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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.

2. IATHO3 TA TEPANIA
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2.1 ik 3axBOplOBaHHA AiarHOCTYETbLCA?
3arasiom, Ha NiaAcTaBi HACTYMHOI Npouenypu:

KniHiyHMKX nonepepHin piarHo3: HaasHicTb FMF moxe
PO3rnagaTnUCs TiNIbKU To4i, AKLWO Y ANTUHW CNOCTepiraam
LLLOHaMeHbLUe TP Hanaaun. HeobxigHO NpoBeCcTn AOK/lagHEe BUBYEHHSA
€THIYHOIr 0 MOXOOXXEHHS, | cnig 3'AcyBaTu, YU € poandi, AKi CTpa)kaaTb
Big TaKMX CaMUX CUMMNTOMIB abo MaloTb HUPKOBY HEAOCTATHICTb.
HeobxigHo nonpocnTn BaTbKiB AeTaNbHO OnNUcaTn nonepeaHi Hanagw.

CnocTtepe)xeHHA 3a nepebirom: [lepen BUCTaAaBNEHHAM OCTAaTOYHOIO
AiarHo3y C/lif yBa>XHO CNocTepiraTn 3a AUTUHOID, Y KOTPOI
nigo3ptoeTbcsa FMF. BnpoaoB>X LbOro nepiony CroctTepeXxeHHs cnif
MPOBOONTWN pPeTEeSIbHUN Megu4YHUn ornag onTUHW Nig 4ac Hanagy. Kpim
TOro, nig Yac Hanagy NOBUHHI ByTK BUKOHAHI aHani3n Kposi, wob
BU3HAYMUTUN, YN NPUCYTHE 3anasieHHs. 3arajoMm, Ui NOKa3HUKK Nifg Yac
Hanagy € NO3UTUBHUMMK, a NICNAA 3aKiHYEHHA Hanagy
HopMani3a3ylTbCs UisIkoM abo Mmamxe uinkoM. bynum pospobneHi
KnacndikauinHi kputepil, wob gornomortn BuasnsaTn FMF. 3 pi3Hnx
MPUYUH HE 3aBXXAN MOXKJIMBUN NIKAPCbKNI Ornan AUTUHW Nig Yac
Hanagy. TakKnM YNMHOM, C/lif NoNpPoCcUTN BaTbKIiB BECTU WOAEHHUK, B
SAKOMY BOHW MOBUHHI 3anncyBaTW BCi NoAil. TaKoXX MO>XHa NpoBOAUNTHN
aHani3nm Kposi y Micuesin nabopaTtopil.

BignoBiab Ha Tepanito KoAXiuMHOM: [liTAM, y AKUX MiCNg aHanisy
KJIIHIYHOrO orngaAy Ta pe3ysbTaTiB labopaTopHUX OO0CAIOXKEHb AiarHOo3
FMF € ny>xe NMOBipHUM, NpU3HavatoTb KOAXILUH NMPUOBIN3HO Ha 6
MicsauiB. lMicng LbOro 3HOBY NMepernagatoTb HAABHICTb CUMMTOMIB. AKLLO
AVNTUHa OINCHO cTpaXkaae Big FMF, To Hanagu WiJIKOM NMPUNMHATLCSA
ab0 3MEeHWNTLCA IXHA KiNIbKICTb, ab0 iIHTEHCUBHICTb, abo TpmBanicTb.
TinbKN TOAI, KOMK BCi BULLenepeivyeHi KPOKN NponaeHi, MOXXHa
BUCTaBNATK giarHo3 FMF i npu3Ha4aTn NOXXUTTEBUN NPUNOM KONXILUHY
nauieHTamM.

Ockinbkn FMF BnanBa€e Ha pi3Hi OpraHn i CUCTEMMN B OPraHi3mi, To
y4yacCTb Yy AiarHoCTuui Ta nikyBaHHi FMF noBuHHiI 6paTu pi3Hi dhaxisui.
[0 HUX HaneXxaTb negiaTpu, ANTAYI peBMaTosorn, Hedposnorum (dpaxisui
y rany3i XxBopob HMUPOK) i racTpoeHTeponoru (daxisui y ranysi xsopob
TpaBHOI CUCTEMMN).
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NeHeTU4YHUM aHani3: HewonaBHO CTasI0 MOXJIMBUM NPOBELEHHS
reHeTU4YHOro aHanisy, wob niaTeepaonTn HaABHICTb MyTaUin, AKi
rnoB's3aHi 3 po3BUTKoM FMF.

