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B nmannoii pabote omumcan cuHapoM MroHXMelepa, KOTOPBIA XapaKTepU3yeTcs MIHPOKO
pacnpoCTpaHEHHbIM OKOCTEHEHHEM MATKUMX TKaHEW M BpPOKJIEHHBIMM CTUIMAaTaMHM KOHEYHOCTEH,
MOpaXAOIMIMMH  NpEeACTaBUTENE Bcex dATHUYeckux rpynm. [lo  uMmeromumcs  AaHHBIM,
pacnpoCcTpaHeHHOCTh BO BceM Mupe cocraiser npumepHo 1:2000000. PaccmoTpensl uctopust
U3Y4YEHHUs, TEHETUYECKHE  MEXaHW3Mbl, JMarHOCTUKa U  JiedeHue  (udpoaucIIa3zuu
O0CCU(UIIUPYIOIIECH MPOTPECCUPYIOICH.

Knrouesvie cnoea: OKOCTEHEHHE, BOCHAIUTENbHBIE IPOLIECCHI, HACIEICTBEHHOCTD,
reHeTHYeCKre (DaKTOPHI.

Batyrshin A.A.
MUNCHMEYER SYNDROME: GENETIC MECHANISMS, DIAGNOSTIC AND
TREATMENT TECHNOLOGIES
Scientific advisor — senior lecturer Volkova A.T.
Bashkir state medical university, Ufa
This paper describes Munchmeyer syndrome, which is characterized by widespread soft
tissue ossification and congenital limb stigmata, affecting representatives of all ethnic groups.
According to available data, the worldwide prevalence is approximately 1:2000000. The history of
the study, genetic mechanisms, diagnosis and treatment of fibrodysplasia ossificans progressive are
reviewed.
Keywords: Ossification, inflammatory processes, heredity, genetic factors.

bonesnr MronxMmeiiepa - peakoe 3a00eBaHUE OMOPHO-IBUTATEIHLHOTO aIllapara, KOTOpoe
BO3HHMKAeT B MEPUOJ POCTa U HE3aMETHO, HO HEU30€XKHO MPUBOIUT K HMMOOUIM3ALUU. DTO
COCTOSIHUE XapaKTEePU3yeTCs] OKOCTEHEHHEM MBIIII, CYXOXKHINHK, (Pacluil 1 aoHEBPO30B, a TaKXKe
BO3HMKHOBEHHEM OOOCTpEeHUN U peMuccuil B Xoje 3abojeBaHUS U BPOXKACHHBIX KOCTHBIX
aHomanmuii. [lokazarenb yacToThl  BCcTpeyaemMocTd  (uOpoaucuiazuu  occuuuUpyroei
nporpeccupytomieit (OOIT) B 2022 roay coctasuin 1: 2 000 000 nacenenus [8].

eab padoTsl

W3yunTh reHeTdeckue MeXaHU3Mbl CUHApoMa MioHXMeliepa, TEXHOJIOTUU AUAarHOCTUKU U
JICYEHUS JAHHOTO 3a00JIeBaHUSI.

bone3nr Mrionxmeliepa - peakas pazHOBUIHOCTb OKOCTEHENOro MHO3UTa. OKOCTEHENbIN
MHO3UT €CThb BHEKOCTHOE HEOIyXO0JIEBOE, HO MAaTOJOTHMYecKoe oOpa3oBaHHE XpAIIeH U KOCTEH,
BO3HMKAIOIIEe B MATKAX TKaHAX, OCOOGHHO B  MBIIIAX, KOTOpble B HOpME HE
OKOCTEHEBAIOT. bosie3Hp ~ MroHxmeiliepa  sSBIs€TCA  MHBAIUAU3UPYIOIIMM  T€HETUYECKUM
3a00JieBaHHEM, KOTOPOE MPHUBOIUT K (HOPMUPOBAHHIO BTOPOTO (TETEPOTOMHMUYECKOTO) CKeleTa U
SBJISIETCS HanOoJiee KaTaCTpOPUIECKUM HAPYIICHUEM T'€TePOTONMHYECKOTO OKOCTCHEHUS y JIOJICH.

Ha MNpOTSKECHHUM BCCTO JACTCTBA W PAHHCTO B3POCICHUA 3TO 3a00JiIeBaHUE TOCTCIICHHO
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00€3/IBI)KMBAET BCE CYCTaBbl HOPMOTOIMYECKOTO CKEJeTa, Aesasi HEBO3MOXKHBIMHU JIBUKEHHUSA. ITO
cocTosiHuE OBLIO OMUCAHO Y JIOIaeH, co0ak u cBuHeH [3].

