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I[Mporpeccupytomas occudpuuupyromas pudpoaucmiazus (POII) - 3To oueHb peakoe reHe-
TUYECKOe 3a00JIeBaHUE COEAMHUTENIBHOW TKaHHU, XapaKTepHU3YIoLleecs aHOMaJbHBIM pa3BUTHEM
KOCTHOH TKaHM B TeX 00JacTsAX Teja, I71e B HOPME KOCTh OTCYTCTBYET (re€TepoTonuyeckast occugpu-
Kalus), TAKUX KaK CBA3KH, CyXOXHIIUS M CKEJIeTHbIE MBIIIIIBI. B uacTHOCTH, Iipu 3TOM 3a001€BaHUN
CKEJIETHBIE MBIIILBI U MATKUE COETUHUTENIbHBIE TKAHU OpraHu3Ma I0JBEPratoTCs psly CIOHTAHHbIX
W3MEHEHMH, B pe3yJIbTaTe KOTOPBIX MPEBPAIIAIOTCS B KOCTh, TOCTENIEHHO (PUKCHUPYS CYCTaBbl HAa Me-
cTe. JIBuykeHus B cycTaBax IPH 3TOM 3aTpyJHEHBI WM OTCYTCTBYIOT. llanmentsr ¢ @OII nmeror
BPOXJIEHHBIE e()OpMUPOBaHHBIE OOJIBIINE MMAJIbIIBI HOT, TAKXKE MOTI'YT BCTPEUAThCS U APYTUe OPOKU
pa3BUTHA cKelleTa. AHOMaJIbHOE 3MU30UYECKOE PA3BUTUE KOCTH B JIFOOBIX MATKHX TKaHSAX 4acTo
IPUBOAUT K CKOBAHHOCTH B MOPAXKEHHBIX 00JACTAX, OTPAHUYCHUIO IBM)KEHUI 1 B KOHEYHOM UTOTe
K aHKWJIO03Y (CpallleHHI0) MOPaKEHHBIX CYCTaBOB (III€H, CIIUHBI, IIEY, TIOKTEH, KOJICHEH, 3arsCTHH,
JIOJBIKEK, YEIIOCTH - 4aCTO B TAKOM IOPSIZIKE).

ONU30UYECKUE BCIBILIKK (BOCHANUTENbHbIE ONyXaHus MArkux TkaHed) DOII oOpruHO
HAUYMHAIOTCS B paHHEM JIETCTBE U IPOTPECCUPYIOT HA MPOTSHKEHUH BCEH JKU3HU. BOJBIIMHCTBO City-
yaeB DOII Bo3HHKAET B pe3ylibTaTe CIIOPaIUUeCKOd HOBOM Mytaimu - myTtanuu reia (ACVR1) B
IIyTH KOCTHOTO MOP(OreHeTHYECKOro OesKa, KOTOpPbIH UrpaeT BaXXHYIO poJib B JOPMHUPOBAHUU CKeE-
JeTra y SMOpHOHA U BOCCTAHOBJIGHUH CKeJIeTa rmociie poxaeHus. [IpunanHoil 3a001eBaHus SBISETCS
ycunenue pynkuun rena ACVR1/ALK2, komupyrorero kunasy 6enka ALK2. ®ochoprnrpoansrit
ALK2 mnnynupyer aktuBaiuoo 6eakoB Smad, 4To MPUBOAUT K T€TEPOTONMUYECKON OCCH(DUKAIINH,
Habmonaemoii y nanuenTos ¢ GOIL

[Tpu nogo3penun Ha POII nmpoTHBONOKa3aHa OMOICHS, MOCKOJbKY MHBAa3MBHBIE METOIbI
NPUBOAAT K ObIcTpoMY 00pa30BaHUIO KOCTHOM TKaHM B MeCTax, rie oHa Oblna yaaneHa. Cienyer
n30eratb BHyTPUMBIIIEUHBIX HHBEKIIMHA (MMMYHH3A1UH ), 2 CTOMATOJIOTHYECKasi Teparius 10JIKHa UC-
KJIFOUaTh MHBEKIIMN MECTHBIX aHECTETUKOB U pacTshKeHHE democTu. Kpome Toro, manueHTam cie-
nyeT u3derath JOOBIX TPAaBMaTUYECKUX CUTYallMd, KOTOpbIE MOTYT MPHUBECTH K TYNOH TpaBME -
TpaBMa B OOJIBIIMHCTBE CIIy4aeB MOXKET BbI3BaTh AHOMAJIbHOE pa3BUTHE KocTell. Paznuunblie BUpyc-
Hble 3a00JIeBaHMsI, BKJIIOYAsl TPUIII U APyrue HHPEKIUU, MOT'YT CIIPOBOLIMPOBATH 00OCTPEHHE MATO-
JIOTHUH.

D¢ eKkTUBHBIX METOIOB JICUECHHS HE CYIIECTBYET, HO KIIMHUYECKHUE UCTIBITAHUS TIPOBOISTCA.
Jlnst obneryenus 60sn 1 0TeKOB, cBa3aHHBIX ¢ DOII, Bo BpeMs OCTpBIX BCIIBIIIEK B IEPBYIO OUYEpelb
HCIOJIb3YIOTCSI KOPTUKOCTEPOU/IbI, @ HECTEPOUIHBIE MPOTUBOBOCHANIUTEIbHBIE NTPENapaThl - MEXKIY
Benbimkamu. [larentam yacTo mokasaHa JiedueOHast GU3KyIbTypa, HOILIEHHE ClIeUalbHOW 00YBH,
Opeiichl U Ipyrue MPUCTIOCOOJICHHS, TOMOTAIOIINE MPH X00€ 1 NepeHoce Beca. Bee BUIbI JieueHus
ABJIAIOTCS] CHMIITOMAaTUYECKUMU U TIOEPKUBAIOLIMH.
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