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CUCTeMHbIN I0BEHWIbHbIV ugnonatundeckun aptput. Obuwasa nHgpopmaums
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CUCTEeMHbLIN I0BEHUJIbHbIU
maononaTudeckum aptTpurt. Odwas
mHpopMmaumus

CUCTeMHbIN I0BEHW/IbHbIM ugnonatudeckun aptput (CKOUA) — 310 apTpuT ogHoro v 6onee
CyCTaBOB, KOTOPbIA COMPOBOXAAETCA NOATBEPKAEHHON NepeMexatoLLencs NMxopankomn
NPOAO/HIKUTENBbHOCTBLIO HE MeHee Tpex AHeN B Te4YeHne MUHUMYM OBYX Heaeslb B
coYeTaHUU C OAHUM UK Bosee N3 NepevncIeHHbIX MPU3HAKOB':

KpaTKoOBpeMeHHas (neTy4yasn) saputeMaTo3Has CbiMb;

* reHepasan3oBaHHaa nMMmcageHonaTus;

e renaTomMeranma u/unn cnaeHoMeranns;

Cepo3nT (nepukapaouT, W/vanm NNEBPUT, /U NEPUTOHUT).

PacnpocTpaHeHHOCTb

3aboneBaHue pa3BmBaeTCA y eTen C poxaeHna 0o 18 net, npenmyLleCcTBEHHO B BO3pacTe
oT 1 po 5 net. PacnpocTtpaHeHHOCTb CKOVMIA TO4HO He ycTaHoBJIeHa. B EBpone oHa
BapbupyeT oT 0,3 1o 0,8 Ha 100 000 neTen B Bo3pacTe A0 16 net % Mo gaHHbIM
MuH3apaBa Ha 2016 roa, B Poccum 3apernctpmpoBaHo 6onee 963 peten c ctOWA (5,5% B
CTPYKTYpEe IOHOLLECKOro apTpuTa), Npu 3TOM Masib4nKn U AeBOYKN BONe0T C 0AMHAKOBOW
yacToTon'.

3TUOJZIOrMA M naTtoreHes

B pa3sutum ctOVA rnaBHyto poJib UrpaeT akTUBaLNA BPOXKOEHHOIO UMMYHUTETA.
P PEKTOPHLIMU KNeTKaMu Cay>XaT Makpodarn u HeMTpodubl, ayToaHTUTENA He
onpegenaTca. Ina aToro 3aboneBaHna xapakTepHO OTCYTCTBUE CBA3M C M1aBHbIM
KOMIMJIEKCOM MMCTOCOBMECTUMOCTU Knacca II'.

B ocHOBe maToreHesa NeXxuT akTUBauUnsa BPOXKAEHHON MMMYHHOW CUCTEMbI U MPOAYKLMSA
npoBoCnasnTesIbHbIX LMTOKMHOB aKTUBMPOBaHHbIMKU Makpodaramu (L1J1-6, NN1-1, N1-18,
®HOQ, rpaHyoLUNTapPHOr0 KOJIOHMECTUMYINpYOLWeEro gakTopa 1 ap.). Fr'mnepnpoaykumns
MPOBOCMAa/INTENbHbIX LUTOKNHOB CMOCOBCTBYET Pa3BUTUIO KIIMHUYECKOW KapTUHbI 1
BTOPMYHOrO aMUIONA03a — CEPbE3HOr0 0C/0XKHEHUA COUA®.



