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1. NMPO PAPA

1.1 LLlo ue Take?

AbpesiaTypa PAPA po3WNGPOBYETLCS AK MIOFrE€HHUN apTPUT,
raHrpeHos3Ha niogepmis i akHe. Lle reHeTmn4YHe 3axBOpOBaHHA. Llen
CUHAPOM XapaKTepPU3YETbCHA TPbOMA OCHOBHUMN CUMNTOMaMMN:
MOBTOPIOBAHMM 3anafieHHsaM cyrnobiB (apTpuT), 3MiHaMKM Ha LWKIipi y
dopMi WKiIpHNX BUPA30K, AKi BiAOMI K raHrpeHo3Ha niogepmis, a
TaKoX Y POpPMi aKHe, AKi Ha3uBalTb KNCTO3HUMU aKHe.

1.2 SIK 4acTO 3yCTPIYAETHLCA L e 3aXBOPIOBAHHA?

PAPA-CUHOPOM 3ycTpivaeTbCca ayxe pigko. fotenep 6yno onncaHo
Ay>xe Mano BunagkiBs. Tomy, 4actoTa XBOpobu He € TOYHO BiAOMOIO, i,
MMOBIPHO, LLIO 3aXBOPIOBAHHSA PiAKO LAiarHOCTYETLCA NMpaBuJibHO. Ha
PAPA XBOPIIOTb XJIONYUKW | giB4aTKa 3 04HAKOBOK 4acToOTOl, XBopoba
MOYUHAETDLCHA, K MpPaBno, B ANTUHCTBI.

1.3 LLlo € npu4YnMHOIO XBOpOOMU?

CuHgpoM PAPA € reHEeTUYHNM 3aXBOPOBAHHAM, iKe BUKJINKaHe
3MiHaMn (MyTauisaMn) y Tak 3saHOMY reHi PSTPIP1.Yepe3 HasABHICTb
MyTauil pyHKUia 6inka, KU € KOAOBaAHUN LM FreHOM, 3MiHIOETbCS.
Llenn 6inok Bigirpa€ Ba)x/iMBYy poJib Yy perynduii 3anaabHUX peakuin B
opraHismi.

1.4 Ym 3axBOplOBaHHA € CNAagKOBUM?
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CnHaopom PAPA ycnagKoBYETbLCS 3@ ayTOCOMHO-AOMIHAHTHUM TUMNOM
crnagkysaHHSA. Lle o3Ha4ae€, Wo crnagkyBaHHSA He NOB'A3aHe 3i CTaTTio.
Lle Tako>X O3Ha4ae, Wo oguH i3 6aTbKiB Ma€, WOHANMEHLUEe, OKpeMI
CMMNTOMM XBOPOOMU, Yy CiM'I HaCTO XBOPUMIN € OEKIiNIbKa YJIEHIB, i B
KOXXHOMY MOKOJ1iHHI cnocTepiraeTbCca xsopoba. AKLWO NtoanHa, 9Ka
XBOpa Ha cnHapom PAPA, niaHye MaTu ANTUHY, TOo € 50% BiporigHOCTI
TOro, WO CMHOPOM nepenacTtbCa AUTUHI.

1.5 YoMy Mo aouMTMHA 3axBopina Ha U XBOpoOy? Yu MOXKHa ii
nonepeanTn?

OnTnHa Ma€ 3axBOPOBaHHA, OCKIJIbKO yCrnaaKyBaJsia noro Big ogHoro 3
baTbKiB, AKUN € HOCIEM MyTauii B reHi PSTPIP1. OgnH 3 6aTbKiB, 9KuNi
Hece MyTauito, MOXKe HEe MaTU XXOOHUX KJIHIYHNX CUMMNTOMIB
3axXBOpPIOBaHHSA. He AMBAAYNCL Ha Te, WO 3aXBOPOBAHHS HE MOXXHA
nonepeanTmn, MOXKHa NiKyBaTW NOro CUMNTOMMN.

