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Bonpochl, paccMaTpuBaeMbie B NEKLUHN

1. DnupemMuosorust CUCTeMHOM KpacHOM BOJTYaH-
k1 (CKB) B 1eTckoM 1 OIPOCTKOBOM BO3pacTe.
2. Hawubosee 3HaYMMBbIE /151 AMAaTHOCTUKUA

1 J1abOpaTOPHBIX MTOKa3aTesei
npu CKB ¢ 10BeHUJIbHBIM 1€0I0TOM.

. KpI/ITepI/II/I, TIPUMEHACMBIC I TMAaTHOCTUKMU.

0COOEHHOCTU KJIMHUYECKOM KapTUHbI 4. TlporHos.

CucremHast kpacHas Bojiuanka (CKB) — ayroumMMmyHHOe 3a00s1eBaHME ¢ BOBJIEUEHMEM B MATOJOTMYECKUI TTpoliece
Pa3IMYHBIX OPTAHOB U CHCTEM, HEITPOTHO3UPYEMBIM TEUEHUEM, PUCKOM Pa3BUTHSI XKU3HEYTPOKAIOIINX COCTOSTHU,
kotopoe B 10—20% ciyyaeB 1eGIOTUPYET B IETCKOM 1 MOAPOCTKOBOM Bozpacte. Hauano CKB 1o HactymieHust co-
BEPIIICHHOJIETHSI BIIUSIET HA KIIMHUUECKUE TIPOSIBIICHNST, 0COOCHHOCTU TeUeHUsI U TTporHo3. Ha ocHoBe aHanm3a naH-
HBIX JIMTEPATYPhl B CTAThe aHAIM3UPYIOTCS OCOOEHHOCTH Ae0I0Ta U KinHu4eckoit kaptuHbl CKB y nereii u mompo-
CTKOB, 00CYKIAIOTCST aCTIeKThI BepU(UKAIIMK IUArHO3a C YIeTOM HEOOXOMMMOCTH paHHEeTo Ha3HaYeHUsI 9P heKTHB-
HOM TIepCOHUMUIIMPOBAHHOI Teparuy U YIyqIlIeHUs] TPOTHO3A.

KnioueBble c10Ba: cucTeMHasl KpacHasi BOJIYaHKa C IOBEHWJIbHBIM A€0I0TOM; AMarHOCTUYECKME KPUTEPUN CUCTEMHOM
KPaCHO BOJIYAHKU Y JETeil; JeTCKO-IOHOIIECKUI BO3PACT.
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JUVENILE-ONSET SYSTEMIC LUPUS ERYTHEMATOSUS:
CLINICAL FEATURES AND CURRENT DIAGNOSTIC APPROACHES
Kaleda M.I., Nikishina I.P.

Systemic lupus erythematosus (SLE) is an autoimmune disease with various organs and systems involved in the patho-
logical process, with an unpredictable course, a risk for life-threatening conditions, and an onset from childhood
through adolescence in 10—20% of cases. The onset of SLE prior to adult age affects its clinical manifestations,
course, and prognosis. Based on the data available in the literature, the paper analyzes the features of the onset and
clinical presentations of SLE in children and adolescents and discusses the aspects of verifying its diagnosis, by taking
into account the need to use early effective personalized therapy and to improve prognosis.
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CucremHas kpacHas Boayanka (CKB; zam. — lupus ery-
thematodes, anea. — systemic lupus erythematosus) — Tsekesoe,
MMOTEHIIMAIBHO CMEPTEIbHOE XPOHNYECKOE ayTOMMMYHHOE 3a-
0oJieBaHNE HEM3BECTHOM 3TUOJIOTUH, XapaKTePU3YIOIIeecs CH-
CTEMHBIM MMMYHOBOCTIAJIUTEIbHBIM (ayTOMMMYHHBIM) TTOpa-
KeHUEM KU3HEHHO BaXKHBIX OPTAaHOB M UYPE3BBIYATHBIM Pa3HO-
o0pasueM KJIMHUYeCKUX nposiBieHuii [1, 2]. B MexayHapon-
Hoii kiaccudukauuu 6omaesneit 10-ro nepecmorpa (MKB-10)
3a0bo0sieBaHUe paccMaTpuBaeTcst B pyopuke M.32.

Ipumepro y 10-20% Bcex GonbHbix ¢ CKB mepsbie
CUMIITOMBI 3a00JIeBaHUsI Pa3BUBAIOTCS 0 HACTYIUICHUS] CO-
BepuieHHoJsieTus [3]. PacmpocrpaneHHocts CKB B neTckom
BO3pacTe, 10 TaHHbIM ucciaenoBanus L. Hiraki u coaBt. [4], co-
craBiseT B cpeqHeM 9,73 cimydas Ha 100 ThIC. meTcKoro Hacee-
Hus [4], Bapbupys, TT0 JaHHBIM IPYTMX aBTOPOB, B THAaria30He
ot 4 1o 250 ciyuaes Ha 100 Thic. [5, 6], exeroaHas 3aboJieBae-
MoCTb — 2,2 ciydas Ha 100 Tbic. aeTeil, pacpoOCTPaHEHHOCTh
monyc-Hedpura — 3,64 Ha 100 ThIC. 3a60/€BaHEe HEPABHO-
MEpPHO PacHpOCTPAaHEHO B Pa3IUYHBIX STHUYESCKUX TPYyIIIax:
B CTPYKTYpe 3a00JIeBILIMX, 110 JaHHbIM ucciaenoBanus L. Hiraki
u coasT. [4], 39,6% cocTaBisioT adhpoamepuKaHiibl, 25,4% —
ucmanibl, 20,6% — npencraBuTeau 6enoil pacel, 7% — npen-
CTaBUTEJIM a3MaTCKUX HApOAOB. Y MpeacTaBuTesieil 0eaoii pachbl
CKB c 1oBeHUJIbHBIM 1e010TOM BeTpevaeTces B 10—15 pas pexe,
4eM IOBECHWJIbHBIN UAMONATUYCCKUNA apTPUT U CaXapHbIX Iua-
0eT 1-T0 THUIIa, TOTAA KaK Y MpeACTaBUTENIC a3MaTCKUX Hapo-
IIOB OHa (PUKCUPYETCS TIPUOIM3UTETLHO C OMMHAKOBOM YacTo-
TOW C IOBEHWJIbHBIM MAMONATUYECKUM apTputoM |[5].
Jlo 10-neTHero Bo3pacTta COOTHOILLIEHUE IeBOYEK U MaJIbUUKOB
cpenu 3a00JIeBIIMX COCTAaBIIsIeT MPUMEPHO 4:3, 0JHAKO C Ha-
CTYIUICHUEM IIepuolia IT0JIOBOTO CO3pEeBaHMs CYIIECTBEHHO
npeo0bJagaloT AeBOYKU — cooTHoweHue 4:1 [2, 4, 7]. I1o naH-
HBIM OOJIBILIMHCTBA MCCleoBaTeNIeit, CpeAHUI BO3pacT pa3BU-
TtHs1 3a0oseBanust — 11—12 net, yacrora CKB B 3aBucumoctu
ot Bo3pacrta kojebsercst ot 0,48 Ha 100 ThiC. y neTeit ot 3 10 6 jieT
1o 18,92 na 100 teic. kK 15—18 rogam [2, 4]. CornacHo NaHHBIM
MOCJICTHUX MCCIIETOBaHUI, TIPY IOBEHWIBHOM JIe0I0TE OOJIbIIIe
ceMeifHas arperaius M BbIIIE YacToTa peuuauBoB [8]. Iamm-
€HTHI, 3a00JIeBIIMe J0 HACTYIUICHUs IyOepTaTHOTO BO3pacTa,
yalie UMeIOT CeMeHBI aHaMHe3, OTSTOIIEHHBIN 0 ayTONM-
MYHHOI{ TIaTOJIOTMH, YTO ITO3BOJISIET TIPEITIOIOKHUTE CBS3b OCO-
OGeHHOCTEel KIIMHUYECKON KapTUHBI 3a00JIeBaHUSI B 9TOM BO3-
pacTe ¢ YaCTUYHOI He3peIOCThbI0O UMMYHHOM cUCTEMbI U OoJiee
CUJIBHOM TeHEeTUYECKOM MpeapaconokeHHOCTbIO K Pa3BUTHIO
CKB [9].

Knunnueckue nposiBienusi CKB mMoryT kosnedarbest oT
HE3HAYUTETbHBIX 0 TSKEJIbIX, MMETh BOJIHOOOPAa3HOE WU He-
MPEPHIBHO peluauBupyooliee TeyeHre. C yueTroMm 0CoOeHHO-
cTeil KapTUHBI 3a00JIeBaHUS, ITUPOKOTrO CIIEKTpa KIMHUYE-

CKUX TIposiBeHUil [7] B HOETCKO-TIOAPOCTKOBOM BO3pacTe,
Ha CETONHSIIHUI I€Hb OCTAeTCs aKTyaJbHONW TMpobyieMa paH-
Heit nnarHoctukn CKB.

B HacTosiiiem 0630pe MBI He CTaBUM 1IEJIbI0 OTTUCATh BCe
Bo3MOXxHbIe TiposiBiieHus1 CKB u octaHoBUMCS Ha Haubosee
YaCTBIX U BaXXHBIX [UTSI IMAarHOCTUKN OCOOEHHOCTSIX KIMHUYE-
CKOI1 KapTUHBI 3a00JIeBaHUST TIPU IOBEHUIBHOM JIe0I0Te.

