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CUCTeMHbIN I0BEHWIbHbIV ugnonatundeckun aptput. Obuwasa nHgpopmaums
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CUCTeMHbIN I0OBEHUJIbHbIM
maomonaTuyeckum aptpur. Oowas
mHpopMmaumus

CUCTeMHbIN I0BEHW IbHbIM ngnonatundeckuin aptput (CKOUMA) — 310 apTpuT ogHoro u 6onee
CyCTaBOB, KOTOPbI CONPOBOXAAETCA MOATBEPXAEHHON NepeMexxatolencsa TMxopanKkomn
NPOAOJIKUTESIbHOCTBIO HE MeHee Tpex AHEeN B Te4eHNe MUHUMYM [BYX Hefeslb B
co4eTaHUU C OAHUM UK Bosee N3 NepevncIeHHbIX MPU3HaAKOoB':

KpaTKOBpeMeHHas (NneTy4as) spuTeMaTo3Has Cblifb;

* reHepasin3oBaHHasa AMMddaneHonaTus;

e renaTomMeranns u/unu cnaeHomMeranns;

Cepo3nT (nepukapauT, W/Man NNEBPUT, /U NEPUTOHUT).

PacnpocTpaHeHHOCTb

3aboneBaHue pa3BMBaeTCA y AeTen C poxaeHna 0o 18 net, npenMmyLLeCcTBEHHO B BO3pacTe
oT 1 go 5 net. PacnpocTtpaHeHHOCTb CKOVMIA TO4HO He ycTaHoBJIeHa. B EBpone oHa
BapbupyeT oT 0,3 10 0,8 Ha 100 000 geTen B Bo3pacTe A0 16 net % Mo gaHHbIM
MwunH3gpaBa Ha 2016 rog, B Poccum 3apernctpupoaHo 6onee 963 pneten ¢ ckOUA (5,5% B
CTPYKTYpEe IOHOLLECKOro apTpuTa), Npu 3TOM MaJib4nKn U AeBOYKN BONenT C 0A4MHAKOBOW
yacTtoTon'.

3TUOJZIOrMA M nNaTtoreHes

B pa3sutum ctOVA rnaBHyt0 poJib UrpaeT akTUBaLNSA BPOXKAEHHOIO UMMYHUTETA.
DPPEKTOPHBIMN KNIeTKAMUN CIIy>KaT Makpogaru u HeMTpoubl, ayToaHTUTeNa He
onpegenatTca. Ind aToro 3aboneBaHna xapakTepHO OTCYTCTBUE CBSA3UM C M1aBHbIM
KOMIMJIEKCOM MMCTOCOBMECTUMOCTU Knacca II'.

B ocHOBe maToreHesa NeXxuT akTUBaunsa BPOXXAEHHON MMMYHHOW CUCTEMbI U MPOAYKLMSA
npoBOCNaNTESIbHbLIX LMTOKMHOB aKTUBMPOBaHHbIMKU Makpodaramu (LJ1-6, NN1-1, N1-18,
OHO«, rpaHyiouMTapHOro KoJIoHnecTUMynupytowero paktopa n ap.). Flmnepnpoaykumns
MPOBOCMA/INTENbHbLIX LMTOKMHOB CNOCOBCTBYET Pa3BUTUIO KJIIMHUYECKOWN KAapTUHbI U
BTOPMYHOrO aMUIONA03a — CEPbE3HOro 0C/I0XKHEHNA 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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JInxopaZka — OA4WNH N3 OCHOBHbIX U 065i13aTeNIbHbIX CMMNTOMOB 3abonieBaHus.
XapaKkTepun3yeTcs NOBbILEHMEM TeMnepaTypbl A0 PebpnIbHbIX 3HAa4YEHUI C NafeHNEM [0
HOpPMasbHbIX N CyGHOPManbHbIX MOKa3aTenemn, B 1toboe BpeMsi CyTOK, HO Yalle BEeYepoM;
COMPOBOXXAAETCA 03HOBAMN N CUbHBIM MOTOOTAENEHNEM.
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CbiNb PerncTpupyoT B 95% criy4yaeBs, OHa ABAAETCSA O4HUM U3 BeAYLUUX MNPOosBAeHNR".
ObnapaeT Bblpa>keHHOW NOJIMMOPPHOCTbLIO, MOXKET BbITb MATHUCTON, MATHUCTO-
nanysie3Hon, JIMHENHON (POPMbI, pa3Mep 3JIEMEHTOB — OT TOYE€YHbIX A0 KPYMHbIX (2-5 MM),
WHorga C/AMBHOW, 3pUTEMAaTO3HON, YPTUKAPHOW, MO TUMY KPanuBHULLbI.
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ApTpuT pa3BuBaeTCcs 06bI4HO OAHOBPEMEHHO C CUCTEMHbIMU NposBaeHnamMu, B 10%
C/ly4aeB — B Mepuo 0T HECKOJIbKMX Hemesb A0 10 net’. Jlokanmsauus apTpuTta v 4ncio
MOpPa>KeHHbIX CyCTaBOB BapbUPYOT; MOTYT MPUCOEANHATBCSA TEHOCMHOBUTLI, MepnapTpuUThl,



