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1. YTO TAKOE TRAPS-CUHAPOM

1.1 Y10 3TO Takoe?

TRAPS-CMHOpPOM SBASAETCHA BOCNannTeNnbHbIM 3aboneBaHneM, KOTopoe
XapakTepulyeTcsa NoBTOPSAOLWLMMUCA MPUCTYMNAaMN NMNKOB BbICOKON
TeMmnepaTypbl MPOLOJ/IKUTENIbHOCTbLIO, KakK NpaBusio, OT ABYX A0 TpeX
Hegenb. JInxopagka obbIYHO CONPOBOXKAAETCS XKEeNyLOYHO-KULLEYHbIMN
paccTponcTteamm (6onu B XXnUBOTe, pBOTaA, Anapes), 6onesHeHHbIMU
KPaCHbIMW KOXHbIMU BbICbINaHUSAMN, 60JIbI0 B MbILLLLAX U OTEYHOCThIO
BOKpYr rnas. Ha no3gHux ctaamax 3aboneBaHnsa MOXXeT oTMeYaTbCH
HapyLweHne pyHKuMm noyvek. NMonobHblie ciydanm MOXKHO HabnwaaTb y
4Y/1IeHOB O4HOW U TOW »XXe CeMbM.

1.2 Kak 4yacTo BcTpe4yaeTca 3To 3aboneBaHue?

TRAPS-cnHapoM cHuTaeTcqa peakum 3aboneBaHmnem, Ho ero MCTUHHAaS
pacnpoCTPaHEHHOCTb B HAcTosLlee BpeMA Hen3BecTHa. 3aboneBaHune
nopa>kaeT oba nosia B paBHOW CTEMEHN N HAYNHAETCS, KakK NpaBunio, B
0eTCTBEe, XOTHA Obl/IM ONMUCaHbl TakXe NauneHTbl, Y KOTOPbIX AaHHOoe
3aboneBaHue pa3BUIOCh B 3pesioM Bo3pacTe.

MepBble caydYaun 6biin 3aperncTpupoBaHbl Y MNaLMeHTOB UPJiaHOCKO-
LUOTNAaHACKOro MPONCXoXXAeHns; oaHaKo 601e3Hb BbIABASAIOT TakXe B
APYrux aSTHNYECKUX rpynnax, TakKux Kak: ppaHuy3bl, UTanbsAHLbI,
cethapOckme eBpen N eBpen allkeHasmn, apmsaHe, apabbl n Kabunnbubl 13
Marpunba.

IaHHbIX B NOJIb3Y TOr0, 4TO BpeMs roga nUian KammaT BAUSET Ha
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Te4yeHue bonesHu, HeT.

1.3 KakoBbl Nnpu4uHbI 3aboneBaHma?

TRAPS-cnHgpom obycnossieH HaceaCcTBeHHON aHOManuen 6enka
(peuenTopa pakTopa Hekpo3a onyxonu | [TNFRSF1A]), koTopas
MPUBOAUT K YCUJIEHNIO HOPMaJIbHOW OCTPO BOCMANINTENIbHON peakunmn
nauveHTa. benok TNFRSF1A apngaeTca o4HUM U3 KNETOYHbIX
peuenTopoB, cneunuyHbIX 058 MOLWHOW BOCMasIUTENbHOWN
LVUPKYNPYIOLWEN MOSIEKYIbI, U3BECTHOW KaK (PaKTOp HEKPO3a ONyXoJiun
(PHO). Mpsamasa ceA3b Mexnay naMmeHeHnemM 6enka TNFRSF1A u
TSAXKesIbIMU peunanBmnpyrownMm BoCcnaanTelbHbIMU COCTOSAHNAMN,
KoTopble HabnwogatoTca npm TRAPS-cnHgpome, noka elle He A0 KOHLA
onpepesieHa. TONYKOM K pa3BUTUIO NpuUcTyna 3abonesaHnsa MoryT
CNYXXUTb UHPEKL NN, TPAaBMbl NI NMCUXOJIOrNYECKNIA CTpecc.