K uucny nepsbix cumnromoB CKB Hepeako oTHocsATCs
OOILEKOHCTUTYLIMOHAIbHbBIE HAPYILIEHWSI, BKIIOYAIOLME JTUXO0-
panky u obiiee HegoMoranue (37—100% malyeHToB), TOTEPIO
macchl Tea (21-32%), numbanenomnaruio (13—45%) [10, 11].
Ot 60 10 90% naieHToB ¢ 1BeHUIbHBIM jJebtoToM CKB nme-
10T TIOpaXkeHUe KOXHBIX MTOKPOBOB U CIIM3UCTHIX 000510ueK |7,
12, 13]. «BusurtHoit kaptoukoii» CKB co BpemeH ommcaHus
Rogerius sBsieTcst aputemMaro3Hasi, cierka MpuItoIHIMArOIIa-
SICST HAJl ypOBHEM KOXHW He3yJIS1Iast ChITb, PACIIPOCTPAHSIONTA-
sicsl Ha 00JIACTh TIEPEHOCUIIBI W CKYJI M HAallOMUHAIOIIAS TI0
dopMe Kpblibsd 0a004YKK, KOTOpast Bo3HUKaeT y 60—85% nereit
(puc. 1) [4, 10], MoxeT 3axBaThiBaThb 00JACTH IOIOOPOAKA
U YIIHBIX PAKOBMH, HO HE PacHpOCTPaHSIETCSI HA HOCOTYOHbIE
CKJIAJK M He MPUBOAUT K pyOleBaHulo. boiee uem y tpetu
OOJIBHBIX MOA00OHAsI ChIMb (HOTOUYBCTBUTEIbHASI U B Clyyae
obocTpeHust 00Je3HU SIBISIETCS MPEIBECTHUKOM CHCTEMHBIX
nposiBieHui. Kpome TUMIMUYHOI 3puUTEMBI Ha JUlIEe, TIPU IOBe-
HWIBHOM Je0I0Te, B OTJINYME OT B3POCIBIX MALMEHTOB, MOTYT
HabMoaaThCs pa3HOOOPa3HBIE KOKHBIE TIPOSIBIICHUS 3a0071eBa-
Hus [14, 15]. [lna geteit v moapocTKOB Oojiee XapaKTepHO OCT-
poe TopaxeHue KOoXU. XPOHMUYECKOe, TUCKOUTHOE Topaxke-
Hue (cM. puc. 1, 6) cocrasisier He Gojee 10%, MO JaHHBIM
GOJIBIIIOTO TIPOCTIEKTUBHOTO WCCIIEIOBAHUS, TPOBEICHHOTO
L. Hiraki u coaBr. [10], HO, B OTJIMYKE OT B3POC/BIX, OUEHDb Ya-
CTO COIPOBOXKIAETCS CUCTEMHBIMU MPOsIBIEHUSIMU. Prck mpo-
TPECCUPOBAHMS MPU HATMYUU TUCKOUIHOU BOTYAHKU 3HAUM-
TEJILHO BBIILE y JIETe, 4eM y B3pocibix (23,5-26% mnpoTtus
5—10%) [15]. B metckoM Bo3pacTe yaiile (UKCUPYIOTCS U3Me-
HeHus, crienmduunbie 1151 CKB, Torma Kak y B3pociibIX BbIIIE
yacTtoTa Hecreuuduieckoro nopaxkeHus (peHomen PeitHo —
45% y B3pociabix u 12% y pereit, livedo reticularis — 35 u 12%
COOTBETCTBEHHO) [15].

Kpome nopaxkeHusi COOCTBEHHO KOXU HEPEAKO OTMeuda-
€TCsI BOBJICUEHHE B ITATOJIOTUIECKUI TIPOIIECC CIU3UCTOI 000-
JIOYKU TIOJIOCTH pTa (CM. puc. 1, ¢ M ¢) M HOCa, KOTOPOE MOXKET
BapbUPOBATh OT TUIIEPEMUU C HEOOJIBLIIONH OTEYHOCTHIO 10 O€3-
0OJIE3HEHHBIX S13B TBEPAOTo Heba, MEIKUX s13B HOCOBOM Iepe-
TOPOAKMU U, PeAKo, 10 mepdopauuyd HOCOBOW MEpPeropoiKu.
W3-3a mecTornooxeHus: 1 6e300J€3HEHHOCTU 3TUX MOpaxKe-
HU py MaseiieM nogo3peHuun Ha CKB o6si3atesieH ocMoTp
9TUX 00JIaCTei, KOTOPBI MOXET CYIIECTBEHHO TOBIUATH Ha
BepudUKalMio uarHosa.

o

Puc. 1. MopaxeHne Koxu 1 cnuanctbix o6onoyek npu CKB y meteir. a — TunnyHas aputema B Buae 6a604Kn, XeMnnT; 6 — NOKaNn30BaHHas anc-

KOWJHas CblMb; B — 3HAHTEMA; I — CTOMATUT (COOCTBEHHbIE HABNIOAEHMS)
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CrenyeT MOAYEPKHYTh, YTO B KIMHUYECKOM MpaKTHUKE
npu auarHoctike CKB BaxkHO coBMecTHOE OOCYXIeHME Tia-
IIUEHTOB CO CIeIMaTNCTaMU-IepPMaToJIOraMu, TakK KaK He Bce-
Ta MHTEePIIpeTals KOXHBIX U3MEHEHUH SIBJISIETCS] OMHO3HAY-
HOIi, HECMOTPSI Ha CXOJICTBO BHEIITHUX TIPOSIBIIEHUI (puc. 2, a,
0). B psizie cirydaeB ChITTb UMeET HaCTOJIbKO HecTielnuIecKuit
XapakTep, 4TO ee MPUPoaa MOXET OBITh OKOHYATEIBHO YCTaHO-
BJIEHA JIMIIb Ojaromapsi pe3yjabraTaM MopGhOJIOrMIecKOro uc-
cienoBaHus. BmecTte ¢ TeM Mpu BbICOKOAKTHBHOM BacKYJIUTE
clieyeT YYUThIBaTh BOBMOXKHbBIC PUCKM PA3BUTHS 0Yara HeKpo-
3a B MECTE B3SITUs TMCTOJOTHYECKOTOo Marepuaia, MO3TOMY
clenyeT u3deraTb OMOMCUN KOXM JIMIA, a TTPUHSITUE PEIICHUS
O TPOBEACHUM OMOIICUM JOKHO OBITh MaKCMMAaJIbHO B3Be-
IIEHHBIM.

ITo mannbM nuTeparypbl, CKB y meteit 1 moapocTkoB
SIBJISIETCSI 60JIee arpeCCUBHBIM 3a00JIeBAHUEM, YEM Y B3POCITBIX:
yalie BCTpevyaloTcsl IMOopakeHue IT0YeK, HeMporcuxmieckre
MPOSIBJICHUS ¥ TeMoJIUTUYecKast aHeMus [16]. Yactora Hedpu-
Ta Ha 1-M romy 3a6ojieBaHUs IMPY IOBEHWJILHOM Ie0l0Te cocTa-
BisteT ot 20 1o 80%, B nanpHeimem — 48—100% |3, 4, 14, 16].
Bonee yem y 90% mnauumeHTOB IETCKOTO BO3pPAcTa, UMEIOIINX
nopaxeHue rmouyek B pamkax CKB, B TeueHure nepBbIxX 2 JIET 110~
cJie MOCTAaHOBKM AuarHo3a passuBaetrcs Hebput [10]. Hedpur
HE TOJIBKO Yallle BBISIBJIIETCS B 3TOM BO3pAaCTHOM KaTeropuu,
HO ¥ CJIY>)KUT OCHOBHBIM (DAKTOPOM, OTIPEIEISIOIINM ITPOTHO3
W CMEPTHOCTh. BO3MOXXEH MOHOOpPraHHBIN BapHaHT IcOrOTa
B BUJEC BOJIMAaHOYHOTO HepuTa, YTO HaMbOJIee aKTyaabHO I
moapocTkoB [17, 18]. CaMbIM pacripocTpaHEHHBIM HaYaIbHBIM
MposiBJieHUeM HedpuTa CIyXUT MUKporematypus (79%) ¢ mo-
CJICIYIONIUM TIPUCOENMHEHUEM TIPOTEMHYPUU U HedpoThde-
ckoro cuHapoMa (55%). CorracHo KiaccuduKaldy BOJYa-
HOYHOro HedpuTa, NpeiiokeHHo MeXayHapoaHoii accolu-
areit HeposoroB U HePOMATONOrOB, BBIACISIOT 6 KJIacCOB
BoJyaHOYHOro HedpuTa [19]. [1pu mMTebHOM TeueHUU 3200~
JIeBaHUsI, KaK 3TO ObLIO YCTAHOBJIEHO B UCCJIEAOBAHUM, TIPOBE-
neHHoM V. Elliot u coaBT. [20], BO3MOXeH Mepexo MopaxeHus
M3 OJTHOTO KJIacca B APYroil B 3aBUCUMOCTH OT YaCTOTHI 000CT-
PEHMIA, YTO IPUBOAMT K Pa3BUTHUIO CMEIIIAHHOTO XapaKTepa I10-
paXkeHU, TaKUX KaK, HaIlpuMep, coueTaHue MpoudepaTB-
HOTO M MeMOpaHO3HOTO KJIAaCCOB BOJYAHOYHOTO Hedpwura.
CHIDKeHUE CKOPOCTH KITyOOUKOBOW (DUIIBTpaluu W apTepu-
aJTbHast TUTIEPTEH3MS BBISIBJISTIOTCST IPUMEPHO Y TTOJIOBUHBI TTa-
IMEeHTOB ¢ 1oBeHWIbHBIM ne6totom CKB (50 1 40% cooTBeTcT-
BEHHO), OJTHAKO OCTpasl MoYyeyHasi HeAOCTaTOYHOCTb KaK Mpo-
siBJieHUe HedpuTa HAOIIOAAETCs y IeTel U IMOAPOCTKOB 10CTa-
TouHO penko (1,4%) [21]. C yueToM COBpeMEHHBIX BO3MOXKHO-
creit Tepanun CKB yactora pa3BuTHsI TepMUHAILHOM MOYey-
HOI HEAOCTaTOUHOCTU B TOCICTHUE NECATUIIETUS CYIICCTBEH-
HO CHU3WJIACH, COXPAHSSICh, TEM He MeHee, Ha ypoBHe 10—20%
B TeyeHue nepBbIx 10 et 3aboneBanus [22]. CremyeT y9uThl-
BaTh, UTO B CJIy4ae BBITIOJHEHUs YCTIENTHOW TpaHCIUIAaHTAIIUN
TOYKW TIOMOOHBIM TAlIMEHTaM MOXET Pa3BUTHCS PEIUINB
Hedpurta npu odbocrpeHun CKB [23]. Kpome Bo3MOXHOCTU
pa3BUTUsI HepUTa, TIPAKTUKYIOIIEMY TeIUaTPy-pPEeBMaTOIOTY
He CTOUT 3a0bIBaTh, YTO N30JIMPOBAHHAST JICHKOIIUTYPUS MOXKET
ObITh MPOSIBJICHUEM HE TOJbKO OCHOBHOIO 3abojieBaHus,
HO U TIpUCOEIMHUBLIEHCST yporeHHoU WHpekuuu. Creayer
YUUTBHIBATh TaKXKe PUCK SITPOTEHHOTO MOpPakKeHMSI MOYEK Ha
¢doHe MPOBOIMMOI Tepanmuu (Harpumep, reMopparmuyecKuii
LIUCTUT TIPU TPUMEHEHUHU MKIIodochaHa).