1.6 YUu BOHO € 3apa3HUM?
CuHpgpoM PAPA He € 3apa3HumMm.

1.7 Ki CAMNTOMM € OCHOBHUMMU?

Hanbinbll nowmpeHnmMmn € apTpuUT, rAHFPEHO3Ha MiogepMmis i KNCTO3He
akKHe. PigKo 3ycTpivaloTbCa 0g4HOYACHO BCi TPU CUMNTOMN Y OOHOI0
XBOpPOro. Ak npaBuio, apTPUT PO3BUBAETLCA B PAHHbOMY ONTUHCTBI
(nepwmnin enizon 3’9aBNAETLCA MiXK 1 i 10 pokaMun XNTTA) i, 9K NpaBuIo,
MOLKOOXXYETLCA OQHOMOMEHTHO snLe oAnH cyrno0. NMowKoa>XXeHUn
cyrnob npunyxae, € HepBOHUM i 6on04YUM. KAiHIYHO MOLIKOAXXEHHS
cyrnoba Haragye bakTepianbHUWM apTpUT (apTPUT, WO BUKIIMKAHUN
MPUCYTHICTIO BakTepin y cyrnobi). ApTpuT npu cuHapomi PAPA Moxe
MPU3BOAUTU 00 NOWKOAXEHHSA Cyra1060Boro xpsua Ta
nepuapTUKYNApPHOI KiICTKN. Bennki BUpasKoBi ypa>KeHHS WKipn (BigOMiI
K raHrpeHo3Ha niogepmisd), K Npasno, PO3BMBAIOTLCS Mi3HiWe, i, 9K
NpaBwuo, CrOCTepIiralTbCA Ha HMXXHIX KiHLiBKax. KNCTO3He akHe
3'ABNIAETLCA Y NiANITKOBOMY BiLi i MOXXe 3anMWLaTUCA a)Xk 40 A0POCSoro
BiKy. NoWKoOOXKXYETbCA WKipa 06aun4ys i Tynyba. MNMepwmmm cumntToMamin
€ HeBeJINKe NOLWKOOXXEHHS WKipn abo cyrnoba.
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1.8 Yu 3axBOpIOBaHHA Yy BCiX AiTen nepebirae ogpHakoBo?
3axBoploBaHHSA He nepebirae y BCix aiTen ogHakoBo. He KoxxHa ocoba,
sIKa € HOCIEM reHeTU4YHOI MyTauil, byae MaTm BCi CUMNTOMM
3aXBOPIOBAHHSA, MOXXYTb BYTU TisIbKN Ay>Xe nerki npossn xsopobu
(BapiabenbHa neHeTpaTHICTbL). KpiM TOro, CMMATOMU MOXYTb
3MIHIOBaATUCA i, AK NPaBWUJI0, HACTAE MOKpPALLEHHA Y CTapwunx OiTen.

2. OIATrHO3 TA TEPAMNIA

2.1 ik xBOpOOYy miarHOCTYyI0Tb?

AKLLO AUTUHA MaE NOBTOPIOBaHI enizoan 60a1040ro 3anasbHOro
apTPUTY, AKUN KNiHIYHO Haraaye 6akTepiasbHUN apTPUT, ase He
BiANOBIAA€E Ha NiKyBaHHA aHTUBIOTMKaMK, cnig po3rnagatu giarHos
cuHgpomy PAPA. ApTpUT i WIKIpHI CAMATOMW HE NMOBUHHI BUHUKATK
04HOYaCHO; iHOAI IX HeMae B3arani. Cnig 3ibpaTn geTanbHUN CIMENHNIA
aHaMHe3. OcKinbkn xBopoba ycrnagkoByeETbCA 3@ ayTOCOMHO-
AOOMIHAHTHMM TUMOM yCNagKyBaHHA, TO, 3 BEJINKOK MMOBIPHICTIO Y
IHLWIWX YNeHiB CiM'I BUABNAIOTLCS, MPUHAWMHI, OedAKi 3 CUMMTOMIB
XBopobwu. [liarHo3 MoXxe OyTun NnigTBEPOXKEHUN TiNIbKN 3@ JOMNOMOror
reHeTUYHOro obcTeXxxeHHs 3 BUSABNEHHAM MyTauil y reHi PSTPIPL.