KnuHnyeckana KapTuHa

Cpenun KInMHn4Yecknx npossneHnin 3abonesaHna Hanbonee pacnpocTpaHeHbl TMXopaakKa
(98%), apTpuT (88%) 1 cbinb (81%). Pexxe BCcTpeyvatoTCca nuMmdoaneHonaTus (39%),
nepmkapaunT (10%) 1 B HEKOTOPLIX C/yYasx renaTtocriaeHoMeranns’. Boicokas 4acTtoTa
3KCTPAaPTUKYAPHBLIX NPOSAB/IEHNI NMOAYEPKMUBAET CUCTEMHYIO Npupoay 3abonesaHus.
OcHoBHble cumnToMbl CKOUA npencTassieHbl Ha puc. 1.
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PucyHok 1. OcHOBHble cuMmnToMbl CKOUA
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JInxopaZika — OA4WNH N3 OCHOBHbIX U 065i3aTeNIbHbIX CMMNTOMOB 3abonieBaHus.
XapaKkTepun3yeTcs NOBbILLEHMEM TeMnepaTypbl A0 QebpuIbHbIX 3HA4YEHUI C NafeHVEM [0
HOpPMabHbIX N CYyOHOPManbHbIX MOKa3aTenen, B 1toboe BpeMsi CyTOK, HO Yalle BEeYepoM;
COMPOBOXKAAETCA 03HOBAMN N CUbHBIM MOTOOTAENEHNEM.
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CbiNb PErncTpupyoT B 95% criy4yaeBs, OHa ABASETCSA O4HUM U3 BeAYLUUX MNPOosBAeHNR".
ObnapaeT Bblpa>keHHOW NOJIMMOPPHOCTbLIO, MOXKET BbITb MATHUCTON, MATHUCTO-
rnanysie3Hon, JIMHENHON (POPMbI, pa3Mep 3JIEMEHTOB — OT TOYEYHbIX A0 KPYMHbIX (2-5 MM),
MHOr4a C/INBHOW, SpUTEMATO3HOW, YPTUKAPHON, MO TUNY KParnuBHULbI.
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ApTpuT pa3BuBaeTCcs 06bI4HO OAHOBPEMEHHO C CUCTEMHbIMU NposBaeHnaMu, B 10%
C/ly4aeB — B Mepuof OT HECKOIbKUX Hegdesb A0 10 neT’. Jlokanmsaums apTpuTa v YUCI0
MOpa>KeHHbIX CyCTaBOB BapbUPYOT; MOTYT MPUCOEANHATBCSA TEHOCUMHOBUTDI, MEepnapTpuUThl,
M@ aTUYeCKUn 0TeK KOHEeYHOCTEN, a TakKKXe Me)XMblleYyHble CUMHOBMAJIbHbIE KUCThI,




CBA3aHHbIe C CyCTaBaMu.
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FeHepann3oBaHHY0 AnMdboateHonaTuio onpegensaoT y 70% geten’. Yawe
yBENMYNBAOTCA NepeaHeLllenHble, NogMblLEeYHble, MaxoBble, KybuTasnbHble, MHOrAa
BHYTPMOpIOWHbLIE NMMAOY3/bl; OHN 6e360/1e3HEHHbI, 3/1TaCTUYHbI, HE CMasiHbl C
OKPY>XaWnUMN TKaHAMMN.
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FenaTo/IMEHaNbHbIN CUHAPOM BCTpeyvaeTcs B 85% cny4vaes. [enaTomerannsa BapbupyeT oT
HeboNbLWMX pa3MepPOB A0 3HAYUTESNbHbIX (MeYeHb BbICTyNaeT n3-nog Kpas pebepHom ayru
Ha 4-6 cM 1 6osiee). CeneseHka pexe yBenninsaeTcs B pasmepax (1-4 cm)*.
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Y 25% peTen pa3BMBaETCS NEPUKAPAUT, NIEBPUT, aCENTUYECKNIA NEPUTOHUT YMEPEHHOIO
NN BbIPaXKeHHOr 0 XapakTepa, MHOr4a BO3HMKAT NpUcTynoobpasHelie 6051 B xusote*®,
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OcCTpble HEBPOJIOrMYeCcKe HapyLleHns (HeMHMEKLMNOHHbBIN MEHUHIUT C HENTPOMUIIbHbLIM
NAenounTo30M B CMMHHOMO3I0BOM XXNAKOCTWN, OTEK MO3ra) 6biBaloT peiko U 06bl4HO
CBAA3aHbl C BLICOKUM PUCKOM NeTaslbHOro ncxona’.

3abosieBaHMe MOXET rnpoTeKkaTb':

* C aKTUBHbLIMN CNCTEMHbLIMU NMPOABINEHNAMUN N pa3H0|7| CTeneHbo BbIPa>XeHHOCTU apTpUTa;,
* 6€@3 aKTUBHbIX CUCTEMHbIX I'IpOFIBJ'IeHI/IIZ nc pa3H0|7| CTENEHbLIO BbIPa>XEHHOCTU apTPUTa;,
e c remoparounTapHbIM CUHLPOMOM.