KniHiyHMIn giarHo3 FMF BBa>katoTb NiATBEPAXXEHUM, SAKLLO MALLIEHT €
HOCIEM OBOX MyTaUlil, N0 OAHIN BiO KOXXHOIO 3 6aTbkiB. OaQHaK MyTallil,
ONMCaHi A0 TenepiwHbOoro 4acy, BUABNASAKTb TiIbKW Y NPUBAN3HO
70-80% xBopux Ha FMF. Lle o3Ha4aE€, WO iCHYIOTb nauieHTn 3 FMF, y
AKWUX € TiNbKW 0OHa MyTauis, abo He BUABNAAIOTb XOAHOI. 3 Ui€l
Nnpu4YnHW aiarHo3 FMF 3aB>XXAn NOBMHEH BCTAHOBOBATUCA Y NOEAHAHHI
3 pe3ysibTaTaMy KAiHIYHUX OO0CAiOXXeHb. [eHeTUYHI aHani3n MOXYTb
OyTV BUKOHAHI HE B KOXKHOMY NiKyBaJZIbHOMY LLEHTPI.

JInxomMaHka i 6inb y XXMUBOTI € Ay>Xe MNOWNPEHNMIN CKapraMn y ANTa4omy
Billi. TOoMy YacTo 6yBa€ BaXkKO, HaBiTb Yy rpyrnax BUCOKOro PU3UNKY,
BCTAHOBUTM fiarHo3 FMF. BcTaHOBJ/IEHHA AiarHO3Yy MOXXKe 3aUHATU
KiNlbKa poKiB, nepw Hi>x xsopoba byae BussneHa. Lito 3aTpUMKy y
AiarHOCTULI CNig AKoMora CKOPOTUTU, OCKIJIbKN Y HENNIKOBAHUX XBOPUX
PU3NK PO3BUTKY aMinoigosy 30i/blWy€eTbCS.

ICHY€ HM3Ka IHWNX 3aXBOPIOBaHb, AKi XapaKTepun3yTbCs
nepiogu4YHUMM Hanagamm JIMXoMaHKKM i 6oniB y XXMBOTI Ta y cyrsobax.
[esKi 3 UMX 3aXBOPOBaHb € TAKOXX MTEHETUYHNMUN | MAKOTb OKPEMI
CNiNbHI KNiHIYHI 03HakKN. O4HaK, BCi BOHW MaloTb BiAMIHHI NpOsBU Y
KNiHIYHUX Ta nabopaToOpHUX OaHUX.

2.2 flke 3Ha4YeHHA MalOTb NnabopaTopHi o0cTe)XXeHHA/-TecTn?
JTabopaTopHi 06CTeXeHHSA BifirpatoTb BaXKMBY POJib Y AiarHOCTUL
FMF. Taki gocnin>eHHs, K WBUAKICTb ocigaHHAa eputpouuTis (LLUOE), C-
peakKTUBHOIo Difika, MOBHUW aHani3 KPOBI i piBeHb hibpuHOreHy
NnpPoBOAATb Nif Yac Hanaay (He ni3Hiwe, HiXX Yepes 24-48 roguH nicns
noYyaTKy HanaAay), BOHM MOXYTb 6yTn BUKOPUCTaHI 015 BU3HAYEHHS
CTyneHs 3anasieHHs. 9KLWo ANTUHa € 3HOBY Be3 CMMNTOMIB, L TeCTu
MOBTOPIOOTL, WOO BU3HAYUTU, YX MOKA3HUKM NOBEPHYINCA A0
HOpMaJsibHNX abo Man)xe HopMaJibHNX 3Ha4YeHb. MNpnbn3Ho y oaHiIEl
TPETUHW MaLIEHTIB 3HAYEHHSA NOBEPTAOTbLCA 40 HOPMaJIbHOro piBHA. Y
pewTn OBOX TPETUH 3HA4YEeHHS CYTTEBO 3HMXKYIOTbCSA, afe, AK i paHille,
nepeBunLLYOTb HOPMaJsibHUIN PiBEHb.

Kpim Toro, HeobxigHa HeBeNMKa KifbKiCTb KPOBIi 4151 NpoBeAEeHHS
reHeTUYHOro aHanisy. Y aiten, ki OTPUMYIOTb NMOXXUTTEBE JIiIKyBaHHA
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KONXiuMHOM, HeobXiAHO ABIYi Ha PiK MOHITOpPYBaTM aHani3 KPOBIi Ta
ceui.

