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1. YTO TAKOE IOBEHUJIbHbIA CNOHAWNJIOAPTPUT/HTE3UT-
ACCOLLMUPOBAHHbIA APTPUT (CMA-3AA)

1.1 Y7o 3710?

FOBeHUNbHbIN CNA-DAA obpa3yeT rpynny XpOHU4YeCcKmnx
BOCMNannTenbHbIX 3ab01€BaHNI CyCTaBOB (apTPUTOB), @ TakxXe
CYXOXXWUJINW N CBA3OK, KOTOPbIE MPUKPENNAITCS K onpenesieHHbIM
KOCTSAM (3HTEe3nTOoB). 3TN 3ab0s1eBaHMS MopaXkaloT NPeNMyLLLIECTBEHHO
CYCTaBbl HUXKHUX KOHEYHOCT, @ B HEKOTOPbIX Cly4asiX - CyCTaBbl Ta3a U
MO3BOHOYHMKaA (CakponnmuT - 60nb B aroguuax n cnoHaAnAnT - 60sb B
cnuHe). KOBeHMNbHbIN CIMA-DAA 3Ha4YMUTE/IbHO Yalle BCTpeyaeTcsa y nuu,
KOTOpPbIE MMEKT MNOJIOXKNTESIbHbIN pe3y/ibTaT TecTa KPOBU Ha
reHeTu4eckmnin paktop HLA-B27. HLA-B27 npeanctasngaeT cobon 6enok,
MPUCYTCTBYIOWWN Ha MOBEPXHOCTN MMMYHHBbIX KJ1€TOK.
NMpumeyaTenbHO, 4TO TOJILKO Y YacTu ntogen ¢ HLA-B27 korga-nnbo
pa3BuBaeTca apTpuT. Takmm obpasom, Hann4msa HLA-B27
HefoCTaToOYHO, YTOobbl 06BACHUTL NosiBneHne bonesHn. Ha
CerogHsAWHNN aeHb To4Hasa posb HLA-B27 B NpOUCXOXXAEHUN 3TOr0
3aboneBaHnsa oCTaeTCcss HEM3BECTHON. TeM He MeHee, N3BECTHO, 4YTO B
OYeHb pedKux cayyasax pa3BUTUIO apTpuUTa NpeaLwwecTBYOT NHeKLNmn
XKeNnynoo4YHO-KULLEYHOro TpakTa Uian MOYenosioBbiX OPraHoB (Tak
Ha3blBaeMbIl peakKTUBHbIN apTpuT). KOBeHUbHbIN CIMA-DAA TeCcHO
CBsi3aH CO CNoHAMNoapTpuTaMmn, pa3BMBalOLWLMMNCA B 3peSIOM BO3pacTe,
1N 6ONIbLUMHCTBO KUccnenoBaTesien CHNTaKT, 4TO 3TN 6oNesHn nmerT
CXOLHOE NMPONUCXOXKAEHNE N XapaKTEPUCTUKN. Y BONbLLUMHCTBA AeTen n
MnoApoCTKOB, CTpadaoWmMX IOBEHUIbHbIM CMOHAWNI0APTPUTOM, OH MOT
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6bl ObITb ANArHOCTUPOBAH KaK 3HTE3UT-aCCOLMNPOBAHHbLIA apTpUT n
Na)ke KaK NcopnaTU4ecKuin apTpuT. Ba)KHO, 4TO Ha3BaHMA
«OBEHWJIbHbIN CMOHANN0APTPUT», «IHTE3UT-aCCOLMNPOBAHHbIN
apTPUT», @ B HEKOTOPbIX C/y4asx N «NCoOpMaTUHECKNIA apTPUT» MOryT
03HayaTb OHO U TO >XKe C KJIMHNYECKON 1 TepaneBTUYECKOW TOYKN
3peHus.

