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0O6ocHoBaHHne. Pubpoaucnaasmns occupuumpyrolas nporpeccupyrowas (POlN) — 310 reHeTnyeckoe 3abosieBaHUe U3 rpyr-
bl reTepOTONMYEeCKMX occupuKaLmi, accoymnnpoBaHHoe ¢ mytaymen B reHe ACVR1/ALK2. ®OI xapaKTepusyeTcs nporpec-
CUPYIOLLEN reTepoTONMYECKON SHAOXOHAPAIbHON OCCUPUKaLMen COEAMHUTE/IbHON TKaHW, BO3HMKaILWeEN B MOCTHaTalbHOM
nepuoae, BCAEACTBME YErO MPOUCXOAUT POPMUPOBAHME Ka4yeCTBEHHO HOPMaslbHOM KOCTM BO BHECKE/IETHbIX y4acTKax.
[na 3aboneBaHusl TUMMYHA BPOXKAEHHas gegopmanmsi 60/blmnX nanbleB CcTomn. KanHndecKas KapTuHa xapaktepu3yercs
060CTPEHUSIMU, KOTOPbIE, Kak NpaBuJio, BbI3BaHbl TPABMOW WM BUPYCHON MHOeKUMI. [Tpu o060CTpeHnsx Habawgaercs
¢popmMmpoBaHMe reTepoTonMYECKOro occupuKkata. 3Itnonorndeckoro neveHnss POI He pa3paboTaHo. B Tepanumn ucnosb-
3YI0T CUCTEMHbIE TTIIOKOKOPTUKOCTEPOUbI, HECTEPOUAHbIE NMPOTUBOBOCHaNTEIbHbIE npenapaTtsl (HIBI1), ctabunmsatopsl
mMemMbpaH MacToLMTOB, aHTUIENKOTPMEHOBbIE rnpenapaTtbl U buchocooHaTbl. OnucaHue KIMHUYEeCKoro ciay4qasi. Pe6eHoK
poauscs ¢ BPOXAEHHOM aedopmalumnen 60ablnX naableB cTorn, xapaktepHou ansa POl. [JebroT 3aboieBaHUss OTMEYEH
B Bo3pacTe 2 s1ieT 8 Mec ¢ 0nyxo1eBuaHoro 60/1€3HeHHOro 06pasoBaHusi B 061acTu wen. bbiio 3anogo3peHo OHKOI0rnyec-
Koe (numoonponnpepatMBHoe) 3aboieBaHNe, OHaKO GUONCUsI TKaHM M3 o4Yara MopaKeHUsl HaJnums 3/10Ka4eCTBEHHOIo
HOBOOGpa3oBaHUs He noaTBepAnaa. Pe6eHOK KOHCY/IbTMPOBaH IETCKUM PEBMATOJ/I0rOM, KOTOPbLIM 6blJ1 yCTAHOB/IEH AMArHO3
®Ol. MHnumnpoBaHa Tepanus 3TaHepLENTOM 1 30/1€JPOHOBOM KMC/I0TOM, OHAKO BOC/IEACTBMM STaAHEPLIENT 6bl1 OTMEHEH.
Ha gaHHbI MOMEHT pebeHOK MnoJy4aeT MHpY3nn 30/1ePOHOBOM KMCI0ThI 2 pa3a B rog v exxegHeBHo HIBI. 3akno4yeHue.
TpyaHoctn agmnarHoctuku POl 06ycioB/IeHbl COPaANYHOCTbI0 60IE3HMU U CXOXECTbIO KIIMHUYECKON KapTUHbI C APYrMMU
3aboneBaHusamn. [1o4o3peHne 3/10Ka4eCcTBEHHOr0O HOBOOOGPAa30BaHWs BbIHY)XAaeT NMpoBOANTL GUOMCUI0, KOTOpasi KparnHe
HexxenatesnbHa rnpu ©OI1 B ¢BSI3U C BbICOKMM PUCKOM SITPOMEHHbBIX OC/IOXKHEHMH.

KnioyeBble cnoBa: KIMHUYECKUH Cllydal, ¢pubpoaucrniasus occuouuupyrolas nporpeccupytouias, occupuuymnpyroumi
MMO3UT, oppaHHbIe 3ab60eBaHNS, reTepOoTONMYECKas 0CCUPUKaLIMS, PEBMATO/I0MUs

Ana untupoBaHuna: Kopabnesa H.H., bepecTtHeB E.B., Kucenes C.M., YnuncaHoBa H.®. dubpoancnnasuns occubuumnpyto-
Wwas nporpeccupylolas: nutepaTypHbli 0630p M ONMCaHWe KIMHWYECKOro cnyvas. Bonpockl cCOBpPeEMEHHON neanaTpuu.
2022;21(6S):558-569. doi: https://doi.org/10.15690/vsp.v21i6S.2482

BBEAEHMUE

[pynna retepoTonuMyeckunx occuduKkauui npeacrasneHa
opdaHHbIMU FEHETUYECKUMU 3a60/1IeBaHUSAMU, NPOTEKato-
WwuMn ¢ GopmMMpoBaHUEM 3IKTOMMYECKOro cKeneta [1].
OfHO M3 Takux 3aboneBaHun — bubpoancniasusg occu-
duumpylouas nporpeccupytouasn (POrM) (OMIM #135100,
*102576), peokoe reHeTnyeckoe 3abosieBaHue C ayTo-
COMHO-JOMUHAHTHbIM TUMOM HacnegoBaHus. 3aboneBaHue
XapaKTepusyeTcsa gucperynsaumen KnetodHon audodepeHum-
POBKM M NPOTEKAET C BPOXAEHHON Aedopmannen 60bLINX
nanbLEeB HUXHUX KOHEYHOCTEW, MPOrpeccupylolen retepo-
TOMUYECKON 3HOOXOHApANIbHOWM OccUbUKaLMen COeanHU-
TeNbHOM TKaHW, BO3HMKalOLWEN B NocTHaTanbHOM nepuoae,
¢ dopMHUpOBaHMEM Ka4yeCTBEHHO HOPManbHOM KOCTU BO
BHECKeNIeTHbIX y4acTKax [2]. B KavyecTBe cvHOHUMOB POIl
MCMONb3YIOT TaKMe HauMeHoBaHUA 60NEe3HM, KaK «porpec-
CUPYIOWWNIN OCCUDULIMPYIOWNMN MUO3UT», «O0NE3Hb KaMeH-
HOrO 4esrioBeKa», «napaoccaibHasf reTepoTtonuyeckas
occuduKkaums» n «6onesHb MioHxerimepar». OCHOBHas Lenb
nepeYymcneHHblx HaMMeEHOBaHWM — yKasdaTb Ha Nporpeccu-
pyloliee npeBpaLleHUe MbILEYHON TKaHU B KOCTHYIO.

MepBble cnydyan ®OIM 6binn onucarbl G. Patin B 1692 1.
[3] v J. Freke B 1739 . [4]. B 1918 1. J. Rosenstirn npea-
CTaBuN peaynbTatbl 0630pa O6LWMPHON MEAMLMHCKON K-
Tepatypbl, onucaB 115 cnyyaeB 6onesHun [5]. Bnepsbie
JaHHoe 3abonieBaHue 6blN0 Ha3BaHO «MPOrPECCUPYIOLLMIA
occULMPYIOLLMIA MMO3UT», YTO YKa3blBano Ha Mbllle4yHoe
BOCMaseHne, KOTOpoe NOCTENEHHO NEPEXOAMT Ha KOCTH [6],
O[lHaKO MO3)e 6blI0 YCTAHOB/IEHO, YTO AaHHbIM MpoLecc
3aTparMBaeT TaKXKe COeAMHWTENbHYI TKaHb, @ WUMEHHO
Kancyny cyctaBa [7], cBA3KM n dpacuuu, BCIeACTBME YEro
Ha3BaHWe 3abosieBaHns 6bI1I0 NepecmoTpeHo, n B 1970 I.
V. McKusick npeanoxun HavmeHoBaHue «pubpoancnna-
31a occuduumpytolllaa nporpeccupyollas» [8]. B Poccuum
nepBoe onucaHwe KaMHuyeckux cnydaeB POI pgaTupo-
BaHo 2014 r.: H.A. KoBaneHKko-KnblykoBa 1 coaBT. [9]
ony6anMKoBanu 0630p AuTepaTypbl U aHann3 NSTU KIAWHW-
YECKMX C/y4yaeB y AeTen ¢ aebiotoM 3aboneBaHusl B pas-
JIMYHble BO3pacTHble nepuoabl — oT 10 mec go 16 nert.
O.A. AHTenaBa u coaBT. [10] onncann KAMHUYECKUI ClyyYan
®O0MM y 47-neTHero naumeHTta ¢ Ae6OTOM B [OLIKOIbHOM
Bo3pacTte. OTe4YeCTBEHHbIMM CTOMATONIoraMmn pa3paboTaHbl



W BHeApPEHbl HOBble METOAbl AMarHOCTUKKM U Tepanuu cToMa-
TONOrMYecKmx Npobnem y 6onbHbIX ¢ POMM [11, 12].

SAMNUAEMHUOJIOrUA ®oon

Mo gaHHbIM Ha 2001 1., B Mu1pe 6bl/1I0 3aperncTpupoBaHo
MeHee 200 6GonbHbix ¢ POM [13]. B 2008 r. HacuuTbiBa-
nocb yxe okono 700 BepudUuMpoBaHHbIX cnydaeB [14].
Tem He meHee, POl ocraeTrcs OAHUM M3 CaMbIX PEAKUX
3abo/ieBaHM, ONMUCaHHbIX B nuTepatype [13]. o oueH-
KaM MeXAyHapoZaHbIX 3KCNepPTOB, ero pacnpocTpaHeHHOCTb
B 2011 r. coctaBnsna 1 cnyvyam Ha 2 MJH HaceneHus [15].
MonynsaumoHHasa Yactota POI cocTtaBnset 0,61 cnyyas Ha
1 mMAH HaceneHus (1 cnyyan Ha 1,65 MAH HaceneHus) [16].
MpenpacnonoxeHHocTb K POl B pa3HbIX 3THUYECKMX TPYnN-
nax, pacax U reorpapuyeckmx 30Hax paHee He u3yvanaceb.
Mo HEKOTOPbLIM AaHHbIM, pUCK pa3BuUTUS PO Bbille y MyXK-
YUH (COOTHOLUEHME MYXKYMHbI/XKEeHWMHbl — 4 : 1) [1].

FTEHETUYECKASA NPUPOJA 3ABOJIEBAHUA

U 3TUOMATOFEHE3

KnioyeBbiM 3BeHOM natoreHe3a POl aBnseTcs cur-
HanbHbIM NyTb KOCTHOMO MopdoreHeTuyeckoro 6enka (bone
morphogenetic protein; BMP), cTumynupyloLiero octeoreHes
nyTemM CBfI3bIBaHMS C peLenTopamu akTvBuHa 1-ro Tuna
(koampyetca reHom ACVR1) n BMP 1-ro tuna. B 2006 r.
F. Kaplan v coaBT., npoBeas cekBeHnpoBaHune AHK y nauu-
eHToB ¢ POl, BO BCEX CyyYasx BbIIBWUAX NATOreHHbIN annesb
B aKTMBaLMOHHOM AoMeHe Gly-Ser reHa peuenTtopa akTuBU-
Ha |A / aKTMBMH-Nogo6HOM KuHasbl 2 (ACVR1/ALK2) [1T7].
MNo3gHee S. Chakkalakal n coaBT. (2012) yctTaHOBWAK, YTO
®OI BO3HUKAET TaKKe M B pe3ynbraTe NaToreHHoro Bapu-
aHTa B reHe ACVR1/ALK2, no npuvyvMHEe 4ero npoucxoauT
3aMeHa MMCTUanHa Ha aprMHmH B KogoHe 206 [18].