B mocnenHee BpemMs 3HAUMTEIbHOE BHUMAHUE YAEIICT-
cs1 HefiporicuxmyeckuM TposiBieHusM CKB. B pamkax nmposis-
JIEHU «Heliposonyca» onurcaHo 19 pa3TuHBIX CUHIPOMOB
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C TIOpakeHUEM LIEHTPaJbHOU U TiepueprnIecKoil HEPBHOIM
cucTeMbI [24]. ¥ meTeit BO3MOXKHO pa3BUTHE BCeX BUIOB ITOpa-
JKeHUs HepBHOU cucteMbl B pamkax CKB, KoTopbie BBISBISI-
I0TCSI Y B3POCJIBIX MALMEHTOB: TojioBHast 601k (10—75%), Kor-
HUTUBHBIe HapymieHust (12—55%), ncuxo3wer (8—18%), me-
npeccunt (5—9%), nBurarenbHble HapymeHus (1o 4%), cyno-
poXHBIN cuHApOM (5%), IeMHUETMHU3UPYIOIINE TTOPaKEHUS
(2—-5%), muenonatus (1-2%), mepudepudeckue HEBPUTHI
(3—5%) [7]. Yactora nopaxenust [IIHC Ha pa3HbIx 3Tamnax 3a-
6oneBanus BapbupyeT oT 20 1o 95%. CornacHo uccienoBa-
Hulo, mpoBeaeHHoMy S. Benseler u E. Silverman [25], 40% ne-
teit ¢ CKB nmeror nopaxenue [IHC B ne6rore, 1o 70% — B Te-
YeHMe MepBOTo rofa 3a00jeBaHus. BOIbIIMHCTBY MallMeHTOB
CBOMCTBEHHO HaJlMuue 00Jee YeM OIHOTO MPOSIBICHUS TTopa-
xeHus LIHC, rmpu 3ToM psii aBTOPOB OTMEUAIOT OOJIBIIIYIO Ya-
CTOTY HEUPOIICMXUYECKUX TIPOSIBIICHUI 3a00JIeBaHUS Y eTeit
MJiamiero Bospacra [26]. Hu omHO U3 NpOsIBICHUI «HEWpO-
JIIOTTyca» He SIBIISIETCST BbICOKOCTICIIMMUUHBIM. Tak, Harmpu-
Mep, IEMPECCUy 3a CYeT OCHOBHOTO 3a00JIeBaHUST Pa3BUBAIOT-
cs1 MeHee yeM y 10—20% neTeit 1 MOAPOCTKOB ¢ HEWPOJIIOITY-
COM, NPU 3TOM BbICOKA BEPOSITHOCTb MTPUCOEAUHEHUSI AeTIpec-
CUU, UMEIOLLIEH BTOPUYHBIN XapakTep Ha (DOHE TSIKEJI0 MPOTe-
Kalollero ocCHoBHoro 3abosieBaHus [27]. KorHUTUBHBIE Hapy-
IIEHUsI, BO3HUKAIOIIKE OoJiee YeM y TPETH JeTei U MOAPOCT-
koB nipu CKB, mocTtaTouHO 4acTo MMEIOT SITPOTEHHBIN TeHe3
W JUISI TPAMOTHOIM WHTEPIIPETAllMi CBOETO ITPOMCXOXKICHUS
1 KOPPEKIUU TPEOYIOT TCHUXOJOTMUECKOTO JIMHAMUYECKOTO
tectupoBanust [28]. KorHutuBHBIE HapylleHWs U CIyTaH-
HOCTb CO3HAHUSI 4acTO COIPOBOXIAIOT TICHUXO3bI B paMKax
Heiipostonyca. sl «BOTYaHOYHBIX» TICUX030B, B OTJIMYUE OT
SHIOTEHHBIX, XapaKTepHO COXpaHEHUE 3JIEMEHTOB KPUTUKU
K CBOEMY COCTOSIHMIO, TPU 3TOM HEPENKO MPEBATUPYIOT SIpKUE
3pUTEJIbHBIC U CAYXOBbIe TamonuHanuu [25]. Heitporicuxu-
yeckue HapyiieHus y 6onbHbiXx CKB yacto tpedyior audde-
peHLMAIMK C Pa3sBUTUEM <«CTEPOUAHOrO» IICHX03a Ha (hoHE
BBICOKO/I030BOI1 TITFOKOKOPTUKOUIHOM Tepanuu. C Leblo or-
peneneHus B3aMMOCBSI3W MEXIY CHUMIITOMAaMM TTOpa>kKeHUS
HepBHoOU cucteMbl 1 CKB B 2015 . 6bU1 pa3paboTaH U yTBep-
KIEH aJITOPUTM, OCHOBaHHBI Ha BEPOSITHOCTHOM 0aJijie, mpo-
NIEMOHCTPUPOBABIINI Xopolnyto crienrbudHocTh [29]. Cre-
IyeT OTMETHUTh, YTO, COTIACHO JaHHBIM HEWpPOICHUXOIOTHYe-
CKUX UCClIeN0oBaHui, y aeteil u noapoctkos ¢ CKB ymeHble-
HBI 00BEMBI CEPOTO BEIIIeCTBA TOJJOBHOTO MO3Tra, OTBETCTBEH-
HBblE 3a COLIMAJIbHbIE CBS3MU, SI3BIK M OMOILIMOHAJBHYIO chepy

Puc. 2. BHewHue nposisneHuns CKB. a — nauneHTka 15 net, no mecty
XKUTENIbCTBA ANArHOCTUPOBAH HOBEHMIbHBIA XPOHUYECKIIA apTPUT,
B27-accoununposaHHbli nonuaptput, amarHo3 CKB BepuduumposaH
Ha 6-M rofy ot ae6tota 3a6onesaHus; 6 — nauueHTka 14 net, Hanpa-
BRSAOLWNIA anarHo3 — CKB, no pesynsratam 06c¢neoBaHus yCTaHOB-
NEeH ANArHo3: KpacHblii aTpodmyeckuii ponukynuT nuua (cobet-
BEHHbIE HAbI0eHNs)

528



MporpaMma HenpepbIBHOrO NOCNEAUNNOMHOro obpasoBaHua Bpavued

[30], c yeM oTYacCTU MOTYT OBITh CBSI3aHBI HEAACKBATHBIN KOM-
IUIACHC W CJIOXHOCTH B COLMAJIBHON amanTaiyy TalueHTOB
¢ roBeHWIbHBIM ne6toTom CKB. Hamuuue mcuxoHeBpoJIOru-
yeckux nposieiieHnii CKB Hepeako SABiIsieTcst onpeaesssionmM
MpU BBIOOPE TepaNuu U TpeOyeT TECHOTO COTPYAHUYECTBA PEB-
MaToJIOTOB, NICUXUATPOB U HEBPOJIOTOB, a OCTPOE TMOSBJICHUE
MCUXUATPUUYECKONW WM HEBPOJOTMYECKON CUMMOTOMATUKU
y nauueHTa ¢ CKB aukTyeT He0OXOIMMOCTh HEOTIOXKHBIX 1V -
ArHOCTUYECKUX U JIUeOHBIX MEPOTIPUSITUA.

BoBiieueHne omopHO-ABUIaTEJbLHOrO amrmnapaTta Mpu
CKB y nereii BBISIBISIETCS JOBOJBHO YacTO, cOCTaBsis oT 60 10
80% [7], 1 MOXeET OBITh IIPEACTABIEHO MOPaXXeHUEM KaK CyCcTa-
BOB, TaK 1 MBIILIEYHOI crcTeMbl. Hepenko cycTaBHOM CUHIPOM
MOXKET OBITh BEIYIINM IPOSIBIICHHUEM 3a00JIeBaHUS Ha TIPOTSI-
XKEHUU IJTUTCIIPHOTO BPEMEHM; TaKWe TAllMeHThI MOTYT Ha-
OJIFOIATHCS PEBMATOJIOTOM C AMATHO30M IOBECHUJIBLHOTO apTpH-
Ta, U NOCTOBepHbIM cumnroMokoMiuiekc CKB Bo3Hukaet
Yy HUX CITyCTSI MeCSIbl U Jaxe Tofbl mocie aedwora. TunuaHo
pa3BUTHE MOJUAPTPUTA C CUMMETPUYHBIM MOpPaKeHUEM MeJl-
KHX CYCTaBOB KUCTEM, JTJOKTEBbIX, KOJEHHBIX, TOJIEHOCTOMHbBIX

Puc. 3. MopaxeHne onopHo-ABuraTeNibHOro annapara npu CKB.

a — CUMMETPUYHbIA NONNAPTPUT CYCTABOB KUCTEM; 6 — MHOXECTBEH-
Hble MH(APKTbI KOCTHOrO MO3ra; B — OCTEOHEKPO3 6/10Ka TapaHHOM
KOCTU; I — OCTEONOPOTUYECKAR CIOHANNONATUSA C KOMNPECCHEN Ten
NO3BOHKOB (COGCTBEHHbIE HABNIOLEHNA)

Puc. 4. Cepo3nt npu CKB. a — nepnkapaunT ¢ yrpo30il TaMnoHaabl; 6 — NNeBpUT (COOGCTBEHHbIE
HabnoLeHNs)
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CycTaBoB (puc. 3, @), KOTOPBIii, KaK MPaBUIIO, SIBISIETCS] HEIPO-
3UBHBIM U HexedopmupylommmM. Kpome apTputoB, HEpemKo
HabIoqaeTCs pa3BUTHE BTOPUYHBIX CHHOBUTOB TTPU MHOXKECT-
BEHHBIX MH(bApKTaX KOCTHOTO MO3ra (KaK MpaBuiio, B OeapeH-
HBIX U 0OJIbIIEOEPLIOBBIX KOCTSX), 00YCIOBIEHHBIX KaK aKTUB-
HOCTBIO CaMOro 3a00JIeBaHUs, TAK U BbICOKOI030BOM TTIOKO-
KOPTUKOUTHOM Tepanueit (cM. puc. 3, 6). [Ipu moBepxHOCTHOM
pacrnojioKeHUU oyara nHGapKTa XapaKTepHO pa3BUTHE OCTEO-
HeKpo3oB (cM. puc. 3, ). OcreonopoTruyeckasl CroOHIUI0NA-
THSI C KOMIIPECCUEH TeJl TO3BOHKOB M BTOPUUHBIM PATUKYJISIP-
HBIM CUHAPOMOM TaKKe MOXKET UMETh COUETAaHHBI TeHe3 (CM.
puc. 3, ).

