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1. Npo FMF

1.1 LLlo ue o3Ha4vae?

CimMmenHa cepenseMHOMOpPCbKa inxoMmaHka (FMF) € reHeTUYHUM
3axXBOPOBAHHAM. lMaUIeEHTM CTpa)KaaThb Bif NepiogndHNX Hanagis
JINXOMaHKWN, iKa CYrnpoBOAXXYETbCA 6ONAMU Yy XXNBOTI, rpyaax abo
cyrnobax i3 npunyxaHHam cyrnobis. XBopitoTb 0Cobu, nepeBa>kHo, i3
Cepen3eMHOMOpPCLKOro perioHy Ta bansbkoro Cxoay, ocobnmeo espei
(cedhapawn), Typkun, apabm i BipmeHu.

1.2 SIK 4acTo 3yCTPIYAETLCA 3aXBOPIOBAHHA?

Y nonynfauisax i3 BACOKMM PU3NKOM 3yCTpivaeTbCs npnbnansHo Big
04HOro Ao Tpbox xBopux Ha 1000 oci6. Cepepn iIHWNX €THIYHUX Fpyn
TpannsgeTbCAa pigko. Ane 3 Tux nip, Koam 6yB BiAKPUTUI
BignosiganbHUM red, FMF pgiarHoCcTyeTbCca HabaraTo YacTille HaBiTb Y
nonynsauiax, ge il paHiwe BBaXkanu pigkKicHow, Hanpuknag, y itaninuis,
rpekiB N aMepuKaHLiB.

FMF-Hanagwn nodmnHaoTbCca y 6/1M3bkKo 90% nauieHTiB 4o 20 poky
XNTTA. Y 6inblU HIXX NONOBUHU XBOPUX XBOPOHa NOYMHAETHLCS
BMNPOAOBX MeEPLUNX OECATU POKIB XUTTHA. XJIOMNYUKN XBOPIIOTb OELLO
yacTiwe, HiXX aiB4aTKka (1,3: 1).

1.3 LL1o € NPUYNHOIO 3aXBOPIOBAHHA?

FMF € reHeTU4YHUM 3axBOPIOBaHHAM. BignoBiganbHUW reH Ha3MBalOTb
MEFV-reHoM. BiH BnanBa€ Ha BiNoOK, SKUN Ma€E Ba)kJIMBY POJib B
NPMPOAHOMY MPUMNUHEHHI 3ananeHHsA. Konu uen reH, ak npmn FMF, Hece
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3MiHW (MyTauil), TO perysaioBaHHSA € NOPYLLUEHUM i MALIEHTN OTPUMYIOTb
JINXOMAHKY.

1.4 Ym 3axBOplOBaHHA € CNAaAKOBUM?

FMF, a9k npaBuno, ycnagkoBYETbLCA 3a TaK 3BaHUM ayTOCOMHO-
peuecuBHNUM TUMNOM yCnaaKyBaHHSA. Lle o3Hava€, Wwo ABOE BaTbKiB He
MaloTb, AK NPaBUJI0, HIAKNX CUMNOTOMIB. [pn UbOMY TUNI yCNaaKyBaHHS
obnagi konii reHa MEFV noBuWHHI 6yTn 3MiHeHMMIN (OAVH Big MaTepi Ta
oaviH Big 6aTbka) ona Toro, wob 3axsopiTn Ha FMF. Lle o3Ha4ae, Wwo
060€ 6aTbLKIiB € HOCIAMM (HOCIN Ma€ TiNbKK OOHY MyTaHTHY Konito, ane
He xBopoby). Konm xBopoba 3yCcTpiYaeTbCa y poandis, ToO TUMOBUM € Te,
LLLO XBOPiOTb piaHWUM bpaT, ABowopiaHUN BpaT/Ky3eH, ASAbKO/TiTKa abo
naneki poandi Xxsoporo. Akuo, NpoTe, K Lue MO)XHa crocTepiratn B
HebaraTbox BMNaakax, oauH i3 6aTbkiB Ma€e FMF Ta iHWIWW € HOCIEM
reHy, To icHye 50% BiporigHicTb, Wo XBopoba BUHUKHE Y AUTUHW. Y
MEHLLOCTIi NauieHTiB ogHa abo HaBiTb 06MABI KONil reHa MOXXYyTb DyTHn
HEerNMnoOMIiTHNMMN.

1.5 YoMy Mosa aouMTMHA 3axBopisia Ha L0 XBOpPoOy? Yu MOXXHa
XBOpoOy nonepeauntn?

Balwa ouTnHa 3axBopisla Ha L XBOPOOY, OCKiNIbKW € HOCIEM
MYTaHTHOIo reHa, wo Bukankae FMF.