L. Mao u coaBT. (2013), n3y4yas MaTpUKCHYO MeTanao-
npotenHasy 10 (matrix metalloproteinase 10, MMP-10)
B MblLLEYHOW TKaHu 60nbHbIX ¢ PO, nokasanu, 4y1o MMP-10
cTumynupyet auddepeHLnpoBKyY MMO6GIacToB B ocTeobna-
CTbl MOCPEACTBOM B3aUMOAENCTBMUA C CUMHabHbIM MyTEM
BMP [19]. F. Giacopelli n coaBT. (2013) 06HapyKWIK, 4YTO

TpaHCKpUNUMOHHble dakTopbl Egr-1, Egr-2, ZBTB7A/LRF,
Hey-1 n Sp-1 perynupytoT npomotop ACVR1 nocpeactsom
CBSA3bIBaHMA ¢ permoHom -762/-308 [20]. Kpome Toro, 6bi10
YCTAHOBMIEHO, 4YTO K/OYEBbIM MeauatopoM reHa ACVR1
MOXeT 6bITb noATUN MUKpo-PHK miR-148a [21].

HacnepoBaHue natoreHHoro BapuaHTa reHa ACVR1/ALK2
NMPOUCXOAUT ayTOCOMHO-AOMMUHAHTHBLIM MyTEM, MEH MOXKET
HacnegoBaTbCs KaK Mo MaTEPUHCKOW, TaK M MO OTLOBCKOWM
JIMHWK; OTMEeYaeTcs MaTepPUHCKNn Mo3anumnam [22]. Bo Bcem
Mupe onucaHo MmeHee 10 ceMen ¢ OTAroLLEHHOW HacneacTt-
BeHHoCTbto no POM, rae oT 3aboneBaHUs cTpajanu He
TONbKO OETU, HO U BHYKM [23]. BmecTe ¢ TeM 6ONbLIMHCTBO
cnyyaeB 60/1€3HM ABNKKOTCA cropagnvyecknmm [6].

MEXAHU3M ®OPMHUPOBAHUA HEOKOCTU NPHU ®ON

B nepBbIx UccnegoBaHusx natoreHe3a PO nsyyanu, Kak
npaBuno, gakTopbl, KOHTponupywlmne anddepeHLnpoBKY
NAOPUNOTEHTHBIX U OIMTONOTEHTHBIX KNETOK B 0CTE06NACThI,
Torga Kak nocnegHve uccnefoBaHus chOKyCMpOBaHbl Ha
WU3yY4eHUU cUrHaabHoro Nyt BMP 1 naeHTUdMKaLMKN KNETOK-
NpeAWwecTBEHHNKOB, OTBETCTBEHHbIX 3a 3KTOMM4yecKkoe dop-
MWpoBaHue KocTen [24]. B pesynbrate 6b110 YCTAaHOBEHO,
yto npu ®OI nponcxoanT MeasieHHas noKanbHasa puépobna-
cTnyeckasa nponudepaumsa [18]. JiumdountapHbli MHOUNLT-
paT, CoCcTosALWMIN N3 Mmakpodaros n Gubpobnactos, o6pasyeT-
cs B aebiote GopMUPOBaAHMUS HOBOIrO occuduKaTta, KOTopblin
3aTeM TpaHcHOPMUPYETCS B y4aCTKM COEANHUTENBbHOM TKaHK
C 94pOoM occudPurKaLmn, B KOTOPOM NPOUCXOANT AnddepeHumn-
poBKa ocTe0651acToB, OCTEOLMTOB U ocTeoKnactoB [18]. Mo
JAHHbIM TMCTONOMMYECKMX UCCNefoBaHn GUONTATOB KOXHO-
MbILLIEYHOrO SIOCKYTa YCTaHOBNEHO NpeobnagaHne MbllleyYHOoN
W MOAKOXHOW COEeAMHWUTENbHOW TKaAHEeM C MOHOHYK/IeapHOM
MHGUNbTPaLMen 1 oblnpHon nponudepaumen Gudpobna-
CTOB, 3aMellatoLLMX NOBPEKAEHHbIE B MECTE TPaBMbl MblLLEY-
Hble BOMIOKHA, YTO MPUBOAMT K NMOSIBIEHMIO y4aCTKOB HOBOOG-
pa30BaHHOM KOCTHOM TKaHW. B ueHTpe gaHHOro nHdunsTpata
ob6HapyXunBatoTcs pMOpo3Has, KOCTHAA M XpsilleBas TKaHMu,
TaKXXe UMeoTCs AaHHble 06 06HapPYXEeHUN SHAOXOHAPANbHON
occuduKaLmm B NOpaXKeHHbIx obnactax [18].
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Fibrodysplasia Ossificans Progressiva: Literature Review

and Case Report

Background. Fibrodysplasia ossificans progressiva (FOP) is a genetic disease of the heterotopic ossification group associated with
the mutation in ACVR1/ALK2 gene. FOP is characterized by progressive heterotopic endochondral ossification of connective tissue
that occurs in postnatal period. It leads to formation of qualitatively normal bone in extraskeletal areas. Congenital hallux deformity
is typical for this disease. The clinical picture is characterized by aggravations that are usually caused by trauma or viral infections.
Formation of Heterotopic ossificate formation can be observed during aggravations. There is no etiological treatment for FOP. Systemic
8lucocorticosteroids, non-steroidal anti-inflammatory drug (NSAIDs), mast cell stabilisers, antileukotriene drugs and bisphosphonates
can be used in these patients. Clinical case description. The child was born with congenital hallux deformity typical for FOP. The disease
onset was noted at the age of 2 years 8 months with a tumor-like painful mass on the neck. Oncological (lymphoproliferative) disease
was suspected but biopsy from the lesion did not confirm its malignant nature. The child was consulted by pediatric rheumatologist who
has diagnosed FOP. Etanercept and zoledronic acid were administrated, though etanercept was later discontinued. For now, the child
receives zoledronic acid infusions 2 times per year and daily NSAIDs. Conclusion. The difficulties in FOP diagnosing are associated to
its sporadic nature and clinical picture similarity to other diseases. Suspected malignancy leads to biopsy that is highly undesirable in
FOP patients due to high risk of iatrogenic complications.
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

OnddepeHunpoBKa Me3eHXMMalbHbIX KIEeTOK B KOCTe-
obpasyolwme (Tak Ha3blBaemble OCTEONPOreHUTOPHbIE KNET-
KW; B 6OMbLUIOM KOSIMYECTBE MPUCYTCTBYIOT B CKENETHbIX
MblLILAX U COEANHUTENBbHON TKaHM [25]) NpoMCXoauT B OTBET
Ha ctumynauuio BMP — uyneHa cynepcemenctBa 6e/KOB
(> 40), o60o3Ha4YaeMbIx Kak «TpaHchopmUpyowmnm daktop
pocta» (transforming growth factor; TGF). benku cynepce-
MencTtea TGF yyacTBytoT B pocTe n audpdepeHLUnpoBKe Kie-
TOK, a TaKXe OTBETCTBEHHbI 3@ MEXaHW3Mbl MOCTETANbHOMO
ocTeoreHesa [26]. B cBoto oyepeab, 6enkun cemencrsa BMP
y4yacTBYyIOT B aM6PMO- M OpraHoreHese, BKAKOYas CKeneTo-
reHe3 TKaHen 4YentcCTHOo-MueBon obnactu u 3y6os [27].
[okasaHa ponb 6enkos BMP-2, BMP-4, BMP-6 B ctumyns-
MM ocTeobnactTuyeckon anddepeHuMpoBKu [27].

Y naumeHToB ¢ POl cuHTE3UPYETCH GOMbLIOE KONUYECT-
BO BMP-4 #n MWUHMManbHoe — €ero aHTaroHUCToB (HOITWH
(noggin), rpemnuH (gremlin), xopauH (chordin) n donnucta-
THH) [28], 4TO, BEPOSATHO, ABASETCH FEHETUYECKOM OCOBEH-
HOoCTbto. BMP-4 — 3TO NPOTEWH, CUHTE3UPYEMbIN KieTKa-
MU CKENETHbIX MblIlL, @ TaKXKe KNeTKaMn MSATKMX TKaHewn
(coegnHuTENBHOM U NEepUdEpPUYECKNX HEPBOB) B MECTax MX
nospexaeHuns [28]. B HopManbHbIX YCIOBUSX, NPY OENCTBY!IO-
LleM MexaHW3Me oTpuuaTenbHou obpaTHon cBas3u, BMP-4
CTUMYAMPYET BbIPABGOTKY HEKOTOPbIX CBOWX a@HTaroHMCTOB
(HOFTWMH M rPEeMINH), YTO NPUBOAMT K MPEpPbIBaHUIO NaTTepHa
nMdpdepeHUMpPoOBKM KOCTHOW TKaHW. Y nauuneHtoB ¢ POl
M3-3a MMHUMaNbHOMO KOJIMYECTBA aHTaroHMCTOB M M36bITKa
BMP-4 natrepH anddepeHUMPOBKU KOCTHON TKaHU He npe-
pbiBaeTca [28]. TakuMm 06pa3oM, NaToONOrMYECKUN annenb
B reHe, OTBETCTBEHHOM 3a cuHTe3 BMP-4, npnBOAUT K AucC-
perynsiumMm curHanbHbix nyter BMP (CcunbHbIX MHAYKTOPOB
3HAOXOHAPaNbHOro 0cTeoreHesa), 4To cnocobeTeyeT GopMu-
pPOBaHWUIO HEOKOCTH [24].

ACVR1/ALK2 aBnsetca OAHMM M3 YeTbIpeX PeLenTopoB
TMna |, KoTopble onocpeaywT curHanmdauyuto BMP [29].
B oTBeT Ha cBs3bIBaHWE peLienTopa ¢ AMraHgom aTi pelen-
TOpbl POCHOPUNUPYIOT MONEKY/Nbl CUrHANbHOW TpPaHCAYK-
LMK, perynmpytowme LMToniasmaTuyeckyto 9KCNpPeccuio nim
penpeccuto reHoB-muweHen [30]. ACVR1 akcnpeccupyetcs
BO MHOIMX TKaH$SX, BK/OYAA CKENETHble MbIWLbl U XPSLLM,

Puc. 1. XapaktepHble ans @O nopoku pa3BuUTUS 60bLINX
nanbLes Hor u hallux valgus
Fig. 1. FOP-specific hallux deformities and hallux valgus

McTo4HuK: Pignolo R. 1 coaBT. [1]. ®oTtorpadus pacnpocTpaHaeTcs
B COOTBETCTBUM C YCIOBUSAMU OTKPbITOM NnueH3nn CC-BY 2.0
(http://creativecommons.org/licenses/by/2.0).

Source: Pignolo R. et al. [1]. The photo is distributed according

to the provision of public license CC-BY 2.0
(http://creativecommons.org/licenses/by/2.0).