2.2 flke 3Ha4YeHHA MalOTb NIabopaTopHi 0bcTe)xeHHA/-TecTn?
AHani3n KpoBi: WBUAKICTb ocifaHHA epuTpounTie (LLOE), C-
peakTuBHUN Binok (CPB) i moKa3HUKK KPOBIi, K NpaBuo, nig 4ac
3aroCcTpeHHs 3MiHITbCA. i aocnia)XeHHa NpoBOAATb OS5 BUABJIEHHS
3ananeHHs. TM He MeHLWe, Ui 3MiHKU He € cneynivHUMK Ons
cuHapoMmy PAPA, i, 0T)xe, He MOXYTb DYyTN BUKOPUCTAHUMN OKPEMO ANS
NiarHOCTUKMN.

Hocnig)xeHHA CMHOBIaNbHOI piguHK: Mig Yac enizony apTPUTY 3a3BMYan
NpoBOAATb NYHKLUiO cyrnoba, wob oTtpumMaTun pignHy 3i cyrnoba (Tak
3BaHa CUMHOBIasbHa pignHa). CMHOBIaNIbHa piAMHA Yy NAUIEHTIB 3
cuHApPoMoM PAPA € rHINHOI (XKOBTOLO | FYCTO) | MICTUTb NiABULLEHY
KiNbKiCTb HENTPOGINiB, Le Tun BiNnx KPoB'AHUX KAITUH. L|S 03HaKa €
noAaibHo 40 CENTUYHOIrO apTPUTy, ane BuaBNeHHSA bakTepiasibHOI
KYNbTYPWN € HEraTUBHUM. eHeTU4YHe OOCNIOKEHHSA: EAUHUM TECTOM,
AKUW 0A€E MOXKJIMBICTb NiOTBEPANTN AiarHo3 cnHgpomy PAPA, ue
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reHeTu4yHe OOoCNigXXEeHHSA OaNng BuaBneHHa MmyTtauii B reHi PSTPIPL. On4
LbOro TecTy NoTpibHa nuwe HeBeNnKa KisibKiCTb KPOBI.

2.3 Yun xBopoOy MO>XXHa BUJIIKYyBaTH, YU MO>XXHA nikyBaTtu?
OcCKiNbkM NOeTbCs NPO reHeTUYHOOOYMOBJIEHE 3aXBOPIOBAHHA, TO
cuHapoMm PAPA He MO)XHa BUNiKyBaTW. Afle MOXXHa JliKyBaTu 3a
OO0MOMOrol MeinKaMeHTIB, Ki NPUrHiYYyOTb 3ananeHHa y cyrnobax.
TaknM YMHOM, NMoLwKoAXKeHHS cyrnobis MoxxHa byaoe nonepeantin. Lle x
CTOCYETbCSA 3MiH Ha LWWKIipi. Ane BiANOBIAb HA NiKyBaHHSA PO3BUBAETbLCS
MOBIJIbHO.

2.4 AKi € TepaneBTU4YHI MOXXJIMBOCTI?

JlikyBaHHSA cuHApoMy PAPA 3an1eXnTb Bif CMMNTOMaTUKN, SKa
nepesaka€. Hanaau apTpuTy OOCUTL LUBNOKO perpecytoTb npu
3aCTOCYBaHHI opasibHNX abo BHYTpPiWHbOCYrn1o60BUX BBEOEHL
(BCcepenuHy cyrnoby) kopTukocTepoiaiB. IHOAI LbOro € HeAOCTATHLO |
apTPUT YacCcTo NOBepPTAETLCA. Y TakKMX BUNagKkax AOBroTpusane
BMKOPUCTAHHSA KOPTUKOCTEPOIAIB CNif BiAMIHUTU, OCKIJIbKU BOHWU
MOXXYTb BUKJIMKATK NOBIYHI edheKTn. MaHrpeHo3Ha niogepmis
BiAANOBIAA€E Ha NMPUNOM OpaJibHUX KOPTUKOCTEPOIAIB i, KPIM LLbOro, SK
npaBnio, 4O0AaTKOBO 3aCTOCOBYIOTb MicUeBe NiKyBaHHSA (Y BUrnami
Ma3i) iIMyHOoCcynpecaHTaMmn i HeCTepolgHNMKN NPOTU3anasbHUMM
npenapatamMun. BianoBigb pO3BMUBAETHLCS MOBIJIBHO, @ YPaXXeHHS WKipwn
MoXXe byTun 6ontoymm. HewonasHo 6yno NOBIAOMIIEHO, LLO B OKPEMUX
BUNagkax eheKTUBHUM BUSABUIAETBLCA NliKyBaHHSA 6ionoriyHnmm
npenapaTtaMun, aKi npurHivytoTb IL-1 Ta OHI1, niogepmii Ta
nonepeaxeHHs Hanagy apTpuTy. Yepes piaKicTb LbOro 3aXBOpPOBaHHSA
MXXOOHNX KOHTPOJIbOBAHUX A0CAIOXKEHb HEMAE.