1.6 YU ue 3apa3Ho?
Hi, FMF He € 3apa3Holo.

1.7 AKNMU € OCHOBHIi cMMNTOMM?

OCHOBHMMW CMMIMTOMaMK 3aXBOPIOBAHHA € NepiognyHa JIMXOMaHKa, sKa
CYNpoOBOOXKYETLCA Bonamm y unBoTi, rpyasx abo y cyrnobax. binb y
XXNBOTI € HAaNYacTiWmMMm i 3ycTpidaeTbcsa B 90% xBopux. binb y rpyaax
3ycTpivaeTbca B 20-40%, a 6inb y cyrnobax y 50-60% xBopux.

AK npaBuno, 4iTW NOBIAOMIAITbL NPO 0CODNBUN TUM aTakN, TaKNN AK
nepiogun4Hi 6oni B XxmnBoTi abo nmxomaHka. TuM He MeHLWe, AesKi
MaLIEHTM TaKOXX MOXKYTb MaTW Pi3Hi TUNn 601b0BUX HaMaaiB, OKPEMO
4y B KoMbiHaLil.
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Lli Hanaan € camoobmexxyr4dmnmm (TobTo BoHM NpoxoaaTh 6e3
NiKyBaHHSA) | TpMBalOTb Big 04HOMO 00 YOTUPLOX AHIB. Micna 3aKiHYeHHS
Hanagy, MayieHT LiJIKOM O4YXYE | HE MA€E HIAKNX CKapr MiXK LnMu
enizogamMun. [leaki Hanaam MoXXyTb 6yTW HaCTINbKK BONOYUM, LLLO
MaLi€EHT 4YX Noro poandi noTpebytoTb MeanyHol gonomorn. Hanagn
CUNbHOIro 60110 Y XXUBOTI MOXXYTb BUrNA4ATU K TOCTPUN aneHanuynT,
TaK WO AesKNM MaluieHTaM NpoBoaAATb HENOTPIOHI abaoMiHanbHI
XipypriyHi BTpy4YaHHs, Hanpuknag, sk BugaseHHsa aneHankcy.

IHWIi Hanagw, Wo NMOBTOPKOTLCS, HaBITb Y TOr0 XX MaUIEHTa, MOXYTb
nepebiraTn nerko, TomMy ix MoXxHa cnjayTaTtu 3 baHanbHUM Bonem
XMBOTA. Lle oagHa 3 NpUYnH TOro, YoMy TakK Ba)kKO pO3Mi3HaTun
nauieHTa 3 FMF. INig 4ac 6010 Yy XXMBOTI XBOpa ANTUHA, IK NPaBUJIo,
CTpa)KAaa€ Big 3akpeniB, asne 3i 3MeHWweHHAM 6010 CTiNleub 3HOBY CTaE€
M'AKNM.

Mo>xe 6yTu, WO Nig 4ac Hanaay y AUTUHN 3’ ABNSETbCSA BUCOKA
JINXOMaHKa, a Npu HaCTYNHOMY 3aroCTpPeHHi 3’ ABNAETbCA TiSIbKN
He3Ha4Ho niaBuLLeHa TeMnepaTypa. binb y rpyaax, Sk npaBuno,
0bMeXXyeETbCA OHIEID CTOPOHOIO TiNa, | MOXXe ByTU HACTINIbKU CUSTbHUM,
O MaLIEHT He MoxKe rnnboko anxaTu. binb, K NpaBnNO, MUHAE Yepes
JeKinbKa AHiB.

AK NpaBuIo, NOWKOOXKYETLCA TiNbKU OANH Cyrnob (MoOHOaApPTPUT),
Han4yacTile romMisIkoBo-CTynHeBum abo KoniHHUKM cyrnob. Cyrnob moxe
TaK CUNbHO NpunyxaTtu i 60NiTK, WO ANTUHA HE 3MOXXe XOOUTW.
MpnbnnsHo ogHa TpeTUHa MaLui€EHTIB BUABASE Had YParkKeHUM cyrnobom
yepBOHY BUCUNKY. Mpuctynu 6onto y cyrnobax MoXXyTb TpuBaTn TPOXM
OinblUue Yacy, HiX iHLWI Nnepiogn 3aroCTpPeHHs, TPUBANICTb MOXe
KOJINBATUCSA Bif YOTUPLOX AHIB 00 ABOX TUXXHIB, AOMOKN 6inb NOBHICTIO
He 3HUKHe. Y Oeskux giten peumgmneyro4dmm inb y cyrnobax i
NPUNYXNICTb MOXXe ByTn EAUHUM NPOSBOM 3aXBOPIOBAHHS, LLO
CMPUYNHAE XNOHY OiarHOCTUKY rOCTPOI peBMaTUYHOI IMXOMaHKKM abo
IOBEHIJIbHOr0 i4ioNnaTUYHOro apTpPuUTYy.