Onsa FeMOd)aFOLI,I/ITapHOFO CNHOPOMa XapaKTeEPHbI: MJIOX0 Kyrnnpytowaaca q3e6pv|ana;| nnn
rekKtTmnyeckad Jimxopaagka,; HapaCtaHmne pasmMmepoB I'IepVICbepI/I‘-IeCKI/IX J'IVIMCpaTI/I‘-IeCKI/IX Y3108,
nevyeHun, ceneseHkKn, neTexmasibHasa Cbifb; B TAXEJIbIX CJZIyHadX — HapylweHnAa CoO3HaHuA,
KOMa, KpoBoTe4dYeHne n3 CJIN3NCTbIX obosioyek’.

IOAuarHocTtuka

JvarHo3 ctOMA B OCHOBHOM yCTaHaBAMBAIOT Ha OCHOBAHUUN KJIMHUYECKUX MPU3HAKOB".
NomMumMo ncknyeHnsa 3abonesaHnn, npoTekawoLwmx noa «Mackom» ckOUA (cencuc,
MHMEKUNOHHbIE NPOLECChl Pa3ZIMYHON 3TUONOMNN, OHKOJIOMrNYeCK npouecc u ap.), B
andgepeHUnanbHbIN pag BKAKOYAOT ayToBocnaanTenbHblie 3abonesaHus (AB3), B
YaCTHOCTU KPUOMMNPUH-aCCOLMNPOBAHHbIE CUHAPOMBI.
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Pa3BuTne cumntomoB 60s1€3HN B paHHEM AE€TCKOM BO3pacTe, NMopakKeHne opraHoB 3peHus
(yBEMT) 1 OpPraHoOB Ciyxa, Bblpa>KeHHasi HEBPOJIOrMYeckas CUMNTOMATUKA, SIBJISIOLLINECS He
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COBCeM xapakTepHbiMU A5 CKOUA, HeobbIYHbIN CyCTaBHOW CUMHAPOM, HE3(hHEKTUBHOCTb
NMPOBOAVMOrO JIEYEHUA — BCE 3TO CJIY)KUT NOBOAOM A1 MPOBEAEHUA AOMOJIHUTENIbHOIO
ANArHOCTUYECKOro NoucKa U reHeTUYeCKOro TeCTUPOBaHUSA.

CneayeT OTMETUTb, YTO AnarHo3 ckOUA He MOXKeT 6bITh YCTAaHOBJIEH NPU Hann4mm':

* ricopna3sa (B TOM 4YMncie B aHaMHe3e) y NauneHTa nian y ero poacTBeHHUKOB NepBOoOW
JIMHNK poacTea (poanTtenu, cubcel);

e apTpuTa, accoumnpoBaHHoOro ¢ B27 antureHom (HLA-B27) rnaBHOro komnJsekca
rMCTOCOBMECTMMOCTMU | Knacca, y MaJlb4MKOB B BO3pacTe CTapLle 6 ieT;

* aHKW03UPYIOLLEro CNoHAUANTa; apTpUTa, aCCOLMNPOBAHHOIO C SHTE3NTOM,
CakKpouanmTa B COMEeTaHUM C BOCMannTesibHbIMU 3a60/1eBaHNAMUN KULLEYHUKA,
cnHapoma PenTepa; oCcTporo nepefHero ysemta Uam O4HOro n3 3Tux 3abonesaHnin y
pPOACTBEHHUKOB MepBON JIMHUN POACTBA;

* NoN0XKUTEeNbHOro PO kKnacca nMmmyHorsnobynmHos M (IgM) mnHumym B 2 npobax,
B3ATbIX C UHTEPBAJZIOM He MeHee 3 MecCsLEeB.

JleyeHue

JleyeHue clOMA TpagnunoHHO BKtoYaeT npuMmeHeHue HIBI, raioKoKOpTUKOMAOB (B TOM
4yucae BHYTPUCYCTaBHO), UMMYHOLEMNPECCAHTOB N MTEHHO-NHXXEHEPHbIX BMONornyeckmnx
npenapaTos’.

