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XAPAKTEPUCTUKA MOHATUA

HOBEHUNbHBIM ManMonatuyecknun aptput (LOUMA) —
apTpUT HeyCTaHOBNEHHOW MPUYUHbLI, AJIUTENBHOCTbLIO
6onee 6 Hen, pa3BMBaloWMWACA y [eTen B Bo3pacTe
[0 16 neT, Npu UCK/IIOYEHUM APYron NaToNornmn CyctaBoB
(no knaccuduKaumu International League of Associations
for Rheumatology, ILAR).

SNMUAEMHUOJIOIUSA

HOBEHUNbHbIN MAMONATUHECKUI apPTPUT — OAHO U3 Hau-
Gofiee 4acTbiX M CaMblX WHBANUAUIUPYIOLLMX PEBMATU-
4yecKux 3aboneBaHWi, BCTpevalowwuxes y aeter. 3a6onesa-
emocTb HOWA coctaBnser 2-16 Ha 100000 petckoro
HaceneHus B Bo3pacTe Ao 16 neT. PacnpocTpaHeHHOCTb
HOMA B pa3Hbix cTpaHax konebnetcs ot 0,05 no 0,6%. Yauwe
6OneT AEBOYKM.

K/IACCUOUKALIUA

B HacTosiLlee BpeMs 06LWEeNpPUHATON ABASETCH Knaccu-
dukaumns OMA BceMUpHOM UM peBMaToNorM4ecKmx acco-
umaum (ILAR) BTOporo nepecmotpa (3amoHTOH, 2001),
B COOTBETCTBMM C KOTOPOW BbIAENSIOT Cnefylolwne Bapman-
Tbl 32601€BaHUA:
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® CUCTEMHbIV IOBEHUbHbIN MANOMATUYECKUI apTPUT;

ONUTOaPTUKYNAPHBIA LIOBEHU/IbHBIM  MANMONATUYECKUI

apTpuT;

®  MOSIMAPTUKYNISIPHBIA  IOBEHUbHLIN  MAWMONATUYECKUI
apTpuT, Pd-HeratuBHbIN;

®  MOSIMAPTUKYNISIPHBIA  IOBEHUbHLIN  MANMONATUYECKUI
apTpuT, PO-NO3UTUBHbIN;

®  OBEHU/IbHbIV NCOPUATUHECKUM apTPUT;

®  apPTPUT, aCCOLMUPOBAHHbIN C SHTE3UTOM;

e  HeanddepeHUMPOBAHHbBIN apTPUT (apTpUT, HE OTBEYa-
IOWWIN KPUTEPUAM KaKOW-TMBO KaTeropuu Mnu oTeBeva-
oM KpUTEpUSM Gonee Yem ABYX U3 NpeacTaBAeHHbIX
KaTeropum).

3THOJIOIUSAl U NATONEHE3

FOBEHWUIbHBIV MAMONATUYECKUI apTPUT — MYyNbTUDAaK-
TOpPHOE MmonureHHoe 3abonieBaHne, MEXaHW3Mbl Pa3BUTUSA
KOTOPOro OT/IMYalOTCA NPU PasHbIX BapuaHTax 60/1e3HM.