MHoro4uc/ieHHbIe aHHble JutepaTypsl [7, 8, 9, 16]
CBUIETEJILCTBYIOT O TOM, YTO OT OT 5—10 10 31% neteii u nosu-
POCTKOB UMEIOT IMOPaXXeHNe CKeJIeTHOW MYCKYIaTyphl 3a CUeT
MMO3UTa U/WIN TUCTALHYIO TTOJTMHENPOMAaTUIO 3a CYeT aK-
TuBHOCTU CKB, XOTS ciieyeT yauThiBaTh U BO3MOXHOCTb pa3-
BUTHUS MUOIMATUYECKOTO CUHAPOMA BCJENCTBUE CTEPOUTHOMN
MUOTATHUM, BO3HUKAIOIIEH Ha JOCTATOYHO PaHHUX CPOKaX Te-
panuu I'K.

CornacHo gaHHbIM, nojydyeHHbIM L.T. Hiraki u coaBT.
[31], cepo3uT, a UMEHHO — MEPUKAPAMUT U/WIH IIJIEBPUT, BCTPe-
yaercst y 30% mnauuenrtoB ¢ oBeHwibHO CKB [31] u moxer
MPOTEKaTh KaK B COUETAHUU C IUXOPAAKOI, Tak 1 6e3 Hee. Ce-
po3ut — onHO u3 HeMHorux nposisneHuit CKB, cBs3aHHBIX co
3HAUUTEIHHO TIOBBIIIEHHBIM ypoBHeM C-peakTUBHOTO Oelika
(CPBb) [32]. [Tpu momo3peHnH Ha TTEpUKAPINAT TPeOyeTCs TIa-
TEJTHbHBI MOHUTOPUHT COCTOSTHUSI TIAIIMEHTOB B CBSI3U C PUC-
KOM pa3BUTUA TaMIIOHAAbl CepAlla B Cilydyae 3HAYUTEIbHOTO
Bbinora (puc. 4). Ipyrue, 6oJjiee peakue cepaeqHO-JerouHbie
nposiBieHuss CKB, Bkitouamooe MUOKapauT, HEeMH(MEKIIMOH -
HBIl 3sHpoKapaut Jlm6mana—Caxkca, WHTEPCTULHATIbHBIN
TTHEBMOHMUT, JIETOYHOE KPOBOU3JIMSIHUE U JIETOUHYIO TUIIEPTEH-
3110, TAKXKE OTHOCSITCSl K YUCITY XXKU3HEYTPOXKAIOIIMX COCTOSI-
HUI U TpeOyIOT OBICTPOro U arpeccuBHOrO jedyeHus [33]. Pas-
BUTHUE aCENITUYECKOTrO MEPUTOHUTA ONKrcaHo MeHee yeM y 10%
MalreHToB neTckoro Bo3pacta ¢ CKB.

[emaTonmornueckue HapyeHus npu roBeHmwIbHOI CKB
BbISIBIISIIOTCS Y 50—60% G0s1bHBIX B 1e6O0Te 3a00seBaHus [2, 3,
7, 8], Ha MpOTSIKeHUU OOJIE3HN MX YacTOTa COCTABIISIET OT 35
mo 100% [2, 7, 16]. YMmepeHHast jeiikoneHus! (KOJMUYECTBO
neiikouuToB 3,0—4,0 < 10°/71) caykut Hanbosiee pacrpocTpa-
HEHHbIM TeMaTOJIOTMYECKUM TIPOSIBJICHUEM 3a00JIeBaHUS
1 00bIYHO oOycnosieHa Jumdonenueir (<1,5¢10°/1) wunm,
3HAUUTESIbHO pexe, HelTporneHuei. Croiikas numdborneHus
MOXeET ObITh MPU3HAKOM aKTUBHOTO 3a00JIeBaHMsI, HEUTpoIe-
HUSI yallle BO3HMKAeT B pe3yjbrare JieueHus (Hampumep,
BO BpeMs JieueHUs HUKIodpochaMumom). AHEMUS MOXET
WMEeTb Pa3MYHOE TMPOUCXOXACHUE: aHEeMUsT XPOHUYECKOTO
3a0051eBaHNsI, KOTOpast SIBISIETCST HOP-
MOILIUTAPHOW M HOPMOXPOMHOW, XeJie-
3oneduiutHasg aHemus uiu Kymoce-mo-
3UTUBHASI TeMOJUTHYECKasr aHEeMUS.
Puck pa3BuTus reMoJuTUYECKON aHe-
muu B ne6rote CKB y nereii Boiliie, yem
y B3pocibiX (14 u 3% COOTBETCTBEHHO)
[16]. OHa vaine, 4YeM y B3pOCIIBIX, COUYE-
TaeTrcst ¢ (peOpuabHON JIMXOPaaKOW,
0OJIBIIION MOTepelt Macchl Teja U rema-
TocruieHoMeranuei. [emonutudeckas
AHEeMUST COMPOBOXKIAETCS IIUPOKUM
CIIEKTPOM TEeMOpPpParmuecKux MposiBIe-
HUH, BKJIIOYasT MEHOMETPOPPAruio, Ko-
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TOpasi HEPEeIKO BHICTYIAaeT Ha TEPBbI IJIaH B KJIMHUYECKOM
KapTUHE U MOXKET CIYKUTh MPUYMHOU JUTUTEIIBHOTO Oe3yc-
MEITHOTO JICUCHUsI Y TMHEKOJIOTOB-3HIOKPUHOJIOTOB. TpoM-
OoumToIeHNs, HabomaeMast y IMalMeHTOB C IOBEHWIHHOM
CKB, oxBatbIBaeT criekTp ot ymepeHHoit (<150« 10°/m) no Ts1-
xenoit (<10+10°/m). C yyeTtom Bo3MmoxHocTH nebiota CKB
C TPOMOOILIMTONIEHUM HEOOXOAMMO 00OCcIeIoBaHNe TAlleHTOB
C TIEPBUYHBIM IMATHO30M «UAMOIMAaTUYeCKasi TPOMOOIIUTOTIE-
HUYecKasl mypIypa» Ha HaJluurie MapKepoB ayTOMMMYHUTETA,
o KpaliHel Mepe, aHTUHYKJIeapHoro ¢akTopa.

K gucny xxusHeyrpoxatoiux ociaoxHenuii CKB, BcTpe-
YalOIIMUXCS y JAeTe M TOIPOCTKOB, OTHOCHUTCSI BTOPMYHBIM
cuHApPOM akTuBauu Makpodaros (CAM), yactoTa KOTOPOro,
10 JAaHHBIM Pa3HBIX aBTOPOB, Bapbupyet ot 0,9 no 4,6% ciyda-
eB |34, 35]. Anarno3 CAM y marmentoB ¢ CKB cioxHee Bepu-
(ULMpoBaTh, YeM, HAIIpUMEp, TIPU CUCTEMHOM BapHaHTE I0Be-
HWIBHOTO apTpUTa, TTOCKOJBKY OH MOXeT UMUTUPOBAThH KIIH-
HUYECKUe TTPU3HAKNA OCHOBHOTO 3a00JIeBaHUSI MJTU €T0 MH(bEK-
LIMOHHBIE OCIOXHeHUsI, pu 3ToM CAM Hepenko pa3BUBaeTCs
B 1e010Te 3a00JeBaHusl, MO0 K €ro pa3BUTUIO MPUBOJIUT He-
aJleKBaTHBIN 00beM, 3anmasabiBaHue Tepanuu. Kputepun CAM
npu CKB 6butn ony6auKoBaHbl rpynmnoii akeneptoB B 2009 1.
(Tabna. 1), A1 MOCTAaHOBKM IHMarHo3a HEOOXOAMMO MPUCYTCT-
BHE€ XOTS1 Obl OJJHOTO KIMHUYECKOTO U HE MEHee BYX Jlabopa-
TOPHBIX KpuTepues [36]. BoimonHeHne MaTOrucTOI0rM4eCKOro
HMCCIIEAOBAHNUSI KOCTHOTO MO3Tra IOKa3aHO TOJIbKO B COMHU-
TEJTbHBIX CITyJasix.