1.2 Kakue 3a005neBaHusA HOCAT Ha3BaHue «lOBeHUNbHbIK CnA-
SAA»?
KaK y>Xe ynoMnHanoChb BbllE, IOBEHW/IbHbLIA CNOHANN0APTPUT ABAETCSA
Ha3BaHMeM rpynnbl 3abosieBaHNN, KINHNYECKUE NMPU3HAKWN, KOTOPbIX
MOryT nepekpeLwmBaTbCa apyr ¢ agpyrom. K aTom rpynne oTHOCATCS
aKCUasbHbIN N Nepudepnyeckmnin CNoHANA0apTPUT, bonesHb
bexTepeBa, HeanppepeHUNPOBAHHbIM CNOHANN0APTPUT,
ncopraTUYECKUn apTPUT, PEaKTUBHbLIN apTPUT, apTPUT, CBA3AHHbIN C
6one3sHbio KpoHa, 1 93BEHHbIM KOJIMTOM. DHTE3UT-aCCOLUNNPOBAHHbIN
apTPUT N NCOpUATUYECKNIN apTPUT - 3TO ABa pa3HbiX 3aboneBaHms No
Knaccnpunkauymm KOUA, n oHn cBA3aHbl C oBEeHWUJIbHbIM CHA.

1.3 Kak 4yacTo BcTpe4yaeTca 31O 3aboneBaHue?

FOBeHMNbHBIN CNA-DAA aBnsieTCs o4HOM N3 Hanbosiee YacTbiX hopMm
XPOHNYECKOro apTpuTa B AETCKOM BO3pacTe. Y Masib4MKOB OH
OoTMeYyaeTcCd Yaule, 4eM y goeBo4vek. B 3aBucMMoOCTM OT permoHa Mmumpa,
Ha Hero npuxoanTtca okono 30% peTen ¢ XPoOHNYEeCKM apTpuToMm. B
OoNbLWMHCTBE CNly4aeB NepBbIN CUMNTOM MNOSBASETCS B BO3pacTe OKOJ10
6 neT. MNockonbky 6onbllas 4YacTb NayneHToB (00 85%) C IOBEHUIbHbLIM
CnA-2AA asnaTca Hocutenamm HLA-B27, yacTtoTa B3pocnoro CnA un
toBeHUIbHOro CnA-3AA B obLien nonynaumm n gake B HEKOTOpPbIX
CeMbSX 3aBUCUT OT YaCTOTbl 3TOr0 MapKepa B HOPMaJibHOW NONynsaunn.

1.4 KakoBbl NpuU4UHbI 3aboneBaHma?

MpnynHa roBeHUbHOro CnA-3AA HensesecCcTHa. TeM He MeHee,
CyLLecTBYyeT reHeTn4yeckasa npenpacrosloXeHHOCTb, KoTopasda y
OoNbLWKMHCTBA NMaUMNEHTOB 3aBUCUT OT nNpucyTcTeusa HLA-B27 n
HEeKOTOpPbIX OAPYrux reHoB. B HacToALee BpeMsa CHNTAETCH, YTO B TeX
cnyydasx, Kkorga monekyna HLA-B27 ceasaHa ¢ 6one3Hbio (ay 99%
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HaceneHna ¢ HLA-B27 Takada CcBA3b OTCYTCTBYET), UMEeT MeCcTo
HapyLlleHne ee CMHTEe3a, U B CJly4ae, Korga oHa B3auMoOencTByeT C
KJIeTKaMn 1 Ux npoaykKkrtamu (B OCHOBHOM MpPoOBOCNaINTENIbHbIMU
BellecTBamMu), 3TO N AaeT TOJHOK K pa3BuTuio 3abonesaHusa. OgHako
O4Y€eHb Ba)KHO MNOoAYEepPKHYTb, 4TOo HLA-B27 aBndeTca He NpUYnNHON
3aboneBaHus, a PakKTOPOM BOCMPUNMHUBOCTM.

1.5 fiBnsercsa num 310 3aboneBaHMe HacieACTBEHHbIM?

