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PeuentopomMm Jlo ®PakTopa Hekpo3y MNyxsauH
(TRAPS)
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1. Mpo TRAPS

1.1 LLlo ue Take?

TRAPS (A6o CimenHa lNibepHivyHa Napsayka) € 3aXBOPIOBAHHSAM, Ke
XapaKTepu3yeTbCA MOBTOPIOBAHNMM eni304aMn IMXOMaHKN 40 BUCOKUX
PiBHIB, IKi NepeBa>kHO YTPUMYIOTbCSA ABa-TPU TUXKHI. JInxomMaHKa
CYNPOBOOXYETLCA, K NPaBuo, npobaeMamm LWIYHKOBO-KMNLWLKOBOIO
TpakTy (6inb y XKMBOTI, HygoTa, Aiapes), 60104010 HEPBOHOIO
BUCUNKOI Ha LWKipi, 6onamm y m'a3ax i Habpsakom o4ven. Ha nisHix
CTaAisiX 3aXBOPIOBaHHSA MOXXe NMPU3BOANTU 00 NMOPYLUEeHHS PYHKLUT
HUPOK. LLiJIKOM MOXX/IMBO, LLO B OAOHIN CiM'T 3yCTPIHYTbLCS KiJibKa
noaibHMX BUNaakis.

1.2 SIK 4acTO 3yCTPIYAETLCA 3aXBOPIOBAHHA?

TRAPS € pigKiCHUM 3aXBOPIOBaHHAM, TOYHA YacToTa TPanJaAHHSA SAKOro
HeBigoMa. XJIONYUKW | AiB4aTKa XBOPilOTb 3 04HAKOBOK 4aCcTOTOHO
MOYMHAYM 3 OUTUHCTBA. TUM He MeHLUe, € NMOBIAOMJIEHHSA NPO
BUMagku, konm xsopoba posnovymHanacs y 4opoCsiOMy Billi.

Mepwi BuNnagku 6ynu 3apeecTpoBaHi y NaUIEHTIB ip1aHOCbKOro Ta
LIOTNaHACbKOro noxoa)xeHHda. OgHak xsopoba byna BusBneHa i B
IHLWMX nonynauiax: ppaHuysu, iTaninui, eBpei-ceapan i alwkeHasi,
BipMeHU, apabwu i kabinu 3 MiBHiYHOT Adpukn (Marpumb).

He icHye nokasiB Toro, wo Ha nepebir xsopobu BNnMBa€E nopa poKy 4u
Knimar.
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1.3 LLlo € npUYMHOIO 3aXBOpPIOBaHHA?

TRAPS BUK/IMKaHe BPOAXXEHO aHOMani€ binka (peuenTtop dakTopa
Hekpo3y nyxamHu 1 [TNFRI]), Wwo cnpuyYnHAe y nauieHTa NoCuUieHy
3anasibHy peakuito. TNFRI € ogHUM i3 KNITUHHNX peuenTopis,
cneundivyHO0 NMOTY>XXHOK LIMPKYJIIOKY0I0 3amMasibHOK MOJIEKYJI0H, 3
AKOI 3B'A3YETLCA TaK 3BaHUN PaKTOp HEKPO3Y NyxanHuM (OHIT).
To4YHUN 3B’'S30K MiXK 3MiHOIO 6inka TNFRI i moOBTOprOBaHUM BaXXKNM
3ananeHHam npu TRAPS He € we oCcTaTo4yHO goBeaeHUM. Hanagw
MOXXYTb BYTU BUKNNKAHI iIHPEeKLigIMU, NOWKOAXKEHHAMN abo NCUXIYHNM
cTpecom.

