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Peztome. Jlanunas paboma cooepocum pe3yibmamsl amkemuposanus uacenenus no DOII,
uzyyeHuss ucmopuu OONe3HU NAYUeHMA, aHaIuza uHgopmayuu o @GUOPOOUCHIA3UU U3 PA3TUYHBIX
UCMOYHUKOB.

Knirouesnie cnosa: cpubpooucniasus, occugpuxayusi, cenemuueckoe 3a001e6anue.

Resume. This work includes the results of questioning group of people for FOP, studying the
patient's medical history, analyzing information about fibrodysplasia from various sources.

Keywords: fibrodysplasia, ossification, genetic disease.

AKTyanbHOCTh. Pubpoauciuiazus occuduimpyromas nporpeccupytomias (POII) -
penkoe 3a00JIeBaHNEe ¢ ayTOCOMHO-TOMUHAHTHBIM THIIOM HaclienoBanus 1o reny ACVRI,
JOKaJIU30BaHHOMY B  JIoKyce 2q23-024. OnHO XapakTepu3yercss TeHETHYECKH
00yCJIOBIIEHHON occu(uKaned COeNUHUTETFHON TKAaHU MBI, (aciui, CyXOXKUIUN
paznuuHoM  Jokanu3auuu. BceTpeuaercs ¢ uactoroir  1/2.000.000. He wumeer
reorpaduueckoi, moJIOBOW U pacoBOM MPEAPACTIOIOKEHHOCTH.

Hean. [Tokazats ocobennoctu pazsutus GOII. B 3agaum ucciaeqoBaHusi BXOIUIIO:

1) U3y4uTh aIUTEpaTypHbIC UCTOYHUKN OTEYCCTBCHHBIX U 3apyOCIKHBIX aBTOPOB IO
3aboneBanuto OOII, onpenenuTs 3HAYUMOCTD MPOOJIEMBI B OOIIIECTRBE.

2) IlpoBecTH aHKETUPOBAHUE C IEJIBIO ONPEACIICHUS YPOBHSI HHPOPMHUPOBAHHOCTH
HacesneHusi Pecriyonuku benapyce 1o ianHOMY 3a00JI€BaHHUIO.

3) U3yuuth ucTopuio O0Je3HM mareHta D v mpoBecTH CpaBHUTEIbHBIN aHaIHU3 C
JAHHBIMHU JIUTEPATYPBI.

Marepuaa u Meroabl. Metoasl — aHanu3, CpaBHEHHE, 0000IIEHNE; MaTepUaIbI-
OTEUECTBEHHAs] M 3apyOekHas JIMTepaTypa, B YaCTHOCTU, HAy4HbIC CTaTbU, HCTOPUS
0OJIe3HM TMAlMEHTA C JaHHBIM IWAarHO30M, MHPOpMaIIUs, PEAOCTABICHHAS MPE3UICHTOM
opranuzanuu «Kupymue ¢ @OID».

Pe3yabTaThl U HX 00CYyXK/ICHUE.

[TaTonorust HAYMHAET PA3BUBATHCS B paHHEM JIETCKOM BO3pacTe, MPOrpeccUpoBaTh
MpoJoJKaeT B Bo3pacTe oT 3-x 10 4-x jer. O6syHo moau ¢ OOIl He goxkuBaroT A0
penpoaykTuBHOro Bo3zpacrta. Passurne @POIl y Kakaoro mnNpouCXOOUT € pPa3HOU
MHTEHCUBHOCTHIO. OTnnunrensHoil vepToil 00apHbIX DOII B 95% cnyuyaeB siBisercs
aHoMaJjus OOJILIIOTO Tajblla: BhIpaKEHHAs BaJibrycHas Aedopmalids — UCKPUBIICHHE KO
BHYTPEHHEU CTOpOHE cTOmkI (puc.l).
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Pucynok 1 — PeHTTeHOBCKUI CHUMOK aHOMAJIUH OOJIBIIOTO Iajiblia

B Teuenue nepBbix 10 sieT xu3HU y peOCHKAa HAUYMHAIOT Pa3BUBATHCS OOJIE3HEHHBIE
OTEKM MSTKUX TkKaHe. OOpa3oBaHuE HTHUX OTEKOB MPOBOLUPYETCA yIIHOaMH,
OTNEPaTUBHBIMU  BMELIATEILCTBAMHU, BHYTPUMBIIICYHBIMU  UHBEKIUAMH,  OJHAKO
MaTOJOTUYECKUE U3MEHEHUSI MOTYT BO3HUKAaTh M 0€3 BUIMMBIX MpUuuH. [lo3xke uMEeHHO
ATO MOJABEPraeT TpaHCHOPMAIIK MITKUE TKAHU.

