . Kpac-
Hozapa B aBrycte 2023 1. ¢ xanobamMu Ha CyXOCTh KOJKHBIX IIOKPOBOB, OIIYIIICHHUE
CTATUBAaHUS KOXKH JIMIIA, LIEH, TYJOBHUILA CJIEBA, JIEBOM BEPXHEW KOHEYHOCTH,
YIJIOTHEHUE KOXKH JIMIIA, OTCYTCTBHE BOJIOC HA JIEBOW MOJIOBUHE KOXKH T'OJIOBHI,
CJIENOTY Ha JIEBBIM I71a3, YXyALIECHNUE 3pEHUS Ha MPaBbIN IJ1a3.

JleOroT 3a00seBanus pousouIesn B 12-1eTHeM Bo3pacTe Ha JOHE MOJHOTO
0J1aronoiayyus, KOrjna OTMETHIIA CTSATMBAIOUIME OUIYIIEHUS B JIEBOW MOJIOBUHE
TeJa, BBINAJAIN BOJIOCHI C JIEBOU ITOJIOBUHBI BOJIOCHUCTOM YaCTH T'OJIOBBI, JIEBON
OpoBu. Ha npoTsokeHHH HECKOJIBKUX JIET MalMeHTKa HaOIro/ana MOCTEEHHOEe
IIPOrPECCUPOBAHNE KIIMHUYECKOW KapTHHBI ¢ (POPMUPOBAHUEM CTOMKHX CTPYK-
TypHBIX U3MeHeHui. Co ee CJI0B HEOJHOKpPAaTHO OOpalanach 3a MEAMLHUHCKON
MOMOILBIO IO MECTY JKUTENbCTBA, OJHAKO IMAarHO3 YCTAHOBJIEH HE ObLI.

B 2022 r. nanmeHTKa KOHCYJbTUPOBAHA HEBPOJIOTOM, IO Ha3HAYEHUIO KO-
TOpOTrO BbINIOJIHEHAa MPT ronoBbl: KapTHHA MHOKECTBEHHBIX 04aroBbIX U3MEHE-
HUH TOJOBHOTO MO3ra (He UCKIIIOUEH JAEeMHUEIMHU3UPYIOIINMA Ipoliecc) 0e3 Hau-
YKl aKTUBHBIX o4yaros. Kncra nosroca BUCOYHOM JI0JIM CJIE€BA, CTPYKTYPHBIE W3-
MEHEHMUS JIEBOM ciie3HOM xese3bl. KoHCynbTHpoBaHa o(pTaibMOJIOrOM: aHTHOTIa-
TUS CETYATKH MPaBOT0 €IMHCTBEHHOIO rja3a, HayajabHas cybaTpodus, elkoma
POTOBUIIBI JIEBOTO V1434, & TAKKE PEBMATOJIONOM: 04aroBasi CKIEpOAEPMHS, aTPO-
dbuyeckuii CHHAPOM B 00JIaCTH JIMLA, BOJIOCUCTON YacTH T'OJIOBBI, LIEU, TPYAHON
kJeTKu. M3 mabopaTopHbIX 00CIe10BaH I : KPUOTJIOOYIMHBI, UMMYHOTJIOOYJIUHBI
A, M, G, kommonenTtsl C3, C4 cuctemMbl KOMIIEMEHTa B HOpMe; oT 26.01.2023
aHTUHYKJIEapHbIH UMMYHOOJIOT OTPULIATEIIbHBIN.