1.4 YU 3axBOpIOBaHHA € CNagKOBUM?

TRAPS ycnakoBY€ETbCSH 3@ ayTOCOMHO-A0OMIHAHTHUM TUMOM
ycnagkyBaHHAM. Lle o3Hava€, Wwo xBopoba ycnaaKoOBYETLCS Bifi O4HOI0
3 6baTbKiB, AKWUN Ti MA€ | € HOCIEM HeHopMabHOT Konii reHa TNFRI.
OCKiNbKN KOXXHa NtoAnHa Ma€ ABi KOMil BCiX reHiB, TO pU3NK TOro, Lo
o4Ha 3 NOWKOAXeHUX 6aTbKIBCbKMX YaCTUH MYTAHTHOI KONil reHy
TNFRI nepenge oo antmHmM ctaHoBUTb 50%. MoXXyTb PpO3BUBATUCS
TaKo)X HOBI (de-novo) MmyTauil. Y uboMy BunagkKy rpu4nHo xsopobu €
He Hocin myTauil reHy TNFRI y ogHoro 3 6aTbkKiB, a NOJIOMKa y reHi
TNFRI, wo Bigbynaca B MOMEHT 3a4aTTa AUTUHWU. Y LUbOMY BUNaOKy
PU3NK TOro, WO HacTynHa ANTUHa 3axBopi€e Ha TRAPS, cTaHOBUTbL
BUHATOK.

1.5 YoMy Mosa auTMHa xBopie? Yu Mo>XKHa 3anobirtm?

TRAPS € cnagkoBuM 3axBoptoBaHHAM. Ocoba, fka Hece MyTauito, MoXe
He MaTun KAiHiYHKUX npossiB TRAPS. Ha cborogHi xBopoby He MoXXHa
nonepenonTu.

1.6 YUn ue 3axBoploBaHHA 3apa3He?
TRAPS He € iHeKUinHMM 3axBoptoBaHHAM. Tinbkn ocobu, aKi MatoTb
FreHeTUYHI 3MiHW, MOXXYTb XBOPITW.
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1.7 AAKi € ronoBHiIi NposABU XBOpOOM?

HanyacTiwe 3ycTpivyaloTbCa NOBTOPIOBAHI Hanaan JMxXoMaHKuN
TPUBAICTIO Big ABOX 00 TPbOX TUXXHIB, iHOAI AoBLwe abo kopoTwe. Li
eni3oan cynpoBOaXXYOTbCA 03HOOOM i cunbHUM 6onem y M'a3ax Tynyba
| BEPXHiX KiHLiBKax. TMNOBO € BUCUMKA YEePBOHOI0 KOJIbopy, Bostoya,
fIKa CYNPOBOLXKYE 3aMaJieHHS WKIipW Ta AINAHKN MOLWKOOXEHUX M'A3iB.
BinbLWicTb NauUieHTIB Big4yBalOTb NOYATOK Hanagy 4epes rnosisy
CUbHOro cna3myt4oro 60,10 B M'a3ax, IHTEHCUBHICTb KO0 MOBiJIbHO
3pOCTaE, a NoTIiM MIFrpye B iHWI YaCTUHN KiHWIBOK. lMicnga uboro
3'ABNISETLCA XapaKTepHUinm Bucun. Yacto € andysHuin 6inb y >XmnBoTi,
HyaoTa i 6noBoTa. 3anaseHHsa MmeMmbpaHun, aKa NMOKPMBAE NeEPEaHIO
YaCTUHY OKa (KOH'tOHKTMBA), abo NpuNyxiCTb HAaBKOJI0 OYEN €
Tnnosnm gnga TRAPS, xo4a uen CMMNTOM BUHUKAE | NPU IHWNX
3axBoOptoBaHHAX. MMOBIAOMAATbL TaKoX Npo 6oni B rpyAHin KNiTu,i,
KOTpi 3yMOBJIEHI 3ananeHHaM nnespu (MembpaHun, WO € HABKOJIO
neredis), abo nepunkapay (MembpaHu, LLO OTOYYE cepLe).

Y pesakux nauieHTiB, 0cob62MBO B 4OPOCSIOMY BiLli, CNOCTEpIratnTb
MiHAMBUI Ta CyBXpOHiIYHUIN Nepebir 3axBoploBaHHSA, AKUIA
XapaKTepusyeTbCsa enizogamm 6oniB y XnBOTI, cyrnobax i m'sasax,
ypa>KeHHAM o4en 3 abo 6e3 NMXOMaHKN, a TakKoX 3i CTINKNM
NiaBULWEHHAM BiOXIMIYHNX MapKepiB 3ananeHHs. AMiNoinos €
HancepunosHiWnm BigaaneHnm ycknagHeHHsaM TRAPS i 3yCcTpivaeTbCs B
14% xBopux. BiH BUHNKAE 4Yepes3 oCigaHHA LUPKYJIIO4YMUX | BHACNI OOK
3anajlieHHA YTBOPEHUX MOJIeKYJ, SKi Ha3MBalTb CUPOBATKOBUM
aminoigom A. BigknageHHs aminoigy A y HUpKax Npmn3BoanTb 40 BTpaTuU
BEJINKOI KiNIbKOCTI BiNlka i3 ceveto, WO Nporpecye a>k Ao HUPKOBOI
HeO0OCTaTHOCTI.

