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1. YTO TAKOE CCh

1.1 Y10 3TO Takoe?

CemenHasa cpegmsemMHomopckasa nuxopanka (CCJ) asnaeTcs
reHeTn4yeckmnm 3abosieBaHMeM, KOTOpPOe NepenaeTcya No HacneacTsy.
MauneHTbl CTpagaloT OT NepruognudecKnxX NPUCTYNoB IMXopanku,
conpoBoXxaatowencsa 6onbto B XXMBOTE UK B rpyaun, nnbo 6onbto n
oTeKaMu cycTaBoB. bone3Hb Yalle noparkaeT auny, NPOUCXOAALLNX U3
CpeounsemMHomMopbsa U bamxxHero BocTtoka, B HaCTHOCTM eBpeeB
(ocobeHHO cethapaos), Typok, apaboB n apMsH.

1.2 Kak 4yacTo BcTpe4yaeTca 31O 3aboneBanue?

YacToTa 3aboneBaHmsa B NONyAALNAX BbICOKOIrO pUCKa COCTaBNsaET
okoJ10 1-3 Ha 1000. B apyrux aTHNU4YeCKUx rpynnax 31o 3abonesaHune
BCTpe4vaeTcd peako. Tem He MeHee, C MOMEHTa OTKPbITUS
COOTBETCTBYIOLLEro reHa, AaHHoe 3abosieBaHue AMarHOCTUpPyeTCs
Yyaule, fa)ke cpenu rpynn HacesneHus, cpen KOTopbiX OHO CYMTaNoCh
OYeHb pefkuMm, HanpuMmep, UTaJibSAHLEB, FPEKOB N aMepuKaHL,EeB.
MpumepHo y 90% naumeHToB nepsble npuctynbl CCJ1 Ha4YMHaOTCA B
Bo3pacTe 00 20 neT. bonee 4emM y NnonoBuHbI BOsIbHLIX 3aboneBaHne
MPOSABNAETCH B TeYEeHVe NepBoro AecATUIeTUd XU3HN. Manbuymnku
CTpafaloT HEeCKOJIbKO Yaule, 4emM geBoyku (1,3:1).

1.3 KakoBbl Nnpu4uHbI 3aboneBaHma?
CCJ1 aBndeTcqa reHeTn4eckum 3aboneBaHmemM. OTBETCTBEHHbIV 3@ HEro
reH HasbiBaeTca MEFV. OH BanaeT Ha 6enoK, KOTOPbIN UrpaeT poJib B
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eCcTeCTBEHHOM pa3pelleHnn BocnaneHus. Ecnm aToT reH HeceT B cebe
MyTaLMio, Kak 3To npoucxoauT npu CCJ1, Takoe perynpoBaHue He
MOXXET PYHKLUMOHNPOBATb OOJIKHLIM 06pa3oM, 1 naumeHThbl
NCNbITLIBAOT NPUCTYMNbI IMXOPAAKN.

1.4 fiBnsertca nu 310 3aboneBaHue HacNenCTBeHHbIM?

HNaHHoe 3aboneBaHne HacneayeTcd B OCHOBHOM KaK ayTOCOMHO-
peueccuBHOE, a 3TO 03HAYaeT, YTO CMMNTOMbI 3aboneBaHUsA y
poanTenen obblMHO OTCYTCTBYIOT. TOT TUN Nepefaynm o3Hav4aeT, 4To
ans Toro, 4tobbl Yenosek nmen CCJ1, Hy>KHO, 4ToObl 0b6e Konuu rexHa
MEFV, nmetowneca y yenoseka (0gnH OoT MaTepu, a ApPYyron - oT oTua)
OblI MYyTaHTHLIMU; TaknM obpa3oMm, oba poanTensa 9BAAOTCS
HoCUTeNnsaMun (HoCUTeslb UMeeT TOJIbKO OHY MYTaHTHYIO KOMWUIO reHa,
HO He 6bones3Hb). Ecnn 3abonesaHne NpucyTCcTBYET B 6OMbLLON CEMbE,
OHO, BepoATHO, byaeT y 6paTa, ABotopoaHOro bpaTta, Asam nam
hanbHero poacTtBeHHUKa. OQHaKo, Kak NpocsieXxmnBaeTcs B HeOOIbLLOM
rnpoueHTe cny4aes, ec/in y ogHoro ns poguntenen nmeetca CCJI, a
Apyron aBNsieTCa HOCUTENIEM MYTaHTHOIO reHa, To cylecTByeT
50%-Has BEpPOATHOCTb TOrO, 4TO nX pebeHoK NoAy4YUT No HacNeacTBy
bonesHb. Y HebobLWON YacTu NauMeHTOoB ogHa Uan gake obe Konumn
reHa OKa3blBaloTCs HOPMaJibHbIMU.

1.5 NMoyemy Mou pebeHOK 3abonen s3Ton 60sne3HbLIO? MOXKHO NN
npepoTBpaTUTb AaHHOe 3abosieBaHue?

Baw pebeHok nmeeT 3aboneBaHne, MOTOMY YTO OH SIBNSIETCS
HOCUTENIEM MYTAHTHbIX FEHOB, KOTOpble Bbi3biBatoT CCJI.