J'II/IMCbaTI/I‘-IeCKI/IVI OTEeK KOHEYHOCTEN, a TaKXXe MeXXMbILLUeYHble CUHOBUAJIbHbIE KUCThI,
CBA3aHHble C CyCTaBaMM.
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eHepasiM3oBaHHY0 AnMdboateHonaTuio onpegensioT y 70% geten’. Yauwe
yBEJINYNBAOTCA NepeaHeLwlenHble, MoAMbILEYHbIE, MaxoBble, KybuTasbHblie, NHOrAa
BHYTPMOpPIOWHbIE TMMAOY3/bl; OHW 6e300/1e3HEHHbI, 3/1TaCTUYHbI, HE CMasiHbl C
OKPYXaoWNMN TKaHAMN.
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FenaTonMeHanbHbIN CUMHOPOM BCTpevaeTcs B 85% cny4daeB. NenaTomeranna BapbupyeT OT
HebobLWMX pa3MepoB A0 3Ha4YUTEbHbIX (MeYeHb BbiICTynaeT U3-nof Kpas pebepHon ayru
Ha 4-6 cM 1 Bonee). CeneseHKa pexxe yBenm4nsaeTcsa B pasmepax (1-4 cm)*.
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Y 25% peTen pa3BMUBaeTCa NepuKkapouT, NJIEBPUT, acenTUYECKUA NEPUTOHUT YMEPEHHOr O
UM BbIPAXXEHHOI0 XapakKTepa, UHOra BO3HUKAOT NpucTyrnoobpasHeie 601 B xxusorte™®,
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OcCTpble HeBpONOrmyeckme HapyLeHmnsa (HEMHPEKLUNOHHbBIN MEHUHTUT C HENTPOMUbHBLIM
NJenounTOo30M B CMMHHOMO3IrOBOM XUAKOCTMK, OTEK MO3ra) 6bIBaloT peako 1 0bbI4HO
CBAA3aHbl C BLICOKUM PUCKOM NeTaslbHOro ncxona’.

3abosieBaHMe MOXET MpoTeKkaTb':

* C aKTMBHbIMW CUCTEMHbIMU MPOSIBJIEHNSIMA U PA3HOWN CTEMNEHbIO BbIPa)XEHHOCTW apTpUTa;
* 6€3 aKTMBHbIX CUCTEMHbIX MPOSIBJIEHN U C Pa3HOW CTEMNEHbIO BbIPa>XEHHOCTN apTpuUTa;
* C remoaroynTapHbIM CUHAPOMOM.

Ons remodarounTapHOro CMHAPOMa XapakKTepHbl: MI0X0 KynupyoLwascs gebpunbHas nnm
rekTuyeckas mxopaaka; HapacTaHue pa3MepoB Nepudeprnyeckmnx NMM@aTUYeCcKnx y3nos,
neyeHun, ceneseHkun; neTexmnasbHas Cbifb; B TAXKEsbIX C/IyYassX — HapPYyLLUEHUS CO3HaHMUS,
KOMa, KpOBOTEYEeHMe N3 CIM3UCTbIX o6onoyek’.