IIpu ocMOTpe MalMEHTKU BU3YAIU3UPYIOTCS YYACTKH THIIEPIIUTMEHTAUU

KOXH KHUBOTA, Fp}UIHOﬁ KJICTKH, IJICHA, ICH CJICBA, €€ YIINIOTHCHHUC. OTMeueHBI



aCUMMETPHS JUIIA, aTPO(Hs KOXKH JIE€BOU MOJIOBUHEI JIMIA: Y9aCTKU HEMPABUIIb-
HOM (HOpPMBI, C BOBJICUECHHEM IMOJAKOKHO-KUPOBON KJIETUATKH U MHUMHYECKUX
Mbi. Koxka B MOpakeHHBIX y4acTKaX HATAHYTa, cyXas, CHasiHa ¢ MOJJIexKa-
IIIUMU TKaHSAMH, (YHKIFSI MUMHUYECKUX MBI HAPYIICHA, C YaCTUYHOM IMOTEPei
YyBCTBUTEIHHOCTU. Ha BOJIOCHCTOM YacTH TOJIOBBI ClIEBa YYaCTKH OYaroBOM aJio-
nenuu ¢ GopMupoBaHUEM JTUHEHHOTO pyOIla MPOTKEHHOCTHIO 10 20 M ¢ mepe-
X0JIOM Ha 0071acTh J0OHOT0 Oyrpa, HaAOPOBHYIO AYTY U CyIpaopOUTaIbLHYIO 00-
JacTh CJIEBa.

B ycnoBusx PI CKAJI 66110 BBITIOJIHEHO JOOOCIET0OBAHNUE MAITUEHTKH Jia-
6opatopuo — ot 31.08.2023 OAK: moueBas KucaoTa, MOUEBHUHA, KPEATUHHH, 00-
i ompyouH, riaokosza, JIII, AJIT, ACT, KOK, I'TT, menounas gocdarasa,
peBMaTouIHbIN (pakTop, obume Oenok, 6enkoBbie dpakiuu, GUOPUHOTEH, BOJI-
yaHOYHBIN aHTHKOAry/IsiHT, OAM — B ipenenax pedepencubix 3HaueHuit; CPb —
5,8; COD — 34; OKT', 9XO-KI" ot 14.09.2023: 6e3 nmatosioruu; Ha KT opranos
rpyaHoit kietku (OI'K) ot 14.09.2023: KT-npu3HakoB 00bEMHOTO H/HJIH BOCTIA-
JUTEIBLHOTO MOPaXEHUsI OPTaHOB TPYJIHON KJIETKH HE BBISIBJIEHO, TOCTBOCIIAJIH-
TeJIbHbIC U3MEHEHHUS JIEBOTO JIETKOTO.

Ha ocnoBe xano0 manueHTKy, aHaMHe3a 00JIe3HU, 0ObEKTUBHBIX JTaHHBIX
U pe3ybTaTOB MHCTPYMEHTAJIbHO-IA00PATOPHBIX METOJIOB UCCIEAOBAHUS CUU-
TaeM 00OCHOBAaHHBIM YCTaHOBJICHHE auarHo3a cuHapoma llappu — Pombepra B
COUYETaHUU C JIMHEHMHOW CKIIepoaepMuen 1o ThIy «yaap cabiuei». C yuerom cra-
OWJIBHBIX MOPa)XXEHUI, OTCYTCTBUSA MPOTPECCUPOBAHUS Tpolecca 0ojiee 0AHOTO
rojia, MPU3HAKOB CUCTEMHOCTH TpoIlecca Ha MOMEHT HaOIIOJICHUS MMAIIUEHTKHU B
peBmarosiorudeckoM 1eHtpe CKAJI Ob110 NpUHATO pelieHne NpoAOIKUTh aH-
THOTPOIHYIO Tepanuio 6€3 UMMYHOCYTIPECCUBHOTO MTPOTUBOPEBMATHYECKOTO JIe-
YEHUS.

HecMoTps Ha TUMMYHYIO KITMHUYECKYIO KAPTUHY U HEYKJIOHHO ITPOTPECCH-

PYIOIIHIA XapakTep pa3BUTHS CUMIITOMOB, MPABWJILHBIN JTUATHO3 MAIlUEHTKE OBLIT



NOCTaBJIeH uepes 22 rofa nocie Aedrora 3aboneBanusi. OHa mpoxoauia oocieno-

BAaHHUC Y pCBMATOJIOTOB, ACPMATOJIOTOB, XUPYProB, HCBPOJIOI'OB, O(bTaJ'ILMOJ'IOFOB,

K Juaria3oH BBICTABIIACMBIX JUAT'HO30B OBLI IOHUPOK.

PaccMOTpeHHBIN KIIMHUYECKUH CITydail TOAYEPKUBAET CII0KHOCTh PAaHHEN

nuarHoctuku curapoma I[lappu — PomOepra u Bepudukaum HO307I0THYECKUX

¢dbopM, B3aMOCBSI3aHHBIX C IPOTPECCUPYIOINIEH reMuaTpodueit auma.
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