Ons cuctemHoro HOWA (ctOMA) xapaKTepHO OTCyT-
CTBME CBHI3M C [MlaBHbIM KOMIMJIEKCOM TMCTOCOBMECTH-
Moctu Knacca Il (MHC II). Mpn agpyrux BapuaHtax HOUA
BbISIBNSAIOTCA YETKME T[EeHeTUYecKne accouuaumuun. ns
BCEN nonynauuMuM 60JMbHbIX ONUroapTUKYNSAPHbIM HOUA,
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B 4aCTHOCTM AN AeBOYEK C paHHMM aebioToM 3abonesa-
HUSA, XapaKkTepHa accouuauma ¢ HLA-2, a Takke ¢ HLA-
DRB1*08-DQA1*04-DQB1*04 rannotMnamu, KOAUPYIOLLMMHU
DR8 n DQ4. [eHeTU4eCcKMe accoumaummn NoMapTUKYNSpHOro
P®-HeratuBHoro FOMA aHanorMyHbl TaKOBbIM MpPU ONIMroap-
TUKYNSIPHOM BapuaHTe 6onesHu. lNpu nonnMapTUKyISpHOM
P®-no3utneHom HOWMA ¢ 60/blIOMA 4acTOTOM BbISABASIOTCA
HLA-DR4 (HLA-DRB1*0401*0404,0408* wnn *0405),
DR1 (DRB1*0101) n DR14 (DRB1*1402) annenu; npwu
apTpuTe, acCOUMMPOBAHHOM C 3HTE3UTOM (IOBEHWIBHOM
aHKunosupytolem cnonamnoaptpute), — HLA-B27.

MexaHu3Mbl aKTMBaLMM MMMYHHOrO OTBETa MNpu pas-
HbIX cy6Tunax FOWA Takxke otnmyatotcsd. ctOMA B HacTosLlee
BpeMs paccmaTpuBaloT B 60/blUEN CTEMEHU HE KaK ayTOUM-
MYHHOE, a KaK ayToBocnanuTenbHoe 3aboneBaHune. B pa3su-
Tun ctOVA Beayllylo ponb UrpaeT akKTMBaLMsa BPOXAEHHOIO
UMMYHUTETA; 9DDEKTOPHbIE KNETKM — Makpodarn U Hen-
Tpodubl, ayToaHTUTENa — HE BbIABAAIOTCA. TaKMe BHeCy-
CTaBHble NPOSBAEHUSA, KaK NMxopaaKa, Cbifb, TPOMOOLMTO3,
aHeMusi, 0CTeonopo3, a TaKkKe CUHTE3 0CcTpoda3oBbIX 6en-
KoB (CPE v amnnounaa), npyM CMCTEMHOM apTpuUTe CBA3bIBAIOT
C runepnpoaykumen nutepnenkundos (UJ1) 6 n 1. Mpu apyrux
BapuaHTax HOMA aKkTMBMpyeTcs MNPUOBPETEHHbIN MMMYHU-
TET; 9OPEKTOPHbIMU KNeTkamu aBnatoTea T 1 B niumdoumnThbl.
Benylyio ponb B pasBUTUM KIIMHUYECKUX CMMMATOMOB Mpw
IOMA 6e3 cucTeMHbIX NPOSIBNIEHUI (CMHOBWTA, OAECTPYKLIUK
XPSALWEBON U KOCTHOM TKaHW) nrpaet GaKkTop HEKPO3a OMyXo-
m (PHO) o M cUHTE3 ayToaHTUTEN. AyToaHTUTENa Hanbonee
4acTo BbISABASAIOT NPU 0NnroapTukynspHom KOUA (aHTUHYKNe-
apHbIn pakTop, AHD) n nonnapTukynspHom PP-no3nMTUBHOM
IONA (PP knacca IgM, aHTUTENA K LUKIMYECKOMY LIUTPYIIN-
HOBOMY MenTMay): 3TO CBUAETENLCTBYET O TOM, YTO aKTUBaL M
r'yMOpanbHOro UMMYHUTETA ABASETCS LIEHTPalbHbIM 3BEHOM
B natoreHese 3TMx BapuaHTOB 3aboneBaHus. [pun apTpute,
acCoUMMPOBAHHOM C 3HTE3MTOM, M MCOPUATUHECKOM apTpu-
Te NPOAYKLUMSA ayTOaHTUTEN He BbipaXeHa, HO HabnoaaeTcs
cunbHasg accoumaums ¢ HLA.