InarHocTtuka

JvarHo3 ctOMA B OCHOBHOM yCTaHaBMBAIOT Ha OCHOBAHUMN KJIMHNYECKUX MPU3HAKOB".
NMomMnMo ncknYeHnsa 3abonesaHnin, NpoTeKkaoLWwmx nog «Mackom» ckOUA (cencuc,
MHMEKLNOHHbIE NPOLECChl Pa3ZIMYHON 3TUOIOMMUKN, OHKOJIOrMYeCKM npouecc u gp.), B
anddepeHunanbHbIn PS4 BKAOYAOT ayToBoCcnaanTenbHble 3abonesaHua (AB3), B
YACTHOCTM KPUOMNUPUH-aCCOLUNPOBAHHbLIE CUHOPOMBbI.
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Pa3BuTue cuMnTomMoB 60n1e3HM B paHHEM OEeTCKOM BO3pacTe, NopaKeHne opraHoB 3peHus
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(yBeuT) 1 opraHoB C/iyxa, BblpakeHHas HeBpOJIornyeckas CUMNToMaTuKa, ABAsLLIMeCs He
coBceM xapakTepHbIMU ans clOUA, Heobbl4YHbIN CYCTaBHOWN CUHAPOM, HE3((HEKTUBHOCTb
NPOBOAMMOIO JIe4EeHNA — BCE 3TO CAYXXUT NOBOAOM A1 NpOBeAeHUSA AOMNOJIHNTESIbHOr0
ANArHOCTUYEeCKOro NOMCKa N reHeTU4eCKOoro TeCTUPOBaHUS.

Cne,uyeT OTMEeTUTb, 4TO AnarHo3 ctOMA He MoXxeT BbITb YCTaHOBJ1EH MpPn Hann4nn':

e ricopua3sa (B TOM 4Ymcne B aHaMHe3e) y NauneHTa nam y ero poaAcTBeEHHUKOB NEPBOWA
JIMHNK poacTBa (poanTtenu, cubcel);

e apTpuTa, accoumnmpoBaHHoro ¢ B27 antureHom (HLA-B27) rnaBHOro komMmnJsekca
rMCTOCOBMECTMMOCTM | Knacca, y MaJlb4NKOB B BO3pacTe CcTaplle 6 neT;

* aHKWI03UMPYIOLLEero CNoHAUANTa; apTpuTa, aCCOLMUPOBAHHOIO C SHTE3UTOM,
CakKpouanmMTa B COMEeTaHUM C BOCMannTesibHbIMU 3ab01eBaHNAMU KULLEYHUKA,
cuHapoma PenTepa; oCcTporo nepefHero ysemta Uam oO4HOro 13 3Tux 3abonesaHuin y
POACTBEHHUKOB NEPBOWN JINHUN POACTBA;

* N0NI0OXKUTENIbHOro P® Knacca uMmmyHorsnobynmHos M (IgM) mnHumym B 2 npobax,
B3STbIX C UHTEPBAJZIOM HEe MeHee 3 MeCsLEB.

JleyeHue

JNlevyeHune ctONA TpagnuUMOHHO BKOYaeT npumMmeHeHue HIBI, rnioKoKopTUKonaos (B TOM
yucsae BHYTPUCYCTaBHO), UMMYHOLEMPECCAHTOB U FEHHO-NHXXEHEPHbIX B1oNornyeckmnx
npenapaTos’.