MpnbnnsHo 5-10% BmnapakiB y4acTi cyrnobiB CTalOTb XPOHIYHUMM |
MOXXYTb BUKJINKATU IXHE MOLIKOOXKEHHSA.

Y neakunx sunagkax npm FMF po3BMBa€ETLCA TUMNOBUW BUCUNM, LLLO
Ha3nBa€ETbCA bewnxononibHoOW epuTEMOLO, i, 3a3BMYal, 3HAXOANTLCA
Ha HUXKHIX KiHUiBKaX i cyrnobax. [eski it ckap»xaTbcsa Ha 6oni B
Horax.

I[HOLI Hamaau NPOSABAAITLCA PeunanByro4YM NepUKapanTom
(3ananeHHaM 060SI0OHKN cepls), MIO3NTOM (3amasneHHSaM M'A3iB),
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MEHIHriTOM (3ananeHHaM 060/IOHKN MO3KY) | NepnopXiToM (3ananeHHaM
SI€EYKa).

1.8 fKi 3ycTpiyaloTbCa YCKJIaAHEHHA?

[itn 3 FMF yacTo cTpa)kaatoTb Bif iHLWKWX 3aXBOPIOBaHb, SAKi €
MOMITHUMW Yepes 3anasjieHHA KPOBOHOCHUX CyaunH (BackyniT). 1o HUX
HaneXXunTb, Hanpuknaa, nypnypa LWennanH-reHoxa, By3/IMKOBUN
noniapTepuiT. Hanbinbw CepmnosHNM yCKIagHEHHSAM Y HeNiKoOBaHUX
nayieHTiB 3 FMF € po3BUTOK aMinoigo3y. AMinoig € cneungiyHnm
OiflkoM (NpoTEeIHOM), AKU BiAKNAAAETLCA B OKPEMUX OpraHax, Takux
K, 00 NpUKNagy, HUPKKU, KALLEYHUK, LWKipa i cepue, i MocTynoBo
NnPM3BOOUTbL OO0 BTPATU PYHKLUIT OpraHy, 30KpemMa, HUpoK. AMifioigo3
BUHWKAE He Tinbkn npu FMF, ane n ycknaaHOE HeQoCTaTHbLO Aobpe
NiKOBaHIi XPOHIiYHi 3anafibHi 3axXBOpPtOBaHHA. AKLLO NMpn 06CTEeXEHHI cedi
BUABMEHO 6inoK (NMpoTeiH), To Lue MoXe BbyTn BKa3iBKOK Ha aMinoinos.
[iarHo3 BUCTaBNAIOTb Ha NiACTaBi BUSBNEHHS aMifnolgy B KULLEYHUKY
abo Hupkax. iTun, AKi NiKyloTbCA ageKBaTHUMN 003aMUN KONXILWHY
(omBMCb MegMKaMeHTO3Ha Tepanid) € 3aXULWEHNMU Bif LUbOro
Hebe3neyHoro ANnsa XUTTS YCKAaaHEHHS.

1.9 Yun xBopoba y KOXKHOI AUTUHU nepebirae oaHaKoBO?

Hi, BoHa nepebira€e He 3aB)XAn 04HaKOBO. Bna, TpnBanicTb i CTyNiHb
Ba>XKOCTi CaMOro Hanagy y Ti€l XX camMOl ANTUHN KOXXKHUN pa3 MOXYTb
OyTun pisHUMN.

1.10 Yum BippisHAeTbCA XBOpOOa y Aaiten Ta popocnux?

3arasioM, KfiHiYHa KapTuHa y AitTen i nigniTkie € nogibHow 00 Takol y
nopocaunx. TMM He MeHLe, AesKi CAMNTOMU 3aXBOPIOBAHHA, TakKi sK
apTpuT (3ananeHHs cyrnobiB) i Mio3nT, € 6inbLl XapakTepHUMKU s
niten, i 3 BIKOM 3ycTpidaloTbCa pigwe. MNepuropxiT (3ananeHHs A€4Ka) B
MaJIEHbKUX XJIOMLUIB AiarHOCTYIOTb YacTille, HIXX Y A0POC/INX YOJIOBIKIB.
PU3nNK pO3BUTKY aMisioigo3y B HEJIIKOBAHUX MNALLIEHTIB € BULLUM MPpWY
paHHbOMY MNO4YaTKYy 3aXBOPIOBAHHS.
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