B naTtoreHese Bcex BapuaHToB FOMA LeHTpanbHyo ponb
UrpaeT akTMBaLMs UMMYHHOW CUCTEMbI, MPOAYKLMSA NPOBOC-
nanuTeNbHbIX LMTOKMHOB aKTMBMPOBaHHbIMU T numdouuTa-
MW M MaKkpodaraMun 1 pa3BuTHE XPOHMYECKOIro BOCNaNeHus.

NMATOMOP®OJIOrMsa

HOBEHUNBbHBIM MAMONATUYECKUIA apTPUT XapaKTepuayeT-
CSl XPOHUYECKUM HErHOMHbLIM BOCMAIEHUEM CUHOBMaANbHbIX
060/104€K (puc. 1).

[Mpr MUKPOCKOMMK B MOPaXKEHHbIX CUHOBMAbHbIX TKAHAX
0B6HapyXMBalOTCA OTEK, runepemMms U MHOWUNLTPaLUSA M-
dounTamMn 1 NnasmaTMieCKMMK KneTkamu, nponndepaums
KPOIOLWMX CUHOBMOLMTOB, HeoaHrnomatol. [loBbileHHas
CEeKpeuMs CyCcTaBHOM MWAKOCTM NPUBOAWUT K O6pa3oBa-
HUIO BHYTPUCYCTABHOrO BbINOTa. BbinA4ynBaHUA yTONLEH-
HOM CHHOBMANbHOM 060NOYKM 06Pa3yIT BOPCUHBI, KOTO-
pble BbICTYNaloT B MOMOCTb CyCcTaBa; rmnepnia3mpoBaHHas
CcMHOBManbHaa ob6onoyka npu HKOUA pacnpocTpaHsaeTcs
Nno NOBEPXHOCTU CYCTAaBHOMO Xpslia M C HUM crhavBaeTcs.
O6paszyeTcsa naHHyc. 1o Mepe nporpeccMpoBaHmsa CUHOBUTA
pa3BMBAETCA 3PO3MS, U MOCTEMNEHHO pa3pylaeTcs CycTaB-
HOW XpsiLl, @ BNOCNEACTBMU U KOCTHAs TKaHb.

[ecTpyKumsa cycTaBHbIX CTPYKTYP 4Yalle pa3BuBaeTcs y
[eTew C NONOXKMUTENbHOM MO peBMaTtonaHomy daKktopy dop-
mMon FOMA n ctOUA. MpoLiecc AeCTPYKLMK CyCTaBHbIX CTPYKTYP
MOXET NPUBECTM K 3P0O3UN KOCTHOM TKaHW Ha CybXxoHapanb-
HOM YPOBHE, CY)XEHWIO CYCTaBHOro MpOCTpaHCTBa (3a cyeT
noTepu CyCTaBHOro Xpslia), pPaspyleHUto W cpacTaHuio
KocTen, gedopmanmam, noaBbiBUXaM UM aHKUIO3Y cycTa-
BOB. MorytT BO3HWKHYTb TEHOCMHOBMWT M MMO3WUT. B 30Hax

Puc. 1. Cepo3HbIvi apTpUT KOoNeHHOro cyctasa npu FOUA.
HabyxaHne MSArkux TKaHen cycTaBHOM CYMKM

e

KOCTEN, MnpuierawwWwmx K MOpaxKeHHbIM cycTaBam, MOryT
0TMeYaTbCs OCTEOMNOpPO03, MEPUOCTHUT, YCKOPEHHbINA POCT 3Mnu-
GM30B M NMPEKAEBPEMEHHOE UCYE3HOBEHME ANMUPU3aPHOro
xpsila.