Yame npyrux mposisieHuit mpu CAM Ha done CKB
BCTpeyaeTcsl coueTaHre TPOMOOIIUTOIIEHUH, TUTIepheppuTH-
HeMuu 1 JTUMbaJIeHONaTUH, Y MaIlMeHTOB IETCKOTO BO3pacTa
Hepeako orMevaeTcs ropaxeHue LTHC, Torna kak y B3pocyio-
ro KOHTUHI€HTa O0JIbHBIX OTIMCaHa MOBbILIEHHAs! YacToTa I0-
paxeHusi cepaua. XoTsl B 00JIbIIMHCTBE CJy4aeB MpU CBOEBpE-
MeHHoI auarHoctTuke CAM [0cTaToOuHO Ha3HAYeHUS BBICO-
KHX J103 TIIOKOKOPTUKOUAOB, TEM HE MEHEE CMEPTHOCTb CO-
crasisier okosio 11% [36]. C yyeTom BecoMoOil posiu Turep-
depputuHeMun npu auarHoctuke CAM, nmpeacraBiseTcs He-
00XOIMMBIM TTOAPOOHEE OCTAHOBUTHCS Ha 3TOM IIOKa3aTele.
TTo naHHbIM JUTepaTyphl, 0K0JI0 23% nauuentos ¢ CKB nme-
FOT TUTIep(MEPPUTHHEMUIO, TIPU 3TOM CHIBOPOTOYHBIN YPOBEHbB
(deppuTrHa B 0ojiee akTuBHOM ctanuu CKB npesblliaeT Tako-
Boii cpenu nanueHToB ¢ CKB B MeHee akTuBHOI (haze 3a00J1e-
BaHUS Uy OOJIbHBIX peBMaToUaHbIM apTputoM [37]. Tumnep-
depputuHemus npu CKB accouuupoBaHa c cepo3uToM,
a TaKXKe ¢ TPOMOOLIMTOIEHUEN, BBICOKMM YPOBHEM BOJTYAHOY -
HOTO aHTUKOATYJsIHTa U aHTUKAPAMOJMITMHOBBIX aHTUTEN U,
TaKUM 00pa3oM, MOXET CIY:KUTh OMHUM W3 TEPBbIX MPU3HAa-
KOB BTOpMYHOro aHtudochomunuatoro curapoma (ADC)
npu CKB [38, 39]. Unnekcw aktuBHocTr CKB 3HaunTe1HO
BBIIIE y TTALIMEHTOB ¢ runiepdepputunemueii [39, 40]. Haubo-
Jlee BBICOKHME 3HaueHus (epputuHa xapakTtepHbl miss CKB
¢ katactpopmueckum ADPC 6o mist BropumaHoro CAM Ha
done CKB [40]. [Tpu aHanu3e pe3ybTaTOB KIMHUKO-1a00opa-
TOPHOTO OOCJIeIOBAaHMSI MOXHO BbISIBUTb HauboJsiee CylIecT-
BEHHBIC pa3IMuusl MpU 3TUX ABYX cocTostHUsIX: ipu CKB ¢ ka-
tactpopudeckum ADC xapaktepHo HapactaHue COD, Torma
Kak 1npu BropuuHoM CAM, Hao0OpOT, OTMEYAIOTCSI PEe3KOoe
CHMXXeHMe 3Toro rnokasaresis u Hapactanue CPb [41]. Tuno-
¢ubpuHoreHemusi, He cBoiicTBeHHasi B 1eiom CKB,
npu CAM Habmonaercst B 78—89% cayuaes. K unciy apyrux
npu3HaKkoB pa3BuBatoiierocsi CAM cienyeT OTHECTH ObICTpOE
HapacTaHUe TeNaTOCIUICHOMETaJuM, ITOBBIINICHWE YpOBHEH
(GEepMEHTOB TIeYeHU W 3HAYMMBIM POCT YPOBHSI TPUTIMIIEPH -
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noB [41]. B 11e10M MOXHO KOHCTAaTUPOBAaTh, UTO €AMHBIM Me-
XaHU3M opMmupoBaHus ruriepdepputuemun npu CKB mo-
JKET TIPUBOIUTH K Pa3BUTHUIO PA3HOOOPA3HBIX TTO BEIPAXKEHHO-
CTHU U JIOKQJIU3ALIUU OCJIOXHEHU I 3TOTO 3a00J1€BaHus1, HO PaB-
HO3HAYHO TPEOYIONINX CBOEBPEMEHHOW NTMArHOCTUKHA U WH-
TeHCUGbUKAIIUKA TEPATTUH.

Ha npumepe pazsutus CAM npu CKB otyeriugo npo-
CJIEXKUBAETCSI MHOTOILJIAHOBOCTh 3TOTO 3a00JIEBaHUsI, KOTOPOE
HE CJIyJyailiHO OTHOCST K KaTeropuu «BeJIMKMX UMUTATOPOB» —
MaTOJOTUH C IIMPOKUM CHIEKTPOM HecTieM(UUECKUX CUMIITO-
MOB, YTO CYIIECTBEHHO OCJIOXHSIET TUAarHOCTUKY U CPOKHU Be-
puduKaluy IMarHo3sa.

Ha sTane ycraHoBieHus nuarHosa auddepeHImanbHO-
MMATHOCTUYECKUI TTOUCK IMMPOBOAMTCS C ITUPOKUM KPYTrOM 3a-
0OoJieBaHUIA:

UHOEKIIMOHHbIE 3200JIEBaHUS;

OHKOJIOTMYECKHE U OHKOreMaToIoruueckue 3adoieBa-
HUS;

reMaToJIoTMuyeckure 3aboeBaHMsT (TeMOTUTUIEeCKAsT
aHeMMsl, MAMOoNaTUYecKask TPOMOOLMTONEeHUYecKast
MnypIypa, HacJieACTBEHHbIE TPOMOODUINN);

NIpyrve peBMaTuyeckue 3aboeBaHus (CUCTEMHBIC Ba-
CKyJIuThI, nepBuuHblii ADC, CHUCTEeMHBI BapUaHT
JIOBEHWJIBHOTO apTpuTa, IOBCHUJIbHBINM I€PMaTOMHUO-
3UT);

JIEKapCTBEHHAsl BOJIYaHKA,/TIOCTBAKIIMHAIBHBIN ayTo-
WMMYHHBII CUHIPOM;

00JIe3HU TMOYEK;

BOCTIAJIUTEJIbHBIE 3a00JIeBaHUST KUIIIETHUKA.

Jns Bepudukanuu auardHoza CKB kak y B3pocibIX, Tak
Wy IeTeil Ha CeTOMHSIIITHUI IeHb UCTIOJIb3YIOTCS Kilaccuduka-
LIMOHHbIE KPUTEPUU, UCXOIHO pa3pabOTaHHbIE IS MCCIeno-
BaTenbcKux ueneir. Bnepsoie st CKB nmogo6Hble Kputepuu
ony0JMKOBaHbI AMEPUKAHCKON KOJIJIETME peBMaTOJIOTOB
(American College of Rheumatology — ACR) B 1982 ., B naiib-
HeliieM oHu 66U MoaMdUIIMpoBaHbl B 1997 . 1 HaLLIM Hau-
0oJiee MMPOKOE MPUMEHEHHME KaK B KITMHUIECKUX MCCIeI0Ba-
HUSIX, TaK U B peaJlbHOU MPaKTUKE, B TOM YHUCJIE TieAnaTpude-
ckoii (Tabm. 2) [2].

UccnenoBanue M.B. Ferraz u coaBT. mokasayo, 4To Kpu-
tepun ACR 1997 ©. umetoT 6osiee yeM 95% 4yBCTBUTEILHOCTh
u cneunduuHoctb st CKB ¢ oBeHUJIbHBIM 1e00TOM [42].

Ta6nuya 1 Kputepuu CAM npu CKB (2009)

Knunnyeckue kputepun

Jlnxopagka (>38 °C)

lenatomeranus (>3 cm oT pe6epHOro Kpas)

CnneHomeranus (>3 cm 0T pe6epHOro Kpas)

[emopparnyeckue NposiBneHns (Mypnypa, NoBbILLEHHASA KPOBOTOYMBOCTb,
3KXUMO3bl)

Mopaxexne LIHC (B036ynnmocTb, Ae30pueHTauuns, COHNMBOCTb, rONI0BHAs
601b, CyAopory, Koma)

JlabopaTopHble KpUTEpUM

LinTonenuns aByx- nnm TpexpocTkoBas (nenkoumtbl <4,0410%/n, remorno6ux
<90 r/n unu TpombounTbl <150,0410%)

Mosbiwenne ACT (>40 ep/n)

Mosbiwenve JIAT (>567 ea/n)

TwnodubpuHorenemus (<1,5 r/n)

Twneptpurnuuepuaemns (>178 mr/an)

Tunepepputunemus (>500 mkr/n)

[laHHble NaTorucToNOrMYecKoro UcCNeo0BaHus
Hanuyue remocharoynTosa B NyHKTaTe KOCTHOrO MO3ra

Mpumeyanne. ACT — acnaptatammHoTpaHcdhepasa, JIAT — nakTataeruaporeHasa.
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Tax xe xak mnst ycraHoBneHus: nuarHoza CKB Bo B3pociom
BO3pacTe, B MeAUaTPUIECKON PeBMATOIIOTUN HEOOXOAMMO KaK
MUHUMYM 4 13 11 IpemIoKeHHBIX KPUTEPUEB, OTHAKO CTPOTOe
clieoBaHe KOJWYECTBEHHOMY COOTBETCTBUIO KPUTEPUSIM
ACR NIpUBOIMT K «BbINAJIEHUIO» OOJIbHBIX C PAHHE! WJIX HETU-
MMYHOU opMoii 6oJIe3HY, 1 HATIPOTUB, UX IMIEPEOIIEHKA MOXET
npuBoauTh K runepauarHoctuke CKB. IMposisienuss CKB ro-
pasno pa3HoOOpa3Hee, U YacTo TSKECTh 3a00JieBaHusl, a COOT-
BETCTBEHHO, U BBIOOpP TepameBTUUECKON TaKTUKU OMpPenessi-
I0TCSI TIPOSIBJIEHUSIMU, HE BOLUEIUIMMU B KPUTEPUU, UTO OCO-
OEHHO aKTyaJbHO JUIsl IeTCKOTo Bo3pacTta [43]. B psine ciayyaeB
BoiHOOOpa3HocTh TedeHUs: CKB TpeOyeT HaOmtomeHUsT AJst
TOATBEPKAEHUS TOCTOBEPHOTO AnarHo3a. CoriaacHo uccieno-
BaHUt0, IpoBeneHHOMY S.M. Benseler u E.D. Silverman [44],
CPOKM BepUbUKAIINK TUATHO3a MOTYT COCTaBJIAThH OT 1 Mec 1o
3,3 rona, menuana — 4 Mec. [1o TaHHBIM IETCKOTO OTHETICHUS
®I'bHY HUUP um. B.A. HacoHoBoii, y 1/3 manmeHTOB 1uar-
HO3 BepH(UIIMPOBaH Yepe3 6 Mec 1 bostee Tociie 1ebroTa, MaK-
CHUMAaJTbHBIM CPOK OT 1eOr0Ta 10 MOMEHTA YCTaHOBJICHMS Tar-
Ho3a coctaBu 6 sieT. Ha cpoku Bepudukaum auarHosa Biausi-
eT M BO3MOXHOCTb MOHOopraHHoro nae6iora CKB, KoTopbiii,
10 JaHHBIM POCCUMCKUX MCCIeaoBaTeIeii, HaOMoaaeTcst boJiee
yeMm B 20% caydaes [17, 18]. Takue malneHTsl B TEYCHNUE UTH-
TEJIbHOTO BPEMEHU MOTYT HaOMI0AaThCsl y TeMaTOIO0roB, Hed-
POJIOTOB, HEBPOJIOTOB U IPYTUX CMELUATICTOB B 3aBUCUMOCTH
OT TTOPaKeHUS TEX WU UHBIX OPTAHOB U CUCTEM.