4YTO COOTBETCTBYET JIOKANM3aLIMM 04aroB reTepoTonmnyYecKon
occudukaumm npu ©OMM [30]. 3To yKa3biBAET Ha rMNepaKkTUB-
HOCTb CUrHanbHOro nytm BMP Kak OCHOBHYIO MPUYNHY IKTO-
MUYECKOro XOHAPOreHesa W OCTeoreHesa, MPOUCXOAALLMX
npu ®Or. CornacHo F. Kaplan 1 coaBT. [31], naToreHHbIn
BapuaHT B reHe ACVR1/ALK2 cornacyeTcs € BbllleyKa3aHHbl-
MW OCOBEHHOCTSMU rTMNEPaKTUBHOIO CUrHaabHOro Nyt BMP
B KneTkax nauueHtoB ¢ POl M o6ycnoBnvMBaeT Kak MocT-
HaTaNbHYI0O reTepoTONMYECKylD OCCUdMKALMIO, TaK U CKe-
NeTHble gedopmauunun, obHapyXMBaemble Npu 3TOM 3abo-
nesaHuun. laTtonornyecknun BapuaHT B reHe ACVRI1/ALK2
noBbllWaeT 4yBCTBUTENbHOCTb peuentopa ACVR1 K BMP,
KOTOpbIM, B CBOIO o4epeab, M3MeHsieT AuddepeHLnpoBKY
KNETOK-NpeaWecTBEHHUKOB COEeAMHUTENbHON TKaHu [31].
Bonee Toro, Ha paHHMX cTaausx nopaxerHus npu POM B npo-
LLecc MOryT 6biTb BOB/IEYEHbl CTPOMAaSbHbIE KNETKU, KOTOPbIE
NIOKanbHO NPeo6pasyloTcs B COCYAUCTbIE KIIETKKU, COXPaHsas
noteHuman amddepeHunpoBaTbCca Mo MNyTM 3HAOXOHAPASb-
HOWM occudUKaLmMm NPU HaNMYUK NaTONOrMYECKOro BapuaHTa
reHa, accoummnpoBaHHoro ¢ passutuem ®OIM [31].
MocKonbKy TpaBMa TKaHel y nauueHToB ¢ POl BbI3bI-
BaeT KOCTHylO MeTannasuto, 6uoncmsa npoBOAMTCA KpaMn-
HEe peaKko M TONbKO A0 YycTaHOBfeHus auarHo3a POrl.
[eTepoTonunyeckasa KocTb y 6onbHbix POIM dopmupyeTcs
yepes 3HAOXOHAPANbHYIO NMMOOLUTAPHYID MHOUALTPALMIO
W gerpagaumio MblllL, 3aTeM OHa NPOXOAUT cTaaumn dmubpo-
nponudepaumnm M aHrumoreHesa, a 3aTemM HenocpeaCcTBEH-
HO dopmupyloTea xpaw, mam Koctb [31]. [McTonorMyecku
HavanbHble MNPOSBNEHNA GONE3HN XapaKTEPU3YHOTCS MHTEH-
CUBHOW NepuBacKynsipHon numbounTapHON MHOUNbTpaLmMen
T- n B-knetkamu [17]. MNocneayrowas Murpauus MOHOHY-
KieapHbIX BOCMaNWUTENbHbIX KIETOK NpeaLecTByeT pacnpo-
CTPaHEHHOMY MbllleYHOMY HeKpody [17]. Nocne KopoTKomn
BOCnanutenbHon ¢dasbl HacTynaeTr WMHTEHCUMBHas ¢Uopo-
nponndepaTtnBHaa peakuus, CBS3aHHas C aHrMOreHe3oMm
M HeoBacKynsipusauuen [17]. Mo mepe nporpeccrpoBaHns
nopaxeHua dubponponudpepatMBHaa TKaHb MNOABepraet-
Csl aBaCKy/lsipHOW KOHAEHCcalLMK B XpsLll, nocne 4ero cne-
ayet dasa peBackynsapu3aumMmM U OocTeoreHesa B Xapak-
TEPHOM Mpolecce 3HAOXOHApPaNbHOM occuduKaummn [17].
BosHuKalowasa B pe3dynbrate retepotonmMyeckas occuduKka-
LMSi COCTOUT M3 HOPMabHOM 3penion naacTMHYaTOn KOCTH
C FMCTONOMMYECKUMM 3N1IEMEHTAMM KOCTHOIO MO3ra. B Heko-
TOpbIX acneKkTax (Hanpumep, o6pas3oBaHMe CKeNeToOreHHoro
OCTPOBKa ¢ nocneayowmmmn ¢opmMmpoBaHMEM OpraHnu4yecKomn
MaTpuLbl KOCTHOM TKaHM U KanbUUOUKALMEN MEKKIETOYHO-
ro BellecTBa) retepotonuyeckoe obpasoBaHMe KOCTU Npwu
®OIM noxorke Ha o6pa3oBaHWe KOCTM BO Bpems 3aMO6puo-
HanbHOro OCTEOreHe3a WAu pereHepauun KOCT Mpu nepe-
loMax B MoCTHaTanbHOM nepuoae *u3Hu [32]. BmecTte ¢ Tem
npyv 3MOPUOHANbHON MHAYKLMKW OCTEOreHe3a OTCYTCTBYHOT
npu3HaKK BoCMNaneHus, a B o4arax octeoreHesa npwu nepe-
nomax — numboLumMTapHble BoCnanuTenbHble KneTku [32].

K/IMHUYECKASl KAPTUHA ®o0on

dOIM aBnaetcs Hanbonee UHBaANUAU3IUPYIOLMM COCTOS-
HUWEM 3JKTOMMYecKoro ckenetoreHesa [33]. pu poxkaeHun
netn ¢ ®OMN BbIrMAaaT abCoONOTHO 310POBbLIMU, 3@ WCKIIIO-
YeHMEeM BpOXKAeHHON aedopmauum 60MblINX NanbLeB HOr
(puc. 1). Kak npasuno, B TedyeHne nepBbix 10 NeT XKU3HU
y AeTen BO3HMKAIOT CrnopagmMyeckme ann3oabl 601€3HEHHbIX
NPUNYXN0CTEN MATKUX TKaHen unn oboctpeHus POIM (aHrn.
flare-ups) [33], KOTOpble YacTo NPUHMMAIOT 3a onyxonu [34].
HeKkoTopble 060CTPEHNUS MOTYT CMOHTAHHO perpeccupoBaThb,
O[lHAKO Yalle BCEro OHW BbI3biBAOT TPaHChOPMaALMIO CKe-
JIETHbIX MbILLL,, CYXOXWINK, CBA30K, dacLMi U anoHEBPO30B
nocpeacTBOM 3HAOXOHAPaNbHOW OCCUbUKALMKU B reTepoTo-



NMUYECKMM ocCUdUKaT (pUcC. 2), KOTOPbIA OXBaTbiBaeT cycTa-
Bbl, Bbl3blBas UX aHKW103 [35].

[eTepoTonnyeckas occudukauma AeboTUPYET, Kak npa-
BWJI0, B IOPCaNbHOW, aKkCuanbHON, KpaHWanbHOM U MPOKCHU-
ManbHOM 06nacTsax Tena, a 3aTeM B BEHTpasbHOW, anneH-
OWKYNAPHOW, KaydanbHOWM W AucTanbHou obnactax [36].
MonbITKM yaaneHusa obpal3oBaBLUENCA FEeTEPOTONMUYECKOM
KOCTM MPUBOAAT K HOBbIM, 605€e BblpaxKEHHbIM 060CT-
peHuam [1]. HoBble 060CTpeEHMS MOryT ObiTb BbI3BaHbI
MeXaHW4YEeCKOM TPaBMOM, OTKPbITbIM U 3aKPbITbIM NMOBPEXK-
OEHWEM MSATKUX TKaHeW, PacTaKEeHWEM Mbllwl, NepeHa-
NPS}KEHUEM U YCTaNOCTbi0, BHYTPUMBbILLIEYHBIMU UHBEKLMS-
MW, MHBEKLMAMM MNPU NPOBEAEHUU CTOMATONOMMYECKMUX
npoueayp, nageHuem (KatatpaBma) U rpunnonogobHbIMuU
3aboneBaHuamu [1]. MmMobuansaumsa nNauMeHToOB HOCUT
KYMYNSITUBHbIA XapaKTtep, 1 60/blWMHCTBO M3 HUX OKa3blBa-
I0TCS MPUKOBAHHbLIMW K MHBANINAHOMY KPECAY YXKe K KOHLY
BTOPOro AECATUNETUS HU3HU [1].

Avadparma, a3blK, rMa3oaBuUratesibHble MbllLbl, @ TaKkKe
MWOKapA M ragKasi MycKynatypa He BOBJIEKAOTCS B reTepo-
Tonuyeckyto occudukaumio npu POM [37]. Bmecte ¢ TeM Ha
paHHMX cTagmsax 60ne3HW MOXKeT OblTb OGHapyXKeHa purua-
HOCTb WeK, NpealecTByowas NosBAEHMIO 04aroB retepoTo-
nUYyecKom occuduKaumm aTon nokanusaumn [37]. AHomanuu
LIEeNHOro otaena No3BOHOYHMKA BKIIOYAOT B ce6S KpyrHble
occuduKaTbl NO 3agHEN MOBEPXHOCTWU, BbICOKME U y3KME
Tena No3BOHKOB, CAUsAHWE daceTo4YHbIX cycTaBoB mexay C2
n C7 [37]. LUenHbIN oTAeNn MO3BOHOYHUKA YacTo aHKMUN03npyeT-
cs B paHHeM BoapacTe [38]. pyrumun 0COBEHHOCTAMM CKeneTa,
accounmpoBaHHbiMK ¢ POIM, NOMUMO KOPOTKMX U AedopMu-
POBaHHbIX GOMbLINX NaNbLEB HOT, ABASIOTCS KIMHOAAKTUANS,
KOpoTKas M LIMpOKasa wenka 6eapa [39], npoKcumasnbHble
MeauanbHble 0CTEOXOHAPOMbI 60bliebepLoBoi KocTu [40].

Mporpeccupyowas MMMoOBUIU3aLUA MOXKET pa3BuBaTb-
cs Ha GoHe 3Ha4yMnTeNbHON NOTEPU MacCChl Tena BCneacTeme
aHKWN03MPOBaAHMS YENOCTH, a TaKKe CONPOBOXKAATLCS pas-
BUTUEM MHEBMOHWU U MpPaBOXKENyAO4YKOBOW cepaedHon
HefOCTaTOYHOCTH B pe3ynbraTe CUHAPOMA AbIXaTelbHOM He-
[0CTaTO4YHOCTHU, accouunpoBaHHOro ¢ gedopmMauumen rpya-
HOro oTdefla MO3BOHOYHWKA W rpyaHow Knetku [41]. Tpwu
o6ocTpeHusax Ol moxeT HabnogaTbc OTEK KOHEYHOCTEN,
B TOM YMCJIE€ BblpaXeHHbIN, CNOCOOHbIN NMPUBECTU K BHECO-
CYAMUCTOM KOMMPECCHMU HEPBOB U NUMPATUYECKUX COCYAOB.
Y HeKoTopbix nauneHtoB ¢ POl ¢ BOBNEYEHUEM HUKHUX
KOHEYHOCTEN WMMEKTCH BEHO3HbIM 3acTov U/unu numoe-
aema. B Takumx cnydasx Heobxoavma auvddepeHunanoHas
OMarHoCTMKa C¢ TPOMOO30M NYO6OKUX BEH HUMKHWUX KOHEY-
HocTen. OTeK KOHEYHOCTEN TPyAHO nogdaetcs nedveHuio [1].
CHUKeHWe cnyxa 0Obl4HO HOCUT KOHAOYKTMBHbIA XapaKTep
M MOXeT 6blTb BbI3BAaHO OCCUdUKaLIMEN CpPeaHEro yxa, HO
Yy HEKOTOPbIX MALMEHTOB HapyLIEHWE Cyxa ABNSETCS HENPO-
CEHCOPHbLIM BBUAY BOBEYEHUS B NATONOrMMYECKMI npoLecc
BHYTPEHHErO yxa, YIMTKKU 1 CyXoBOro Hepea [42].