CornacHo o6HOBNEHHON BEPCUN POCCUNCKNX KITMHNYECKNX pekoMeHaauun (2021),
OCHOBHbIMUN MpUHUMNaMn nedveHns ctONA ansoTca’:

* [JlaBHaA Uesb JiedyeHUda nauneHToB ¢ CKOMA — KJIMHNYecKasa peMmnccma — oTCyTCTBue
CMMNTOMOB BOCMNAaNNUTENIbHOW aKTUBHOCTU, BKJIIOHAA CUCTEMHbIE MPOSABIIEHUS;

* MUHMMaNbHaA (MM HU3KasA) aKTUBHOCTb 60s1e3HN MOXKET ObiTb asibTEPHATUBHON
LeNbio UCKYNTENBHO Y NAaUMEHTOB C AINTENIbHO TeKywmnm 3aboneBaHnem;

e onpepeneHue uenn n Boibop Tepannm fosmKHbl 6a3npoBaTbCA Ha NHAMBUAYAbHbIX
ocobeHHOCTAX pebeHKa 1 cornacoBbiBaTbCA C poanTeneM/nauneHTom;

* aKTUBHOCTb 60/1€3HN A0/IKHA PErynspHO OLEHNBATLCA N AOKYMEHTMPOBATLCA C
MNCNoJib30BaHMEM Ba/IMONPOBAHHbLIX KOMMIEKCHBLIX UHCTPYMEHTOB;

* 4YaCcToTa NpoBeAEHMA KOHTPOS 3aBUCUT OT Tuna clOUA, akTneBHoCcTn 3abonesaHus,
Ha/IN4YNA CUCTEMHBbIX NPOSBNEHNN;

* CHMXKEHMEe aKTMBHOCTU BonesHn Ha 50% A[0KHO BbITb AOCTUIHYTO Y BCEX
rnauneHToB Mo KpanHen mepe 4yepes 3 Mecsua, a uesb (HeakTuBHas
6onesHb/pemMnccns) — vyepes 6 mecsiLeB siedeHmns. Y nauneHTos ¢ COVA C aKTUBHbIMU
CUCTEMHbIMU NPOABJIEHNAMU NINXOPaLAKa A0JDKHA KynmpoBaTbCa Yepe3 1 Henenio;

e Tepanus A0JIKHA KOPPEKTMPOBATLCS A0 Tex Nop, MoKa uenb He byaeT OOCTUNHYTa;

* MOHUTOPUPOBaHME OO/IKHO BbITb NOCTOAHHLIM ANA obecnevyeHns KOHTPOIS
COXpaHeHusa pemmccmm (Lenn).

MporHos

40% nauneHTOB UMET MOHOoUMKAnyeckoe TevyeHne ckOMA, C NONHLIM BOCCTAaHOBJ/IEHNUEM
CNyCcTS onpeaeneHHbIn nepunod. MNMpu NOANUNKINYECKOM TE€YEHUN PErNCTPUPYIOT 3MN30L4bI
aKTUBHOCTN 6onesHn n pemuccum 6e3 nekapCTBeHHbIX nNpenapaTtoB. Y 50% neten



HabNoOalT NepcucTmpyollee TedyeHne 3abosieBaHns C MPOrpeccupyoLnuM noinapTpuToM
N PYHKLMOHANbHON HeL0CTaTOMHOCTbIO .

dakTopbl HE6AronpPUATHOrO NPOrHo3a':

e [pn IOHOLLIECKOM apTpuUTe C CUCTEMHbIM HavasioM 6e3 aKTMBHOIo CyCTaBHOIMoO
CUHAPOMA: aKTUBHbIE CUCTEMHbIE NposB/eHNsa 6one3Hn B TeyeHne 6 mec.
(nnxopanka, BblcOkue nabopaTopHble NokasaTenn), HeobxoAMMOCTb B MOBTOPHOM
Ha3HavyeHun K cucTteMHOro oencTeus.

e [Ipn IOHOLWECKOM apTpuUTe C CUCTEMHBIM Ha4YaJloM C aKTUBHbIM CYCTaBHbIM
CUHOPOMOM 6€e3 aKTUBHbIX CUCTEMHbIX NPOSABAEHNI: NOoparKeHne Ta3obegpeHHbIX
CyCTaBOB U (Mn) AeCcTPYKLUMSA CyCTaBOB MO AaHHLIM pagnosiorn4eckoro
nccnenoBaHmMa (3p03mMKM CyCTaBHbIX MOBEPXHOCTEN, CY)KEHMEe MeXXCYCTaBHbIX LWenen).
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