2.5 ki noOi4yHi epekT Mae MeguKaMeHTO3Ha Tepania?
JIiKkyBaHHS KOPTUKOCTepoigaMmm Npu3BoanTb 00 HaAMIPHOI Macu Tina,
HabpsakiB 06/1M444 Ta 3MiH y HacTpol. [loBroTpuBane 3aCTOCYBaHHS LMNX
MeOWKaMeHTIB MOXXe NPU3BOANTU A0 NPUrHIYEeHHS TeMNiB POCTYy Ta
0CTEeonoposy.




2.6 ik poBro Heo6xigHO NPOBOAMNTMU JIiKyBaHHA?
MeTa NnikKyBaHHS MOASra€e y NPUrHiYeHHi HOBOro Hanaay apTpuTy abo
LUKiPHUX 3MiH. BOHM 3aCTOCOBYIOTbLCS, K NpPaBu0, HETPUBAO.

2.7 Ym icHy€e anbTepHaTUBHe/ponaTKOBEe JNIiKyBaHHA?
He icHy€ »XoaHUX onybnikoBaHUX OaHUX NMPO ePeKTUBHICTb
000AaTKOBUX MeTOoLiIB NiKyBaHHS.

2.8 ik poBro TpMBa€ 3axXBOPIOBaHHA?

XBOpi NauUieHTN Kpawe cebe novyBatoTb, KON CTalOTb CTAPLUNMMN, |
CUMMNTOMU XBOPOOU MOXXYTb MOBHICTIO 3HUKHYTU. ANe e He CTOCYETbCA
BCiX MALEHTIB.

2.9 Ak Burnapac BipaaseHum nporHos ( Hacnigkum Ta
pe3yJsibTaTU) LbOro 3aXBOPIOBaHHA?

CnMNTOMU 3MEHLWYIThCA 3 BIKOM. Ane cnHgpom PAPA € nyxe
PioKICHNM 3aXBOPOBAHHAM, TOMY HEMAE OAaHUX NPO NOro BiggaseHUN
MPOrHO3.

3. LLOAHA

3.1 Sk BNn/IMBA€ 3aXBOPIOBAHHA HA LWOAEHHE XUTTA AiTen Ta IXHE
OTO4YeHHA?

FoCTpi NPUCTYNN apTPUTY MOXKYTb NPMU3BOANTU 00 OBMeXKeHb y
MOBCAKAEHHOMY XUTTi. OO4HaK, SKLO0 NPOBOANTN afleKBaTHe
NiKyBaHHS, xBopoba BignoBifae OCUTbL WBNUAKO. FaHrpeHOo3Ha
niogepmia moxke 0yt 601104010 | 4OCUTb MNOBISIBHO pearyBaTu Ha
NiKyBaHHSA. AKLO LWKipa € NOWKOOXXEHO Ha BUONMKUX YaCTUHAX TiNna
(Hanpuknapg , 06,1M44s), TO LLe MOXKe CTaHOBUTK NpobsieMy ans
nauieHTIB | baTbKiB.

3.2 ik OyTK LWO0A00 HAaBYAHHA Yy WKONIi?
Hy>xe Ba>KnumBo, W06 WKinbHa oCBiTa y AiTen i3 XPOHIYHUMMN
3aXBOpPIOBaAHHSAMU He nepepmuBasacs. € Kinlbka akTopiB, SKi MOXYTb
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BUKJIMKATK nNpobsemn B WKOAi. TOMYy Ba)k1nBo, Wob ydmnTteni bynn
iHOpMOBaHMMK NPO NOTEHUINHI NoTpebn AnTuHW. baTbkn Ta BYMUTENI
MOBUHHI 3p0bnTK BCE, WO B IXHIX cunax, wob xsopa antmnHa bpana
y4acCTb Y WKIiNIbHUX 3ax04aX He TiNbKWU ONs AOCATHEHHS WKibHUX
YCRiXiB, @ TaKoX, MO MOXJINBOCTI, ANA 3000yTTSH BU3HAHHSA Ta OUIHKMA
CBOIX O4HONITKIB i gopocaux. MNigrotoBka 4o ManbyTHLOro XUTTH 414
MOJIOOUX MALIEHTIB AY>Xe BaXKJ/IMBa | € OOHIEIO i3 3arasibHUX Uinen
NiKYyBaHHSA XPOHIYHO XBOPUX.