Cpean nauueHtoB ¢ POM-nogo6GHLIMKU aHOMaNUAMMU
(reTepoTonuyeckon occuduKkaumen n gedopmaumen 60Mb-
WKWX ManbLeB HOM YacTb MMeeT OCOBEHHOCTU, HETUMUY-
Hble ans POl. Takne nauMeHTbl KnaccuPULMPYIOTCS Kak
«®OM-nntoc» (knaccuyeckme npuaHakn POM B coveTaHUu
C aTUNMUYHbIMKU) 1 BapuaHTbl PO (oTcyTCcTBUE AedopMaLni
60/bLlINX NanbLEB CTOM WAW TAXKENblM AePUUUT peayKLun
nanbueB cTon B 3aM6puoreHese, Hanpumep TpexmnanocTb
cTon). ATUNMYHbIe NPU3HAKK, accoLunpoBaHHble ¢ POIM-nntoc,
BK/II0OYalOT B ce65 BHYTPUCYCTaBHbIM CMHOBWaNbHbIA OCTEO-
XOHApOMaTo3 OefpeHHbIX KOCTEW, AereHepaTuBHOE Mopa-
eHWe Tal306e[peHHbIX CycTaBOB, PeAKME W/UNN TOHKKE
BOJIOCbI Ha rofioBe (CMMNTOM Hanbosee BbipaXKeH Ha BTOPO#
LEKaAe U3HW), NErKNe KOTHUTUBHbIE HapYLWEHUS, TAXENYIo

Puc. 2. O6limnpHas retepoTonuyeckas occuduKkaLmsa Ha

cnuHe y 60/1IbHOr0 NporpeccupytoLLen occubuLmpytoLen
dubpoamcnnasven

Fig. 2. Massive heterotopic ossification on the back of the patient
with fibrodysplasia ossificans progressiva

McTo4HuK: Pignolo R. 1 coaBsT. [1]. ®oTorpadus pacnpocTpaHaeTcs
B COOTBETCTBUM C YCII0BUSAMM OTKPbITOM nnueH3un CC-BY 2.0
(http://creativecommons.org/licenses/by/2.0).

Source: Pignolo R. et al. [1]. The photo is distributed according

to the provision of public license CC-BY 2.0
(http://creativecommons.org/licenses/by/2.0).

3a[lepXKKy pocTa, KatapaKTy, OTC/IOMKY CeTYaTKW, LETCKylo
rnaykomy, KpaHuodapuHrMomy, nepcucTeHUMIO NEPBUYHBIX
(MOJSIO4YHbIX) 3y60B BO B3POC/IOM BO3pacTe, aHaTOMUYecKue
aHoManum Mo3axeuka, AMddy3Hyto LepebpasibHyio ANCHYHK-
LMI0 C Ccyaoporamu, MoSIMOCTOTUYECKYID GUOPO3HYIO [M1C-
niasuio, NepBUYHYI0 aMeHopelo, aniacTUYeCcKylo aHemMuIo,
runocnaguio, uepebpasnbHble KaBepHOMbI [41].

JNIABOPATOPHO-UHCTPYMEHTAJIbHASA

AUATHOCTUKA ®on

AKTMBHOCTb WenovyHon docdartasbl, KOHLUEHTpaLMu napa-
TUPEOUIHOIO TOPMOHa M MapKepoB GYHKUMK MoyeK (Kpea-
TUHWUH, MOYEBMHA, @ TaKXe CKOPOCTb KJIyGOYKOBOM GULT-
pauuu) o6bl4HO B npedenax pedepeHCHbIX 3HavyeHun [43].
OaHaKo y HEKOTOPbIX MaLMEHTOB aKTMBHOCTb LWEeNoYHoM doc-
dartasbl MOXET NOBbILLATLCA BO BPEMSA HOBbIX 3NMM30408B GOp-
MWPOBaHUA retepotonuyeckon Koctu [44]. KoHueHTpauums
Kanbuus n docdatoB B MOYe, Kak npasBuio, B npepenax
pedepeHCHbIX 3HavYeHun [43].

XapaKTepHbIMU peHTreHorpadu4ecKumMm npuaHakamm
DOl 9BnA0TCA NOPOKM Pa3BUTHUS CYyCTaBOB, 0CO6EHHO 6ONb-
WKMX nanbLeB CTOMbl (ABYXCTOPOHHASA BasbrycHaa aedop-
Mauus, gedopmauus NepBOW MIKOCHEBOW KOCTU, OTCYT-
CTBME WNK cpalleHne MexdanaHroBoro cycraBa), a TaKxe
occuduKaumnsa MAarkux TkaHen [31]. Mpu KOMMbIOTEPHOM
W MarHUTHO-pPe30HaHCHOW TomMorpaduv BU3yanu3unpyloTcs
napaoccasibHble MOpPaXeHusd, a TaKXe «MONoAble» o4aru
reTepoTONUYECKON OCCUDUKALIUK, NPU PEHTTEHONIOTMYECKOM
uccnegoBaHun — chopmupoBaBLIMECH o4varn occubdurKa-
umu [43]. pyrue peHTreHonorn4yeckme Haxoaku npu eOMN —
NpPOKCUMabHble MeauanbHble OCTEOXOHAPOMbl 6onblie-
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

6epuoBoint Koctn (y 90% 60MbHbIX), CUHOCTO3 MO3BOHKOB
wenHoro otaena (y 80%), WKMPOKME U KOPOTKUE LLENKHK
6eapeHHbIx KocTen (y 50%) [1, 31].

MoneKynspHo-reHeTu4ecKkoe TeCcTMpoBaHWE SABAAETCA
[AMarHOCTUYECKUM WMHCTPYMEHTOM, MNO3BOASIOWMM BEpPU-
duunpoBaTtb auarHos POM. UccnepoBaHue npoBOAMTCA
METOAOM MonMmepasHon uenHon peakumn (MLUP) ¢ aHa-
IN30M [OEe30KCHMpunboHyKnenHoBon Kucnotbl (AHK), Bblge-
NIeHHOW n3 numdounToB nepudepnyeckon Kposu [31].
MaTtorHoMoHun4HbIM ana POl aBnseTcs obHapyKeHue rete-
PO3MIrOTHOrO naTosiornyeckoro annena 617G>A;R206H
B UuTONNasmatMyeckom gomeHe ACVR1/ALK2 peuenTtopa
BMP 1-ro tuna [1].

KPUTEPUU BEPUDOUKALIUU AUATHO3A 0N

DOl aBnseTcs KNMHUYECKUM ANarHo30M, KOTOPbIA MOX-
HO NOATBEPANTL MM OTKIIOHUTb MOCPEACTBOM MONEKYAPHO-
reHeTMYeCcKoro TecTMpoBaHug. 3abonesaHune cneagyer noao-
3peBaTb Yy AeTer C BPOXAEHHoM agedopmaunen 60nblUmX
nanbLeB CTOM, NMPOrpPecCUpyoLLMM OTEKOM MSATKUX TKaHEeNn,
y3enkaMu Ha ronose u/unu cnuHe [45]. buoncusa Marknx
TKaHeN MOXeT cnpoBOLMpPOBaTb 60/1E€ BbliparKEHHbIN POCT
occuduKaTtoB, noatomy ee cneagyetr nsberatb [46]. OKOH-
yaTenbHbIM AnarHo3 TpebyeT reHeTUYecKoro noaTBepxKae-
HMS C MOMOLLbIO MOMEKYNSPHO-TEHETUYECKOrO UCCneaoBa-
HUS 1 OBHaApPYKEHWs MaTOreHHOro annens unau geneuuu
B 6enKoBO-KoaMpyowen obnactn reHa ACVR1 [31]. MNMepen
reHEeTUYECKUM TECTUPOBAHNEM PEKOMEHIYETCS NMPOKOHCYNb-
TUPOBATbCH C KIMHUYECKUM FreHeTUKOM [46].

AWOOEPEHLUANIbHAA AUATHOCTUKA

®OI cnepyet oTAnYaTb OT APYrMX reHETUYECKUX COCTOS-
HWUW, CONPOBOXAAEMbIX FETEPOTONUYECKON OCCUdUKaLMEN,
B YaCTHOCTM OT MPOrpeccupytoller KOCTHOM reteponiasum
(MKI) — peaKoro reHeTnM4yecKkoro 3abonieBaHus C Nporpec-
CUpYyOLWEN KOCTHON reTepoTONMneEN, KOXKHON occudmKaumen,
06bI4YHO AeblTUpYloLLero B AETCTBE M pa3BMBaloLLErocs
BMNAOTb A0 BOBNEYEHWUS MOAKOMKHbLIX M TNYGOKUX COEAMHU-
TeNbHbIX TKaHen, B TOM 4ucie Mbliwl, U pacuuin, Npu oTcyT-
CTBMM MPU3HAKOB, XapaKTepHblX A8 HacneaCTBEHHOM
octeoancTpodumm OnbpanTa (PE3UCTEHTHOCTb K MapaTropMo-
Hy — MceBAorMnonapaTMpeos, rmnokanbLnemMms n o6ycnoB-
NIEHHblE 3TUMMK HaPYLIEHUSMW TYrOYXOCTb, TETAHWS, KaTapaK-
Ta, runonnasusg amanu 3y6oB) [47, 48]. PO otnnyaetcs
ot MKl BpoxaeHHoW agedopmMaLmen 60blINX NanbLeB HOr,
Te4yeHMeM 60Ne3HU C 06OCTPEHUAMMU N OTCYTCTBMEM KOXKHOWM
occudukauum [45].

Mpuno6peteHHaas POIM o06bI4HO pa3BMBaeTcs Mnocse
TSXKENON TpaBMbl HE3aBMCMMO OT BO3pacTa, HO pPefKo
y Oeter mnagwero Bo3pacTa. [MpuobpeTeHHas retepoTo-
nuyeckas occudurKaums, Kak npaBuio, BO3HMKaET B Napa-
APTUKYAAPHbBIX MAMKMX TKAHAX UKW B MECTax Tyrnow TpaBMbl
6o noKanu3oBaHHOro nospexaeHusa [49]. ®OI yacto
HEBEPHO pacCLUEHMBAETCA KaK arpecCUBHbIN HOBEHWUbHbIN
dnbpomaTos, numbeaema UM capkoma MArkux TkaHen [1].
3aboneBaHUsa U3 rpynnbl rETEPOTONMUYECKUX OCCUPUKaLNM
TpebytoT 0cobbIX MOAXOAOB K Tepanuu: Hanpumep, onepa-
TUBHOE BMeLlaTeNbCTBO (B TOM YUCNe C AMarHOCTUHECKOMU
Lenblo) ABNSETCA KpanHe HexkenaTeNbHOWM MaHunynsauuen
BBMWAY BbICOKOIO pUCKa occudUKaLIMM y4acTKOB, NoaBepr-
Lwmxcs BMelwatenscTsy [50].

