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HacnenacrBennast remopparudeckasi TeJI€AHTMAKTa3Msl, TaKKe H3BECTHas Kak CHHAPOM
Panmio-Ocnepa-(Bebepa), 3T0 pacnpocTpaHeHHOE ayTOCOMHO-JOMUHAHTHOE 3a00JIeBaHu s, XapaKTe-
pusyronieecs: TpaHchopMaluel MeIKiX COCyJ0B B MHOKECTBEHHbIE TEJICaHTMIKTa3UU Ha KOXKE U
CITM3UCTHIX, 00Pa30BaHUIO APTEPHOBEHO3HBIX ITYHTOB M aHEBPU3M.

3a0osieBaHNE BCTPEUAETCSA BO BCEX PACOBBIX MU 3THUYECKUX TPYIIAX C OAUHAKOBOM 4acTOTOMN
y MY>KUUH M JKEHIIMH. PacnpocTpaHeHHOCTh MO0 MUpPY cocTaBiseT oT 1,5 1o 2 ciyuaes Ha 10 000
yenoBek (B Poccuu 1: 50 000).

Pa3znnuaror 3 BUAA HACIEACTBEHHON IeMOpparuuyeckoy TeaearudKTa3uu B 3aBUCUMOCTH OT
nokaim3zanuu mytanuu: B rene ENG, kogupyromuii sunoriavt; reie ACVRLI, oTBeTcTBEHHBIN 3a
aKTUBHUHONOAOOHBIN penentop ains ¢pepMmenTta kuHasbl; reHe SMAD4 Oenka. Bee Buibl cBs3aHbl ¢
HapyLIEHUSIMA CUTHAJILHOTO KOMIUIEKca TpaHchopmupyromero dakropa pocra-6era (TGF-f). B
HopMme TGF-B1 cBaseiBaercs ¢ peuentopom Il Thna curnaipHoro kackaaa, Koropslid pocopunmpy-
ercs u pekpytupyer perentopsl [ Tuma ALK1 nmu ALKS. DHIOTIMH ABIISIETCS CIENUPUIECKAM dH-
JIOTEJIMaJIbHBIM PELENTOPOM, KOTOPBIM CBS3bIBAETCA C MHOXECTBEHHBIMU PELIEITOPHBIMU KOMILJIEK-
camu TGF-f u momymupyer ALK1 u ALKS. Peunentopsr ALKI dochopumupyror peuentop
SMAD1/58 B iuToriasme, OH B CBOIO O4€pelb CBSI3BIBACTCS CO CBOMM KO-PEIIETITOPOM, U 00pa3yeTcst
AKTUBHBIM KOMIIJIEKC, KOTOPBIM TpaHCIUpYyeTcs B SAPO, CIOCOOCTBYS HOpMaJbHOM mposrdepanun
SHAOTEIHANBHBIX KJIETOK W MHUTpanuu riaaakux mbimnl. Hamportus, myte ALKS pabGotaeT uepes
SMAD2/3 u uHrHOupYyeT JaHHbIe MPOIecChl. Y MAIMeHTOB ¢ cuHApoM Panmio-Ocnepa u3meHsercs
HOpPMAaJIbHBIN 3HO0TENMAaIbHbIN OTBeT. MyTalus MPUBOJUT K CHHXKEHHUIO YPOBHS 3HJIOIJIMHA, B pe-
3yJbTaTe CHUKaercsa mepenada curianoB yepe3 ALKI u moBblnaercss mepegavya CUTHAJIOB 4epe3
ALKS, Hapy1as HOpMajabHYIO IMpOoJU pepariio SHA0TENNS U MUTPALUIO KJIETOK IIaJIKUX MBIIII. DTO
TaKXKe MPUBOJUT K O0Jiee BHICOKMM YPOBHSM SHI0TENNAIBHOTO (haKTopa pocTa COCYA0B, YTO MPUBO-
JUT K apTepUOBEHO3HBIM Majb(popMaIisaM, TeIeaHTUIKTa3UsIM U IPYTUM IIPOSBICHUSIM.

KnuHuueckas kapTuHa y nanueHToB ¢ 0one3Hbplo Panaio-Ocnepa pa3Hasi, O4HAKO OCHOBHBIM
IPU3HAKOM SBJIAETCS TeNeaHIMAKTa3uu. OHU OOBIYHO JIOKAJIM3YIOTCS Ha CIM3UCTON 0001049Ke HOCA,
ry0, AeceH, Ha KO)K€ BOJIOCHCTOM YacTH I'OJIOBbI, JMIIAa, KOHEYHOCTEH, TynoBuma. Koxa mnpu atom
UMEET IBET OT SIPKO-KPaCHOT0 10 TEMHO-(PHOIETOBOro. Takke MalueHThl YacTo JKalyloTCs Ha Ya-
CThI€ HOCOBBIE€ KPOBOTEUYEHHUA. DTO CBA3aHO C TEM, UTO TEJIE€AHIMIKTa3UHU, PACIIONATalOIIUECs Ha CIIU-
3ucTol 000JI0YKe HOCa, O0Jiee CKIIOHHBI K KPOBOTEUEHUIO, YeM KOKHBIE. Takke JaHHOoe 3a001eBaHne
4acTO NMPUBOANUT K apTEPUOBEHO3HBIM Majb(opMalUsaM B JETKHUX, I€YE€HHU, TOJIOBHOM Mo3re. OHH
MOTYT ObITh OECCUNITOMHBIMH, OJIHAKO MOTYT PUBOJIUTH K JIETOUHON U MOPTAJIbHOM I'MIEpTEH3HUH,
MIEYEHOYHOM HEeA0CTaTOYHOCTH, a TAK)KE YBEJTMUHUBAIOT PUCK KPOBOM3IIUSIHUM B MO3T. 32 CUET HEIoJI-
HOLIGHHOCTH COCAMHUTEIHHON TKaHH, y KOXXHM HaOI0JaeTCsl MOBBIIIEHHAS PAaCTSHXKUMOCTb, a Clla-
00CTh CBSI30YHOTO ammapaTa MPUBOIUT K YaCTHIM BBIBUXaM U MPOIa0MPOBAHUIO KIIANIAHOB CEpILa.

[Ipexne Bcero quarno3 «HacneacTtBeHHas reMopparuieckas TeI€aHTMIKTa3UsD» CTABUTCS 110
KJIMHUYECKUM MPOSIBICHUSIM U IIPU MOATBEPKACHUM CEMEHHOro Xxapakrepa 3aboneBanus. Menuka-
MEHTO3Hasl Teparus U XUPypPruyeckoe jeueHue y nanueHToB ¢ Oosie3npto Panmro-Ocnepa Hampas-
JICHBl Ha YMEHBIICHHE KOJINYECTBa KPOBOU3IUAHUN U MUHUMH3AIUIO TOCIECTBUI apTepHOBEHO3-
HBIX MaTb(POpMAIUii, KOTOPBIE MOTYT Pa3BUBATHCS B PA3JIMYHBIX CHCTEMAaX UITH OTJEIbHBIX OpraHax.
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