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2. 0IATHO3 TA TEPANIA

2.1 SIK 3aXBOpPIOBaHHA AiarHOCTYETbLCA?
3arasiom, Ha nigcTasi HACTYMNHOI Npoueaypu:

KniHiyHMn nonepepHin piarHos: HassHiCcTb FMF Moxe
PO3rnNaaaTnCs TiNIbKU To4i, AKLWO Y AUTUHN CrioCcTepiranm
LLOHaNMeHblUe Tpu Hanaaun. HeobxigHo NpoBecTn AoKnagHe BUBYEHHS
€THIYHOr0 NMOXOOXKEHHS, i g 3’acyBaTu, YM € pOoandi, AKi CTpPa>KaalTb
Bi TAKUX CaMNX CMMMNTOMIB abo MaloTb HUPKOBY HEAOCTATHICTb.
HeobxigHo nonpocuTn BaTbKiB AeTasnbHO onNncaTu nonepenHi Hanaaw.

CnoctepeXxeHHs 3a nepebirom: [llepen BUCTaBJEHHAM OCTAaTOYHOI O
AiarHo3y cfifg yBa)kHO criocTepiratn 3a AUTUHOID, Y KOTPOI
nigo3ptoeTbca FMF. BnpoOooB>X LbOro repiony CroctepeXxeHHs cnig
MPOBOANTU pPeTesIbHUN MeaUYHUW ornsan AUTUHKU Nig 4ac Hanagy. Kpim
TOro, nig Yyac Hanagy NoBUHHI By T BUKOHAHI aHani3n Kposi, wob
BU3HAYNTUN, YN NPUCYTHE 3anasieHHs. 3arajoM, L NOKA3HUKN Nif Yac
Hanagy € NO3UTUBHUMMU, a NICNA 3aKiIHYEHHA Hanagy
HOpMasi3a3ylTbCsa LinkoM abo Manmxe uinikoM. bynun pospobneHi
KnacudikauinHi kputepii, wob gonomortn BuasnaTn FMF. 3 pi3Hux
MPUYUH HE 3aBXXAN MOXKJIMBUN JNTIKAPCbKUN Ornan OUTUHW Nig Yac
Hanagy. TaknM YMHOM, C/lig NonpocnTn 6aTbKiB BECTU WOAEHHUK, B
AKOMY BOHW MOBWHHI 3anncyBaTun BCi NoAil. TakKoXX MOXXHa NpoBOAUTM
aHanisnm Kposi y Micuesin nabopaTopil.

BignoBiab Ha Tepanio KonxiuMHoOM: [liTaM, y SKUX NiCNa aHanisy
KNiHIYHOro ornany Ta pesyfabTaTiB labopaToOpHUX [OCAIAXKEHb AiarHo3
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FMF € oy>xe NMOBiIpHUM, NpU3HavyatoTb KOAXiLWUH NPUBAN3HO Ha 6
MicsauiB. lMicna ubOro 3HOBY nNepernagatoTb HAABHICTb CUMMTOMIB. AKLLO
ONTUHA AINCHO cTpaxkaae Big FMF, To Hanagwu UinkoM NpUNUHATLCA
ab0 3MEeHWNTLCA IXHA KiNbKiCTb, ab0 iIHTEHCUBHICTb, abo TpmBanicTb.
TiNbKN TOAi, KONK BCi BULLenepeniyeHi KpPoKN NponaeHi, MoXXHa
BUCTaBNaATK giarHos FMF i npu3HavyaTy NOXNTTEBUIN MPUNAOM KOJIXILNHY
NnavLieHTaM.

Ockinbku FMF BnnBa€ Ha pPi3Hi OpraHn i CUCTeMmn B OpraHismi, To
y4acCTb Yy giarHoCcTuui Ta nikyBaHHi FMF noBuHHI 6paTu pi3Hi haxisui.
[0 HUX HaneaTb nediaTpu, AUTAYI peBMaToNorn, Hedpposaorm (axisui
y rany3si xsopob HMUPOK) i racTpoeHTeposoru (gpaxisui y ranysi xsopob
TpPaBHOI CUCTEMMN).

NeHeTU4YHUM aHani3: Hewo[aBHO CTasI0 MOXJIMBUM NPOBELEHHS
reHeTU4YHOro aHanisy, wob niaTBepaonTn HAaABHICTb MyTaUin, AKi
rnoB's3aHi 3 po3BUTKoM FMF.