Ha srane ycraHoBneHusi AuarHo3a HEIOCTAaTOYHO U3Y-
YEeHHOU, HO TIPOTHOCTUYECKU 3HAUMMOU OCTaeTcs TpobiiemMa
«HernoJHoi BosuaHku» («pre-SLE», «preclinical lupus»,
«incomplete lupus erythematosus», «latent lupus», «lupus-like»,
«probable lupus», «undifferentiated connective tissue disease»),
KOTOpast MOXXET 00CYXIaThCsl Y MAaLlMEHTOB KaK B3POCJIOro, Tak
Y IETCKOTO BO3pacTa C TMarHOCTUYECKUMU 3HAYEHUSIMU ayTo-
AHTUTENl U KJIMHUYECKUMU MPU3HAKaAMU, XapaKTePHBIMU ISl
CKB, HO HemoCTaTOYHBIMU ISl TOCTAHOBKU JMarHo3a (MeHee
YeThIpeX), a TAKXKe Yy JIUI] C MOBBIIIIEHHBIM T€HETUYECKUM PUC-
koM pazButust CKB, HO 6e3 KaKux-11060 KpUTEPUEB TSI BEPH-
¢ukaunm nuarnosa [45]. B ucciemosanuu G.S. Alarcon u co-
aBT. [46] mpomeMOHCTpUPOBAaHO, YTO OT 15 10 80% mauueHTOB
C «HEMOJHOWM BOJIYAaHKOW» B MAJIbHEHIIEM MUMEIOT JOCTOBEP-
HBI n1rarHos3, Hepenko 3ta cranusi CKB pasBuBaercs 10 nepe-
Xoma Bo B3pociioe coctossHue. [lo manHbIM EBpomeiickoro

Ta6nuua 2 Knaccudgukaumonubole kputepun CKB ACR

(1997)

9puTEeMaTO3HbIE BbICbINAHNS
[uckonaHas BonyaHka
®oToceHcnbunmuaums

$13BbI POTOBOIA NONOCTU

ApTpuThI

Cepo3nT (nepukapauT, NnespuT)
[TopaxeHue noyek

MopaxeHwne LHC (cynoporu/ncnxo3bl)

[emaronornyeckne HapyLeHus:

* FEMONUTUYECKAR aHEMUS C PETUKYNOLMTO30M,

« neikoneHus <4,0 «10° /n (3aperncTpupoBaHHas 2 pasa u 6onee)

 Tpom6oumMTONeHNns <100+10° /n (Npw OTCYTCTBUM NpUeMa NeKapCTBEHHbIX
npenaparoe)

10. mmyHonoruyeckue HapyLierus (aHTu-AHK, aHtu-Sm, a®J1, noxHonono-
xutensHas RW, BA)

11. AHTUAfEpHble aHTuTENa

© 0 N o gk~ w N~
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MYJIBTULIEHTPOBOTO MCCIeI0BaHUs, U3 122 TMallMEHTOB C «He-
MOJHOW BOJYAHKOW» B TeUEHME 3 JIET TOCTOBEPHBIM ITMATHO3
cran y 20,5% [47]. Haubosiee yacTbIMKM MPOSIBICHUSIMU TTPU
«HETIOJTHOW BOJTUYAHKe» CIIyKaT apTpUTHI, (poToceHCHOmIm3a-
1M, CBITTh Ha CKYJIaX, KOHCTUTYIIMOHAIbHBIE U3MEHEeHUS, (e-
HoMmeH PeiiHo, sieiikoneHus, MO3UTUBHbBIA aHTUHYKJIEAPHbI
dakTop (AH®D); Takue MalLMeHThl HYXKIAIOTCS B THIATEIBHOM
KJIMHUKO-/1a00paTOPHOM MOHUTOPUHIE, MCKJIIOYEHUU BO3-
MOXHBIX TMPOBOLMPYIOLIUX (PAKTOPOB B BUAEC WHCOJSLIMU,
CTPECCOBBIX CUTYyallUii, BAKIMHALMKM U, TIPU BBICOKUX TUTPax
AH®, B HazHayeHNM aMMHOXMHOJMHOBBIX IperapaToB [48].
ITpu pasButuu nocrosepHoit CKB B mocnenyroiiem Takue ma-
LIMEHTHI UMEIOT OoJiee TsDKeJble HeoOpaTHMbIe MOBPEKICHUS
opraHoB u cuctem [49].

B ximMHUYECKOI MpaKTHUKEe TO-IPEKHEMY aKTyalIbHOI
ocTtaetcs ipobsiema runiepauarnoctuku CKB, obycioBienHast
HEI0CTaTOYHBIMU 3HAHUSIMU O CITeIM(PUISCKIX KIMHUIECKUX
MPOSIBJICHUSIX 3a00JIeBaHUS, 3a4acTyI0 «MEXaHUIECKUM» O/~
XOJIOM K HabOpy CUMIITOMOB, YacTO Pa3pO3HEHHBIX 110 BpeMe-
HU, — TUMEpPEeMUsT KOXHU JIULia, MoJuapTparuu, cyodedopuim-
TET, MOTEePsI MaCChl Tesla, KapAualruu, JeMKoneHus, JIeHKoL1-
Typus, «0eJ0K B Moue», AH® B HU3KMX TUTpaX.

Cy1miecTBeHHBIM HefnocTaTkoMm KputepueB ACR siBiseT-
csl OTCYTCTBHUE TpeOOBaHUI K OIpeieIeHHOMY Habopy rapame-
TPOB; HapUMEpP, BCE YEThIpE KPUTEPHUS MOTYT OBITh TOJBKO
KIWMHUYECKUMU, a UMMYHOJIOTUUYECKHE — OTCYTCTBOBATH.
C yuetom storo, B 2012 I. rpymmoii akcneptoB Systemic Lupus
International Collaborating Clinics (SLICC) 6putH mpemioxe-
HbI HOBble Kputepuun auarHoctuku CKB (ta6ma. 3), koTopbie
TpeOyIOT 00s13aTeILHOTO HAJIMYMST He MEeHee YeThIPeX KpUTEpH-
€B, B YMCJIe KOTOPBIX 00513aTeJIbHO JOJKHBI OBITH XOTST ObI OMH
MMMYHOJIOTUYECKUI 1 XOTsI Obl OAVH KIMHUYECKHUIA, UTO Aea-
et nuarHoctuky CKB Gosiee TouHOI 1 TaToreHeTUYeCKu 000C-
HoBaHHOI [50]. B HOBBIX KpUTEpUSIX pacIIMpPEH TepeyeHb IU-
arHOCTUYECKM 3HAYMMBbIX KTMHUYECKUX 1 UMMYHOJIOTMUECKUX
nposBieHuii 3aboneBanusa. Kputepuu SLICC Ha ceromnsii-
HUI IeHb BOIILIY B TIEAUATPUUECKYIO TTPAKTUKY, CYUTAIOTCS 00-
Jiee YyBCTBUTEILHBIMHU, YTO CIIOCOOCTBYET YMEHBIIIEHHIO YUCIa
JMIMAarHOCTUYECKMX OIIMOOK, 0COOCHHO Ha paHHMX 3Tarax 3a00-
neBaHus [51, 52].

[Tpu nuarnoctuke CKB kak Bo B3pocioii, TaK U B Ieau-
ATPUYECKON MPAKTUKE OCHOBOMW SBJSIETCS OIpeAesieHue
criekTpa aHTUsiIepHbIX aHTuTed: AH®, aHTUTeT K HATUBHOI
NHK (antu-AHK), pudbonykneonpotreuny (PHII), aHntureny
CMmuTa (aHTU-Sm) U HEKOTOPbIX Apyrux. Cieayer MOMHUTb,
yto CKB 0e3 MMMYHOJIOrMYeCKUX MapKepoB He CYLIECTBYET,
XOTSI B IUTepaType MpoluIbix JeT (nccaenoBanus 70—80-x ro-
noB XX CTOJIeTMSI) MOXHO BCTPETUTh OIMCAHUs CIyd4aeB
AH®-neratuBHoit CKB [53—55]. [IpuMeHeHMe cTaHIApTH-
3UpPOBaHHBIX KJIeTOK Hep-2 (smurenuanbHBIC KJICTKH pakKa
TropTaHU 4eJoBeKa) B KauecTBe cyOcTpaTa IJis Ompeae/ieHUs
AH® mpuBesio K Xopolieil cTaHnapTU3aum TeCTOB, C 3aMeT-
HBIM IIOBBIIIEHMEM YYBCTBUTEJbHOCTH [56]. B wenom,
MO NMAaHHBIM JIUTEPaTypbl, HET HUKAKOW pPa3HUIIBI MEXIy
ypoBHsiMu AH® y neteit u B3pocnbix [16]. B uccienoBanuu,
onyoankoBaHHoM B.C. Perilloux u coast. [57], AH® npucyr-
CTBYET B CHIBOPOTKe KpoBU Y 95—98% nereii ¢ CKB. BoisiBie-
Hue ToJbko AH® B 3HaueHUAX BbIlIE pedepeHCHBIX TS TaH-
HOIl abopaTopuu He SIBASIETCS NOCTaTOYHBIM ISl AUArHO-
ctuku win it mouuTopuHra CKB. AH® umeer Hu3Ky0
Cceun(UIHOCTh B OTHOIIIEHUU 3TOTO 3a00JIeBaHMSI, TaK KakK
MOKET OBITh TTOJIOKUTEBHBIM M B IPYTUX YCIOBUSIX, BKITIOYAS
WHQEKINU, TPUMEHEHUE JIEKapCTBEHHBIX MpenapaToB, ApYy-
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rue ayToMMMYHHBIE 3a00JieBaHMSI, WIW Jaxe B MOMYJISIIAKN
3nopoBbix Jmioneit [58, 59]. UccnenoBanue J.M. Esdaile u co-
aBT. [59] mokasasno, uro y 27% neteii ¢ mojaoxuteapHbiv AH®
CKB He pasBuBajiach Ha NPOTSIKEHUM 7-JIETHETO IMepuoaa
Habmonenus. CienoBaTeIbHO, MOJOXUTEIbHBIH AH®, oco-
OCHHO B HU3KUX TUTpaxX, MPU OTCYTCTBUU IPYTUX KIWHHUYC-
CKMX TPOSIBJICHUI HE SIBSIETCS JAOCTATOYHBIM ISl AUArHO-
ctuku CKB.