@OIl TUMUYHO HAYMHAETCd B WIEHHOM OTIENE, MBIIIIAX CIOUHBI, OKOJIO
MMO3BOHOYHMKA, B ITUICUEBBIX CYCTaBaX M COCEJCTBYIOIIMX O0JacTsIX, MO3xke OO0JIe3Hb
OIycKaeTcsi B OpIOIIHOM, O€JpeHHBbI OTAeN W OTHAIEHHBIE OT IEHTpa O00JIaCTH.
HexkoTopble CKeleTHbIE MBIIINBI, a Takke cepiaeyHble W riagkue Mpimnsl OOIl He
3aTparuBaroTCs.

YacTo Bpauu HE MOTYT MMOCTABUTh MPaBUIIbHBIN AUArHO3, MOCKOJIBKY HE 0OpamiaroT
BHUMAHHUE Ha aKTUBHO (POPMHPYIOIIMECS OTEKHW MSATKMX TKAaHEH, HAIMYue aHOMAauu
OoJbIoro majibiia HOru. O4eHb PEaKO TOJbKO MO OJHUM KIMHUYECKUM MPOSBICHUSM
MOYHO JHAarHOCTUPOBaTh 00Jie3Hb. PUOPOIMCIIA3UIO Yallleé BCET0 MyTalOT C CapKOMOM
MATKHX TKaHEW, JUMQEeAeMOi, arpecCuBHbBIM (PUOPOMATO30M M TMPOBOAST HEHY>KHbIE
aHaJIM3bl, IPUBOIAIIME K TPABMUPOBAHKIO MIATKUX TKaHEW U UX OCcCU(UKAIUU.

bone3np xapakTepusyercsi YaCTUUHBIM OTPAHUYCHUEM JBHXKCHHS, a CO BpEeMEHEM
MIPUBOJUT K MOJHON HEMOJABUKHOCTH.

YpoBeHb HMHGOPMUPOBAHHOCTH OOIIECTBA O JaHHOM 3a00JCBaHMH JOBOJIBHO
HU3KUU.

N3 100 ompammBaeMblx pa3HOW BO3pACTHOM KaTeropu TOJIbKO 5% 3Hamu o
CYIIECTBOBAHUM Takoil Oosiesnu, 15% capimanu, HO cumtamm, 4to 310 MUD, a 80%
HUKOTJIa He 3HaMM O duoOpoauciuiazuu. BceneacTBue 3TOro HaMu OBUIM COCTaBIICHBI
OykiieTbl ¢ ocHOBHON uH(popmanmeir o @OIIl u pacnpocTpaHeHbl Cpeau CTYJIEHTOB U
npenogasareneid bIMYVY.

B Pecnybnuke benapycs auarHoctTupoBaHue 00JI€3HU SBISECTCS MPOOIEMAaTUUHBIM.
Ha nanHbIif MOMEHT CYIIIECTBYET HECKOJBKO CIIOCOOOB JUATHOCTUKU 3a00JICBAHUS:

- TIpY OCMOTPE MaIlMeHTa M0 aHOMAJIUK OOJIBIIIOTO MaJiblla HOTH, TETEPOTONMMYECKUM
OKOCTEHEHMSIM Ha Pa3HOOOPa3HbIX yyacTKax Tela;

- C TIOMOIIIBIO TTPOBECHHUS PEHTIEHOJIOTHYECKOT0 00CIeTIOBAHMUS;

- C TMOMOINIbI0 TEHETHYECKOro TecTta (Haubojiee TOYHBIA, HO OTrpaHUYEH B
MIPOBEJICHUN ).

He Benércs yd€r manmueHTOB ¢ JaHHBIM 3a0oieBanneM. Ho Takme ecth. M MBI
CBSI3JIUCh C OJJHUM U3 HUX.

863



Ham nanuent D npoxusaet B bpecre. Ha nannsiii MoMeHT emy 27 siet. [latonoruun
Oonpiioro nanbiia He Habmonmaerca. o 12 jer Obu1 3m0poBbIM pebEéHKOM. [lepenéc 2
orepaluy, MoJIBeprajicsi BO3ACUCTBUIO ()aKTOPOB, KOTOPbIE OOBIYHO BBI3BIBAIOT BCIIBIIIKU
OOII.

B utone 2002-ro rona 6pu1a 00HApYKEHA HAa CIIMHE MO/ JIEBOM JIONATKON MajieHbKasl
mumKa. XUupypr onpeesani, 4To 3TO 0cTeoMa 3aHel MOBEPXHOCTH pedpa U pemuni e€ He
TporaTh. JTa muinka osia nepsbiM rpuznakom OOII.