Hannyne HLA-B27 v opyrux reHos npegpacrnoniaraeT K pa3BuUTuio
toBeHUbHOro CnA-2AA. Kpome TOro, Mbl 3HaeM, 4To npumMepHo y 20%
MayMeHToB C TaKUMKN gMarHo3aMm MMETCA POACTBEHHUKN NEePBON N
BTOpPOW CTeneHn poacTBa, CTpadatouwme 3Tum 3abonesaHnemM. Takmm
obpa3omMm, toBeHUNbHbIN CNA-DAA MOXKET B onpenesieHHoOn CTeneHun
MPUCYTCTBOBaTbL C OoNbLUEN YAaCTOTON B HEKOTOPbLIX CeMbsAX. O4HAKO
Mbl HE MOXKEM YTBEP>XXAaTb, YTO t0oBEHW/IbHbLIN CNA-DAA aBnseTcs
HacnenCcTBeHHbIM 3aboneBaHmneM. bone3Hb pa3BMBaeTCA TONILKO Y 1%
HocuTenen reHa HLA-B27. UHbiMn cnosamun, 99% niogen, KotTopble
nmetoT redH HLA-B27, Hukorga He 3abonetotT CnA-2AA. Kpome TOro,
reHeTn4yeckasa nNpenpacnosioXXeHHOCTb Heo4MHAKOBa cpenn pa3INnyHbIX
3THUYECKUX Fpynm.

1.6 Mo>XXHO nu NnpeaoTBpaTUTb AaHHoe 3aboneBaHue?
MpenynpexieHne HEBO3MOXXHO, TaK KakK npuynHa 3abonesaHnsa oo cux
Mop He u3BecCcTHa. TecTnpoBaTb Apyrux 6paTbeB u cectep nan
POLOCTBEHHUKOB Ha Hann4yne HLA-B27, ecniv OHN He NMET HUKaKKUX
CMMMTOMOB toBeHUbHOro CnA-3AA, HeuenecoobpasHo.

1.7 fiBnsercsa nu 310 3aboneBaHme UH(PEKLNOHHBIM?
KOBeHUNbHbIN CrA-3AA - HenHgeKUunoHHOe 3aboneBaHne, ga>ke B Tex
cny4asax, Korga ToJIYKOM K HeMy nocayXxuna nHdekumnsa. bonee Toro,
He y BCex tgen, NHPNLNPOBAHHBLIX B O4HO U TO XXe BpeMs
O4VWHAKOBbIMU BaKkTepusaMKn, pa3BmBaeTCsa IOBEHUbHbLIN CNA-3AA.

1.8 KakoBbl OCHOBHbI€ CUMMNTOMbI?
FOBeHUNbHbIN CNA-DAA nmeeT obLime KNNHNYECKME XapaKTePUCTUKMN.
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ApTpuT

Hanbonee pacnpocTpaHeHHble CUMNTOMbI BKJKOYaOT 60/1b B CycTaBax u
OTEK, a TakK)Xe orpaHunyeHne NnoaBMXHOCTUN CyCTaBOB.

MHoOrne oeTm MMerT OINT0APTPUT HUXKHUX KOHEYHOCTEN.
OnuroapTpuT 03Ha4vaeT, 4To 3aboneBaHme nopakaeTt He bonee 4
CyCTaBOB. [MauUmneHTbl, Y KOTOpbIX 3aboneBaHne nepexoguT B
XPOHNYECKYIO OPMY, MOTYT MMETb MoAnapTpuT. MonnaptTpuT
O3Ha4vaeT, 4To 6one3Hb noparkaeT 5 nnm 6onee cyctaBos. Hanbonee
4aCTO MOpaKarTCHA KOJIEHHbIE, TOJIEHOCTOMHbIE CyCTaBbl, CyCTaBbl
cepenunHbl CTOMbl, Ta3obeapeHHbIE CyCTaBbl; pexxe B npouecc
BOBJIEKAIOTCS MesIKme CyCTaBbl CTOMbI.

Y HEKOTOPLIX AETEN BO3MOXKEH apTPUT Nt0o6oro cyctaBa BEPXHUX
KOHeYyHocTen, ocobeHHO naevyeBoro.

DHTE3mT

JHTE3UT - BOCMaJieHne sHTe3unca (MecTa, rae CyxoXXume nam CcBssKa
MPUKPENNAETCA K KOCTU) - IBNAETCH BTOPbIM N0 YaCcToTe NPOsSAB/IEHNEM
CnA-2AA y petein. O6bIHHO NOpa)KaktTCA SHTE3UCHI, PACMNOJIOXKEHHbIE
Ha NATKe, B cepenuHe CTomMbl U BOKPYr KOJIEHHOW Yalleyku. Hanbonee
pacnpocTpaHeHHbIE CUMNTOMbI BKJIOYalOT 60/1b B NATKE, OTeK 1 60Nb B
cepegnHe ctonbl N 60/1b B KOJIEHHOW Yallue4dyke. XpoHU4Yeckoe
BOCMaJIeHNE 3HTE3nCa MOXXET NPUBECTM K 0bpa3oBaHNIO KOCTHbIX LLMOP
(pa3pacTaHme KOCTHOW TKaHW), 4acTo Bbi3biBatoLlee 60b B NATKE.