1.4 fiBnsertca nu 310 3aboneBaHue HacslenACTBEHHbIM?
TRAPS-cMHOpOM HacnenoyeTcd Kak ayTOCOMHO-AOMUHAHTHOE
3abosieBaHue. ATOT TUM HacNenoBaHMA O3HaYaeT, 4To 6osie3Hb
nepenaeTcsa O4HNUM N3 poauTenen, y KOToporo nmeetcs 3abonesaHune,
N KOTOPbLIN ABMAETCA HOCUTeNneM aHoManbHOM Konuu reHa TNFRSF1A .
Y Ka)K[o0ro 4yesioBeka nMmeeTcs 2 Konuuy BCcex reHoBs, Mo3TOMY PUCK
nepenayn mytmpoBasLlen konum reHa TNFRSF1A Kakxgomy pebeHky
cocTtasndgeT 50%. Mo)xeT BO3HUKaATb U MyTaumns de novo (HoBas); B
3TUX CNyYasX HU OOAUNH N3 poauTenen He nmeet 3aboneBaHUda N He
apnaeTca HocuTesnem MmyTaumm B reHe TNFRSF1A, a HapylweHne reHa
TNFRSF1A npoucxoanT npu 3a4aTtun pebeHka. B TakoM cny4vae puck
nosasneHns TNFRSF1A y apyroro pebeHka HOCUT Cny4YanHbIN XapakKTep.

1.5 NMoyemy Mo pebeHOK 3abonen 3Ton 60ne3HbI0O? MOXXHO NN
npeaoTBpaTUTb AaHHoOe 3aboneBaHme?
TRAPS-cnHapoMm aBngeTcsa HacneacTBeHHbIM 3aboneBaHunem. Y
4yesioBeKa, KOTOpPbIN ABSAETCA HOCUTEeNeM MyTaumm, MOryT N He
MPOABNATBLCA KJIMHUYeCckKne cmmntomMmbl TRAPS-cnHaopoma. B HacToswee
BpeMs 3To 3aboneBaHne He MOXXeT bbiTb NpeaoTBpaLLEHO.
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1.6 fiBnsercsa nm 310 3aboneBaHme UHPEKLNOHHBbIM?
TRAPS-cnHOpoM - 3To He nHdekynoHHoe 3aboneBaHune. 3Ta 6onesHb
MO>XeT pPa3BMBaATbCA TOJIbKO Y JINL, C FEHETUYECKNMUN HapYyLUEeHUAMU.

1.7 KakoBbl OCHOBHblI€ CUMNTOMbI?

OCHOBHbIMU CMMIMTOMaMUN ABJIAOTCA NOBTOPAOLWMECH NMPUCTYMbI
NnMxopankKu, KoTopble, Kak NpaBuio, ONATCA ABe-TPU Hegenun, Ho
MHOrga MOryT NMpoAo/HKATbCA B TedeHne bonee nnm meHee
ONNTENIbHOr0 BpeEMEeHN. 3TN aNMn304bl CONPOBOXKAATCA 03HOOOM U
WHTEHCMBHON 601b10 MbILLUL, TY/I0BULLA N BEPXHUX KOHEYHOCTEWN.
TUNNYHaNA CbiNb UMEET KPacCHbIN UBET, OT/In4aeTcss 60ONe3HEHHOCTbIO U
OTpa)kaeT BOCMajieHMe noasexxallero yd4actka KoXXn U MbiLlLl.
BONbWNHCTBO NMauUMEHTOB B Ha4aJsie npuUcTyna UcnbiToiBatoT raybokune
crna3sMaTuyeckme MbileyHble 6011, MHTEHCMBHOCTb KOTOPbIX
MocTerneHHo HapacTaeT, U OHM HAa4YMHaT MUTPUPOBaTb B Apyrme 4yacTtu
KOHEYHOCTEeN, C Nocaeayowmm nosaBaeHneM coinn. Yacto y 60bHbIX
oTMeYvalTcsa 60/ B XKUBOTE HEBLICOKOW CTEMEHN TAXKECTMH,
conpoBoXaatwmecsa TowHoTon 1 peoton. Ansa TRAPS-cuHapoma
XapaKTepHbl BocnasieHne 000/104KM, MOKPbIBaOLWEN NepeaHIon 4YacTb
rnasa (KOHbLIHKTUBbLI) WK NPUNYXJI0CTU BOKPYT a3, XoTsa 3TOT
CUMMTOM MOXXeT HabstogaTbCca n npu apyrmnx 3abonesaHmax. OnucaHsol
Tak>xe 6051 B rpyan, Bbi3BaHHbIe BOCNasieHUeM nsespbl (0605104KN,
OKpYy>Katlollen nerkme) nan neprkapaa (060104kn, okpy>xatoLien
cepaue).