AHani3 cedi TeCTyOTb Ha HasABHICTb Biflka, a TakoXX epuTpoumnTis. Lle
MOXYTb ByTK TUMYacCoOBi 3MiHW Nig Yac HanaAaiB, asne BUSBNEHHS
MOCTINHO NiaBMLLEHOro piBHA 6inlka y cedi Mo)Ke BKa3lyBaTu Ha
aminoigos. Y ubomy BMNaaKy gikap noBuHeH BUKOHATK Bioncito npsamol
KUWKK abo HMpKW. MNMpn pekTanbHin Bioncii BugansoTb gyxxe
MaJIEHbKUW LUMATO4Y0K TKaHUHW 3 peKTyMy (npsamoi Kuwku). Lle gyxxe
npocTa npoueaypa. Akuwo B 6ionTaTi NPAMOI KULWKW BiACYTHI AO0Ka3u
ICHyBaHHS aminoigosy, To cig nposecTun 6ioncito HUPKKN ans
niaTBEPA>XeHHSA AiarHo3y. [Ans nposeaeHHA 6ioncii HUPKN ANTUHA
MOBMHHA 3a/IMWLINTUNCA Y JNliKapHi BNPO4OBX OAHIEI HOYi. Buganeny gn4
bioncii TKaHMHY hapbytoTb, a MOTIM 0OCTEXXYIOTb Ha aMiNoIgHi
BigKJlaoeHHS.

2.3 Yu xBopoOa BUNIKOBYETLCA YU MOXKe OyTU NiKOBaHO10?

FMF HeBunikoBHa, ane 1l MOXXHa JIiKkyBaTu BMPOOOBX YCbOIro XNTTSA 3
BUKOPUCTAaHHAM KONXiLUHY. Y Taknim cnocib Mo>xHa nonepegnTwu
MOBTOPHI Hanaan abo 3MeHLWNTM IX YacToTy i nonepeanTn aminoigos.
AKWO NaUIEHT NepecTae NpunMaTKn NikK, TO BiAHOBAOKTLCA Hanagw i
PU3UK PO3BUTKY aMifioigosy.

2.4 flke nikyBaHHSA iCHY€?

JlikyBaHHS FMF € npocTuM, Hegoporum i 6e3 cepnosHmnx nobivyHmx
eeKTiB Big MeAnKaMeHTIB, AKLL0 BOHU NPUAMAlOTLCA Y NMpaBuibHOMY
N03yBaHHI. B gaHMn 4ac HaTypnpoayKT KOJIXiUMH € NpenapaToM
BMbOpY O0Nd NpodiNakTUYHOro nikyBaHHs FMF. AKWo BCTaHOBAEHNI
AiarHo3 FMF, ognTruHa NoBUHHA NpUUMaTK NiKN BCE CBOE XUTTA. Mpun
MPaBnJIbHOMY NMPUNOMI Hanaawn 3HMKaTb Y 60% nauieHTIB | HaCcTKOBa
BignoBiab cnocTtepiraetTbca B 30% xBopux. OgHak y 5-10% xBopux
NiKYBaHHS BUABAETLCA HEE(PEKTUBHUM.

Lle NnikyBaHHSA He TiNIbKU KOHTPOJIIOE Hanagun, aje TakoXX 3MeHLIYE
pU3nK aMinoigosy. ToMmy foy>xe Ba)kJinBo, Wob nikapi NosgcHoBa
baTbKaM i NAUIEHTAM, AKUM XNUTTEBOBAXK/INBUM € MPUNAOM NiKiB Y
npu3HayeHin 0o3i. ly>xe Ba>kaneo, Wwob nauieHT 4OTpUMYyBaBCA
NiKapPCbKUX IHCTPYKLUIiN (KOMMNNAEHC abo NPUXNIBLHICTL). AKWo ue byae
OOCSArHEeHOo, TO AUTUHA 3MOXKe BECTU HOPMaJIbHUN CroCib XXNTTA | MaTn
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HOpPMaJibHYy MOro TpMBaniCTb. baTbKM HE MOBUHHI 3MiHIOBATH
no3yBaHHA 6e3 nonepenHboro y3roa)XeHHs 3 NiKy4nM Jlikapem.
[03a KonxiynmHy He NoBMHHA 30iNblUyBaTUCS Nif4 Yac Hanagy, OCKiJIbKU
30iNnblIEeHHs oo3u byae HeeeKTUBHUM. [TOJIOBHUM € Nonepen>XeHHS
Hamagy.

[MauieHTaM, KOTpPI He BiANOBIiAAOTb Ha KOJMIXIUWH, MPU3Ha4YaloTb
BionorivyHi npenapaTn.