Mopdonornyeckum cybcTpaTtom GONbLIMHCTBA KIUHU-
YECKMX MPOSIBNEHMI apTpuTa, acCOLMMPOBAHHOIO C 3HTe-
3UTOM, CHYXXUT BOCNaNUTENbHbIK GUOPO3UPYIOLLMK NpPO-
L|ecc ¢ NepBUYHON IOKaNN3aLMeNR B CYyXOXKMUIbHO-CBA304HbIX
CTPYKTYpax, MecTax Ux NpUKpenIeHns K KocTh, Gnbpo3Hon
4acTU MEXMO3BOHOYHbIX [MCKOB, CMHOBMAaNbHOW 060/04-
Ke CyCTaBOB C TeHAEHUMEN K TMMOOULHON MHOUNBTPaLIUK
W runepnnasun. B nneocakpanbHbIX COYNEHEHUSAX 06pa3yeT-
ca cy6xoHapanbHas rpaHyasiLMOHHAs TKaHb, Xpsll 3amella-
eTcst GMOPO3HON, a 3aTeM U KOCTHOM TKaHblo, GopmupyeTcs
aHKWM03.

[Mpn ncopnatnyeckom aptTpute MopdOIOrMyeckne name-
HEHWS B CUHOBMANbHOM 0OO0/0YKE MNpeacTaBASiOT cobowm
XPOHUYECKUA CMHOBWT, NOAOOHbIM TakoBoMy npu HOUA, HO
C onpeaeneHHbIMM 0CO6EeHHOCTSAMU. K HUM OTHOCHTCH COCy-
AMCTble HapylleHWs, BblpaxeHHoe ¢GopMUMpOBaHWE BHOBb
06pasyemblx KOnareHoBbIX BOSIOKOH B CyOGCHMHOBMWaAbHOM
TKaHM, Y4TO KIIMHWYECKM NPOSBASETCS CKIIOHHOCTbLIO K pasBu-
THIO GUOBPO3HBIX KOHTPaKTYp. Mpn ncopruaTMiecKom apTpuTe
TaKe oTMevaeTcs GOpMUPOBaHME NaHHyca, HO B MeHbLUew
cteneHu, 4yem npu HOWA. BbipaxeHHOCTb Mopdonornye-
CKMX M3MEHEHWW MNpKU MNCopuaTUYECKOM MpoLecce 3aBu-
CWT OT IOKann3aLmmn cycTaBHOro npoLecca 1 AIMTeNbHOCTH
6051e3HU. HYem Gonee BbiparKeH CUHOBUT, TeEM MOPPONOrm-
YEeCKM OH B 6onbluen ctenenun otnnyaetcs ot FOMA. Micxogom
OMMUCaHHbIX UBMEHEHUIN MOXET 6biTb GMOPO3HbLIN, a 3aTeEM
N KOCTHbIW aHKM103.

OJINTOAPTUKYNSIPHbIN IOBEHW/IbHbIA
WAMOMATUYECKHUHA APTPUT
XapaKTepucTUKa NOHATUS
ApTpUT C nopaxeHnem oT 1 Ao 4 cycTaBOB B TeyeHue
nepBbix 6 Mec 601e3HU. BbigensatoT 2 BapuaHTa:
® MEepPCUCTUPYIOLLNN ONUTrOapTpPUT — nopaxeHne 1-4 cy-
CTaBOB B Te4YeHue Bcen 601e3Hu;
® pPacnpoCTPaHMBLUMIACS ONUrOaApPTPUT —
5 1 6onee cyctaBoB nocsie 6 mec 601e3HMU.
[JunarHos onuroaptukynsapHoro HOMA He MOXKeT ObITb
YCTAHOBJIEH MNPV HaNN4Ynu:
e [copuvasa (B T.4. B aHaMHe3e) y naumeHTa Uin ero poa-
CTBEHHWKOB MEPBOW IMHMM POACTBaA (POAUTENU, CUBChI);
e apTpuTta, accoummnpoBaHHoro ¢ HLA-B27 aHTureHow,
y Mafb4MKOB B BO3pacTe cTaplue 6 neT;

ropaxeHue

~
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HenpepbiBHOEe npodeccuoHanbHoe o6pasoBaHue

Puc. 2. CummeTpmyHas
BblpaXkeHHas MpuUnNyxnocTb

1 crnbaTeNibHble KOHTPaKTypbl
B KOJIEHHbIX CycTaBax npu
onuroapTukynsapHom HOUA.
MaLneHT He MOXET CTOATb,
XOAWTb