1.8 Yu xBOpoOa y KOXXHOI AMTUHMU nepebirae oaHaKoBO?

LLlo cToCyeTbCA TpMBasnoCTi Hanagis i 6e3cMMnNTOMHUX Nepioais npu
TRAPS, TO y KOXKHOIr0 OKpeMoro nauieHTa nepebir € pisaHuMm. Kpim T0ro,
OCHOBHIi CUMNTOMU MOXXYTb BUHUKATU 0gHOYacHO abo 3MmiHoBaTUCA. Li
BIAMIHHOCTI MOXXYTb BYTW YaCTKOBO MOACHEHI FEHETUYHNMMU
hbakTopamu.

2. OIATHO3 TA JIIKYBAHHSA
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2.1 ik MO>XXHa XxBOpOOy giarHocTtyBaTu?

Hocsig4eHUn nikap BCTaHOBJOE nonepenHin giarHo3 TRAPS Ha
nigcTaBi KNIHIYHUX CUMNTOMIB, AKi BiH BUABNSE NMPU KNAIHIYHOMY
obcTe)xxeHHi Ta nicna 36opy ciMenHoro aHamMmHe3sy.

ICHYIOTb Pi3Hi MeToaM 0BCTEeXEeHb KPOBI, AKi € HEObXiaAHUMN AN
BUSABJNIEHHSA 3anNaJsieHHa Mnig Yac peunausy. [iarHo3 Moxe by Tu
NiATBEPOAXKEHUM TiNIbKU WIAXOM FreHeTUYHOro aHaisy 3 BUSABNEHHAM
BiAMoBiAHOI MyTauil.

KpiMm TOoro, cnig BpaxoByBaTW W iHWI 3aXBOPIOBAHHSA, AKi MOXXYTb
NPOSABAATUCA PELUANBYIOYOIO Fapsa4Koo. 1o HUX HanexaTb iHheKUil,
OHKOJI0MiYHI 3aXBOPIOBAaHHSA Ta iHWI XPOHIYHI 3ananbHi XBopobu, Taki,
AK 00 NMpuknaay, iHWi aBTo3anajibHi 3aXBOPOBAHHSA, 30KpeMa, CiMenHa
cepefnseMHOMOpPCbKa inxoMmaHka (FMF) i pediunT meBasioHaTKiHa3u
(MKD).

2.2 flki ob6cTe)xxeHHs MalOTb OyTKM npoBeaeHUMMn?

JlTabopaTopHi TeCcTun BigirpatoTb BaXXJIMBY posb Y AiarHocTtuui TRAPS.
Taki gocnig»eHHs, 9K WBUAKICTb ocigaHHA epuTtpouunTis (LLUOE), C-
peakTuBHUM 6inok (CPB), cmpoBaTkoBumn aminoig A (SAA), 3arasibHuUmn
aHani3 KpoBi N pibpmnHOreH cnig BU3Ha4YaTU Mif YaC KOXXHOIro Hanagy,
wob 3'acyBaTn CTyNiHb 3ananeHHs. AKLWOo ANTUHA 3HOBY HEe MA€E CKapr,
TO Ui TEeCTN NMOBTOPKOIOTb, WOO6 BU3HAYUTU, Y MOKA3HUKN NOBEPHYJTNCS
00 HopManbHUX abo ManmXxe HoOpMasibHUX 3HAYEHb.