Y HEKOTOpbIX MaumeHToB, 0CobeHHO B 3pesioM Bo3pacTe, bonesHb
npoTekKaeT BOJIHOOOPA3HO N nMeeT CybXpoHMYeCcKoe TevyeHue,
XapakTepusywuieecs BCnblWKamm 6051 B XKUBOTE, CYCTaBHbIMU
MblLLEeYHbIMK BOoNAMIN, rNa3HbIMU NPOSBAEHUAMMN C MOBbILLEHUEM
TeMnepaTypbl Tena uin 6e3 Hero U CTOMKUM NOBbILLEHNEM
nabopaTopHbIX NOKasaTesnen BocnaseHnsa. AMNMIonno3 aBnaseTca
Hanbosee TAXXesNbIM 00JITOCPOYHbLIM OCNoOXKHEeHNneM npu TRAPS-
cuHAapoMme, oTMevatowmmcsa y 14% 6onbHbIX. AMUIONO03 obycsioBneH
HaKoMJeHneM B TKaHU LNPKYINPYIOLLEero BeLwecTBa, KOTopoe
BblpabaTbiBaeTCs BO BpeMs BOCMNaJIeHUA N Ha3blBaeTCA CbIBOPOTOYHbIM
amumnongom A. OTnoxxeHmne amuionaa A B mMoYkax NpMBOLAUT K noTepe
bonbLworo KonmnyecTsa besika C MOYOW U NPOrpPeccupoBaHNIO MOYEYHOW
HeLOCTaTO4YHOCTMW.
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1.8 OaMHaAKOBO NiM NposABNsAeTCcA 3aboneBaHue y Bcex peten?
NpoasneHnsa TRAPS-cuHOopoMa BapbUpPYOT OT O4HOI0 nauueHTa K
APYyromMy B MJjiaHe Npoao/IXXUTENbHOCTU Ka)XXA0ro npucTtyna v
OANNTEeNbHOCTM BecCMMNTOMHbIX NepuofoB. CovyeTaHMe OCHOBHbIX
CUMMNTOMOB TakK)Xe BapbupyeT. BO3MOXXHO, 3TN pa3nnydma ot4acTu
00BACHATCA LENCTBMEM FreHeTU4YeCKnx akTopoB..

2. AUATHOCTUKA U NNEYEHME

2.1 Kak puarHocrupyeTtcs gaHHoe 3aboneBaHue?

OnbITHBIVM Bpay 3anono3puT TRAPS-cMHApPOM Ha OCHOBaHUN
KJIMHNYECKNX CUMMTOMOB, BbISIBJIEHHbIX B X040€ 06bEKTUBHOIO
oCMOTpa, U CEMENHOro aHaMHe3sa.

CywiecTByeT psaj aHaIM30B KPOBW, KOTOPbIE MOJ1Ie3Hbl AJ15 BbISB/IEHNS
BOCMaJZIeHNsa BO BpeMs NpuUcTynoBs. [lnarHo3 noaTBep>XAaeTCs TONbKO
reHeTUYeCKMM aHa/In30M, B pe3y/ibTaTe KOTOPOro AoKa3aHo Hasumyune
MyTauUWn.

OnddepeHumanbHasa onarHoCTUKa NPoBOANTCA A1 NCKOYEHUS
apyrux 3aboneBaHnin, XxapakTepU3yLWNXCA peunanBnpytoLen
JINX0OpaaKoun, B TOM Yncne nHpeKunm, 3J0Ka4eCTBEHHbIX
HOBOOBOpPa30BaHMIN N NHbLIX BOCNAINTENIbHbIX XPOHUYECKNX
3aboneBaHun, BKJOYasa Apyrme aytoBocnanntenbHble 3aboneBaHuns,
TaKne Kak ceMenHasa cpeagmseMHomopckasa nnxopagka (CCJH) m
nedpnunT meBanoHaT-kuHa3bl (MKD).

2.2 Kakue TpebyloTca aHanusbi?

JlabopaTopHble aHa/In3bl 04eHb Ba>XHbl B AnarHoctuke TRAPS-
cuHapoma. AHann3bl KPOBU, TaKMe Kak ornpenesieHne CKoOpocTun
ocenaHuns aputpounTtoB (CO3), ypoBHA C-peakKTUBHOIoO benka, ypoBHSA
CbIBOPOTOYHOro amunonga-A (SAA), obwmim aHann3 KpoBm U aHan3 Ha
dbnbpuHOreH, BakHbl B nepunod npuctyna 6ose3Hun, C uesblo OLEHNTb
cTeneHb BOCNaseHUs. OTU aHaIn3bl NepuoanNyeCckn NoBTOPSAKTCS,
Korga y pebeHka npoxoaaT CUMNTOMbI, HTOObl MPOKOHTPOINPOBAT,
NPULWAN N1 3TN NOKa3aTesin B HOPMY.