CornacHo o6HOB/IEHHOM BEPCUN POCCUNCKNX KIIMHUYECKNX pekoMeHaauunn (2021),
OCHOBHbIMU MpUHLUMNamMu neveHuns clOUNA asnsaoTca':

e r7laBHas Lesb Ie4eHnsa nauneHToB ¢ CKONA — KNMHUYecKas peMnuccnusa — oTCyTCTBUE
CMMNTOMOB BOCMNAaNUTENIbHOW aKTUBHOCTHN, BKJIIOHAA CUCTEMHbIE MPOSABIIEHUS;

* MUHMMaNbHaA (MM HU3KaA) aKTUBHOCTb 60s1€3HN MOXKET ObiTb asibTEPHATUBHOMN
Lesiblo NCKNKYUTENbHO Y NAaLNEHTOB C AJINTENbHO TeKyLw M 3aboneBaHnemM;

e onpepeneHue uenn n Bbibop Tepanun [osMKHbI 6a3npoBaTbCA Ha NHANBUAYAbHbIX
ocobeHHOCTAX pebeHKa 1 cornacoBbiBaTbCA C poanTeneMm/nauneHTom;

* aKTUBHOCTb BOsIE3HM OO/KHA PErynsipHO OLEHMBATLCA U AOKYMEHTUPOBATHLCSA C
NCNoJib30BaHMEM BaIMONPOBAHHbLIX KOMMEKCHbLIX UHCTPYMEHTOB;

* YacTOTa NPOBEAEHMNSA KOHTPOSA 3aBUCUT OT Tuna ctOUA, akTUBHOCTM 3aboneBaHuns,
HaJIN4YNA CUCTEMHBbIX NPOABIEHUN;

® CHMXKEHMEe aKTUBHOCTU 6onesHn Ha 50% A[0XKHO BbITb AOCTUIHYTO Y BCEX
nauneHToB Mo KpanHen mepe 4yepes 3 Mecsua, a uesb (HeakTuBHas
6onesHb/pemMmnccnsa) — 4yepes 6 mecsueB siedeHUs. Y naumeHToB ¢ CKOWA ¢ akTUBHbIMIK
CUCTEMHbIMUN NPOABJIEHNAMU NINXOPaLAKa A0JDKHA KynMpoBaTbCa Yepe3 1 Henenio;

e Tepanus LO/HKHa KOPPEKTUPOBATLCA A0 TeX Nnop, noka uenb He byaeT AOCTUIHYTa;

* MOHUTOPUPOBaHME OO/IKHO BbITb NOCTOAHHLIM AN obecnevyeHns KOHTPOA
COXpaHeHunsa pemmccmm (uenn).

MporHos

40% NauMeHTOB MMET MOHOUMKNYeckoe TeyeHne ckOWA, ¢ NoSIHbIM BOCCTAaHOBNEHNEM
CnycTa onpeneneHHbli nepuod. MNMpu NOANLNKINYECKOM TeYEHUN PErNCTPUPYIOT 3NN304bI
aKTMBHOCTYK Bosie3HM N pemmccum b6e3 nekapcTBeHHbIX NpenapaToB. Y 50% neten
HabnofalT NepcucTupytollee TedeHne 3abosieBaHNS C MPOrpeccrpyowmm nonapTpUToM



N PYHKLMOHANbHON HeL0CTaTOMHOCTbIO .
dakTopbl HE6NAroNPUATHOro NPOrHo3a':

e [1pn IOHOLLECKOM apTPUTE C CUCTEMHbLIM Ha4asioM 6e3 aKkTUBHOI0 CyCTaBHOIO
CMHOPOMA: aKTUBHbIE CUCTEMHbIE NPosBAeHNs bonesHn B Te4eHne 6 mec.
(nnxopagka, BbiCOKMe nabopaTopHble NoOKa3aTenm), HeobxoaAMMOCTb B MOBTOPHOM
Ha3HayeHun MK cMcTeMHoro OeENCTBUS.

e [1puv 1OHOWECKOM apTpUTE C CUCTEMHBLIM HavyasIoM C aKTUBHbIM CYyCTaBHbIM
CMHOPOMOM 6€3 aKTUBHbIX CUCTEMHbIX MPOSABNEHUA: NOparKeHne Ta3obegpeHHbIX
CYyCTaBOB U (M1N) OecTpyKUMSA CyCTaBOB Mo AaHHbIM Paguosiorm4eckoro
nccnenoBaHus (3po3mMm CyCcTaBHbIX MOBEPXHOCTEN, CYyXKEHNE MEXXCYCTaBHbIX LLenen).
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