KniHiyHMIn giarHo3 FMF BBa>katoTb NiATBEPOAXXEHUM, SAKLLO MALLIEHT €
HOCIEM ABOX MyTaUlil, NO OAHIN BiO KOXXHOIO 3 6aTbkiB. OQHaK MyTalLlil,
ONMCaHi A0 TenepiwHbOoro 4acy, BUABNASAKTb TiIbKW Y NPUBAN3HO
70-80% xBopux Ha FMF. Lle o3Ha4aE€, WO iCHYIOTb nauieHTn 3 FMF, y
AKWUX € TiNbKWU 0OOHa MyTauis, abo He BUABNAAIOTb XOAHOI. 3 Ui€l
NnpU4YnHW aiarHo3 FMF 3aB>XXAn NOBMHEH BCTAHOBOBATUCA Y NOEAHAHHI
3 pe3ysibTaTaMU KAiHIYHUX OO0CAiOXXeHb. [@HeTUYHI aHani3n MOXYTb
OyTV BUKOHAHI HE B KOXKHOMY JiKyBaJZIbHOMY LLEHTPI.

JInxomaHkKa i 6inb y XXMUBOTI € Ay>Ke NOLWMNPEHNMIN CKapraMn y ANTa4omy
Bili. ToMy YacTo 6yBa€ BaXkKO, HaBiTb Yy rpyrnax BUCOKOro pU3NKY,
BCTAHOBUTM fiarHo3 FMF. BcTaHOBJ/IEHHSA AiarHO3Yy MOXXKe 3aUHATU
KilbKa poKiB, nepw Hi>x xsopoba byae BussneHa. Lio 3aTpUMKy y
AiarHOCTULI CNig AKoMOra CKOPOTUTU, OCKIJIbKN Y HENNIKOBAHUX XBOPUX
PU3NK PO3BUTKY aMinoigosy 30i/blWy€eTbCS.

ICHY€ HM3Ka IHWNX 3aXBOPIOBaHb, AKi XapaKTepun3yTbCs
nepiogu4YHUMN Hanagamm JIMXoMaHKKM i 6oniB y XXMBOTI Ta y cyrsobax.
[esKi 3 UMX 3aXBOPOBaHb € TAKOXX FEHETUYHUMUN | MAKOTb OKPEMI
CNiNbHI KNiHIYHI 03HakKN. OgHaK, BCi BOHWU MaloTb BiAMIHHI NpOsBU Y
KNiHIYHUX Ta nabopaToOpHUX OaHUX.

2.2 sike 3Ha4YeHHA MaloTb NabopaTopHi obcTe)xxeHHsA/-TecTn?
JTabopaTopHi 06CTeXxeHHSs BifirpaoTb BaXKJMBY POJib Y AiarHOCTUL
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FMF. Taki gocnig»XeHHs, K WBUAKICTb ocifaHHAa epuTtpounTis (LLUOE), C-
peakTUBHOro 6inlka, MOBHUI aHaNi3 KPOBI i piBeHb hibpnHoOreny
npoBOAATb Nig Yac Hanaay (He nisHiwe, HiXX Yepe3 24-48 rogunH nicns
MnoYaTKy HanaAay), BOHM MOXYTb 6yTn BUKOPUCTaHI A5 BU3HAYEHHS
CTyneHs 3ananeHHs. 9KWo ANTUHa € 3HoBY Be3 CMMNTOMIB, L TeCcTu
MOBTOPIOOTL, WOO BU3HAYUTU, YX MOKA3HUKM NOBEPHYNCA OO0
HOpMasibHNX abo ManXxe HopMaJibHUX 3Ha4YeHb. MNpnbN3HO y OOHIEl
TPETUHN MaLEHTIB 3HAa4YeHHs NOBepPTaTbCA 40 HOPMAJIbHOr0O PiBHA. Y
pewTn OBOX TPETUH 3HA4YEHHS CYTTEBO 3HMXKYIOTbLCSA, ane, AK i paHille,
nepeBunLLYOTb HOPMaJibHUW PiBEHb.

KpiMm Toro, HeobxiiHa HeBEJIMKA KiJIbKICTb KPOBI 419 NpOBeAEeHHS
reHeTUYHOro aHanisy. Y aiten, ki OTPUMYIOTb MOXXUTTEBE JliKyBaHHS
KONXiuMHOM, HeobXiAHO ABiIYi Ha PiK MOHITOpPYBaTM aHani3 KPOBI Ta
ceui.