Puc. 3. MHOXeCTBeHHble

3HAOTENNANbHbIE NPELUnUTaTh
Ha poroswLe npv 060CTPEHUM
yBeuTa

Puc. 4. 3ameHeHne Gopmbl
3payKa (1), 3agHue cuHexum (2),
CTyLLEBAHHOCTb PUCYHKa
pafy*KHon 060/104KH (3) Npwu
NOAOCTPOM TEYEHUU yBEUTA

® aHKWNO3MUPYIOLLEro CMNOHAMAUTA; apTpuTa, accouumpo-
BaHHOIO C 93HTE3UTOM; CaKpousienTa B COYETAHUMU C BOC-
nanuTenbHolMU 3a60/1€BaHUAMU KULIEYHUKAE; CUHAPO-
mMa PeiTepa; OCTpoOro nepefHero yseuTa WM OLHOMO
N3 aTUX 3ab60NeBaHU y POACTBEHHUKOB NEPBON NUHUU
pofcCTBa;

® noNoXuTensHoro PP knacca IgM MUHUMYM B ABYX Npo-
6ax, B34TblX C MHTEPBANIOM HE MeHee 3 Mec;

e cuctemHoro tOMA y naumeHTa.

Anuaemuonorus

Hanb6onee 4acto BcTpedatowmmncs BapuaHT HOUA:
Ha ero gonto npuxoamtcs 50% Bcex cnyyaeB 3abonesa-
Hus. Pa3BUBaeTCs NMPEVMYLLECTBEHHO Y AETEW B BO3pacTe
oT 1 roga o 5 net. Yaue 6onetoT AeBo4YKkM (85%).

KnuHuyeckasa KaptuHa
Havano 3aboneBaHus Yallle ocTpoe.

CycTaBHOWM CUHAPOM

B TeyeHne nepBbix 6 MeCc 601e3HU TUMUYHO MOPaXKeHUe
=< 4 cyctaBoB. Hanb6onee 4acto B NpoLLECC BOBJ/EKAIOTCH
KOoneHHble (89%) 1 roneHocTonHble (36%) cycTaBbl, pexxe —
MeJIKue cycTaBbl nanbLeB KUCTEN U cTon (6%), NOKTeBble,
Ta3obefpeHHble, y4e3anacTHble U YeNloCTHO-BUCOYHblE
(3%). PasBuBaeTca BblpakeHHas aTtpodusa MbllL, pacno-
JIOXEHHbIX MPOKCUMaJIbHEE CyCTaBa, BOBIEYEHHOIO B NaTo-
JIOTMYECKUIM NPOLLECC; YCKOPSAETCS POCT 3NUdU30B KOCTeH
nopaxeHHbIX CyCTaBoB (pucC. 2).

Mpn aCMMMETPUYHOM TOHUTE MOpaXeHHas KOHEYHOCTb
yonuHsaeTca u dopmupyeTtcs BapycHas gedbopmMaLimsa roneHu.

BHecycTaBHble NposiBNeHUs

MepenHui yBeUT (MPUT, NEPELHUN LUKNUT, UPULOLMKINUT)
pa3suBaetcd y 20% 60/bHbIX ONMroapTUKyNApHbiM HOUA.
OH MOXeT [e6loTMpoBaTh 3@ HECKOMbKO NIET A0 pa3BUTUSA

cycTtaBHOro cuHapoma. CpegHuin Bo3pacT gebloTa yBenta —

2 roga. Haue 6onetoT AeBOYKKU. Ero yactora Bblille npu Gpop-

Max 3ab0/ieBaHUA, XapaKTepPU3YOLWMXCS PaHHUM HavasioM.

YBeWT, Kak npaBuWIO, XapaKTepulyetcss 6eCCUMMMNTOMHbIM

NoJOCTPbIM UK XPOHUYECKUM TEHEHUEM U ANArHOCTUPYETCSH

NMpPU CHUXEHWUN 3PEHNSA N GOPMUPOBAHMUN KaTapaKTbl.