Antutena K HatuBHoit JIHK (antu-JIHK) BecbMma crie-
muduunsl st CKB u BeigBasioTess mpuMepHo y 61—93% ne-
Teil ¢ aKTUBHBIM 3a00JIeBAHUEM, aCCOLIMUPYIOTCS C OOJIbIIEH
4acTOTOH Jiomyc-Hedpura [16, 60]. JeTu, Kak paBujio, UMe-
1ot antu-JAHK yaiie, uem B3pocibie [16]. CooTHOLIEHME Me-
Koy ypoBHeM aHTU-IHK B CBIBOpOTKE KpPOBU M aKTUBHOCTH
3a00JIeBaHUS SIBJISICTCS CIIOPHBIM [58]. OmHAKO GOJBITMHCTBO
WCCIIeIOBaHMI ITOKA3aIu CBA3b MEXKIy aKTUBHBIM HE(PUTOM
U YPOBHEM 3THX aHTUTEJ B CbIBOPOTKE [16]. Pactyiiue TUTphI
MOTYT OBITh TIPEIUKTOPOM OOOCTpeHUsT 3a00JIeBaHUSI U CBU-
NETeIbCTBYIOT O HEOOXOAMMOCTH 0OoJjiee MPUCTAIbLHOTO Ha-
omoneHust 3a pedeHkoM [59]. AntureH CmuTa (aHTHU-Sm)
Takke BecbMa crneuundudeH niass CKB, Ho oOHapyxxuBaeTcs
TOJIbKO MpuMepHo Y 50% nanuenTos [3]. OmnpenenaeHue ypoB-
HsI CBIBOPOTOYHOTO KOMILIEMEHTa BXOAUT B Kputepuu SLICC
2012 ., moJie3HO [J1s OLIEHKW aKTUBHOCTHU 3a00JIeBaHUST U MO-
KET TaKKe CIYKUTb JOTOJTHUTEIbHBIM apPIYMEHTOM B TTOJIb3Y
BeIOOpa 6oJIee MHTEHCUBHOI CXEMBI TepaIrtiy, 0OCOOCHHO s
neteil ¢ moryc-HedputoM, 90% KOTOPBIX UMEIOT HU3KOE CO-
nepxkanue komriemMeHTa. [1pu ahbekTUBHOM JieueHUU ypo-
BeHb KOoMIUIeMeHTa nogHuMaetcs [60]. CoriacHo maHHBIM
nuteparypsbl, y 60abHbIX CKB ¢ nosneim gedpunimrom C4 npe-
00JIaaloT KOXHBIE IPOSIBIICHUSI M HEBBICOKAsT aKTMBHOCTH
HedpuTa, Cpeau APYTUX MMMYHOJOTMYECKUX MPOSIBICHUN
OTMeUaeTcsl, Kak MpaBuo, HAJTMYME MOJOXUTEIbHbIX aHTH -
Ro-aHTuTeN, HU3KKME U Jake HOpMaJbHble 3HAYEHUS] aHTH-
JHK [61]. BmecTe ¢ TeM ciaenyeT MMOMHUATh O BO3MOXKHOCTH
BPOXICHHOTO AeduUIIMTa KOMIIOHEHTOB CHUCTEMBI KOMILIE-
MEHTa y IMalMeHTOB JIeTCKOro Bo3pacta. B aTom ciryuae mpu
OTYETIMBOIM TIOJIOKUTEJIPHON MUHAMHWKE Ha (oHe Teparmuu
YPOBEHb KOMILJIEMEHTAa MOXET OCTaBaThbCs HU3KUM. Takum
00pa3oM, YpOBeHb CHIBOPOTOYHOTO KOMIUIEMEHTa He Bceraa
MOXET OBbITh IMOJIE3HBIM JIJIsI MOHUTOpUHTa aKkTuBHOCTH CKB
y neTeit.

C y4eToM MOSIBJICHUsI HOBBIX TUArHOCTUYECKHUX U Tepa-
MeBTUYECKUX BO3MOHOCTel nporHo3 npu CKB ¢ 1oBeHUIb-
HBIM J1€0I0TOM 3HAUUTEIBHO YIYULIUICS B MOC/IEIHEe AeCITHU -
netue, 10-1eTHSS BBIKMBAEMOCTh cocTaBisgeT >90%, 4to co-
MOCTaBUMO C TAaKOBOI y B3pOCbIX [2, 4, 62]. Cpeaint OCHOBHBIX
MNPUYMH CMEPTU MOXHO BBIIEIUTH MOPaKeHUE TOYEK, BBICO-
Kyt aktuBHOCTh CKB ¢ ObIcTphIM (pOpMHUpPOBaHUEM TTOJMOP-
TraHHOM HEIOCTATOYHOCTH, TPOMOO3bI 1 nHMeKLnK [63]. Bosb-
eIl YaCTOTOM TSKETbIX MH(MEKIINI, YMEHbBIIIAIOIIMXCS ¢ BO3-
pacToM Hauaia 3a0oJieBaHUsI, MOXHO YaCTUIHO OOBSICHUTH
XyIUIYI0 BbDKUBAeMOCTb, Habmoaaemyto npu pasputuu CKB
B IpeaIyoepraTtHoM niepuoze [63].

00600111251 BCE BBILIEU3IOKEHHOE, CIeIYeT MOAYEPKHYTh,
yro CKB — 3T0 XpoHHYecKoe ayTOMMMYHHOEe 3aboJyieBaHue,
KOTOpOE CJIOXXKHO IMAarHOCTUPOBaTh M3-32 MYJIBTUOPTaHHOTO
MOpakeHUs] M TeTePOTeHHOCTU KIMHUYECKUX TMPOSIBICHUIA.
O HeobxomumocTu BkIounTh CKB B kpyr nuddepeHuupye-
MBIX COCTOSIHMIA Clie[lyeT TTIOMHUTD MpU 00CIeIOBaHUN IETEN,
0COOCHHO JIeBOYEK-ITOAPOCTKOB, C HECMEeIU(PUICCKIMU KOH-
CTUTYLIMOHABHBIMIA HapylIeHUsIMU (YCTaJIOCTh, JINXOpAIKa,
MUAJITUX, apTPAITUN), TIPU COYETAHUM KOHCTUTYIIMOHATBHBIX

HayyHo-npakTtnyeckas pesmaronorus. 2017;55(5):526-535

HapylleHU ¢ JIeliKoMmeHueil, ocobeHHO auMdpOTeHUEH,
MpU TPOMOOIUTOTIEHUN C HE3HAYUTETbHBIMU KOHCTUTYIIO-
HaJIbHBIMU OCOOEHHOCTSIMU U TTosIoXuTeTbHBIM AH®, B city-
yasgx 0e3ycrnelnrHoro JIeYeHUs MpearnoaraeMoil «MH@peKumumn»,
MPU COYETAHUM apTpairuil, HecreurudUYEeCKON ChINU, JTUXO-
pazKu, OTepyu Macchl Teja ¢ MOUYEBbIM CUHAPOMOM, TMpU Ha-
JIMYUU JTIOO0TO0, HE 0OBSICHUMOTO IPYTUMU MPUUMHAMU MYJib-
TUOPTraHHOTO MOPaKEHUSI.

OT CcpoKOB Bepu(UKALUKU IMarHo3a 3aBUCUT IMPOTHO3,
Tak Kak 0osee arpeccuBHoe TeueHue CKB y geteit u moapoct-
KOB KaK B caMOM JAe0IoTe, TaK U C TeYeHUEeM BPEeMEHU MPUBO-
AT K OOJbIIIEI YaCTOTE OpPraHHBIX TMTOBPEXKIACHUIM U CMEPTHO-
ctu, yeM ipu CKB B3pocbix. Kpome Toro, Heo6XoammMo mom-
HUTh, uTo netu ¢ CKB crankuBaiotes ¢ «HeneTckoil mpobie-
MOTi» HeTIpeicKazyeMoli, peliuIuBUpYIOlIeil 60e3HU B mybep-
TaTHBI MEPUOJ, KOTOPBIA U 6€3 TOrO SBJSIETCS CIOXHBIM Bpe-

Tabnuua 3 Knaccudukaumnonublie kputepun CKB SLICC

(2012)

KnuHn4eckue Kputepun

1. OcTpoe, aKTnBHOE
NOPAXEHNE KOXN

CbINb Ha cKynax

BynnesHble BbiCbINaHus

Tokcu4ecknit anuaepmanbHbIi HEKPO3
MakynonanynesaHas Cbinb
doToceHCNoUM3aLns

MopocTpas KoXHas BONYaHKa

Knaccuyeckas guckomgHas cbinb
TMnepTpochnyeckne NopaxxeHns KOXu
MaHHuKynuT

MopaxeHune cnu3ncToii 060104KN

OTe4Hble 3puTeMaTo3Hble 6NALIKN HA TYNOBULLE
Kanunnsput

[lnckonaHas KpacHas Bon4aHka

PoToBoit nonoctn

2. XpoHuyeckas
KOXHasi BOMYaHKa

3. §3Bbl cKU3MCTON

0601104KM HocoBoit nonoctn
4. Hepy6uosas anoneuus
5. Aptput
6. Cepo3ut MnespuT (NNeBpanbHbIi BbINOT

WAK WyM TPEHNS NNeBpbI)

MepukapauT (nepukapananbHblii BbINOT,
UAK Wym TPEHNs Nepukapaa,

UnK 3NeKTpoKapaMorpacuyeckmne NpuaHakm
nepukapauTa)

MpoTteuHypus >0,5 r/cyT
IpUTPOLUTYPUS/LMANHAPYPUS >5

8. Heliponcuxuyeckue INUNeNTUYECKUiA NpucTyn
nopaxeHus Mcuxos
MoHo/nonuuesput
Muenut
Martonorus YepenHbix HepBOB
OcTpoe HapyLLeHne Co3HaHNs

9. TemonuTtnyeckas aHemus

7. TMopaxeHue noyek

10. JTeikoneHus
Jlumchonenus

11. TpombouumTONEHNs

WmmyHonoruyeckue kputepuun

1. AHTUHYKNeapHble aHTUTENA BbILLE YPOBHS iMana3oHa pecepeHc-nadopatopum
2. AHTn-[HK Bbile ypoBHS AMana3oHa pedepeHc-nabopatopun

3. Hanuune antuten K afepHomy aHtureHy Cmuta (aHtn-Sm)

4. MonoxuTeNbHble aHTUOCHONMNUAHbIE aHTUTENA

5. Huskuii yposeHb komnoHeHTOB KomnnemeHTa (C3, C4, CP50)

6. MonoxuTensHas peakuns Kym6ca npu 0TCYTCTBUM FeMONMTUHECKOI aHeMu
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MEHEM >KMW3HM, KOTJa BaXKHbI BHEIIHWI BHUI, CaMOOIIEHKA
M TIOMCK CBOETO MecTa B Xku3HU. [Ipu3HaHMe 3TuX cenuduye-
CKUX TIpobJieM 1oBeHWIbHOI CKB gBiIsieTcsT KII0UYoM K OTITH-
MaJIbHOMY DPEIICHUI0 BOIPOCOB JAWATHOCTMKHU, TPAMOTHOU
OLIEHKM aKTUBHOCTU U ToA0Opa Teparnuu y JaHHOTO KOHTUH-
reHta OoJIbHBIX. [loJrocpouyHble pe3ysibTaThbl MCCIIeAOBAaHUN
CKB ¢ 10BeHUJIbHBIM e0I0TOM OrpaHUYEHBI, HO B HACTOsIIIee
BpeMsI MIHTEpeC K 3TOi paboTe CTpeMUTETbHO BO3pacTaeT U HO-
Bble TaHHBIE CMOTYT CTaTb OCHOBOM ISl O0Jiee MHAMBUIYab-
Horo noaxoa K Jeyenuto CKB y nereit u moapocTKoB.