AHani3 cedi TeCTyOTb Ha HasABHICTb Biflka, a TakoXX epuTpoumnTis. Lle
MOXYTb ByTK TUMYaCOBi 3MiHW Nig Yac HanaAaiB, asne BUSBNEHHS
MOCTINHO NiaBMLLEHOro piBHA 6inlka y cedi Mo)Ke BKa3lyBaTu Ha
aminoigos. Y ubomy BMnNaaKy Jaikap noBuHeH BUKOHATKU Bioncito npsamol
KUWKK abo HMpKKW. MNMpn pekTanbHin Bioncii BuaansoTb gy>xe
MaJIEHbKUWN LUMATO4Y0K TKaHUHW 3 peKTyMy (npsamMoi Kuwku). Lle gyxxe
npocTa npoueaypa. Akuwo B 6ionTaTi NPAMOI KULWIKW BiACYTHI AO0Ka3un
ICHyBaHHS aminoigosy, To cig nposectn 6ioncito HUPKKN ans
niaTBEpPA>XeHHSA AiarHo3y. [Ans nposeaeHHA 6ioncii HUPKN ANTUHA
MOBMHHA 3a/IMWLINTUCA Y JNliIKapHi BNPO4OBXX 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 JliKkyBaTW BMPOOOBX YCbOIro XUTTSA 3
BUKOPUCTAHHAM KONXiLUHY. Y Taknim cnocib Mo>xHa nonepeanTwu
MOBTOPHI Hanaan abo 3MeHLWNTM IX YacToTy i nonepeanTn aminoigos.
AKWO NaUIEHT NepecTae NpunMaTKn NikK, TO BiAHOBNIOKTLCA Hanagw i
PU3UK PO3BUTKY aMifioigosy.

2.4 flke nikyBaHHSA iCHY€?
JlikyBaHHS FMF € npocTuM, Hegoporum i 6e3 cepmnosHmnx nobivyHmx
eeKTiB Big MeAnKaMeHTIB, AKLL0 BOHU NMPUAMAlOTLCA Y NMpaBuibHOMY
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A03yBaHHI. B gaHuUM 4ac HaTyprnpoayKT KONXILUWH € nMpenapaToMm
BMbOpY ONg NpodiNakTUYHOro nikyBaHHs FMF. AKWo0 BCTaHOBAEHNI
niarHo3s FMF, ontmnHa noBuMHHa NpunMaTn NikKKU BCe CBOE XUTTA. Npn
MpPaBnJIbHOMY NPUNOMI Hanaawn 3HMKaTb Y 60% nauieHTIB | HacTKOBa
BignoBiab cnocTtepiraeTbca B 30% xBopux. OgHak y 5-10% xBopux
NiKYyBaHHS BUABNIAETLCA HEE(PEKTUBHUM.

Lle nikyBaHHA He TiJIbKWU KOHTPOJIIOE HanMaawu, aje TakoXX 3MeHLYE
pPU3MK aMinoigosy. ToMmy ay>xe Bak/mBo, Wwob nikapi nosacHoBanm
baTbkKaM i NaUiEHTaM, AKUM XNTTEBOBAXKJ/INBUM € MPUNAOM NiKiB Y
npu3HadeHin 0o3i. [ly>xe sBa>kneo, Wob nauieHT 4OTpUMyBaBCS
NiIKAPCbKUX IHCTPYKLUIiN (KOMMNNAeEHC abo NPUXNIBLHICTL). AKLWo ue byae
AOCSArHEeHOo, TO AUTUHA 3MOXKEe BECTU HOPMaJsIbHUW CMOCiO XXNTTA | MaTn
HOpPMaJibHYy MOro TpMBaniCTb. baTbKM HE MOBUHHI 3MiHIOBATK
n03yBaHHA 6e3 nonepenHboro y3roa)XeHHs 3 NiKy4nM Jlikapem.

[o3a KonxiynmHy He NoBMHHA 30iNblUyBaTUCS Mif4 Yac Hanagy, OCKiJIbKU
36inbweHHs oo3n byne HeeheKTUBHUM. T0NOBHUM € NoNepea >xeHHs
Hanaay.