2.5 ki noOi4yHi ehbeKT MeanMKaMeHTO3HOI Tepanii iCHYITb?
Ba>Ko ycBigoMUTKU Te, WO ANTUHA NOBUHHA NpunMaTn TabneTkn
BMPOLOBX YCbOIr0 CBOro XUTTHA. baTbkKn 4acTo cTypboBaHi
MNOTEHUIMHUMKN NOBIYHMMKU eheKTaMn KONXiUKHY. TUM He MeHLe, Len
npenapaT € 6e3ne4yHnM, BUKJINKAE NnLle He3HayHi NobivHi ehekTun, AKi
3a3BMYai pearyTb Ha 3HWXKEHHS 0031, Hanbinbw nowmpeHnm
nobiYHUM echeKToM € aiapes.

[eski oiTn He NepeHoCATb PEKOMEH0BaHe 003yBaHHS, WO
NPOSABASAETLCA YaCTUMMN BOOAHUCTUMU BUMNOPOXKHEHHAMU. Y TaKnX
BUMagKax cif 3MEeHLWNTN OO3YBaHHA 4O MEPEHOCUMOro, a NnoTiM
MaJZIEHbKMMW KpOKaMu, NoBoJi, 3HOBY 36inbluyBaTy 003YBaHHA 00
AOCArHEHHSA BigNoBiAHOI A03U. IHWWA WNAX 3MEHLUNTU LWIYHKOBO-
KMULWKOBI NOPYLUEHHSA NOSIArae y obMe)xeHHi Cno>XnBaHs
JIJAKTO30BMICHUX NPOOYKTIB BNPOLOBX NPUBAN3HO 3 TUXKHIB.

I[HWMMK NOBIYHNMIN edheKTaMm € HyaoTa, 6AOBaHHSA | cNa3Muy B XXMBOTI.
Y piaKiCHMX BMNagKax 3yCTpPiYaeTbCA M'A30Ba CnabkKicTb. lIHOAI
CNoCTepiratTb 3MEHLIEHHS KiNIbKOCTI KJITUH KPOBi (epuTpouuTis,
nenkoyuTiB, TpoMboUMTIB), ase 3i SMEHLEHHAM 003U BiAHOBOOTbLCS
IXHI HOpMaJibHI PiBHi.

2.6 K poBro NnoTpioHO noBoAMUTU NiKyBaHHA?
FMF noTpebye NOXXUTTEBOro NPodiNakKTUYHOIO JiKyBaHHS.

2.7 Ym icHye anbTepHaTUBHE/AOoQaTKOBE J1iIKyBaHHA?
Mpn UbOMY 3aXBOPIOBAHHI HEMAE IHWWX BapiaHTIB JliKkyBaHHA

2.8 Ik perynsipHo cJig NPoBOAUTU KOHTPOJIbHI 06CTe)XXeHHA?
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Y piTen, ki oTpUMyOTb NliKyBaHHS, HEOBXiAHO LOHaNMeHLe OBiYi Ha
PiK NpoBOANTN OOCTEXXEHHS KPOBI Ta ceui.

2.9 SIK pOoBro TpMBa€ 3axXBOPIOBaHHA?
FMF € 3axBoploBaHHAM Ha BCe XUTTA.

2.10 ik BUrnapac sipgpasneHn nporHos (nepenbavyyBaHuMM
nepeOir Ta Hacnipku) 3axBOpOBaHHA?

AKWOo fiTn, AKi XxBopitoTb Ha FMF, ByayTb BNPOAOBX YCbOIro XXUTTS
NPUAMATN KONXILUH, TO 3MOXXYTb BECTU HOPMaJibHE XUTTA. AKLWO €
3aTpPUMKa B AiarHocTuui, abo BiACYTHICTb MPUXNNLHOCTI 00 NiKyBaHHS,
TO 3POCTAE PU3NK PO3BUTKY aMinoigosy. ¥ umx Bunagkax nporHos €
noraHum. iTn, 9Ki po3BMBaOTb aMisioifgo3, MOXXYTb noTpebyBaTu
TpaHCMaHTauil HUPKN.

3aTpumMKuM pocTy npu FMF He € ocHOBHOW npobnemoto. Y aesakux niten
TiNbKW MiCN49 NoYaTKy NPUNOMY KONXiUWHY Yy nepioni nybepTaTy
BiAOYBaETbCA HAAOJTy)KEHHS POCTY.

2.11 Y Mo>Xe NaLi€EHT CTaTU LiJIKOM 340pPOBUM?

Hi, OCKiNbKN NOeTbCA NPO reHeTUYHe 3axBoptoBaHHSA. OgHakK
MOXXUTTEBUN NPUNOM KONXIUWMHY OAE MOXJINBICTb MaULIEHTY BECTU
HOpMaJibHe Be3 0bMeXXeHb XXUTTS, Ta HE MaTU PU3NKY PO3BUTKY
aminoigosy.

