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MporpecusHa ocudpupauka pubpoagucnnasumja

MKB M 61.1 / Fybrodysplasia ossificans progressiva (FOP)

FYBRODYSPLASIA OSSIFICANS PROGRESSIVA (FOP)

Fybrodysplasia ossificans progressiva (FOP) e eaqHo o HajpeTkuTe 3abonyBakba BO CBETOT, AoOcCera
AujarHocTUUMpaHO Kaj okony 800 naumeHTU Bo cBeTOoT. [peBaneHuUaTa Ha oBaa bonect usHecysa 1 Ha
2.000.000 xuTtenu.

OBa KOMMIMLMPAHO NAaTUHCKO MMe 33 HoJlecTa BCYLIHOCT COBPLUEHO OMMLLYBA 3@ KaKBO HapyLlyBakbe
cTaHyBa 360p. Kaj anua co ®Ol, MyCKYNHOTO M CBP3HOTO TKMBO (TETUBUTE U IMFAMEHTUTE) NOCTENEHO ce
npeTBopaar Bo KocKa. CMHoHUM 3a POI e 6onecT e ,KameH YoBek” (stoneman disease), co ornepn Ha
CUMNTOMMUTE Ha 60/1eCTa, NOTEKIOTO HA MMETO e NoBeKe 04, jacHO.

MpeuroT cayyaj Ha POM 6un perncTpmpaH ywTre Bo 17 BeK, HO TOrall ce BepyBasio AeKa ocuduKaumjaTa
Ha MYCKYJ/IHOTO TKMBO Ce A0/IXKM Ha BOCNANMTeIeH NPOL,EeC LWTO ce 0ABMBa BO UCTOTO. Bo 1970 roamHa,
Victor A. McKusick 3abenexkan geka MyCKyJIHOTO TKMBO He € e AUHCTBEHOTO LUTO Ce NPeTBopPa BO KOCKa,
TYKy TOQ Ce C/y4yBa U co iMrameHTuTe. Toraw 6oaecta ro 4o6una CBOETO MMe, KOe Ce KOPUCTU U AeHec.



MpuunHUTEN 3a oBaa bosecT e myTaumjaTta Ha reHoT ACVR1 m cekorall ce jaByBa Ha MCTOTO MeCTO BO
reHort, a 6osecTta e Hac/siegHa aBTO30MHO AOMWHAHTHO, LUTO 3HA4YU AeKa efHa Konuja Ha NPOMEHETUOT
reH BO K/JIeTKaTa e A0BO0/IHa 3a Aa Npean3BuKa bonecT. 3aToa, A4eTeTo Ha POAUTENM, 04, KOU eQHUOT e
XeTepo3unroT Koj ctpaaa og POIl, a 4pyrMoT BO HUKO]j ciy4vaj He ce noBp3aHu co ®OI, nma 50% waHcu
Aa passue OOl cam.

Kny4oT 3a Aa ce nocTasuM npeumnsHa gujarHosa e epopmMmnTeToT Ha NPCTUTE CO KOW ce pafaaT NoBeKeTo
nyre co ®OI, Kom NecHo ce Npeno3HaeaaT Npu parare. POI ce KapaKkTepmsmpa co NPOrpPecmMBHO
ocMdumKaLMja Ha MYCKYAUTE, IMTaMEHTUTE, TETUBUTE U MEKOTO TKMBO BOOMLUTO, WUTO pe3y/aTMpa BO
dbopmMmupatrbe Ha JOMNONHUTENEH CKENET U TPajHa U TelwKa popma Ha pUsnyKa nonpeyveHocT. MoBekeTo
nyfe co ®OM ce KOPUCHULM Ha MHBANIMACKA KOINYKA.

CMmnTOMMTE 3aMoYHyBaaT ylWwTe BO PaHOTO AETCTBO M Ce MojaByBaaT BO pOpma Ha YyBCTBUTE/IEH OTOK Ha
rnaBaTa, BpaToT WM rpboT, Koj MoToa ce npeTBapa BO Kocka. ObuauTe ga ce oTCTpaHM HOBOHAcTaHaTa
KOCKa U Koja buno popma Ha Ppusnyka (buoncuja, nHeKuMja, XMpypLUKa npoLeaypa, Mo3odeH yaap) Unm
meTabonnyKa TpaymMa Kaj nyreto co GOl goseaysa A0 He3anMpaMBa nporpecuja u HoBo GopmMmuparbe Ha
KOCKM U MHBannAuTeT. VICKNy4nMTENHO e BaXKHO Aa ce paboTn Ha noaurarbe Ha ceecta 3a POl 6uaejku
HECoOo/BETHUTE MHTEPBEHLMM W NOTrPeLlHO AnjarHocTULMpatbe ce norybHu 3a nyfeto co ®OTM. Nako
@Ol BO NpUHLMN He M Hanara BHAaTPELWHUTE OpraHn,HO CPLLETO, @ ocobeHo bennte ApoboBK, ce KpajHO
paHAUBK 04 GaKTOT AEeKa TeNIOTO € KaKo BO KOCKEH OK/on.