Cornacno Ilaky u bpayHay, 3T0 cocrosinue Obl10 BriepBbie onrcano ['aem Ilatenom B 1692
roJiy, KOT/Ia OH HaIucal o ‘““KeHIIUHE, KOTopas mpeBparuiiack B aepeBo”’. ®ou dymun B 1868 roxy
BIIEPBBIC MCIOJB30BAJ TEPMHUH “TIPOrPECCUPYIOMIMNA OCCUPUIMPYIOMHNA MUO3UT . MIOHXMeliep B
1869 romy BIepBBIE Ayl MCUEPIIBIBAIOIIEE OTMCaHUE 3a00JIeBaHM, ONMUCaB 12 ciydaeB; OTCIO/A H
3MOHUM ““00Jie3Hb MIoHxmelepa”. Po3eHIITepH npeanoxxui, Jydiiee Ha3BaHUue Jisi TOTO BPEMEHHU -
“mporpeccupyronuii  GuOPOLETUTIONUTHBIA  occudunmpyroniuii”. MIpOeHK UCTIOIB30BAT  TEPMHUH
“nporpeccupyromuii ¢pudpo3uT occudukanuu”’, a Makkbiocuk, Beieq 3a bayspom u bone, ornan
MpeANOYTEeHNE HAa3BaHUIO - “nmporpeccupyromas Gudpoaucmiazust occudpukanun’ [1].

KyH11 ynmomMuHaeT HEKOTOpble TEOPUU MPUUUHHO-CIIEICTBEHHOM CBSI3U, @ UMEHHO 3aJlepiKKa
KaJmblUsl;  BPOXKJAEHHAs  MPEApPACHOJIO)KEHHOCTh K OKOCTEHEHMIO  BHYTPUMBIIICYHON
COEJIMHUTENIbHOM TKaHM, (pacluy U amoHeBpO3a; dKCTpaBasallis KPOBU B TKAaHU; BOCHAIUTENbHBIN
MPOLIECC MEXMBIIIEYHON COEIMHUTENbHON TKaHW; U HapylleHUs >SMOpHOHAIbHOIO pPa3BUTHUA.
Ponncron B 1901 roay cuuran, 94To 3TO COCTOSIHUE SIBIISIETCS BPOXKIECHHBIM JIe(heKTOM Me3001acTa.
Onnako 310 OBUTO OcTOpeHO Po3eHITepHOM, KOTOPBINA MPEANOI0XKIII, YTO 3a00JIeBaHUE SIBIISETCS
BPOXKJICHHBIM Je(EKTOM MEIKUX KPOBEHOCHBIX cocynoB. JltorBak cumran npuunHoit ®OII nedekr
(hepMeHTaTUBHOM aKTUBHOCTH ocTeoOmactoB. [Ipu Oone3nn MroHxmeiiepa TPOMCXOAUT TMPOIIECC
MeTaruia3uv BOJOKHUCTOW TKAHU B XPSAII U B KOCTb [2].

[TaToduznosorusa kanpuupUKaluy MITKUX TKaHEH 10 KOHIIA HE U3y4eHa, HO JIOKaJIu3alus U
BHEIIHUI BUJ KaJblM(UKAUK MOTYT yKa3blBaTh Ha AuarHo3. HepaBHo Obuta maeHtuduuupoaHa
reHeTUYeCcKasi MyTallusi, OTBETCTBEHHAs 3a MpollecC KaTbIU(PUKAUU MATKUX TKaHeH [3]. Myrauus
3aTparuBaeT pPelentop KOCTHOro MOp(hOreHHoro Oelka, Ha3bIBAEMBIM PEIENTOPOM aKTUBHMHA THUIIA
IA, m ren umeer Mecto jokamm3anuu - 2023-24. KoctHbie MOp(hOTeHHBIC OCIKH SBISIOTCS
PETYIATOPHBIMU OelIKaMH, KOTOpPbIE MTPAlOT PEHIAIOIIYI0 POJb B AMOPUOJIOTUH, (HOPMHUPOBAHUU
KOCTEH U 3aKUBIICHUH TepenoMoB. Penientop aktuBuHa Tumna [A sBiIseTcs BaXKHBIM KOHTPOJIBHBIM
CUTHAJIBHBIM OEJIKOM B  XOHJAPOLMUTAaX pOCTOBOM TMIACTHHKHM M  KJIETKaX CKEJIETHBIX
MBIIIL. YCUJIEHHAs aKTUBaIlUs pelenTopa akTuBruHa Tuna [A Habnromaercs mpu mporpeccupyromei
¢ubpoaucnnazuu [3].