3.MOBCAKAOEHHE XUTTHA

3.1 ik BNn/IMBa€E 3aXBOPIOBaAHHA HAa NOBCAKAOEHHEe XXUTTA AiTen Ta
IXHiIX 6/1M3bKUX?

OnTuHa Ta 1l 61n3bKi YacTo bopaTbCA 3 NpobaeMoto 3aXBOPOBAHHSA
cyrnobiB Ta KiCTOK LUe A0 BCTAHOBJIEHHS AiarHo3y. Yepes3 HasBHICTb
cunbHMX 6onen y XXnBoTi, rpyasax Ta cyrnobax ouTmHa noBmHHa
perynsapHo obcTexxyBaTuCa nikapeM. Y AedKNX NauieHTiB MOXYTb OyTuU
npoBeneHi HenoTpibHi onepauii YHepe3 BCTAaHOBNIEHHSA NMOMUIKOBOI O
AiarHo3y. licna noCTaHOBKKM AiarHO3y HEOOXiAHO BM3HAYNTUN METY
NiKyBaHHSA Ans Toro, wob antuHi Ta 6aTbkaM gaTn MOXKJNBICTb
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HOpPMasibHO XXUTW. MNMauieHT 3 FMF NoBUHHI 0OBroTpuBasio Ta
perynsapHo OTPpUMyBaTU NiKyBaHHSA. AKLLO KOMXiUMH He Byae perynspHo
BXXWBATUCS, TO BUHUKAE PU3NK PO3BUTKY aMinoigosy.

F0N10BHOIO MPODBEMOIO € MCUXONOriYHE HaBaHTAXEHHS Yyepes
HeobXiAHICTb NOXMUTTEBOr0 NPUNOMY JliKyBaHHSA. MOXXYTb 4OMNOMOITH
rncuxocouiasbHa NigTPUMKa | HaBYasbHI NporpamMuy A8 NaUi€EHTIB |
DaTbKiB.

3.2 fIK w000 HaBYaHHA y WKOAI?

YacTi Hanaan MOXyTb NPU3BOONTKU A0 BaraTboX NMPOMycKiB 3aHATb Y
LWKOJi, OAHaK 3aCTOCYBaHHSA NiKyBaHHSA KONXILVWHOM 3MEHLUYE L0
npobnemy.

Hobpe 6yno 6u noiHopMyBaTK LLKOJY NPO XBOpPOOYy, B TOMY 4UC,
30KpeMma, BCiX 3a4isHNX Y HaBYasibHOMY Npoueci Npo Te, Wo pobuTtn y
BUMagKy Hanaay.

3.3 Ik OyTM i3 3aHATTAMM CNOPTOM?

MauieHTN 3 FMF, AKi OTpUMYIOTb KOJIXILMH BMNPOLOBX YCbOr0o XXUTTH,
MOXXYTb 3aMaTUCS Byab-IKUM BUOOM CNOPTY, AKUM 3aX04yTb. EANHOIO
npobnemoto moxxe 6yTm Hanapg 3 TpMBaJIUM 3anajeHHAM y cyrnobi, wo
MO>Ke MpPU3BecTn 00 obMexeHHs pyxiB y cyrobi.

3.4 K w000 Xxap4dyBaHHA?
He icHye )xoaHOI gieTun.

3.5 Yu MoXxXe KniMaT BN/AIMBaTHU Ha nepedbir 3axBoploBaHHA?
Hi, e HeMoXX1nBO.

3.6 Y puTMHA MOXe OyTU BaKUMHOBAHOIO?
Tak, AUTUHa MoXXe | MoBUHHA ByTn BaKLUMNHOBAHOIO.

3.7 AKux peKoMeHpauin cnip AOTPUMMYBATUCA Y CEKCYaJZIbHOMY
XKUTTi, BariTHOCTI Ta AJiS KOHTPOJIA 32 HAPOA>KYBaHICTIO?
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[0 nikyBaHHS KOAXiUMHOM xBopi 3 FMF Moran matm npobnemu 3
depTUNLHICTIO, SKi, OAHAK, 3HUKAIOTb 3i 3aCTOCYBAaHHAM KOJIXiLNHY.
3HMKEHHS KiNIbKOCTi cCnepMaTo30i4iB PiAKO CNOCTepiraeTbCa Npu
3aCTOCYBaHHI TepaneBTUYHMX [03. 3aCTOCYyBaHHA NpenapaTy He cnif
NPUNUHUHATK Nif Yac BariTHOCTIi abo roayBaHHA rpyaato.
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