AHanNnM3 MOYN TakXe UMeeT Lesblo onpeaesinTb NPUCYyTCTBUE B HEN
6enka n KpacHbIX KNeTOK KpoBU. Bo BpeMs NpuUcTyrnoB BO3MOXXHb




BpeMeHHble u3MeHeHUs. Y NnaumneHTOoB C aMUIoN[030M BbICOKUE YPOBHU
benka B MOYM NPUCYTCTBYIOT MOCTOSAHHO.

MonekynsapHbin aHanns reHa TNFRSF1A BbinonHaeTca B
crieumann3npoBaHHbIX reHeTn4yeckux nabopatopusx.

2.3 KakoBbl MeTOAbI NleyeHuna?

Ha cerogHAWHMN OeHb He CcyuleCcTByeT MeTOAUKN Jie4eHNs, KoTopas
no3soJisinia Obl NpefoTBPaTUTb UK U3NEeYNTb AaHHoe 3aboneBaHue.
HecTepouaHble NpoTUBOBOCMaAnUTeNbHble npenapaTobl (HIMBIM , Takne
Kak nbynpogeH, HanpokKCceH uan nHaomMmeTaunH) noMoratoT obnerynTb
CMMNTOMbI. BbiICOKME 0,03bl KOPTUKOCTEPOUL0B H4acTo 3PPEKTUBHLI, HO
MOCTOAHHOE NPUMEHEHNE 3TUX NPenapaToB MOXET NPUBECTU K
cepbe3HbIM Nob6oYHbLIM 3hdekTaM. bblo MoKa3aHo, 4TO
cneyndumnyeckasa 61okana BocnannTesnbHoro umtokmnHa ®HO ¢
MoMoLLbio pacTBopumoro peuentopa ®PHO (3TaHepuenT), ABASETCSH
3P PEeKTUBHLIM METOLOM JIe4YeHUSA Y HEKOTOPbIX MaLneHTOB,
MO3BOJIAOLWNM NpenoTBpaaTb NPUCTYNbl Inxopankn. C opyron
CTOPOHbI, NCMOJIb30BaHWE MOHOKNIOHabHbIX aHTUTen npotmes ®HO
MHOrga Bbi3blBaeT obocTpeHue 3abosieBaHnA. HegasHO Obl10 MOKa3aHo,
4TO NpenapaT, bJoKUpyrLWMn Apyron uMTokuH (NJ1-1), naeT XopoLwunn
3PPEKT y HEKOTOPLIX AeTen, cTpagatowmx ot TRAPS-cmHgpoma.

2.4 KakoBbl Nno0o4Hble 3¢ PeKTbl JieKapCTBEHHOMU Tepanuu?
MoboyHblie 3 eKTbl 3aBUCAT OT UCMNONb3yeMoro npenapata. HIMBI
MOryT NPMBECTU K roioBHOW 601, 0Opa30BaHUIO A3Bbl XXesyakKa U
HapyweHunto dyHKUMN noyek. KoptukocTteponabl n bnonornyeckmne
npenapaTbl (6nokaTopbl PHO n NJ1-1) NosbIWaAOT BOCMIPUNMYNBOCTb K
NMHpeKunam. Kpome Toro, KOpTUKoCTeponabl MOryT Bbl3blBaTb
LUMPOKUWN CNEKTP APYrmnx NoboYHbIX ShEKTOB.

2.5 Kak ponro gosi>kHO NpoaoJiXXaTbCA nevyeHue?

B cBA3M C T€M, 4TO OTHOCUTEsNIbHO HEDOJIbLLOE KOJINYECTBO NaLMeHTOB
nonayYyanun fevyeHne c ucnonb3oBaHunem b6aokatopos ®HO n WUI-1, He
COBCEM SICHO, YTO JyyLle JIeYNTb Ka>KAbl HOBbIW MPUCTYM JINXOPaLKN,
Korga OH MPOUCXOOUT, UK »Xe MPOBOAUTbL Jie4eHNe NOCTOAHHO, U eC/n
3TO TaK, TO KakK 0Nro.
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2.6 Kak Hac4yeT HeTpaaULMUOHHON UJIM AONOJIHUTEJSIbHOM
Tepanuu?

Mybnmkaunm 06 3hheKTUBHbLIX AOMONHUTENbHbLIX CpeacTBax
OTCYTCTBYIOT.

2.7 Kakue nepuoagm4yeckue ocCMOTpbl Heobxoaumbi?
[MauneHTbl, KOTOPble MPOXOAAT ledeHne, O0JIKHbI COaBaTb aHaU3bl
KPOBW 1 MO4K, NO KpanHen Mepe, pas B 2-3 MecsLa.

