A

[
Q{r paediatric
) . . rheumatology
] o auropaan
X E society

www.printo.it/pediatric-rheumatology/RU/intro

Bo3BpaTHana Jiuxopaaka, ObycnosneHHas
NLRP-12

Bepcua 2016

1. YTO TAKOE BO3BPATHASA JINXOPAAKA, ObYCJIOBJIEHHAA
NALP-12

1.1 Y10 3TO Takoe?

Bo3BpaTHasa nnxopaaka, obycnosneHHasa NALP-12, agnseTcs
reHeTn4yecknm 3abonesaHnemM. OTBETCTBEHHbIN 3@ HEro rex
Ha3blBaeTCcsd NALP12 (nnn NLRP 12) - 3To reH, KOTopbl nrpaeTt
ornpeneneHHyo posb B BOCNaANTEsIbHbIX CUTHAJIbHbIX NYTAX.
MayneHTbl CTpagatoT OT NOBTOPSAOLWMXCA MPUCTYMNOB JINXOPaAKWU,
COMPOBOXXAAOWUXCHA PA3SIMYHBIMN CUMIMTOMaMN, TaKUMW KakK roJloBHas
6onb, 60/1b NN ONyXaHUe CyCTaBOB N KOXKHAaA CbiMb. TONYKOM K
MosiBJIEHUIO CUMNTOMOB, BEPOATHO, ABNAETCA BO3OEeNCTBUe xosona. bes
ne4veHuns 6o0se3Hb MOXKET OblITb O4EHb U3HYpPSAIOLLEN, HO OHa He
npencTaB/ifgeT Yyrpo3bl 4SS XXU3HMN.

1.2 Kak 4acTo BCcTpe4aeTcs 3To 3aboneBaHue?
OTa bosie3Hb BCTpeYaeTCsa 04eHb peako. K HacTosAweMy BpeMeHU
noeHTUudpnumnpoBaHsl MeHee 10 naumMeHTOB Mo BCEMY MUPY.

1.3 KakoBbl Npu4uHbI 3aboneBaHma?

Bo3BpaTHasa nnxopanka, obycnosneHHasa NALP-12, angaeTtcs
reHeTn4yeckmnm 3abonesaHneM. Nl'eHeTUYECKN MOONDULNPOBAHHBLIN reH
OTBeYaeT 3a HapyleHne BoCnaanTesibHON peakunm opraHmima.
WccnepoBaHUa TOYHOMO MexXaHMU3Ma 3TOM0 HapyLlleHnd ele He
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3aBepLUEHbI.

1.4 fiBnsetca nu 310 3aboneBaHue HacNenCTBEHHbIM?
Bo3spaTHasa nuxopanka, obycnosneHHasa NALP-12, HacneoyeTcs Kak
ayTOCOMHO-AOMUHaAHTHOe 3aboneBaHMe. OTO O3HA4YaeT, YTO OJ1F TOro,
4TObObI MMETb BO3BpPATHYIO InXopanky, obycnosseHHyto NALP-12, oavH
U3 poanTenen OoKeH nMmeTb 3To 3aboneBaHne. Horga HUKTO gpyromn
N3 4J1eHOB CEMbW HE UMeeT BO3BPAaTHOW IMXopaaku: NnMbo reH noayymn
noBpexgeHue npu 3adaTum pebeHka (3To Ha3blBaeTCa «MyTauna ge-
HOBO»), NMBO poauTeNb, KOTOPbIN ABAETCA HOCUTENlEM MyTauuK, He
MPOABAAET KJIMHNYECKNX CAMNTOMOB UM UMeeT O4YeHb Nierkyto popmy
3aboneBaHua (NnepemMeHHasa NeHEeTPaAHTHOCTb).

1.5 NMoyemy Mo pebeHOK 3abonen sTon 60ne3HbI0O? MOXXHO NN
npenoTBpaTUThL AaHHoe 3aboneBaHue?
PebeHOK nmeet 3aboneBaHme, NOTOMY 4TO OH YHacnenoBas 60ne3Hb OT
OOHOro U3 poanTesien, KOTOPbIN ABAAETCA HOCUTeNeM MyTauum reHa
NALP-12, ecnn He npounsowna MmyTaumsa ge-HoBo. Y YenoBeKa, KOTOPbIN
ABNAETCHA HOCUTENEM MyTaLMn, MOTYT U HE NPOSABAATLCA KINHUYECKNEe
CUMMTOMbI BO3BpaTHOW sinxopankun, obycnosneHHom NALP-12. B
HacTosLee BpeMsa 3To 3aboneBaHne He MoOXXeT BbITb NpPeaoTBPaLLEHO.

1.6 fiBnseTca nm 3170 3aboneBaHne NHPEKLMNOHHbIM?
Bo3BpaTHas nuxopaaka, obycnosneHHasa NALP-12, - 3To He
NHEKUMOHHOe 3abosieBaHme. ITa 60/1€3Hb MOXXET pa3BMBaATbLCH
TOJIbKO Y JINL, C FreHeTUYeCKNMUN HapyLIeHUAaMN.

1.7 KakoBbl OCHOBHbl€ CUMNTOMbI?

OCHOBHbIM CMMIMTOMOM SABJIAETCA NInXopanka. Jinxopanka oamMTcs
0K0J10 5-10 gHEen 1 NOBTOPSETCHA Yepe3 HePaBHbIE MPOMEXKYTKU
BpemMeHun (0T Hepgenb Ao Mecsaues). MNpucTynsl 1MXopanku
COMPOBOXXAAKTCA pa3/INdHbIMU cMMnTOMaMu. OHU MOTYT BKJ1O4ATb
ronoBHyto 60sb, 601b B CyCcTaBax M onyXaHMe CyCTaBOB, CbiMb TUNA
KpanmeHuubl 1 601b B MbllWLaX. TONYKOM K NOABAEHUIO CUMMTOMOB,
BEPOSATHO, IBNISEeTCH BO34ENCTBME Xo104a. TO/IbKO B O4HON CEMbE
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Habnoganack HEMpPoCeHCopHasa TYroyxocCTb.

1.8 OoMHaKOBO Nu NpPoABAAETCA 3aboneBaHue y Bcex aeten?
3aboneBaHue NPoABNAETCA Y pa3HbIX AeTen HeEOAMHAKOBO; CTENeHb
TsxkecTn bonesHm konebnercsa oT nerkom 0o Hambonee TAXXKeNon.
Kpome Toro, Tun, Npoao/KUTENbHOCTb U TAXKEeCTb NPUCTYMNOB MOTryT
ObITb PA3/INYHBbIMN KaXXabl pa3, Aa>Ke Yy 0QHOIro 1 Toro e pebeHka.

1.9 OTnnyaeTtcs nm bonesHb y aeten ot 00s1Ie3HU y B3POCbIX?
Mo mepe Toro, kak 601bHON pacTeT, NPUCTYMOB JIMXOPaAKMN, Kak
NpaBuo, CTAHOBUTCS BCE MEHbLUE, a CTENEHb UX TAXKECTU - BCE Jierye.
TeM He MeHee, HEKOTOpas akTUBHOCTb BONe3HM oCTaHeTCsa y
6onblWIMHCTBA, ecnn He y Bcex 3aboneBLumnx.
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