CakpounuuTr

CakponnmunT 3TO BOCMNaJieHUe KpecTLoBO-NOAB3A0LWHbIX CyCTaBOB,
PacrosIoXKEHHbIX B 3a4HEeN YacTu Ta3a. OTOT CUMNTOM peako
BCTpeyaeTca y aeten; Hanbonee 4acTo OH pasBmBaeTcda cnycta 5-10
JleT nocse Havana apTpuTa.

Hanbosee pacnpoCTpaHeHHbIM CUMNTOMOM SBNSIETCS
nepemMmexatwuwiancs 6onb B Aroauvue.

Bonb B CNUHE; CNOHONNT

BoBrneyeHne No3BOHOYHUKA OYEHb PeAKO BCTPeYaeTCsa B Havyane
6one3Hn, HoO MOXKeT NPON30NTK No3gHee, C TedyeHneM bonesHn, y
HekoTopbixX AeTen. Hanbonee pacnpocTpaHeHHble CUMATOMbI
BKJ/It0YatoT 60/1b B CMUHE B HOYHOE BPEMS, YTPEHHIOK CKOBAHHOCTL U
OrpaHUYeHHYI0 NOABUXKXHOCTb. BoNb B CMMHE YacTO CONPOBOXAAETCA
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60/bi0 B LIEE, @ TaKXe - B peakKux caydasax - 6osnbto B rpyamn. CnycTs
MHOI0 f1IeT nocsie Havana 3aboneBaHns y HEKOTOPbIX MALIUEHTOB
CAOHAVNUT MOXKET MNPUBECTU K Pa3pacTaHUIO KOCTHOW TKaHWN U
o6pa30BaHNIO MOCTUKOB, COEANHSIIOLLIMX Tesla MO3BOHKOB. B cBs3K C
3TUM AaHHbIA CUMMTOM NOYTU HUKOTr A He HabnogaeTcs y AeTen.

Mopa>xeHue rnas

OCTpbI NepegHUn YBEUT - 3TO BOCNasieHMe pagy>XHon 060104k
rnasa. XoTs OH He ABNSEeTCA YaCTbIM OCJ/IOKHEHUEM, Y OOHOW TpeTwu
nauneHToB B TedyeHMe 3abosieBaHna MoryT HabngaTbCAd HECKOJIbKO
ann3onoB yBenTta. OCTpbI NnepenHNin yBenT nposasaseTcsa 60sb10 B
rnasy, NoKpacHeHneM n pacpoKyCcUpoBKOW 3peHuns,
MPOLAO/DKUTENBbHOCTbLIO L0 HECKOJIbKNX Hepesnb. OQHOMOMEHTHO
rnopakaeTcs, Kak npasuio OOUH rnas, BO3MOXHbI U peunamnssbl. MNpun
Pa3BUTUN YKa3aHHbIX CUMMNTOMOB HEOHXOAMMO KaK MOXXHO CKopee
obpaTnTbCAa K opTanbmonory (cneumanncTty no 6onesHam rnas). 3ToT
BapMaHT yBenUTa OT/IN4aeTCHA OT yBeNTa, KOTOPLIA pa3BMBaETCA Y
NEeBOYEK C OJIMFOAPTPUTOM U @HTUHYKI€apPHbIMU aHTUTENaMN.