Hocnig>XeHHs cedi npoBoAATb ANa BUABNEHHSA 6inka i eputpounTis. Mig
4ac Hanaay MoXXyTb ByTu TuMyacosi 3MiHN. OOQHakK, y NayieHTIB 3
aMinoigo30M MocTinHO byae nigBuWEeHUM piBeHb Binka B ceui.
MonekynsapHo-reHeTu4He obctexxeHHsa reHy TNFRI 30iMCHIOETLCS B
creyianizoBaHUX reHeTU4YHUX nabopaTopiax.

2.3 5fiKe iCHY€ nikyBaHHHSA?

Ha oaHWM Yac HeMa€ NikKyBaHHS, KOTpe Moxke 3anobirtn xsopobi abo
BUJiKYBaTM 1i. HecTepoigHi npoTtmn3ananbHi npenapaTtu (HM3M1, Taki gk
ibynpodeH, HanpokceH abo iHOoMeTayuH) 4ONOMOralTb 3MEHLLUNTHA
CUMMTOMUN. BNCOKI [031 KOPTU3OHY YacTo € e(peKTUBHUMU, ane
TpuBase iX 3aCTOCYBaHHA MOXXe NpU3BOANTU A0 CEPUO3HUX MOBIYHKX
edekTiB. byslo NokasaHo, Wo crneumndgivHe 6/10KyBaHHA Npo3anajibHOro
unTokiHy TNF 3a gonomMmorow po34nHHoro peuentopa TNF




(eTaHepuenT) €, y OeAKNX NALIEHTIB, ePEKTUBHNM ON18 NonepearKeHH4
HanagiB IMXOMaHKW. Ha BiAMiHY Bif LbOro, NMpu 3aCTOCYyBaHHI
MOHOKJIOHA/IbHUX aHTUTIN NpoTn TNF, BiA3Ha4YeHO noripweHHs
cuMmnToMmiB. HegaBHO, Bys10 4ocAarHyTo 0obpol TepaneBTUYHOI BignoBiai
y Aesakux nauieHTiB i3 TRAPS Ha nikyBaHHSA npenapaToM, SKUn
MPUrHIYY€E iHWNM yMTOoKIH (IL-1).

2.4 ki noOi4yHi ehbeKTn Ma€e MegUKaMeHTO3He NIiKyBaHHA?
MoBbivHi edheKTn 3anexaTb Bif TOro, AKUN NpenapaT
BUKopuctoysascs. HM3MM MOXYTb BUKIMKATK 60O roN10BU, BUPaA3KK
LUAYHKY | MOWKOAXXYBAaTU HUPKN. KOpTukocTepoign Ta 6iosorivHi
npenapaTu (iHri6itTopn ®HI Ta IL-1) NigBULLYIOTb CAPUNHATAMBICTb A0
iIHbeKkUuin. KpiMm TOro, KOPTUKOCTEPOIAN MOXXYTb BUKJIKATU pAg
nobivyHMX edekTiB.

2.5 SIK BOBro Ma€ TpMBaTU NiKyBaHHA?

Yepes BiAHOCHO HEBEJINKY KiNIbKICTb MaLi€EHTIB, AKi OTPUMYIOTb
NikyBaHHSA aHTU-®HI abo aHTKU-IL-1 NnpenapaTamuy, LWe HEBIAOMO TOYHO,
AK € Kpalwie, Wwob nauieHT oTpuMyBaB NliKyBaHHS Y 4YacCi KOXKHOI HOBOI
aTaKW, YN NOCTINHO, i, AKLLO TakK, TO K OOBrO.

2.6 UM icHy€e anbTepHaTUBHe/ BONATKOBE JliKyBaHHA?
He icHye )xoaHUX onybnikoBaHUX NOBiAOMJIEHL MPO ePeKTUBHI
NOOATKOBI MeToAW NiKyBaHHS.

2.7 3 AKOIO 4acCTOTOIO CJ1iAa NPOBOAUTU KOHTPOJbHI
obcTe)xxeHHnA?

MayieHTaMm, WO OTPUMYIOTb JIiKyBaHHSA, HEOOXIAHO LWLOHANMEHLLE KOXXHI
ABa-TpU MicsLi NpoBOANTMN 0DCTEXEHHS KPOBI Ta cevi.

2.8 ik poBro TpMBa€ 3axXBOPIOBaAHHA?