@OII BeBan Myranmenn ACVRI. I'eH, KOTOpbI [HaeT HMHCTPYKLHMH IO CO3JaHHIO
peuentopsl Tumna |A, pearupyromne Ha Oenok, Has3piBaeMblii bone morphogenetic protein (BMP),
oOHapyXeHHbIN B Xpsmax u Mbimnax. BMP koHTponupyeT pocT U pa3BUTHE MBILII U KOCTEH. Y
oy ¢ cuHapomMoM Mronxwmeiiepa, myranmus ACVRI1 mpuBoauT k ToMy, 4TO peuentop Bcernaa
BKJIIOUEH, KaK BBIKJIIOUATENb CBETA, KOTOPBIM HEBO3MOXKHO BbIKIHOUMTHE. POII Hacnenyrorcs no

ayTOCOMHO-IOMUHAHTHOMY THUIY, O3TO O3HA4YACT, YTO 3a00JIeBaHUE MMposBIACTCA KakK B
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FOMO3BUIOTHOM, TaK M B TETEPO3UIOTHOM COCTOSIHHMHM; I1aTOJIOIMYECKas HacjleACTBEHHOCTh
IIPOCIIEKNUBAETCA B POJOCIOBHOM "TO BepTUKaIM'; O KpailHEW mMepe, OAUH U3 POJUTENICH HMEEeT
nposiBjieHne AaHHoW Mytauuu. Ectb 50% BeposSTHOCTH TOro, 4T0 peOEHOK YHACIENYeT 3TO
3aboneBanne, eciu oauH u3 pomureneil umeer reH POIL BonpmmHCTBO CitydaeB 3aboieBaHuUs
BbI3BaHbl HOBOM Mytamueil B reHe ACVRI, u reH He 00s3aTeIbHO MPUCYTCTBYET B CEMEMHOM
aHamMHe3e. JTH MyTallU{ IPOUCXOIAT CIIydailHbIM 00pa3oM [4].

bbuio moka3zaHo, 4TO 3TO 3a00J€BaHHE MOPAKACT HMHTEPCTULMAIbHBIE TKAaHU MBbIIIII,
(dacuuii, Cyx0KUIuM, CBA30K U allOHEBPO30B, @ HE CAMU MBIIIIEUHbIE BOJIOKHA [4]. B cBsi3u ¢ aTuMH
(akTopamMu MakKbIOCUK MPEANOI0KIII, YTO JEeTeHepallrs MBIIIEYHBIX BOJIOKOH, Ha0to1aeMas Ha
MO3JHUX CTaausAX 3a00JIEBaHUS, HA CAMOM JIeJie SIBJISIETCSl BTOPUYHOU aTpoduell u3-3a 1aBleHus u
HEHUCIIOJIb30BAaHUS, OCHOBHBIM JE(PEKTOM KOTOpPOHM sBJISETCA JAWUCIIa3Usl BOJIOKHUCTOW U
COCIMHUTENIbHOM  TKaHW. YUYUTbIBas  3TH  [aTOJIOTUYECKHE  HAaXOJKH,  MAaKKbIOCHK U
Mbiip npennosoKuiy, 4To TEPMUH “IPOrpeCcCHUPYIOMIMA OCCUUUUPYIOIINI MHUO3UT SIBISIETCA
HETPAaBWJIBHBIM U YTO 3a00JI€BaHKE MPABUIIBHEE HA3BIBATH “IPOTPECCUPYIONIEH 0CCUPHUITUPYIOEH
¢ubpoaucmnazueit”.

OT10 3a0oJieBaHME OOBIYHO HAYMHAETCS B TepBbie 10 JIeT )KU3HU, OHO MOXKET HAdaThCs
u 6Hympuympo6ro, Ho peako mocie 20 ner. [lepBbIM cuMOTOMOM OOBIUHO SIBJISIETCS KpPUBOIIIES,
IIPU 3TOM OOBIYHO BOBJIEKAETCSI IPYAMHO-COCLIEBHUIHAS MBIIIIA; OJAHOBPEMEHHO WM BCKOpE MOCie
3TOr0 BOBJIEKAETCs jKeBaTeiabHas Mbllia. /laxke B HamieM ciydae ObUIM OTMEYEHbl €IMHUYHAS
CWJIbHAS MPUITYXJIOCTh U 00 B 00JIACTH IlI€H, a TaK)Ke TPYJHOCTU MPU OTKpbIBaHUU pTa. OOBIYHO
3a 3TUM CJIeAyeT BOBJICYEHUE MBIIII IUIEYEBOIO I05ica, NPEIIUIedbs, a 3aTeéM M Ta30BOIO
nosica. Cepanie, auadparma, TropraHb, s3bIK, COUHKTEp W  T[JIa3HbIE  MBIIIIBI  HE
3a/IeCTBOBaHBI. MBIIIIIBI )KUBOTA OOBIYHO cOXpaHstoTcs [7].