MEAWKAMEHTO3HAS TEPANUSA ®on

B HacTosillee Bpems He CyllecTBYeT METOAOB Tepanuu,
No3BONSAIOLWNX AOOBUTLCSA perpecca occuduUKaLnmK, accouu-
npoBaHHon ¢ POIl. JleyeHne HanpaBneHO Ha npeaoTBpa-
LleHne OBOCTPEHUN M MOBbILIEHNE KayecTBa KWU3HWU, B TOM

yucne nytem 0O6YYEHUS W KOHCYNbTMPOBAHMSA MNaLMEHTOB
n nx cemen. Begenue geten ¢ Ol AOMKHO OCYLECTBAATLCSA
nocne KOHCyNbTauuu C BpavyoM, KOMMNETEHTHbIM B OTHOLIE-
HWM faHHOro 3aboneBaHus [46].

CornacHo KIMHUYECKMM peKoMeHdauuam MexayHapoa-
HOMO K/IMHWMYECKOr0 KOHCOpLMyMa Mo MNporpeccupytolen
occudunumpyowen dunbpoaucnnasum (2019) [46], meau-
KamMeHTOo3Hble npenapatbl ana Tepanuu POl Moryt 6biTb
pa3geneHbl Ha Tpu Knacca. Knacc | — npenapatbl, WKpoO-
KO MpUMeHseMble AN KOHTPOJS CMMMTOMOB OOGOCTPEHUM
®OlM (oTekM U 60NeBOM CUHAPOM): THOKOKOPTUKOCTEPOU-
bl U HecTepouaHble NPOTMBOBOCMNANUTENbHbIE NpenapaThbl
(HOBM) (cm. Tabnuuy). Knacc Il — npenapatbl, NpUMeHe-
HUE KOTOPbIX TEOpeTU4yeCcKM OOOCHOBAHO [AEWCTBMEM Ha
MexaHu3mbl natoreHesa POl1, HO oao6GpeHO ANs neye-
HUSA Opyrux 3aboneBaHun: GuchocdoHaTbl, CTabunnsaTopsbl
MemMbpaH MacToOLMTOB, aHTUIEMKOTPUEHOBbLIE MpenapaTbl,
cneunduyeckme MHrmouTopbl TUPO3UHKUHA3LI (CM. Tabnu-
uy). MpenapaTbl AaHHOrO Khacca MOryT MPUMEHATbCA
C OCTOPOXHOCTbIO, MO PELIEHUIO BpayeOHOM KOMMUCCUMU.
Knacc lll — He3aperncrtpupoBaHHble (3KNepUMEHTaNbHbIE)
NleKapCTBEHHble CPeACTBa: CENEKTUBHbIE UHTMOUTOPbI CUT-
HanbHOM TpaHcaykumn ACVR1/ALK2, MOHOK/IOHasbHble
aHTUTEeNa K aktneuHy A unn ALK2 1 ramma-aroHucCTbl peuen-
TOPOB PETUHOEBOM KUCOThbI.

MepcneKTuBHbIE HanpaB/ieHUA Tepanuu

Cnycta 14 net nocne OTKPbITUS MaATOreHHoro reHa
1 B pe3y/bTaTe MHOrO4YUCIEHHbIX UCCeA0BaHMIM NaToreHeTy-
YEeCKNX MexaHM3mMoB 3aboneBaHns OblI0 HAMAEHO HECKOb-
KO JIEKApPCTBEHHbIX MWLUEHEN AN KOHTPONA Hajg 3abone-
BaHunem [51]. B ux uyncne 6nokupoBka nytm AVCR1/ALK2,
TapreTHoe Bo3aencteme Ha MMP-10, a TaKke BO3aencTBmne
Ha TpaHCKpUNUMOHHbIe daKTopbl M MiR-148a [21, 52]. Ha
[JaHHbI MOMEHT NPOXOAAT KIMHUYECKUE UCTMbITAHUS Takue
nepcrneKkTMBHbIE Mpenaparbl, KaKk aroHUCT raMmma-peLenTo-
pPOB PETMHOEBOM KUC/OTbI (ManoBapoTeH), MOHOKIOHAIbHOE
aHTUTENO MPOTMB aKTMBMHa A (capaKaTWHWOB), MHIMBUTOP
mMmTOR (panamuumH) [53]. OnucaHbl cnydYan 3KCNepUMEH-
TanbHOro jeyvyeHns 3aboneBaHUs WMHIMOUTOPAMU WHTEp-
NenKknHa 1 (aHaKMHpa M KaHakMHymab) C NMONOXKUTENbHbIM
adpdeKTOM Tepanum (4OCTUTHYTO CHUMXKEHME YacToTbl 060CT-
pexun ©OM) [54].

NPO®UIAKTUKA OBOCTPEHUIA ®OnN

OrpaHu4yeHue UHBa3UBHbIX BMeLLaTe/IbCTB

Buoncuu n ynaneHvne occudukaTtoB npu ®OIM npotuso-
noKasaHbl, MOCKOJbKY MPOBOLMPYIOT arpeccUMBHYIO OCCH-
PUKALMOHHYIO peaKkuMio MArKUX TKaHen [35]. AHanornyHo:
KoppeKuus gedopmaumin 4acTo NPUBOAWUT K AanbHenLewn
occudmKaumm 1M 6onee BblIparKEHHOM noTepe MNoABUIKHO-
ctn [35]. MoNbITKM pe3eKUnn aHKMI03a BUCOYHO-HUMKHE-
YeNntCcTHOro cyctaBa 6binM 6e3ycnellHbiIMKU M Ha OaHHbIN
MOMEHT He peKomeHaytoTes [55]. CKonnos, NnpuobpeTeHHbIN
B pesynbrate 3aboneBaHWs, He MOLJIEXUT XMPYPruyecKom
KOPPEKLMK, MOCKONbKY aHKMNO03MpPOBaHWE MO3BOHKOB, OCO-
6EeHHO MO 3agHen MOBEpPXHOCTU, MPUBOAUT K YyBEIUYEHUIO
yrna ckonuotudeckon gedopmaumn [53]. OgHaKo OGbICTpO-
nporpeccupylowmne gedopMaumm NOSCHUYHOrO oTaena mno-
3BOHOYHWKA Yy AeTen B BO3pacte A0 5 neT moryt notpebo-
BaTb XMPYPrM4yeCcKoro BmellaTenbCcTBa Ans NpeaoTspaLleHms
ycyrybnenus gedpopmauunun [56]. MNauuneHTol, cTpagatoume
®OIl, MMET BbICOKUIA PUCK BO3HWUKHOBEHWUS OC/TOXMHEHWUN
npu nNpoBeAeHWM aHeCcTe3MONIOrMYecKUx nocobuin BBUAY
PECTPUKTUBHOro 3abofieBaHWs NIErkMxX, CUHOCTO3a LIENHbIX
NMO3BOHKOB, OrMPaHWYEHHOro JocTyna K POTOBOM MOMOCTH
W HapyLeHU pyuTMa 1 NPoBOAMMOCTU cepaua [46].
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

MpepoTBpaweHne nageHUn

MageHnsa moryT npuBectn K o6octpernto POr. Ctpatermm
no NpeaoTBpaLLEHMIO NAAEHNE BKOYAIOT OrpaHUyeHne aes-
TENbHOCTWU, COMPOBOXAAEMOM BbICOKMM PUCKOM NadeHuw,
YCTAHOBKY MOPYYHEN W APYrux NPUCNOCOBNEHUN B MHUMbIX
NOMELLEHMSAX, @ TaKXe MCMOoNb30BaHWE rOMI0BHbIX yO6OpPOB
C LeSiblo CMSIrYeHuns yaapa npv nageHuu [46].

MpodunakTuKka BUPYCHbIX MHPEKL U U BaKLiMHALUSA
lMockonbKy BMpyCHble 3aboneBaHus MOryT MpPOBOLMPO-
BaTb o6octpenns POIM [57], cnenyeTt cobnofaTtb rMrueHu-
YyecKue cTpatermm npodunakTukmM BUPYCHbIX MHPEKUUI [46].
[ocKoNbKy BaKLMHALMA MOXKET NPOBOLMPOBaTb 060CTPEHUS
3aboneBaHuns [57], pekoMeHZaumMM NO MNPOBEAEHUIO Mpw-
BMBOK pa3pabaTbiBaloTcsi MHAMBUAYaAbHO, B COOTBETCTBUM
C NOTEHLMaNbHOW NOMb30M U BPEAOM KOHKPETHOM BaKLMHbI
[N KOHKPETHOro nauueHTa. Npu 3TOM Heo6XoaAMMO YUMUTbI-
BaTb PUCK NMPOBOKaLMK OBOCTPEHMS, 3aparKeHnUs BaKLMHO-
ynpaBnasemblM 3ab0feBaHUEM M KOJIMYECTBO MONYHEHHbIX
nauMeHToM 403 KOHKPETHOM BaKUMHbI Ao AebtoTa 3aboneBa-
Hua [46]. Mpu HeobxoAUMMOCTU UMMYHU3aLIMN PEKOMEH0BA-
HO NpuUaepPKMBaTbCA cneaylolmx npasun [46, 58]:
® BaKLUWHbI He creayeT BBOAWTb BO BpPeMs U B TeyeHue
6—-8 Hep nocne 060CTPEHNS;
® BaKUMWHbl He cneagyeT BBOAWTb BOM3M MOPaXKEHHOro
(c occuduKkatamm) cyctaBa U/vMnum MblLlLbl;
® POTMBOMNOKA3aHO BHYTPUMbILWEYHOE BBEAEHWE BAKLMH.
B cnyvyae BaKuMHauuKM MNPOTUB rpuUMNna pPeKoMeHAyeT-
Cl HE MCMONb30BaTb XWBYID aTTEHYMPOBAHHYIO BaKLMHY,
MHaAKTMBMPOBAHHYIO BaKLIMHY BBOAUTb MOAKOXHO, @ TaKKe
NPOBOANTE UMMYHMU3ALMIO NINL, YXaXKUBaIOLMX 3a 60SIbHbIMM
¢ OOl (npeanoyTMTeNnbHa WMHaAKTMBMPOBAHHAf BaKLUWHA)
[46]. CnpoBouupoBatb o6ocTpeHne POI1, retepoTonuye-
CKYIO OCCUOUKALMIO M MOCTOSHHYIO MOTEPI0 MOABMMKHOCTU
nopaKeHHbIX CyCTaBOB CMOCOOHbI BaKLMHbI, coAeprKaline
ONOTEPUNHBIE M CTONGHSAYHbIE @HATOKCUHbI, MO3TOMY WX
NPUMEHEHME OOMKHO OblTb MPOAUKTOBAHO TOSIbKO HEOOXO-
OMMOCTbIO NMpPeaoTBPAaLLEHMST YrPOXKalolWero Xu3Hu 3abo-
neaHua [46]. O6ocTtpeHns POl TakKe MOryT ObiTb CNpo-
BOLMPOBaHbl BaKUMHaMK NPOTUB reModunibHON MHOEKLINM
TMna b, MEHWHTOKOKKOBOM WHbeKunn ceporpynn A, C,
W, Y, THEBMOKOKKOBOW KOHbBIOrMPOBAHHOW BaKuUWHOW [46].
besonacHocTb aTnX BaKuMH ana naumeHtoB ¢ POl Hesdc-
Ha. [lokasatenbctBa 3QHEKTUBHOCTU BHYTPUMbILIEYHOIO
BBEAEHWS BaKLWH MPOTMB BMpyca NanuiioMbl YenoBeKa
M MEHWHIOKOKKOBOM MH)EeKuMn Tuna B oTcyTcTBylOT, TOraa
KaK MoAKOXHOe BBeaeHue aBnsfetcs 3ODEKTUBHbIM AN
BaKUMH NPOTUB KOPU, AMMAEMUYECKOrO NapoTUTa, KpacHyxXu,
BETPSAHOM OCMbl, MoOAMoBMpYyca. Tem He meHee, adPeKTUB-
HOCTb MOAMPULIMPOBAHHbBIX MPOTOKO/N0OB BBEAEHUS BaKLMH
ocTaeTcs NnpeamMeToM O6CYKAEeHUS.