TRAPS € NOXXNTTEBUM 3axXBOPOBAHHAM. Ane JINXOMaHKa 3 BIKOM
3MEHLUYE CBOK IHTEHCMBHICTb, MOXXE CNOCTEepiraTnca XpPoHi4HNN Ta
MiHAMBUA Ti nepebir. Ha »xanb, Taknin nepebir He NpuU3BOAUTL 00
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3anobiraHHsa MOXX/INBOIr0 PO3BUTKY aMifnioigo3sy.

2.9 Yn MoO)XKe naui€eHT CTaTU NOBHICTIO 340POBUM?
Hi, OCKiNnbKN NoeTbCs NPO reHeTU4YHe 3axXBOPIOBAHHA.

3. llloaoHsa

3.1 ik BnAMBa€E 3axXBOPIOBAHHA HA NOBCAKAOEHHEe XXUTTA OUTUHM i
i OTOYEeHHA?

YacTi | TpuBani raps4koBi Hanagu JIMXOMaHKMN MOPYyLIYOTb HOPMasibHe
XXUTTSA CiM'T | MOXKYTb MaTW HEraTUBHUIN BMJINB Ha AiANbHICTb OaTbKiB
abo nauieHTa. 9k NnpaBna0, BCTAHOBNEHHS NMPaBWU/IbHOIrO AiarHo3y
3arMac€ 6araTo 4acy. BnpoaoB>X LUbOro Yyacy 6aTbkum ayxxe TypbytoTbCs,
a iHOOi BUKOHYIOTbLCS HENOTPIOHI MeanyHi npouenypu.

3.2 WWo 3i wkonoto?

HacTi peungnBu MOXXYTb CTaTU MPUYUNHOK MPOMYCKIB 3aHATb Y LWKOJII.
Mpn epeKTUBHOMY NiKYyBaHHI 3MEHLWIYETbLCA KiJIbKICTb NPOMNYCKIB Yy
LKoi. Buknagadi noBUHHI ByTn 3a3panerigb NoiHPOPMOBaAHNMUN MPO
XBOpOOy Ta oTpuMaTU IHCTPYKLUIT Npo Te, Wwo pobnTtu, aKLLo
PO3MNOYMHAETLCA HaMag y WKOI.

3.3 W0 3i cnopToM?

He icHy€ XoaHUX 0BbMeXXeHb o040 3aHATb CNOPTOM. TUM He MeHLe,
4acCTi NPONYCKN TPEHYBaHb Ta irop MOXYTb NMepewwkKoaXaTu y4acTi y
CMNOPTUBHUX 3MAraHHSX.

3.4 §K i3 xap4yyBaHHAM?
He icHy€e xoaHOI OieTu.

3.5 Yu MoXXe KniMaT BNJIMBaTU Ha nepebir 3axBoploBaHHA?
Hi, ue HeMoXX/1nBO.
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3.6 Yu puTUHA MOXe OyTu BaKUMHOBAHOIO?

Tak, AUTUHA MOXXe | MOBUHHa ByTn BaKUMHOBAHOIO, HaBiTb AKLLO Le
MO>Ke CMPOBOKYBaTW Hamag IMxoMaHkn. Ocobnmeo Toai, Ko Balua
ANTUHA NIKYETbCA KOpTUKOCTepoigamu abo BionorivHMMm
npernapataMun, NpoBeaeHHS BaKUMHALIl € BaXXJIMBUM 015
rnonepen>XeHHs PO3BUTKY MOXXJIMBUX IHPEKLiN.

3.7 AKux peKoMeHpaLuin cnip AOoTPMMYBATUCA Y CEKCYaJZIbHOMY
>KUTTi, BariTHOCTIi Ta A1 KOHTPOJIIO 3a HAPO A XKYBAHICTIO?
MauieHTn 3 TRAPS MOXXYTb BECTN HOPMaJibHE CEKCYasIbHE XUTTS |
Hapo )XyBaTu AiTen. TUM He MeHLe, cNig NOACHUTKN, Wo icHYe 50%
PU3UK HapOOXKEHHA AUTUHK, XxBopoi Ha TRAPS. Lle nuTaHHA Mae 6yTn
obroBopeHe B reHeTUYHIN KOHCYIbTauil 3 AUTUHOM Ta il CiM'€l0.
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