[lepBpIM MpPU3HAKOM MOPAKEHHS] YACTO SIBJISIOTCA >Kap, OTEK W 00Jb B MBIIIIE; Yepe3
HECKOJIBKO HEJIeJIb OHM MOTYT IPOWTH, 3a HUMH CJENYET pbIXJas MPUITYXJIOCTh, KOTOpas 4depes
HECKOJIBKO MECSIIEB MOXET OKOCTEHETh. B KOHEYHOM HTOre CYXOXWiHs, (acluu U CBS3KH
3aMEHSIIOTCS] KOCThIO. B JaHHOM cilydae JeMOHCTPUPYIOTCS XapaKTEpHbIE PEMHUCCUU U 000CTPEHuUs,
onucanHsie ["appoaom [7].

Knuanueckumu cumntoMaMu 3a0ojeBaHMs MioHxMelepa TMOYTH BCerAa  sIBIsSETCS
NMAaTOrHOMOHUYHAs MUKPOJAKTUIMS OOJIBIIOrO0 Majblla CTOMbBI C MOAABICHHEM IMPOKCUMAJIbHON
¢ananru. Xengepuu B 1879 rogy BrepBble OTMETHI CBSA3b 3TOT0O 3a00JI€BaHUS C MUKPOIAKTHIINEH
hallux. Moryr ObITh Jpyrue aHOMAJWH, OSK30CTO3bl, INUPOKas Ineiika OeqpeHHOW KOCTH,
TUIIOTEHUTAIIN3M, OTCYTCTBHE YIIHBIX J0JEK U TIyxoTa [6].

IIporuo3 3abosieBaHUs CEPbE3HBIM, TaK KakK y MalUMEHTOB ¢ Ooje3Hbio MioHXMmeilepa ecTh

OTpaHUYEHHUE JBWKEHUN TPYAHON CTEHKH, KOTOpas YCyryomisercs Kaiblu(uKanuei OproIIHOM
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CTEHKH Ha TO3JHUX CTAIMIX, U MMO3TOMY JIF00as He3HAYUTENbHAs WH(EKIHS JIbIXaTeIbHbIX MyTeH
CTAaHOBUTCA ONACHOM JUIsl JKU3HM. PeciupaTOpHOE TIOJIOJlaHUE BBI3BIBAET TPU3M, BCIEACTBHE
OKOCTCHEHHUS JKEBATEeNIbHBIX MBI DeipOaHK mucai, 4YTO TSDKENOEe yBEYbE HACTYHaeT ‘‘uepes
HeckoJibko Jiet”, 0 30-40 ner. KomnOemn nmpuBen ciiydail MYKYHMHBI, YMEPIIETO OT 3TOTrO
3aboneBanus B 70 jer. Ilo nanabiv Po3enmTepHa, 9ame BCEro 4eJI0BEK YMHUpAET B Bo3pacte 10 15
ner [6].

B nHacrosimee Bpemst He CyIIECTBYET IOKa3zaHHBIX 3()()EKTUBHBIX METOJIOB MPOQHIAKTHKI
win nedenus [5]. OnHako 3HaHME T€HETHYECKOM MyTalluu Temephb JacT HaJeXay Ha pa3padoTKy
JIEKapCTB U TEHHYIO TEpaIuio Ui JIeYEHUs JaHHOTO 3a0ojeBaHMs. XHUPYpPrUUYECKOe YAaJeHHe
MOPAKEHHOW KOCTH MOXKET (aKTUUYECKHM IIPUBECTH K POCTY HOBOHM, Oojee Oo0je3HEHHON
reTepoTONUYECKON KocTU. YTOOBI pelnTh 3Ty NpobdaemMy, B COBpEMEHHOM MeIulnHe pa3paboTaHbl
HECKOJIbKO MPEnapaToB, KOTOPbIE MOTYT 3aMEIJIUTh POCT U MHTEHCUBHOCTh OKOCTEHEHHUS:

* Ha pannux cragusx POIl MOXHO HCHOJIB30BaTh BBICOKHE J03bI KOPTUKOCTEPOHJIOB,
TaKMX Kak MpPeJHU30JIOH, U1 yMEHbIIeHus Ooiu U oOocTpeHuil oreka. BaxHO BBecTH 3TO
JexkapcTBo B TeueHue 24 yacoB mocie nepBoro oboctpenus. HIIBII oObruHO pexomeHayeTcs
Ha3Ha4aTh MEXAY PUCTYIIaMU, a HE BO BpeMsl aKTUBHOI'O 00OCTPEHUS.