JUNTEPATYPA

1. Rahman A, Isenberg A. Systemic Lupus Erythematosus. N Engl J
Med. 2008;358(9):929-39. doi: 10.1056/NEJMra071297

2. Petty RE, Laxer RM. Systemic lupus erythematosus.

In: Cassidy JT, Petty RE, Laxer RM, Lindsley CB, editors.
Textbook of Pediatric Rheumatology. Philadelphia, PA: Elsiever
Saunders; 2005. P. 342-91.

3. Mina R, Brunner HI. Peadiatric Lupus — are there differences in
presentation, genetics, response to therapy, and damage accrual
compared with adult lupus. Rheum Dis Clin N Am. 2010;36:53-80.
doi: 10.1016/j.rdc.2009.12.012

4. Hiraki LT, Feldman CH, Liu J, et al. Prevalence, incidence, and
demographics of systemic lupus erythematosus and lupus nephritis
from 2000 to 2004 among children in the US medicaid beneficiary
population. Arthritis Rheum. 2012 Aug;64(8):2669-76.
doi: 10.1002/art.34472

5. Huang JL, Yao TC, See LC. Prevalence of pediatric systemic lupus
erythematosus and juvenile chronic arthritis in a Chinese popula-
tion: a nation-wide prospective population-based study in Taiwan.
Clin Exp Rheumatol. 2004;22:776-80.

6. Kurahara DK, Grandinetti A, Fujii LL, et al. Visiting con-
sultant clinics to study prevalence rates of juvenile rheuma-
toid arthritis and childhood systemic lupus erythematosus
across dispersed geographic areas. J Rheumatol. 2007
Feb;34(2):425-9.

7. Levy DM, Kamphuis S. Systemic lupus erythematosus in children
and adolescents. Ped Clin N Am. 2012;59(2):345-64.
doi: 10.1016/j.pcl.2012.03.007

8. Sinicato NA, Oliveira L, Lapa AT, et al. Familial aggregation of
autoimmune diseases in childhood and adulthood systemic lupus
erythematosus. 2016 ACR/ARHP Annual Meeting. Abstract
Number: 1392.

9. Descloux E, Durieu I, Cochat P, et al. Influence of age at disease
onset in the outcome of paediatric systemic lupus erythematosus.
Rheumatology (Oxford). 2009;48(7):779-84. doi: 10.1093 /rheuma-
tology/kep067

10. Hiraki LT, Benseler SM, Tyrrell PN, et al. Clinical and laboratory
characteristics and long-term outcome of pediatric systemic lupus
erythematosus: a longitudinal study. J Pediatr. 2008;152:550-6.
doi: 10.1016/j.jpeds.2007.09.019

11. Ramirez Gomez LA, Uribe Uribe O, Osio Uribe O, et al.
Childhood systemic lupus erythematosus in Latin America. The
GLADEL experience in 230 children. Lupus. 2008;17:596-604.
doi: 10.1177/0961203307088006

12. Uziel Y, Gorodnitski N, Mukamel M, et al. Outcome of a national
Israeli cohort of pediatric systemic lupus erythematosus. Lupus.
2007;16:142-6. doi: 10.1177/0961203306075385

13. Salah S, Lotfy HM, Sabry SM, et al. Systemic lupus erythemato-
sus in Egyptian children. Rheumatol Int. 2009;29:1463-8.
doi: 10.1007/s00296-009-0888-5

14. Carreno L, Lopez-Longo FJ, Monteagudo I, et al. Immunological
and clinical differences between juvenile and adult onset of sys-
temic lupus erythematosus. Lupus. 1999;8:287-92.
doi: 10.1191/096120399678847786

15. Chiewchengchol D, Murphy R, Edwards SW, Beresford MW.
Mucocutaneous manifestations in juvenile-onset systemic lupus

533

IIpo3paunocms uccaedosanus
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Bonpocbl ana camoKoHTponsg

1. B ommuue ot CKB y B3poc/ibIX, NpH I0BEHWILHOM J€010TE
oTMevaeTcs:
A. bBonee yacroe pa3BuTue pemuccuu
Bb. Yamie nmopaxkeHue movyek, HEMPOTICUXUIECKUE
TIPOSIBICHUST I TEMOJTUTUYECKAsT aHEMUST
B. Penko pa3BuBaercs moauapTpuT
I'. Bce BhblllleniepeyncIeHHOE BEPHO

2. 'V nereii Bo3MoKeH MoHoopranublii nedrot CKB:
A. BepHo
b. HesepHo

3. Hwu3kwuii ypoBeHb CHIBOPOTOYHOTO KOMILIEMEHTA Y JeTeid
npu CKB:
A. Bxomut B kputepuu SLICC 2012 .
Bb. YuutsiBaetcs npu oneHke aktuBHocTH CKB
B. KoppenupyeT ¢ akTHBHOCTBIO JTIOTTyc-HedpuTa
I'. Moxert ObITh TPOSIBJIEHUEM BPOXIEHHOTO AeduuTa
KOMITOHEHTOB CUCTEMbI KOMILJIEMEHTA
JI. Bce BbllIENEpeUYUCICHHOE BEPHO

4. BwiaBiaenne AH® B BbICOKOM THTpE:
A. OnHO3HAYHO CBUAECTEILCTBYET B 1oJib3y CKB
b. Hukoraa He BcTpeuyaeTcs IpyU MOCTBAKLIMHATbLHOM
ayTOMMMYHHOM CHUHIPOME
B. He gBasiercst 1ocTaTOYHBIM 151 AMAaTHOCTUKU WU
115t MoHutopuHra CKB

5. Bo3moxnsie BapuanTbl anemun npu CKB y nereii:
A. AHeMUS XpOHMUYECKOTO 3a00JIeBaHUS
b. XKeneszonedunmrHast aHeMust
B. Kym0Oc-mo3uTuBHasi TeMOJIUTUYECKast aHeMUs
I'. Bce BhblllIeniepeyncaeHHOE BEPHO

6. Tunepdeppurunemus npu CKB:

A. AccoumMupoBaHa ¢ CEpO3UTOM, TPOMOOLIUTONICHUEH,
BBICOKMM YPOBHEM BOJTYAHOYHOTO aHTUKOATYJISTHTA
Y aHTUKAPAVOIUTTMHOBBIX aHTUTEI

B. MoxeT ObITh posiBieHneM BropruHoro CAM

B. XapaxrepHa ajst IpuCOeANHEHUsT CUCTEMHOM
WHMEKITNNI

I'. Bce BblllleniepeyncIeHHOE BEPHO

7. JIng moCTaHOBKM quarHo3a coriacHo kputepusm SLICC
2012 r. HeoOxoaMMO:
A. Bonee yeTbIpex KIMHUYECKUX KPUTEPUER
B. Bonee uyeTbipex MMMYHOJIOTMYECKUX KPUTEPUEB
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B. Hannuue He MeHee YeThIpexX KpUTEPUEB,
cpeau KOTOPBIX 00s13aTeIbHO JOKEH ObITh
XOTs1 ObI ONMH KIMHUYECKUI 1
OIMH UMMYHOJIOTUYECKUIA

8. K Hambouiee pacnpocTpaHeHHBIM MOPAKEHUAM KOXKH

npu CKB y nereii oTHOCHTCS:

A. Octpoe nopaxeHue KOXU B BUJI€ SPUTEMATO3HOIA,
cJierka NMpUINoIHUMAIOLLIEUCs, HE3YISIIEN ChITIH,
pacrnpocTpaHsIolelicss Ha 0671acTb EPEHOCULIBI
U CKYJ

b. XpoHuueckast AMCKOUIHAS ChIMb

B. Hecneunduueckue nposiBAeHUS 110 TUITY
¢eHomeHna PeiiHo u livedo reticularis

9. IlporHocTHyecKH HeGIATONPUSATHBIE (DAKTOPBI

npu 1oBeHwbHOM neiore CKB:

A. Bospacr ne6rota go 10 et

b. TlopaxeHue noyex B AedoTe

B. Myxckoii o

I'. TMopaxenune THC

JI. Bce BbILIENIEpeUUCIEHHOE BEPHO

10. Heiiporonyc npu 1oBeHuibHoM nediore CKB:

A. OtHocutenbHo yactoe nposiBieHue CKB neTckoro
BO3pacTa, OOJIbIIMHCTBO MALMEHTOB UMEIOT
6oJjiee omHOro mnpospiaeHus mopaxenus ITHC,
SIBJISICTCSI OIPEEIISIOIINM IIPY BBIOOpE Teparuu
B. Ouenb peako BcTpeyaeTcs MpH IOBEHWIBHOM
ne6iote CKB, mporHocTyecku 6osee
HeOJIaronpusTeH B CTaplicii BO3paCTHOM IpyIIIe

11. Bo3moxHble mpuunHbl MoueBoro cunapoma npu CKB:

A. Hedpur Kak nposiBjieHue aKTUBHOCTU 3a00JIeBaHUsI
Bb. TlpucoennHeHue CONyTCTBYIOLIEH MH(MEKIIUU

B. ‘ArtporeHHoe nopaxeHue

I'. Bce BbllienepeyncieHHOE BEPHO

12. TunuYHBIA XapaKTep MOPaKeHUsT ONIOPHO-IBUTATEIbHOTO

ammapara npu CKB y nereii:

A. Hespos3usHblii HeneOPMUPYIOMINIT CUMMETPUIHBIIA
MOJUAPTPUT

Bb. Onuroaptpur

B. TlopaxeHue akcHaIbHOTO CKeseTa

I. Bce BhblllienepeyncieHHOE BEPHO

Omeemvt — Ha c. 575
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