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

2.5 ki noOi4yHi ehbeKT MeanKaMeHTO3HOI Tepanii iCHYITb?
Ba>XKo ycBigoMUTKU Te, WO ANTUHA NOBUHHA NpunMaTn TabneTkn
BMPOLOBX YCbOr0o CBOro XUTTHA. baTbkun 4acTo cTypboBaHi
MNOTEHUIMHUMN NOBIYHMMK eheKTaMn KONXiUKHY. TUM He MeHLe, Len
npenapaT € 6e3ne4YHnM, BUKJINKAE NnLle He3HayHi NobivHi ehekTu, AKi
3a3BMYai pearyTb Ha 3HWXKEHHS 0031, Hanbinbw nowmnpeHnm
nobiYHUM echeKkToM € aiapes.

[eski oiTn He NepeHoCATb PEKOMEeHA0BaHe N03yBaHHS, WO
NPOSABASAETLCA YaCTUMMN BOOAHUCTUMU BUMNOPOXKHEHHAMU. Y TaKnX
BUMagKax cif 3MEeHLWNTN OO3YBaHHSA 4O MEPEHOCUMOro, a NnoTim
MaJZIEHbKMMW KpOKaMu, NoBoJi, 3HOBY 36inbluyBaTy 003YBaHHA 00
AOCArHEHHSA BigNoBiAHOI A03U. IHWWA WNAX 3MEHLUNTU LWWAYHKOBO-
KMULWKOBI NOPYLUEHHSA NOSIArae y obMe)xeHHi CnoXXnBaHs
JIJAKTO30BMICHUX NPOOYKTIB BNPOLOBX NPUBNN3HO 3 TUXKHIB.

I[HWMMK NOBIYHNMIN edheKTaMm € HyaoTa, 6aOBaHHSA | cCNa3Muy B XXMBOTI.
Y piaKiCHMUX BMNagKax 3yCTPiYaeTbCA M'A30Ba CnabkicTb. IHOAI
CMNoCTepiralTb 3MEHLIEHHS KiIbKOCTI KJITUH KPOBi (epuTpouuTis,
nenkoyuTiB, TpoMboUMNTIB), ase 3i SMEHLEHHAM 003U BiAHOBJIOOTbLCS
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IXHI HOpMaJibHI PiBHi.

2.6 K poBro noTpioHOo noBoAMUTM NiKyBaHHA?
FMF noTpebye NOXXUTTEBOro NPodiNakKTUYHOIO JliKyBaHHS.

2.7 Ym icHy€e anbTepHaTUBHe/popaTKOBe NiKyBaHHA?
Mpn LbOMY 3aXBOPIOBAHHI HEMAE IHWNX BapiaHTIB NiKyBaHHS

2.8 Ik perynspHoO cnig NnpoBOAUTU KOHTPOJIbHIi 00CTEe)XeHHA?
Y piTen, ki oTpUMyOTb NliKyBaHHS, HEOBXiAHO LOHaNMeHLe ABiYi Ha
PiK NpoBOANTN OOCTEXXEHHS KPOBI Ta ceui.

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

2.10 ik BUrnapac sipgpaneHn nporHos (nepenbavyyBaHuMM
nepeOir Ta Hacnipku) 3axBopOBaHHA?

AKWo fiTn, AKi xBopitoTb Ha FMF, ByayTb BNPOAOBX YCbOIr0 XUTTS
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 aMifioifgo3, MOXXYTb noTpebyBaTu
TpaHCMaHTauil HUPKWN.

3aTpumMKkuM pocTy npu FMF He € ocHOBHOW npobnemoto. Y aesakux niten
TiNbKW MiCN9 NoYaTKy NPUNOMY KONXiUWHY Yy nepioni nybepTaTy
BiAOYBa€ETbCA HAAOJTy)KEHHS POCTY.

2.11 Y Mo>XXe NaLiEHT CTaTU LiJIKOM 340pPOBUM?

Hi, OCKiNnbKN NOeTbCA NPO reHeTnYHe 3axBoptoBaHHA. OgHak
MOXXUTTEBUN NPUNOM KONXIUWMHY OAE MOXJINBICTb MaLLIEHTY BECTU
HOpMaJibHe Be3 0bMeXXeHb XXUTTS, Ta HE MaTU PU3NKY PO3BUTKY
aminoigosy.
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