MpodunakTMuecKkana ctomaTosorMyeckasa nomMoulb

Mepen noboW CTOMATONOMMYECKON Mpoueaypon peko-
MEHIyeTCq MPOKOHCY/IbTUPOBATLCA C BpayoM-cToMaro-
JIOrOM, KOMMETEHTHbIM B BOMpOCax BeAeHWs nauuMeHToB
¢ @OIM [46]. CneagyeT nsberatb MCMNONbL30OBAHUA MECTHbIX
aHeCTeTMKOB A9 cTomaTofiorMyeckux npoueayp [59].
Pe6GeHoK [omKeH ocMaTpmMBaTbCd CTOMaToJ/IOrOM He pexe
1 pa3a B 3 mec. PekomeHayeTcsi UCNO/b30BaTb 3YOHYHO
nacTy C BbICOKMM cofepxaHuem dbTopa (0CO6EeHHO B peru-
OHax C HU3KKUM cogepraHueM dTopa), NPUMEHATbL GTOPCO-
Aepralunm naK (Ans HaHeceHMs ¢ MOMOLLbIO annIMKaTopoB
Ha BbICYLUEHHYIO NMOBEPXHOCTb 3y60B) ABa pasa B roj And
[leTel C BbICOKMM PUCKOM pPas3BUTUSA Kapueca. TakKe peKo-
MEHAYeTCH AMEeTa C HU3KUM COfepaHneM caxapa (Kapue-
COreHHOro nNpoayKra) [46].

MpodunakTuka ocnoxxHeHun OOMM

MnaHoBas oyeHKa ciyxa

Oetn ¢ Ol noaBepeHbl NOBLILLEHHOMY PUCKY KOHIYK-
TMBHOW TyroyxocTu. MauneHtam ¢ POl cnepyet BbINONHATbL
ayanMomeTpuio Kak MMHUMYM 1 pa3 B 2 roaa [46].

3aopoBbe pecrniupaTopHO CUCTEMbI

Jedopmaums rpyaHOM KIEeTKM U CKOMMO3 Yy OO0/bHbIX
¢ ®OM MOryT CHUXKATb IKCKYPCUIO TPYAHON KIETKU U UBMEHATb
pecnupaTopHylo OyHKLMIO nerkmx. CtTabunbHOCTb pecnupa-
TOpPHOW cucTembl y nauuneHtos ¢ POIN HeobxoanMO noaaep-
MBaTb C NOMOLLbIO PEryNsipHON AblXaTelbHON TMMHACTUKK
(Hanpumep, NpaKTUKys MeHWEe U BbINOIHEHWE MaHEBPOB
dopcupoBaHHOro Bblgoxa) [46].

KJUHUYECKUNA NPUMEP

O nauueHTte

MaumeHT A., My>KCKOro nona, B Bo3pacte 11 net 2 mec
nocTynua B OTAENEHUE KapAMONOrMM KapAMONOorMyecKoro
aucrnaHcepa B NJIaHOBOM MOPSKE C LEeNblo AUHAMUYECKO-
ro HabnwaeHns M BBEAEHUS 30/1e4pPOHOBON KUCNOTbl. [pu
NOCTYMJIEHUN anob aKTUBHO HE NPeabaBASI.

AHaMHe3 60/1e3HU

[e6ioT 3ab6oneBaHus (onyxoneBnaHoe obpas3oBaHue no
3aHen NOBEPXHOCTU LieKn cnpaBa) B Bo3pacTe 2 neT 8 mec.
KoHcynbTMpOBaH XMpPyprom, 3anogo3peHO 310Ka4eCTBEHHOE
HOoBOOGpa3oBaHWe — numbonponudepatnBHoe 3aboneBa-
HWe. Peb6eHOK rocnutanuanMpoBaH B OTAENIEHWE OHKOIOrmMm
[ETCKON KIMHUYECKOM O6O0MbHMLbI MO MECTy XWUTENbCTBa.
Hanunune numdbonponudepatmBHoro 3aboneBaHuns He Nof-
TBEPXKAEHO. [pn rMCToNOrMyeckom nuccneagoBaHnmn obpasua,
noJly4EHHOr0 U3 OMyxoneBUAHOrO 06pa3oBaHuns, O6HapyHe-
Ha GMOPO3MpoBaHHasa TKaHb. JlabopaTopHO — OGHapyXe-
Hbl MPU3HAKKM rMNonapaTtMpeosa NIErKom CTENEHN TAXKECTW.
[Mpn pPEeHTreHONOrMYecKoM UCCNefoBaHUKU LWENHOro otaena
NO3BOHOYHUKA BbISIBIEH CMHOCTO3 Ten No3BOHKOB C3-C4,
C5-C6-C7 (BpoxaeHHas gedopmauus, xapaKTepHasa Ans
®Or). Pe6eHOK KOHCY/nbTUpOBaH peBMaTosioroM — 6bina
3anojo3peHa nporpeccupylowas occuouumpyowas auc-
nnasusa, manbyiuK nepeBefeH B MNpoduibHOE OTAeNeHue
ana BepuduKauum avarHo3a v nogbopa Tepanuu. [uarHos
Obl1 NOATBEPHKAEH, UHULMMPOBAHA Tepanus aTaHepLenTom
W 301e4pOHOBON KucnoTon. [poBeaeHO OOHO BBefeHWe
aTaHepLenTa, 3aTemM npenapat OTMEHEH AETCKUM peBMaTo-
norom denepanbHOM KNMHUYECKOW 6a3bl (Mpy NpoBeaeHun
OYHOWM KOHcynbTauuu). MpogonKeHo exxeKBapTanbHOe BBe-
[eHne 301e4pOHOBOM KUCNOTbl (2 Mr), Ansg 4ero pebeHoK
rocnuTanmM3nMpoBancs Ha KPyrnocyTo4HOE CTalMoHapHoe
npebbiBaHWe B KapAMOIOrnyecknuin amcnaHcep. B Bospacte
3 net 10 mec oTMeYeHo nosiBfieHMe occudukaTa B MOsic-
HU4YHOM ob6nactu (cneBa, 5 cM B anametpe). HYepes 4 mec
noakntodeH HIMBIT; nonydaeTr no Hactosiwee Bpems. Yepes
2 roga 8 mec Ha doHe npumeHeHns bucdocdoHata un HIBI
OTMEYeHO MosiBNeHME KaNbLMHATOB Ha MepeaHen noBepx-
HOCTW FpyAHOM KNeTKW. B Bo3pacTe 7 neT 2 mec yBenmMyeHa
[103a 30/71e4pOHOBON KUCAOTbl A0 4 MI eXeKBapTa/bHO,
1 Yyepe3 6 Mec PeXxrnM BBeAeHMS 6bin n3MeHeH — 4 mr 1 pas3
B 6 Mec. Ha ¢poHe gaHHOM cxeMbl BBeAeHNS 6uchocdoHaTa
B coyeTaHuu ¢ HIMBIM o6pa3oBaHns HOBbIX OCCUDUKATOB He
perucTpupoBanocb. Pe6eHOK nonyyaetr 6a3ncHY0 Tepanuto
®OI no gaHHOM cxeme Mo HacTosiwee BpeEMS.

AHaMHe3 XM3HU
M3BECTHO, 4TO Masib4yMK OT BTOPOM 6epeMeHHOCTH (Mcxoa
nepBoM — CamMOMNpPOM3BOJIbHOE MpepbiBaHWE Ha PaHHWX

CpOKax), npoTeKkaBluen Ha (OHEe XPOHMYECKOW HUKOTUHO-



BOW WMHTOKCMKaLMW, OT MepBblX NMPEXAEBPEMEHHbIX POAOB
Ha cpoKke 35 Heng € AnMTENbHbIM 6E€3BOAHLIM MEPUOAOM.
Macca Tena npwu poxaeHun — 2600 r, annHa Tena — 47 cwm,
oueHka no APGAR — 8/9 6annoB. ®u3nyeckoe pasButre
B Mepuoge paHHero [JeTCKoro Bo3pacTa WM Jajsee: Macco-
pocCTOBbIE NOKa3aTenun B npeaenax 75-95-ro nepueHTUnen;
HEPBHO-MCUXMYECKOE pa3BUTUE COOTBETCTBOBASO BO3pPACTY.
M3 ocobeHHOCTEN: BpOXKAEHHas aedopmaLnmns nepsBbIx Ntoc-
HeBbIX KOCTeW (xapakTepHasa ana ®OM). HacneacTtBEHHOCTb
Nno NaToNOrMN KOCTHO-MbILIEYHOM CUCTEMbI U PEBMATONOrMM-
YecKkMM 3aboneBaHMsM Yy POACTBEHHUKOB NepPBOM M BTOPOM
JIMHUN POACTBA He OTAroweHa.

dusuKkanbHaa AMarHocTuka

Mpu nocTynieHun B OTAENEHME KapAMONOrMM COCTOSI-
HUe yaoBneTBopuTenbHoe, poct — 143 cm, Macca Tena —
36 Kr (¢pusnyecKoe pas3BUTUE cpeaHee, FrapMOHUYHOE).
TenocnoxeHue npasunbHoe. NMUTaHne JOCTaToOYHOE (MHAEKC
Maccbl Tena — 17,6; o6nacTb cpeaHux BenuyuH). Koxa
PU3MOIOrMYECKON OKPACKK U BNaXHOCTU. B nerkux gbixaHue
BE3UKyNspHoe ¢ 4vactoton 24/mMuH. TOHblI cepaua SCHble,
pUTMUYHbIE, WymoB HeT, YHCC — 90 ya./muH. ApTepuanbHoe
pasneHne — 103/50 MM pT. cT. (25-50-1 nepueHTUIn).
[paHuubl cepaua He U3MeHeHbl. }XMBOT MArkuin, 6e360€e3-
HeHHbIW. [IPU3HAKKU renaTtocnieHoOMeraanum He OGHapyXeHbI.
dusnonornyeckne oTnpaBineHns He HapyweHbl. CycTaBbl
WHTaKTHbl. OrpaHnyeHne o6bemMa ABUKEHUN B NOSACHUYHOM
o6bnactn. OTmevaeTcs agedopmalms NepBbiX NanbLEB CTON
(noaBbiBMX ntocHedanaHroBoro cycrasa, hallux valgus),
a TaKXe K/IWMHOAAKTWAMS BTOpPbIX NanbleB cton (puc. 3).
ManbnaTopHO ONpeaensTCcs KanblUMHaTbl B 1EBOW aKCU-
NPHON 06NnacTn, B MEXNONaTo4yHblXx 06nacTax, B o6nacTtu
MOsiCHULbI cneBa, B 061acTU 3aTbl/iKa, 60/1E3HEHHbIN Kanb-
LunHaT B 061aCTV 1EBOM NTIONATKKU, a TaKKe MeNKne KanbLin-
HaTbl HA BO/IOCUCTOM YacTuW rofi0BbI.