* MuopenakcaHThl.

* IHruOUTOPHI TYYHBIX KJIETOK.

* AMuHOOHUC(OCHOHATHI.

* BcrnomorarenbHble YCTpOWCTBA, TakHE€ Kak CTENbKM WM clienuainbHas oOyBb,
IIOMOTAIOLIHE IIPU XOAb0eE.

* Tpynorepanus [10].

B xone nedenus mporpeccupyrouiei occupuuupyomeil Gpuopoauciiazsuy BaXHO CIEAUTh
32 BCEM, YTO MOXXET YCWJIMTh OCCH(MKALMIO M BbI3BaTh (u3uueckuil auckomopopt. Crexyer
n3beraTb NpOLEAYpP U MEIMLMHCKUX JUAarHO30B, CBA3aHHBIX C KOCTSMM, TaKuX Kak Ouorcus,
BHYTPUMBIILIECYHBIE UHBEKIUM U PACTSHKEHHE YEIIOCTH BO BPEMs CTOMATOJIOTMYECKUX IPOLEAYD,
4TOObl MPENOTBPATUTh IOBPEKICHUE CKEJIETHOM CUCTEMBI U BO3MOXHOCTb 00OCTpEeHHs
OKOCTEHEHHUs B NMopakeHHOU obnactu. Takxke BakHO M30eraTh TpaBM, IOCKOJIBKY TymHas TpaBMa
MOJKET BBI3BaTh OOOCTpEHHE Te€TepOTONHUYECKOM KOCTH. PHU3WYECKHE Harpy3KH, KOTOpblE€ MOTYT
NPUBECTH K MAJCHUIO WIM APYTMM TpaBMaM, JOJDKHBI ObITh orpaHuyeHbl. POII moxeT ObITh
0COOEHHO oMaceH Juis OepeMEeHHBIX JKEHIIMH, €CIM y Hee €CTh 3TO I'eHEeTHYecKoe 3a00JIeBaHMUE,
pekoMeHyeTcs u30eraTtb poJOB IO JBYM OCHOBHBIM IpUYMHaM. Bo-mepBbIX, ee JedeKTHas
TEHETHKAa MOYKET NEPEaThCsl €€ MOTOMCTBY, YTO 3aTPYJHHUT MX BBDKMBAHUE Ha BCIO OCTABILYHOCS
KHU3Hb. BO-BTOpBIX, pacTymuil mioa B yTpoOe Marepu MOKET YBEIMYUTh PUCK OOOCTpEHHIH,

KOTOpPBIE MOTYT OBITh ONTACHBIMHM JIJIS )KM3HU KaK MaTepH, Tak u pedenka [10].
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3akJ/il0ueHue U BbIBO/bI

bone3nr Mrionxmeiiepa — upe3BbIUAWHO pEIKOE, HO MHBATMIU3MpYIOIIEe 3a00JieBaHUE,
OIIOPHO-/IBUTAaTEIBLHOIO ammapara, KOTOPOE€ BO3HMKAaeT B IIEPUOJ] pPOCTa U HE3aMETHO, HO
HGI/I36€)KHO IMPUBOANUT K I/IMMO6I/IJII/133HI/II/I. Ha IMPOTAKCHUH BCETO ACTCTBA U PAHHCTO B3POCICHHUA
9TO 3a00JIeBaHHWE IMOCTENEHHO OOE3JBIKMBACT BCE CYCTaBbl HOPMOTOIMYECKOTO CKEJeTa, Jelas
HEBO3MOXHBIMH ABHWXCHUA. I/ICCJIGI[OBaHI/Iﬂ 3THOJIOTUHU U (1)I/I3I/IOH3.TOJIOFI/II/I 3TOrO0 3a00JIEBaHUS

CJICAYCT MPOAOJIKATE AJId IOUCKA NPUYIHNHHO-CICACTBCHHBIX MCTOAOB JICUCHUA.
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