B 6onblumMHCcTBE CcnydyaeB Habnogaetca ABYCTOPOHHUMN
yBeuT (puc. 3, 4). MNpn odTanbMOCKONUK AUArHOCTUPYIOT cCle-
[ylolme NpU3HaKu:
® W3MEHEHMWS 3HAOTENNS POroBMLblI B BUAE peaKLmMm 3ano-

TENOCTU, OTNIOKEHWUS Ha 3HAOoTENMW (DOPMEHHBLIX 3ne-

MEHTOB;

e (06pa3oBaHWE POroBUYHbIX MpeuunuTaToB (arperathbl
BOCMa/UTENbHbIX K/JETOK, KOTOpble pacronarailTcs B
HUXHEW NONOBUHE POroBULbl, DOPMUPYS TPEYrONbHMK);

® JleHTOBMAHas AUCTPOodUS pOroBuLbl C Pa3NnyHON cTene-

HblO KanbUUdUKaLIMK 1 YTONLWEHUS POrOBULbI (Knaccuye-

CKWW MpU3HaK yBeuTa, accounmpoBaHHoro ¢ FOUA);
® rUnepemus u OTeK padyXKKu, CrMaxeHHOCTb ee PUCYHKA,

nosiBNieHMe 3KCCYAaTUBHO-GUOPUHOBHBIX OTIOXKEHUH,

MHOrAa remopparui;

e  (GopMMpOBaHWE MEPUXPYCTASIMKOBbLIX MNEHOK B 06/1aCTH
3payka, 3afHUX CUHEXMW, CBA3bIBAOWMX Kpar pagyrKKu
C nepeaHen MOBEPXHOCTbIO XpyCTalMnKa, Y4TO NPMBOAUT
K M3MeHeHM1I0 GOpMbl 3payKa.

AmnarHoctuka

JlabopaTopHbie uccaegoBaHusi

KnnHnyecKuit aHain3 KpoBU: reMaToslorM4yeckue rnoka-
3aTrenun MoryT 6bITb HOPMasbHbIMU, B PAAE ClyYaeB BbISBASA-
€TCA yMepeHHas rMnoxpoMHas aHeMums U NOBbILEHWE CKOPO-
cTn ocefanus aputpoumtos (COJI).

BUOXUMMYECKMI M UMMYHOJIOTMYECKMI aHa/In3bl KPOBH
y 60NbLIMHCTBA 60/bHbIX — B Mpeaenax HopMbl; BO3MOXHO
NnoBbllLlEHNE KOHUeHTpauun C-peaktuBHoro 6enka (CPB),
UMMYHOrN06ynuHOB (Ig) M, G; Hannyne AH®.

KoHcynbtauus o¢ranbmonora — [NA AUATHOCTUKMU
yBeuta. Bcem nauueHtam ¢ apTputoM HEO6XOAMMO MpoBe-
feHne odTalbMOCKOMMUMU.

UHcTpyMmeHTanbHble nccnegoBaHus

PeHTreHorpagus, KommnbiloTepHas Tomorpagpus (KT)
cycTaBoB. PEHTTEHONOMMYECKME N3MEHEHNS HE OT/IMYAlOTCS
OT TaKOBbIX NpK Apyrux BapuaHtax KOMA, Ho MeHee Bbiparke-
Hbl. Ha paHHMX CTagMaXx Cy)KEHWE CYCTaBHbIX LUIEeNen MOXKET
HabntogaTbes y 5% 60nbHbIX, 3po3un — y 10%, ycKopeHue
pocTa Koctu — y 20% (Hanbonee 4acto — Mpu nopaxeHum
KONIEHHOro cycTaBa).