MpepBapuUTeNnbHbIA AUArHO3

B neblote KAMHMYECKOM MaHubecTaumm 601€3HU UCKIIO-
YEeHO 3J/10KayecTBeHHoe nunmbonponndepaTuBHoe 3abo-
nesaHue. o pesynbratam MCTONOMMYECKOrO MUccneaoBa-
HMS 6uonTata U3 OMNyxo/JieBMAHOro 06pa3oBaHWs 3anofo-
3PEH IOBEHWUSbHbBIM arpeccuBHbin dubpomaTos. OgHaKo Ha
OCHOBaHWWU KIMHUYECKMUX MPOSIBIEHNUK 60NMEe3HU (Hanuyune
BPOXXAEHHON AedopmaLun nepBbiX NanbLeB cTon U Gop-
MWpPOBaHWEe o4ara retepoTonMyeckon occuduKaumm) Obin
YyCTaHOBMIEH NpeaBapuUTENbHbIM AnarHo3 «bubpoamcniasng
occuduumpyroLas nporpeccupytoLlas».

JlTaGopaToOpHO-UHCTPYMEHTaJ/IbHble UCC/ief0BaHUA

O6Lymi aHaIn3 KpOBM: BCe NMOKa3aTenu B npeaenax Bos-
pPacTHOM HOPMbI.

06Lymi aHaM3 MoYu: B Npeaenax BO3pacTHOM HOPMbI.

Buoxmnmmyeckui aHaam3 KpoBu: 06LLEKTTUHUYECKUE NOKa-
3aTenu, a TakKe aKTUBHOCTb KpeaTnHdocPoKmHasbl, MB-dpak-
UMK KpeaTUHDOCPOKMHA3bI, NaKTaTtaernaporeHasbl, KOH-
LEHTPaLMKN 3NEKTPONNTOB — B npegenax pedepeHcHbIX 3Ha-
yeHun; C-peaKTuMBHbIN 6enoKk — 2,84 mr/n (pedpepeHcHoe
3HayeHMe — o 5 mr/n); TecTbl Ha peBmMaTtouaHbIn daKTop,
aHTMCTpenTonn3nH O M aHTUHYKNeapHbin GaKTop — OTpwU-
LaTenbHble.

OxoKapaunorpagus (3aKnoyYeHne): y3Kasa gyra aopThl,
LIMpOKas nonepeyHas TpabeKyna B NOMOCTM IEBOMO XKeny-
[04YKa, HeJOCTaTOYHOCTb a0PTaIbHOMO KnanaHa ¢ perypruta-
LumMen nepBon cteneHu; dpaKuusa Bbi6poca NeBOro Kenygoy-
Ka (no Tenxonbl) — 74%.

Y3U KosieHHbIX cycTaBOB: CUHOBUT CripaBa, BbIMOT B BEPX-
HeM 3aBopoTe 40 4,2 MmMm.

Puc. 3. MNauymeHT A. ¢ POTI. BpoxxaeHHas aedpopmaLma nepBbix
nanbLes cTon (NoABbIBUX NAtoCHedanaHroBoro cycrasa,
BasibrycHas aepopmaLrmMsa nepsoro nanbua cronsl (hallux valgus)),
a TaKXe KIMHOAaKTUANS BTOPbIX NanbLEeB CTON

Fig. 3. Patient A. with FOP. Congenital hallux deformity
(metatarsophalangeal joint subluxation, hallux valgus),

and clinodactyly of second toes

UcTouHuK: Kopabnesa H.H. u coaBT., 2022.
Source: Korableva N.N. et al., 2022.

Puc. 4. OccndunKaTtbl MOAKOKHO-}KMPOBOMN KIETHATKM M MblLLL,
(yKasaHbl cTpenkamu) y pe6eHka ¢ POl no gaHHbIM KOMMbIOTEPHOM
ToMOorpadun ¢ 3D-peKoHCTPYKLUEN

Fig. 4. Ossifications in subcutaneous fat and muscle (marked with
arrows) in the child with FOP according to 3D CT reconstruction
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UcTouHuK: Kopabnesa H.H. 1 coaBT., 2022.
Source: Korableva N.N. et al., 2022.

Y3U opraHoB 6pIOLLIHOM MOIOCTH, LUMTOBUAHOMN JKesesbl,
r0/IEHOCTOMHbIX CycTaBoB: 6€3 0CO6EHHOCTEN.

[ns petanbHOW Bu3dyanusauum OCCUOUKATOB BbIMNOS-
HeHa KOMIbITepHas ToMorpagus opraHoB rpyaHON KieT-
KW C 3axBaToM [OSICHUYHOIo OTAesia MO3BOHOYHMUKA: Ner-
KWe pacrnpasiieHbl, NHeBMatu3auunsa coxpaHeHa. JIero4yHbin
PUCYHOK He M3MeHeH. KOpHW He pacliMpeHbl, CTPYKTYPHbI.
LeHTpanbHble OGpOHXWaNbHble CTBOAbLI NPOXOAWUMBI, Cer-
MEHTapHble OGPOHXM MPOCNEKMBAIOTCH, CTEHKU POBHbIE.
YBennyeHua num@oysnoB cpefoCTEHUA He onpeaenser-
ca. Kanubp KpynHbIX COCYAOB HE yBenuyeH. BbipameHHble
CNUBHble O6bI3BECTBAEHUS MOAKOXKHO-KMPOBOW KIIETHATKU
W MbIWL, NO 3aAHEN U 3a4HEGOKOBLIM MOBEPXHOCTAM CMMHbI
Ha4yMHasa OT HUXKHEeN TpeTu nonatku (puc. 4).

KoHcynbTauumu cneumanucTos

Pe6eHOK KOHCYIbTUPOBaH [JETCKUM 3HAOKPUHOIOrOM
W IETCKUM Kapamnonorom. B cBA3M C HUSKUMU KOHLLEHTPaLIMS-
MU NapaTUPEoUHOro ropMoHa M OB6LLEro KasbLWs yCTaHOB-
fIEH AMarHo3 «rmnonapaTMpeos NErkon CTeneHn TaecTH». Ha
OCHOBaHUW [JaHHbIX 3XOKapAnorpadUUECKoro UccneaoBaHns
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YCTaHOB/IEHbl HaNMyMe Manon aHOManuu pas3BUTUS cepa-
La — OTHOCUTENbHO Y3KOW AyrM aopTbl (FPaAMeHT gaBheHus
B HUCXOAALLEN aopTe 13 MM PT. CT.), @ TaKKe HeJoCTaTOYHOCTb
aopTaNbHOro KnanaHa ¢ peryprutauuen nepBon CTeneHu.

KnuHu4yecKuit guarHos

OcHoBHoM: ®unbpoancnnasua occuduumpytollas npo-
rpeccupyloLas.

ConyterByrowme: Thnonapatupeo3 Nerkon creneHu TH-
¥eCcTn 6e3 BblparKeHHbIX HapyweHun GocPopHO-Kanbume-
BOro o6mMeHa. Manass aHomanua pasBuTUSA cepaua: OTHOCK-
TEeNbHO Yy3Kas Ayra aopTbl. HeJoCTaTO4HOCTb aopTanbHOro
KflanaHa Cc peryprutaunen nepBon cTeneHu.

AnHamMuKa u ucxopbl

KNMHWKO-OMHaMMyeckoe HabngeHrMe 3a nauueHToM
C MOMeHTa BepuduKkaumm anarHosa ®OI no3BonseT Bblae-
NIUTb Nepuoabl HauMboMblIeN aKTMBHOCTU MNaTONOrMYeCKon
occnudmnKaunmm — B Bo3pacTe 2 netr 8 mec ob6HapyxeH
nepBbi occuduKkaT B 061acTM 3agHEN MOBEPXHOCTU LIEU
cnpaBa M B TeyeHWe 2 MecC nocrne npoBeaeHus 6uoncuu
1 B OTCYTCTBME Tepanum oTMeYeHo 060CTpeHMeE B BUAE NOSIB-
NIEHUS MHOXECTBEHHbIX 04aroB reTepoTONUMYECKOM OCCH-
duKauuKn (neBas noambllieyHas o6nactb, 06nacTb ieBOM
JIONAaTKU, MHOXXECTBEHHbIE 04aru Ha BOJIOCUCTOM YacTu roso-
Bbl B 3aTblNO4HOM o6nactu). Ha ¢doHe npuMeHeHus Ouc-
docdoHaTa B coYETAHMM C MHIMOBUTOPOM daKTopa HEKPO3a
onyxonu anbda (04HO BBeAeHue) B TedyeHne 11 mec dopmMu-
pOBaHUS HOBbIX 04aroB He oTMe4YeHo. Ha ¢poHe npoBoanmomn
Tepanuu 30neapoHoBon Kucnoton u HIBI (HUMecynua)
B TeYyeHuWe AeBATU JIET 3aperncTpupoBaHo ABa cryyas 060-
CTpeHun 3abonesaHus (B Bo3pacte 3 net 10 mec u 6 net
10 mec). C Bo3pacta 7 netT 8 Mec U Mo HacToslllee BpemMs
(T.e. B Te4eHue 5 neT) 060CTpeHU 3aboneBaHns He OTMEYEHO.

PeKomeHAaL UM Npu BbINUCKE

1. lnaHoBas rocnutanus3auus B Kapauonorn4yeckoe otae-
NleHne Yyepe3 6 Mec C Lenbio BBeAeHUs 301e4pOHOBOM
KUCNOTbI.

2. Hwumecynug 25 mr 3 pasa/cyT Ha NOCTOSIHHOM OCHOBE.

3. [ucnaHcepHbl y4yeT y neauvatpa, peBmaroniora, 3HAO-
KpWHonora, cromatosnora.

4. MeaunuMHCKUIN OTBOJ OT 3aHATUI GUBNYECKOW KyNbTYpPOK.

5. TlNpodunaktnka MHPEKLMOHHBbIX 3abofieBaHUi (OrpaHu-
YeHMe KOHTAKTOB B CE30H OCTPbIX PecnmMpaTopHbIX 3a60-
neBaHun, gotauus ButamuHa D B npodunakTU4ecKon
nosunpoBKe (1500 ME/cyT) KpyrnoroguMyHo, nepeBoj
pebeHKa Ha JoMallHee 06y4eHue).

6. OXpaHUTeNbHbIh pexum, npodunakTMka ObITOBOMO
TpaBmaTM3Mma.

7. [ueTta c orpaHUYeHUEeM KanbLMUcoaepKalux npoayK-
TOB, caxapa.