1.6 ABnaeTtcsa nm 310 3aboneBaHne UHPEKLNOHHbIM?
HeT.

1.7 KakoBbl OCHOBHblI€ CUMNTOMbDI?

OCHOBHbIM cMMNTOMOM 3abosieBaHUA ABASAETCSA Nepuognyeckoe
MoBbILLEHME TeMnepaTypbl Tefa, KOTopoe conpoBoXaaeTca 6bonsmu B
XXNBOTE, rpyan unam B cyctaBsax. Hanbonee pacnpocTpaHeHbl NPUCTYMbI
601 B XMBOTE, KOTOpble HabnogatoTCca NnpumMepHo y 90% nauneHToB..

2/5



MpucTtynbl 601K B rpyaHON KieTke oTMedatoTca y 20-40%, a 6onb B
cyctaBax - y 50-60% 60/bHbIX.

Kak npaBuio, 4eTU XKanyrTCca Ha NPUCTYNbl KOHKPETHOro Tuna, Takue
KakK nepunoamnyeckme 60am B XNBOTE U IMXopaaka. TeM He MeHee,
HeKOTOopble MauMeHTbl UCMbITbIBAOT NPUCTYMNbl Pa3/INYHbIX TUMOB - MO
OTAENbHOCTU N B KOMBHauuu.

TN NPUCTYMbl HOCAT CaMopa3peLlarWwnnca xapaktep (3To o3HayvaerT,
4YTO OHW NMpoxoaaT 6e3 nevyeHnsa) n gNATCA OT OAHOIO A0 YeTblipex
nHen. CamMo4yBCTBME NMaumeHTa K KOHLY NpUCTyna rnoJIHOCTbIo
BOCCTaHaB/IMBAETCH, N MeXAy NMPUCTyrnaMmm OH YyBCTBYeT cebs
xopowlo. HekoTopble NpUCTynbl MOryT 6bITb HAaCTOJIbKO BOsIe3HEHHbIMN,
4YTO MauUMeHT nnm cembs obpawaeTcs 3a MEAULNUHCKOW MOMOLLbIO.
Ta)kenble NpUcTynbl 60K B XKMBOTE MOrYyT HarNnoOMUHaTb OCTPbIN
anneHaAuunT, U N03TOMY HEKOTOpPbIe NMauMeHTbl MOryT noaBepraTbCs
HEeHY>XHbIM onepaunsam Ha 6pOLWHON NONOCTU, TaKNM Kak
anneHasKToMus.

TeM He MeHee, HEKOTOpPbIE NPUCTYMbI, fa)Ke Y OOHOr0 U TOro e
naumeHTa, MOryT NpoxXoanTb B Ierkon opme, [OCTaTOYHOW 14 TOro,
4TOObl UX NPUHANN 3a HEBObLLOE PACCTPONCTBO XXenyaka. 3TO OAHa
n3 NnpnynH, nodyemy CCJ1 TpygHO pacno3HaTb y nauuneHTa. MNpun 6onn B
XUNBoTe y pebeHKa, Kak npasuio, oTMe4YyaeTcs 3anop, HO Koraa 6osb
OTrnycKaeT, noasnseTcsa 6onee MArkKnm CTy .

PebeHOK MOXXeT MMeTb 04eHb BbICOKYIO TeMMNepaTypy B Te4yeHue
OLHOro NMPUCTyna n yMepeHHoe noBblLLeHNe TeMrnepaTypbl BO BpeMs
apyroro. bosb B rpyain, Kak npaBuio, 3aTparmBaeT TOJIbKO O4HY
CTOPOHY N MOXXET OblTb HACTOJIbKO CUJIbHON, YTO MaLMEHT He B
COCTOSAHMM OblWaTb AO0CTAaTOYHO rnyboKo. DTo NPOXOAUT B TeYeHune
HECKOJIbKNX OHEN.

Kak npaBuio, B NpUCTyN Nopa>kaeTcs TOJIbKO OAUNH CyCTaB
(MOHOapPTPUT). 3TO 06bIYHO ObIBAET FOSIEHOCTOMHbLIN UIN KONEHHbIN
cycTaB. CycTaB MOXXeT 6bITb HACTOJILKO pacnyXwum n 601e3HEHHbIM,
4TO pebeHOK He MOXXeT XoAuTb. NMpuMepHOo y TpeTn NauneHTOB KoXXa
Hag rMopa>KeHHbIM CYCTaBOM CTAaHOBUTCSA KpaCcHOW. MpucTynsl,
3aTparveatoLwme CycTtasbl, MOIyT OJINTbCA HECKOJIbKO A0JIbLUE, YEM
apyrve Tunbl NPUCTYNOB: MOXKET MPONTN OT YeTbIpex AHeNn A0 OBYX
Hepenb, npexxae 4em 60s1b NOSHOCTbLIO OTCTYMNUT. Y HEKOTOPLIX AeTen
€OWHCTBEHHbIM CUMNTOMOM 3abosieBaHNA MOXXeET ObITb Nepnoanyeckas
60/s1b B cyCTaBax U oTeK, 4To oWMOOYHO AMArHOCTUPYETCA KakK ocTpas
peBMaTu4eckKas AnMxopaaka nan toBeHWUbHbIN ngnonaTn4eckunin
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apTpuUT.