Kako no npaswuio, nporpecnsHaTta ocnudpmumnpadka ¢nbpoamncniasmnja ro Hanara YoBEYKOTO Tei0
0/4,03ropa; 3aToa, NPBUYHO, TOa BAMNjae Ha MYCKyAUTe U 3rn10boBMTe Ha Ae/I0BM KaKo WTO Ce [N1aBaTa,
BPaTOT, AOP3a/IHNOT PETNOH, TPaanNTe, paMmeHaTa U roOpHUTE eKCTPEMUTETH, a MOTOA, ja 3arpo3yBa
MYCKY/IHaTa U 3rnobHaTa GYHKLMOHANHOCT Ha abaomeHOT, KapanuaTta, nymbanHata obnact n goaHuTe
EKCTpeMUTETH.

Kako pe3ynTaT Ha Toa, NporpecMBHaTta ocupuduumpadka pubpogucnnasmnja pesyntmpa Bo rybere Ha
NOABUMKHOCTA BO BK/IYYEHUTE MYCKY/U U 3r1060BM, CO NOTMYKN NOCAEANLIM BP3 MOTOPHUTE BELUTUHU Ha
nauueHToT.

®OI rn 3adaka anconyTHO CUTE MYCKYM BO YOBEYKOTO TEJI0, BKAYUYBajKM M'M U MYCKYUTE LUITO ja
ABMXKAT BUAMLaTa. Toa e NpuyMHaTa 30WWTO efHa 04 HajuecTMTe Nnocaeanum of oBaa peTka bosect e
LLe/I0OCHO TBPAa BM/IMLLA U HEMOXHOCT 33 jaaerbe U LIBaKakse. [lopaam oBaa npuynHa, nyfeto co POMM 3a
03 NpeXKnBeaT MopaaT Aa KOHCYMMPAaT eHTepasiHa XPaHa T.e. TeYHM NMpenapaT Kou rv CoApKaT cute
OCHOBHMW COCTOjKW 3@ KMBOT.

Kako pe3synTaT Ha Toa, nporpecmMBHaTta ocupudunumpadka pubpogmucnnasmnja pesyantmpa o rybere Ha
NOABWKHOCTA BO BK/IYYEHUTE MYCKY/IN U 3r1060BM, CO NOTUYKM NOCNEANLM BP3 MOTOPHUTE BELUTUHM Ha
nauueHToT.



®OI He ce maHndecTUpa Ha HEKOM AEN0BM O YOBEYKOTO TeNo. Ha npumep, Toa He Npean3BUKYBA
bopmMmuparbe Ha HeCAaKaHW KOCKM Ha jasauKOT, MMOKapA0T, MasHUTE MYCKYW, EKCTPAKOKYNAPHU MYCKYAU
n gujadparmara.

Tepanuja

OnuuMuTe 3a TPETMAH Ha NporpecuBHa ocudmLMpadKa dpubpoancnaasmja ce YNCTO CUMNTOMATCKM -
Haco4YeHU KoH ybiarKyBarbe Ha CMMNTOMATO/I0rMjaTa M OA4/10XKyBatbe Ha KOMMAKKaumuTe - buaejku
Hema TpeTmaHu, bapem 3acera, cCnocobHM Aa ja OTKaxKaT MyTaumjaTta, UAKU Npes parakbe UK parare.
OAroBOPHM 3a NpeameTHaTa 601eCT U Hej3UHUTE NnocaeauLm.

Harry Eastlack e Hajno3sHaT naymeHT oa POIM. HeroBute cumntoMm CTaHane no3HavajHu Ha 10-rogmiHa
BO3pacT, a Npea Aa ympe of NHeBMOHMja HenocpeaHo npeg Herosuot 40-Tn poaeHaeH, TKMBaTa My
H6uae OKOCTEHM [0 TOj CTENEH LUTO MOMKE Camo Aa MM MpAa camo ycHuTe. CBeceH 3a peTKocTa Ha
HerosaTa cocTojba, Toj ro AoHMpaLle CBOETO Te0 Ha HayKaTa, @ HErOBMOT CKEJIET e U3/I0XKEH fleHecC BO
my3sejoT “Mitter” Bo Punagenduja.

CBeTCcKM aeH 3a nogurare Ha ceecta 3a POIM e23-Tn anpun.
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