8. TlpoTMBOMNOKa3aHbl CeaHCbl Maccaxa, BHYTPUMbILWEYHbIE
UHBEKLMMK.

MporHos

BonbWKWHCTBO NauneHToB K 20-1eTHEMY BO3PacCTy HyXK-
natTcs B MHBanuaHoM Kpecne [1]. CpeaHas npoaomKuTeNb-
HOCTb XM3HM nauuneHToB ¢ POl coctaBnser 40 net [60].
Haunbonee pacnpocTpaHeHHbIMU MPUYUHAMMU CMEPTU $B-
NA0TCS AblXxaTenbHas HegocTatodHOCTb (B 54% cnyyaeB)
M nHeBMOHKSA (15%) [60]. MpoaonKUTENbHOCTb XWU3HU Nauu-
E€HTOB C a@HKWMNO30M HWMKHEN YentocTU yBennyinBatoT asb-
TepPHaTUBHbIE METOAbl NMUTaHUA (3HTepanbHOe 30H4OBOE,
a TaKXe nocpeacTsomM ractpoctomsbl) [60].

CyouTb O MNporHo3e y nauueHta A. CNOXHO, TaK Kak,
HECMOTPSA Ha KOMOWHUPOBaHHYO Tepanuio 6ucdocdoHata-
MU U HUMECYNUAOM, BblSI0 OTMEYEHO NOSBAEHNE HOBbIX OCCH-
dUMKaTOB, NOC/E Yero NPUHATO pelleHne 06 yBenn4yeHnn o3
301€4POHOBOM KWUCNOTbl C MOJIOKUTENbHBIM 3dPEKTOM —
NosiBfIEHUS HOBbIX OCCUPUKATOB B TeHeHue nocnegHux 5 net
He OTMeYyeHOo. 3To MNo3BONseT cyauTb 06 3PDEKTUBHOCTH
npoOBOAMMOWM Tepanuu, ogHaKo crnopaguyeckme o60CTPEHNS
®OI He noagatoTcst NPOrHo3nMpoBaHuto [46].

BpemeHHasn WwKana
[JvHaMnKa cumMnTOMOB 3abonieBaHUs B COOTHECEHWMU
C NpMMEeHAeMon Tepanuen npeactaBneHa Ha puc. 5.

Puc. 5. lMauuneHT A.: XpoOHONOrMa pasBuTUS 60NE3HN, KOPPEKLIMS TePANEBTUYECKON TAKTUKM U KNtOYEBbIE COObITUS
Fig. 5. Patient A: disease course, changes in treatment strategies, and key events

OccuduKaTbl B 1eBow
NoaMbILLEYHOM 061acTH
(3,5 cm), obnactv NeBoM nonaTtku,
B MOAKNIOYMYHOM 06nacTu cnesa,
MEeNKMe KanbLHaTbI
Ha BOJSIOCWUCTOM YacTu rosioBbl
B 06/1aCTU 3aTblIKa.

BpoxaeHHas [narHo3s: nporpeccupyowui MNosiBnexne
nedopmauus occUULMPYIOLNMA MUO3UT o6pa3oBaHus
nepBbIX MHWuumMpoBaHa Tepanus B 06nactu
M/OCHEBbIX 3TaHepLLenToM v 301€e4POHOBOW MOSICHULLbI

KocTewn KUCNoTOM cnesa (5 cm)

MNosBnexune
KalbLMHaTOB
° 3oneppoHoBas Kucnora
Ha nepegHen
4 mr 1 pas B 6 mec.
NOBEPXHOCTH
. Humecynup 25 mr
rpyaHoM
3 pasa B AeHb
KneTke

0 2 ropa 2 roga 2 roga 3roaa 4 ropa 6 net 7 net 7 net
mec 8 mec 10 mec 11 mec 10 mec 2 mec 10 mec 2 mec 8 mec

11 net
2 mec (H.B.)

OnyxonesunaHoe OTmeHa
o6pa3oBaHue 3aaHen 3TaHepuenTa.
NOBEPXHOCTH LUEeN NHDYy3mKn

cnpaBea 30/1€4POHOBOM

K Tepanuu
NoAKtoYeH
HUMecynug 25 mr
3 pa3za B fieHb

YBenuyeHvie 4o3bl
30/1e4POHOBOW
KWUCNOTbl A0 4 Mr
1 pa3 B 3 mec

KUCNOTbI 2 M
eXeKBapTasbHO




OBCYXAEHUE

Manb4yuK C BPOXAEHHOW BanbrycHon gedopmaumen nep-
BbIX NanbLeB cTon M gebiotoM 3abofieBaHWsi B paHHEM
[IeTCKOM BO3pacTe umen Nporpeccupytollee nosiBieHne ova-
roB retepoTonMyeckon occudUKaLnn, 3aMenBlueecs Ha
dOoHe yBeNnMyeHns 0o3MpPoBKKU BuchochoHaTa U BKIOHEHUS
B Tepanuto HMBI.

[e6ioT 3aboneBaHus B Bo3pacte A0 3 /IeT paHee onu-
CaH B TPex KIMHWYeCcKux HabnogeHusax n3 10 [9, 61]. Knu-
HuM4yeckaa maHudectaums POl y Hawero nauyueHta npo-
TeKana C MNOsiIBNEHWEM OMNyXONeBUAHOrO 0O6pa30BaHUA Mo
3a[lHen NOBEPXHOCTU LEeN, pacLeHEHHOro Kak numdonponu-
depatMBHOe 3aboneBaHue, YTO NOTPebOBano NpoBeaeHUs
OTKpbITON 6uoncun. bruoncua SBNSETCA KpanHe HexenaTenb-
HOW MaHunynsaumen npu GOl No NpUYNHE BbICOKOTO pUCKa
ATPOrEHHbIX OCOXHEHUN [46], KOTOpPbIX B HalleM ciyyae
oTMe4yeHO He 6bino. B HabnoaeHun D. Solomon u coaBT.
(2018) onucaH CxOXm feBOT KIMHUYECKON MaHubecTaLmm
B aHanorMyHom Bo3pacTte (2 roga 8 mec) v NoKannsauuu
NepBUYHOrO reTepoTONMYEeCcKOro ovara — OMyxoNeBUAHO-
ro o6pasoBaHMs MAMKUX TKaAHEW Len, PacLueHEHHOro Kak
capkoMa [61]. Takxe y naumeHTa MMenacb BpPOXAEHHas
fedbopmaumnsa nepsBbix nanbues cron (hallux valgus) [61].
PaHee onucaH ae6ioT y naumeHTa B Bo3pacte 10 mec nocne
XMPYPruyecKoro BMellaTenbCTBa MO MOBOAY BPOXAEHHOM
fedbopmaumu ctonsl (KHogakTunua) [9]. ebioT 3abonesa-
HWS B PaHHEM LUKOMIbHOM BO3pacTe CBA3aH C MeXaHU4YeCKHK-
MW TpaBMaMM, Ha MecTe KOTOpbIX GOPMUPYIOTCA NaToNoru-
Yyeckue occudukatbl [15, 62].

[Ona ®Ol xapaKTepHbIM AMArHOCTUYECKUM MPU3HAKOM
ABNSETCS BPOXAEHHaa aHoManus nanbueB crton (hallux
valgus, KAWMHOAAKTUAMA, MOABbLIBMX MAOCHedanaHroBoro
cycTaBa, ajaKTUIns NepBoro nanbLa CTomMbl), HTO MOXET Ciy-
¥WTb NOBOAOM ANS 06paLLEHNS K Bpady TpaBMaTonory-opTo-
negy B CBSI3W C KOCMETUYECKUM AedDEKTOM U 3aTpyaAHEHWUEM
B noabope 1 HoweHnn 0byBu [9]. Oyarm reTepoTonnYecKon
occuduKaumm B nogaBnsowem O60MbLIMHCTBE KIWHUYE-
CKMX CNy4yaeB /IOKaNM30BaHbl BAO/b NO3BOHOYHOrO cTonba
[9, 15, 61], B 0651aCTM KpynHbIX cycTaBoB [62], B o6nactu
rpyaHoOM KNeTku [63], B akcuansapHbIx obnactax [64].

AHanuaunpys megnkameHTosHyto Tepanuio POI, onmcaH-
Hyl0 B nuTepaType (KIMHUYEeCKMe cnyydau), cneayeT ykasaTb
Ha OTCyTCTBME eauHbix noaxofoB. Kak npaswuno, npube-
ralT K Ha3HA4YeHWI0 CUCTEMHbIX MTIOKOKOPTUKOCTEPOUAOB
[61, 62, 64] n HIMBI [62, 64]. B 4aCcT! KNMHUYECKUX HABMI0-
JEHUN NoAxOoAbl K MeAMKaMEeHTO3HOM Tepanuu He npej-
ctaBneHbl [9, 15, 63]. OnucaHHbIM HaMW MaLMEeHT nosy-
YaeT 6a3UCHYI0 Tepanuio B COOTBETCTBMU C KIMHUYECKUMMU
peKomMeHaaunsamMmn MexayHapoaHoro KIMHMYECKOro KOHCOP-
uMyma no nporpeccupyrouen occuduumpytowen dunbpo-
avcnnasun (2019) [46], 4TO, BEPOSATHO, CNOCO6GCTBOBASO
NpeaoTBPALLEHMIO CTOMKUX AedopmaLnii 3a cHeT GoOpMUpPo-
BaHUWS retepoTonMyecKon occudumKaumm.

3AK/TIOMEHUE

DOl aBnaeTcsd KpawHe peakuM reHeTM4yecKum 3abo-
NleBaHMEM M OfHMM M3 CaMbIX TSXeE/bIX COCTOAHUN reTe-
poTonuyeckon occuduKkaumm y nogen. AuarHoctuka POrl
npeacTaBnseTcs TPyAHOM 3agadvyer BBMAY CNOpPagMyecKoro
TEYEHUS U CXOXEeN C MHOrMMK 3a60NeBaHUAMU KIMHMYEC-
KOM KapTMHOW. ANn30aMyeckoe U Henpeackalyemoe Teye-
Hue POl genaeT HEBO3MOXHbIM MPOrHO3 3abofieBaHus.
ApdeKkTnBHOE M cneLundUyYecKkoe nevyeHme 3ToM GONE3HMU

He pas3paboTaHo, OHAKO B nocnegHee Bpems o6CyXaa-
I0TCS MOTEHUMANbHbIE MMLILEHW ANA TapreTHoW Tepanuu,
NPOBOAATCA KAMHUYECKME WCNbITaHUS MNepPCneKTUBHbIX
npenaparos.

BbIPAXXEHUE NMPU3HATE/IbHOCTU

ABTOpbl CTaTbW BblpaxatoT NPU3HATENbHOCTb Bpavyam
Pecny6ninKaHCKOM OETCKOW KIMHUYECKON 60/IbHULbI U NTNY-
HO Bpayy-oHKorematonory Mropto CrtaHucnasoBu4y Cese-
PUHOBCKOMY, MEPBbLIM 3aN0403PUBLLIEMY HanM4YMe y naumeH-
Ta A. opdaHHoe 3aboneBaHue, a TaKkKe rMaBHOMY AETCKOMY
peBmatonory CeBepo-3anagHoro denepanbHOro okpyra
[OKTOPY MeaMLUMHCKUX HayK, npodeccopy Muxauny Muxan-
nosu4yy KOCTUKY 3a KOHCYbTUPOBaHWe nauueHTa v NoMoLlb
B BbIGOPE CXEMbI IEYEHMUS.
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