B 5-10% cny4aeB CyCTaBHOE Nnopa)keHne CTaHOBUTCH XPOHNYECKUM
MOXXEeT NMPUBECTMU K NOBPEXXAEHNIO CyCTaBa.

B HEKOTOpLIX Ciiydasax noasnsaeTca xapakTtepHasa gnsa CCJ1 cbinb Ha
KOXKe, KOTopas Ha3blBaeTcsa «poxxenonobHasa saputema». Kak npasuno,
OHa HabngaeTcsa Ha HUXKHUX KOHEYHOCTAX U B 0671aCTM CyCTaBOB.
HekoTopble geTn MOryT »aJsioBaTbCs Ha 601 B HOrax.

K 6onee peaknm popMaM NpUCTYNoB OTHOCATCS peunonBupyoLLmnia
nepukapauT (BocnaneHme Hapy>Hon ob6ono4kn cepaua), MUMO3UT
(BOCNaneHne MbillL), MEHUHIUT (BocnaneHmne o6on104eK roJIoBHOro u
CMWHHOIO MO3ra) n NepruopxunT (BocnaseHne TKaHen BOKPYr An4YKa).

1.8 KaKoBbl BO3MO>XHbl€ OCJIOXKHEeHUA?

Y peten c CCJ1 yawe oTMeYalTCca HekoTopble apyrue 3abonesaHuns,
KOTOpble XapaKTepusyTCcs BOCMNaleHNEM KPOBEHOCHbIX COCY 0B
(BackynuT), Takme Kak nypnypa LLleHnenHa-reHOXa 1 y3enKOBbIN
nonmaptepunT. Hanbonee tsaxxenbiM ocnoxxHeHnem CCJ1 npu
OTCYTCTBUM NIe4EeHNS ABNAETCHA pa3BuTmne ammaonagosa. AMuIona - 3To
crneynanbHbln 6€N10K, KOTOPbIM OTKaAblBaeTCHa B onpenesieHHbIX
opraHax, TakuxX Kak NMoYkun, KULLEYHNK, KOXXa U cepaue, 1 Bbi3biBaeT
nocTerneHHoe CHMxXeHne pyHKLnun, ocobeHHo novyek. AMMIONLO03 He
apnseTcs cneyngpunyecknm ana CCJ1; oH ABNAETCH 0CNIOKHEHUEM,
Pa3BMBAIOLLMMCA N MPU OPYTNX XPOHUYECKNX BOCMNAINTENbHbIX
3aboneBaHuAX, €C/IN OHM HE NOoJyHaloT NPaBUJILHOIO fevyeHuns. benkun B
MOYe MOryT ObITb KJIIOYOM K AnarHocTuke. ObHapyXeHne amuionaa B
KULWEYHNKE NN NOoYKaxX CNYXUT NoaTBepXAEHNEM gnarHo3a. [leTtu,
KOTOpble MoJly4alT HagJiexxallyo 003y KoJAXuumHa (cM. pasgen no
JIeKapCTBEHHOM Tepanun), 3aliMLLeHbl OT PUCKa Pa3BUTUSA 3TOrO
YFPOXXaoLWEro XnU3HM OC/IOXXKHEHUS.

1.9 OaMHaKOBO Jin NPOABAAETCA 3aboneBaHue y Bcex peten?
3aboneBaHme NpPosBAAETCA Yy pa3HbIX AeTen HeoAnHaKoBO. Kpome Toro
TUN, NPOAO/IKNTENBHOCTb U TAXKECTb NPUCTYNOB MOryT 6bITb
Pa3/INYHbIMKN KaXkdbl pa3, Aake Yy OHOro 1 Toro ke pebeHka.

1.10 OTnmuaeTtca nu bonesHb y peren ot 6051€3HM Yy B3poCnbIx?

415



B uenom, npossnenna CCJ1y gpetenm CXogHbl C TEMU, KOTOpble
HabnoatTCa y B3pOCabiX. TeM HE MeHee, HEKOTOpPble 0COBeHHOCTH
3aboneBaHus, Takme Kak apTpuT (BoCnasieHne CyCcTaBoB) U MUO3UT,
Yyalle BCTpeYalTcsa B AeTCKOM Bo3pacTe. YacToTa NpUCTynoB C
BO3PacTOM 06bI4HO YMeHbLUaeTcs. [eprnopxnT Yalle obHapy>XmnBatoT y
MaJIb4UKOB, YEM Y B3POCJIbIX MY>XX4YUH. PUCK aMmunonao3a Bbille cpean
He NMoJly4YaBLUUX SiedyeHMne NaumeHToB, Y KOTOopbIX 3aboneBaHune
Ha4aJioCb B paHHeM BO3pacTe.
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