2.8 Kak ponro oygaert npoaosxartbca 6onesHb?

TRAPS-cMHOpOM - 3TO NOXXU3HEHHOE 3abonieBaHme, XOTH
WHTEHCMBHOCTb MPUCTYMNOB JINXOPAaAKN MOXKET CHUXXAaTbCHA C BO3PaCTOM
n MoXeT HabntogatTbcsa 6osee Bbipa>keHHOE XPOHUYECKoe U
BOoJIHOOBpa3Hoe TeyeHme. K co)KaNeHnto, 3TN N3MEHEHUS He
rnpenoTBpallaloT BO3MOXXHOE pa3BUTMe aMmuaonaosa.

2.9 BO3MO)>XHO /1M NOJIHOE u3ssnevyeHue?
HeT, noTtomMy 410 TRAPS-CMHOPOM SABNSAETCHA reHeTU4eCKum
3aboneBaHunem.

3. NTOBCEOHEBHASA XKXU3Hb

3.1 Kak MoXxeT 6one3Hb NOBAUATL Ha pebeHKa n NoBCeAHEBHYIO
>XXU3Hb C€MbMU?

YacTble 1 NPOao/IKNTENbHbIE MPUCTYMNbI HAPYLLADT HOPMaJibHYO
XXN3Hb CEMbW N MOFYT OTPa>kaTbCs Ha paboTe poauTenen nnn
naumeHTa. YacTo nmMeeT MeCTO 3Ha4YuTeNbHasa 3aaepXxKa C
yCTaHOBJIEHMEM MNPaBUILHOINO AMarHo3a, 4To BAeYyeT 3a cobown
BOJIHEHNSA poauTenen, a MHorga n NpoBeaeHne HEHYXHbIX
MeOULUMHCKUX npouenyp.

3.2 Kak HacuyeT WKoNbI?
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YacTble NPUCTYMbl Bbi3biBAOT NPobsieMbl C nNocelleHnem LWKosbl. Mpu
3P(PEKTUBHOM Jle4eHNN NPOMNYCKN 3aHATUI B LUKONE CTaHOBATCSA bonee
penkumun. Yuntens AosKHbl 6bITb NPOMHGOPMUPOBaAHLI 0 60s1I€3HN 1 O
TOM, YTO HY>XHO AeNnaTb B C/lyvae, ecam MpuUcTyn HauynHaeTCs B LUKOJIE.

3.3 Kak HacueT cnopTa?

Hnkakmnx orpaHn4YeHnn B rnJjaHe 3aHATUN CNOPTOM HeT. TeM He MeHee,
4acToe OTCYTCTBME BO BPpEMSA MaTyYen N TPEHUPOBOK MOXKET NoMellaTb
y4aCTUIO B KOMaHAHbIX UTPOBbIX BUAAX CROpTa.

3.4 Kak HacuyeT aumeThbl?
Hunkakmnx ocobbix AneTUYeCKNX peKkoMeHaaunm aaTb HeNb3s.

3.5 Mo)xeT Nu KAMMaT BJZIMATbL Ha TeueHue donesHn?
HeT, He MOXXeT.

3.6 MoxxeT nu pebeHOK ObiTb BaKLMHUPOBAH?

Ha, pebeHOoK MoXXeT N A0oJIKEeH ObiTb BaKUMHUPOBaH, Aa)Ke eCnin eCTb
BEPOSATHOCTb TOr0, 4TO 3TO CAPOBOUMPYET NPUCTYN Anxopankn. B
4aCTHOCTWN, ecnn Baw pebeHok byneT nonyyaTb JIeYEHME
KOpTUKOoCTepongamm nnm bnonornyecknmm npenapatamm, NpuBUBKN
HeobxoAnMbl ANS 3aWNTbl OT BO3MOXHbIX NH(EKL NN,

3.7 Kak Hac4yeT NoJIOBOM XXU3HU, OepeMeHHOCTH,
KOHTpauenuuu?

BonbHble TRAPS-CMHOPOMOM MOTyT BECTU HOPMaJIbHYO MOJIOBYIO
XXU3Hb N UMETb CODCTBEHHbLIX AeTen. TeM He MeHee, OHN O0JIKHbI
3HaTb O Hann4mMm 50%-HoN BEPOATHOCTN TOro, 4To 60s1e3Hb
nepegacTtcsa ux pebeHky. NaumeHTaMm HeobxooMMO NPEnsIOXUTb
reHeTn4YecKoe KOHCYIbTUpoBaHuMe, 4Tobbl 06CYyanTb 3TOT aCNeKT C
NEeTbMU N Y1€HaMN UX CeMen.
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