3.3 K o080 3aHATbL CNOPTOM?

Bci 3aHATTA MatoTb 6yTn BunpobyesaHumMmn Ta aobpe niaxoanTm ANTUHI.
3arasbHi pekomMeHgauii nondratoTb Y TOMY, WO NaUieEHT Ma€ 6paTun
y4acTb Y CNOPTUBHMUX 3aHATTAX. loMy cnif BOBIpUTM CaMOCTINHO
npucnyxatucsa go 6ono y cyrnobax. OgHo4acHO ciig OopyynTHn
BYMTENAM PI3KYNbTYpPU nonepen>xyBaTn CNOPTUBHI TpaBMuU, 0Co6MBO
y NigniTkie. CNOPTUBHI TPaBMW MOXXYTb NMPU3BOAUTM 4O 3anasieHHS
cyrnoba abo wkipun, ane BOHN MOXYTb ByTK Bigpa3y NiKOBaHUMMN, i
TOMY (Di3NYHE NOLWKOOXKEHHA MA€E 3HAYHO MEeHLUEe 3HAYEeHHS, HiXK
MCUXONOriYHe HaBaHTa>XeHHSA, BHACNiJOK AKOro AUTUHA He OTpUMaE
pPafocCTi Big CMOPTUBHMX 3@aHATb 3i CBOIMUN APY3AMMU.

3.4 Ik 6yTn 3 Xap4yBaHHAM?

He iCHY€E )XOOHUX pekoMeHOalin Woao xapyyBaHHA. 9K npasnno,
ONTNHa NOBUHHA LWOAEHHO XapyyBaTUCA 3BUYANHOKD, HOPMaJIbHO Ta
BiAMNOBIAHOW A0 BiKy DKeto. [lieTa 3pocTatoyol ANTUHN MaE By Tu
300poBoto | 36anaHcoBaHoO Ta 3abe3nevyyBaTn agekBaTHe
Haaoxoo)XeHHs 6inka, Kanbuito i BiTaMiHiB. MaLiEHTN, SKi OTPUMYIOTb
NiKyBaHHS KOpPTUKOCTepoigamm, MatoTb byTn obepexxHuM, wob He icTn
3aHanTo 6baraTo, TOMY WO Ui NpenapaT NOCUNTbL aneTuT.

3.5 Yu MoXe noropa BNJiMBaTu Ha XBOpoOy?
Hi, e HeMo>X1nBo.

3.6 Yv ouTUHA MOXe OyTu BaKUMHOBAHOIO?
Tak, QUTUHY MOXXHa BakKuMHyBaTW. OgHaK WOA40 3aCTOCYBAHHSA XMNBUX
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BaKUWH CAif MOPaanTUCS 3 NIIKYIOYUM JliKapeMm

3.7 AAKi peKkoMeHpaLil WO A0 CeKCyasibHOro XXUTTA, BariTHOCTI Ta
KOHTPOJIO 32 HApPOA>XYBaHICTIO?

[0 unx nip He iCHY€ XoA4HOT iHhopMauil y haxoBin niTepaTypi 3 LbOro
NMMTaHHA. byae Kpalwe, SKLWo, Tak CaMo, K Mpu iHWNX aBTo3anasbHUX
CUHApPOMaX, MPOBOAUTWM MNJAHYBAHHSA BariTHOCTI AN4 Toro, wob
3a3fanerigb BpaxyBaTu BrJMB JIiIKyBaHHSA Yepe3 MOXXJINBI MOBiYHI
eheKkTn BiosorivHMX npenapaTiB Ha We HEHaPOO )XKEHY ONTUHY.
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