Mopa>xeHue KoXKu

Y HebonbLIOW YacTn aeTten C toBeHU/IbHbIM CNA-DAA BO3MOXXHO YXXe
MMeeTCH NN MOXXET Pa3BUTbLCA Ncopuas. Y 3Tux 60osbHbIX
3aboneBaHne He KnacCuuUMpyeTCa Kak SHTEe3UT-aCCOLUUPOBAHHbIN
apTPUT - UM CTaBAT AMArHO3 ncopmaTmnyeckmm apTpuT. Ncopnas
SABNSETCS XPOHNYECKNM 3abosieBaHNEM KOXU C LWenyLwawmnMmncs
NATHaMK , pacrnosaratoWwmMmMncs, B OCHOBHOM, Ha JIOKTAX U KOJIEHSAX.
NMopa>KeHne KOXXN MOXXEeT onepexaTb pa3BuUTUe apTpuTa Ha roasbl. Y
WHbIX MALIMEHTOB apTPUT MOXKET YyXXe CYyLLeCTBOBaTb HECKOJIbLKO NeT,
npe)xae 4Yem y HUX BrepBble NOABATCA NPU3HAKM Ncopuasa.

NMopaxeHue KULLeYHUuKa

Y HEKOTOpPLIX AeTen C BoCcnanmtenbHbiMU 3ab0neBaHNAMUN KULLEYHUKA,
TakKuMU Kak bone3Hb KpoHa 1 SI3BEHHbIN KOJINT, MOXXET pPa3BUBATbLCS
cnoHAMNoapTpPuUT. BocnanutenbHoe 3aboneBaHne KNLWLEYHUKA He
ABAETCA OOHUM U3 KOMMOHEHTOB 3HTE3UT-aCCOLMNPOBAHHOI0
apTpuTa. Y HEKOTOPbLIX AeTen BOCNasieHNe KUWeYHKa npoTekaeT
CYOKNMHMYeckn (6e3 KNwevHbIX CUMNTOMOB), a@ TSXXECTb CyCTaBHbIX
CUMMTOMOB Yy HUX 6onee BblpakeHa n TpebyeT cneynanbHOro evyeHus.
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1.9 OaMHaAKOBO M NposaBaseTca 3abosieBaHue y Bcex aeten?
CnekTp 04YeHb LUMPOK. Y HEKOTOPLIX AeTen 6onesHb NpoTEKaeT B
nerkon oopme 1 B Te4eHne HENPOOO/IKUTENIbHOIO BpeMeHn Y aApyrumx
3aboneBaHue npnobpeTaeT cepbe3HbIN, A0JITOCPOYHbIN XapaKTep U
NPMBOANT K MHBANNOHOCTW. . Taknm ob6pa3om, BNOJSIHE BO3MOXKHO, YTO Y
MHOrMXx geten 60ne3Hb OrpaHNYNTCA NOPA>KEHNEM BCEr0 NINLIb OOHOIO
CcycTaBa (Hanpumep, KoJsieHa) B Te4eHMEe HECKOJIbKNX Heaenb 1 bonblue
HUKOrga B Te4eHne BCeN OCTaIbHON NUX XKN3HWN 3TO HE MOBTOPUTLCA. TY
OPYrux neten pasBmBaeTCA CTOMKOE NOopa)KeHne , HECKOJIbKNX
CyCTaBOB, dHTE3MCOB, MO3BOHOYHNKA N KPECTLLOBO-NOAB3A0LLHbIX
CyCTaBOB.

1.10 OTnm4yaeTca nu bonesHb y peten ot 60s1e3HU y B3POCbIX?
HavanbHble cMMNTOMbI tOBEHUIbHOIO CNA-2AA OT/IMYAOTCS OT
TakoBbIX, Npn CNA y B3p0CsibiX, HO B0NbLUMHCTBO A3HHbIX
CBNOETEeNbCTBYIOT O TOM, YTO 3TU 60/1e3HN OTHOCATCHA K OAHOMY U TOMY
e cnekTpy 3aboneBaHuNn. Y aeTten Ha HavdyaslbHOM 3Tane Yalle
BO3HMKaeET nopa)keHue nepmndepmnveckmnx CyctaBoB (CyCcTaBOB
KOHEeYHOCTeNn), Toraa Kak y B3poc/ibix 6osee 4acTo nopaxkatoTcs
aKCUaNlbHble CyCTaBbl (MO3BOHOYHMK N KPECTLLOBO-NOAB3A0LLUHbIE
CyCTaBbl). Ts>XecTb 3aboneBaHnsa y eTen Bbille, YEM Y B3POCbIX.
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