B maprte 2003-ro roga moaydus1 CHIBHBIN yaap HOrou mo JjieBomy Oeapy. Ilocie
ymmba cWHSIKa HEe ObUIO, HO TOSBUJIMCH TBEPJbIC YIJIOTHCHHS B MBIIICYHOW TKaHU. B
arpesie B I€TCKOM 00JacTHOM OoybHUIIE T. bpecTa mpoBenn onepaiuro Mo yaaJeHHIo 3TOM
onyxonu. Cpasy mocje omnepaidud TBEpJble YIUIOTHEHHS PA30IUIMCh MOYTH MO BCEMY
oemnpy.

Jlerom 2004-ro roma ynan Ha COMHY, Ha Ty CaMylO IIMIIKY IO jJonatkou. [locne
ymrba OHa Hauyaja yBEJIMYMUBATHCS B pa3Mepax, MOSBUIACH CKOBAHHOCTbH JIBMXKCHUU U
cuibHasi 00Jib. BeuIO perieHo ynansaTh 3Ty mumKky. [locne BmemarenbcTBa yiOTHEHUS
pa30ex)anch 1Mo MO3BOHOYHHKY, IJIeuam, mee (puc.3), 3amenuio oeapo (puc.2).

Pucynok 3 — PeHTreHOBCKHIA CHUMOK IiIer narerTa D

[lepen BBIMUCKOW OB MOCTABIEH IUArHO3 OCCUPUIMPYIOMIUNA TPOrPECCUPYIOUTUI
MHUO3UT, KOTOPBIA MO3KE€ HHUKEM He ObUl OcnopeH. M3ydunB OCOOEHHOCTH pPa3BUTHS
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¢ubpoaucnnazuu y nanueHTa D, Mbl BBISIBHIIM, YTO OHU COOTBETCTBYIOT KJIACCHUYECKOMY
OMKCAHUIO JAHHOTO 3a00JIEBaHUSI B PA3JIMYHBIX UCTOYHHUKAX.

3akimouenue. B PecnyOnmke benapych HaOmogaeTcss HH3KHM — yYpPOBEHb
OCBEJIOMJIEHHOCTH HacelIeHUs 1Mo AaHHOMY Borpocy. [loaTomy ciieyeT u3ydarb JaHHYIO
TeMy Oojee TmMOApoOHO ©W  TPUHUMATH MEPhI, CIIOCOOCTBYIOIIME  OOJBIIEMY
UH(GOPMHUPOBAHUIO HACEJCHHUS IO JAaHHOMY BOIIPOCY, YIAENATh OoJiblliee BHUMAaHUE
JanbHEHIIeMy H3Y4YEHHUIO STHUOJIOTMM M TaToreHe3a (QpuOpOAMCILIA3HH, YTO MO3BOJIUT
npUOIU3UTHCS K peleHuto mpobdiaemsl Henzneunmoctu OOIL.

N. V. Kutuzova, E. A. Sharova
FIBRODYSPLASIA OSSIFICANS PROGRESSIVA
Tutor: Associate Professor, C.B.S. Tolstoy V.A.
Department of Biology,

Belarusian State Medical University, Minsk

Jlureparypa

1. Kamman ®.C. MenunuHCKUE acleKThl COBPEMEHHOTO COCTOSIHUS NPAKTHKU JICUEHUs
nporpeccupytoineit occupurmpyromeit pudpoauciurazuu. [Clin Proc Intl Clin Consort FOP 3 (2):1-85,
2008]

2. JloxbOanunze T.b., AnrtemaBa O.A., Huxkummna W.II. wu gp. [Iporpeccupyromas
occudunupyromas pudpoaucinazus / PMXK. 2005, Ne 8: 560-564.

3. bopucosa T.C., Psabosa T.B., HmanmoBa K.B. K Bompocy o mnporpeccupyromiem
OCCH(HUIIUPYIOIIEM JIEPMAaTOMUO3UTE Y eTeli // BecTH. nepmaroit. u BeHeposr. 1966, Ne 12, 15-19.

4. Kaplan F. S., Le Merrer M., Glaser D. L., Pignolo R. J., Goldsby R. E., Kitterman J. A., Groppe
J., Shore E. M. Fibrodysplasia ossificans progressiva // Best Pract Res Clin Rheumatol. 2008, 22: 191-
205.

5. Pa6osa T.B., basuguna I'. H., Yriomesa M.T., T'enme H.A. u ap. Ilporpeccupyrommuii
occuunupyomuii moauMuo3uT. B kH.: ClioXHBINH O0JIbHOW B NMpakTUKE NeauaTpa-peBmaTosora. M.:
MHUA. 2008. C. 86-104.

6. Mctopus 6one3nu manuenta D

865