MarHuTHo-pe3oHaHcHass Tomorpagus (MPT) cycTtaBoB:
CUHOBMUT, yBE/IMYEHNE KONIMHECTBA CUHOBMANbHOW XXUAKOCTH,
OTEK KOCTHOro mMoa3ra.

Te4yeHue U NPOrHo3

MpuénusntenbHo y 40% naumeHToB pa3BMBaAETCA PEMUC-
cus. bonee yem y 50% nauMeHTOB COXpPaHAETCH aKTMBHOCTb
6onesnn, y 40% 13 HWUX ONUroapTpuT TpaHchopmupyeTcs
B MOJIMAPTPUT, HO YMUCIO MOPAXKEHHbIX CYCTAaBOB MEHbLUE,
4yeM npu nonvapTpute B Aebiote 3abonesanusa. Mpu anutennb-
HOM Te4yeHMU 60/1Ie3HM NOCE KIMHUYECKON PEMUCCHUN MOXKET
pa3BuUTbCSH OCcTeoapTpuT. CMepTHOCTb o4YeHb HM3Kada. Y 10%
60/1bHbIX C YBEUMTOM pa3BMBaETCH crenoTa.

daKTopbl HEGNAronNnpPUATHOrO NPOrHo3a
(Hanu4Me xXoTH Gbl OAHOIO KpUTEpUsa AMEepPUKaAHCKOM
KoJu1eruu pesmartosioros, 2011)

e [lopaxeHue Ta306epeHHbIX CyCTaBOB WU LLIEWHOro
OTAeNa NO3BOHOYHMKA.



e [lopakeHue roeHOCTONHOro UK ny4ye3anscTHOro cycra-
Ba U 3HAYUTEIbHOE WU MPOLOSIKUTENIbHOE MOBbIWEHWE
nabopaTopHbIX NOKa3aTenen.

e [leCTpyKUMUS CYCTaBOB MO [aHHbIM PafuMoNIOrMYecKoro
o6cnefoBaHna (3pO3MK CyCTaBHbLIX MOBEPXHOCTEW WU
CYXEHMEe MEXCYCTaBHbIX Lenen).

OcCnoXHeHus
JlokanbHoe HapylleHrne pocTa KOHEYHOCTEN, KOHTPaKTY-
pbl CyCTaBOB.

AnddepeHunanbHas gUarHocTuKa

OnddepeHumnanbHO-AnarHoCTMYECKME MeponpuUaTUS npo-
BOASAT C apTPUTOM, acCOLMMPOBAHHBLIM C 3HTE3UTOM; MCO-
pUaTUYECKUM apTPUTOM; OCTEOMMUENTUTOM; apTPUTOM, acco-
LUMMPOBAHHBLIM C MHOEKUMEN: acenTU4YeCKUM apTpuToM,
peaKTUBHbIM apTPUTOM, 3/10KA4YECTBEHHbIMU U JOOGpPOKaye-
CTBEHHbIMM HOBOOOGPA30BaHWUAMU, reMODUINENR, TPAaBMON,
Ty6EepKyne3oMm v ap.

JleyeHue

[Mpy HU3KOM aKTMBHOCTU 6OSIE3HMU, OTCYTCTBUU KOHTPAK-
Typ B cycTaBax U $aKTopoB HebnaronpuaTHOro MporHo3a
NPUMEHSIOT HECTEPOMHbIE MPOTUBOBOCMANNTENbHbIE CPEA-
ctBa (HMBC). MoHotepanua HIMBC MoxeT npofosixKarbes
He 6onee 2 Mec.

Mpy HannyMM aKTMBHOrO apTpuTa MPOBOAAT BHYTPU-
CYyCTaBHble WHDBEKLMM [NIIOKOKOPTUKOMAOB: 6GeTaMeTa3oH
He valle 1 pasa B 6 Mec, TPpMaMLMHOMNOHA reKcaLeToHna —
He yaule 1 pasa B 4 mec.

B cnydae HeaddpektuBHoctn HIMBC HazHavatoT meTo-
TpekcaT B fo3e 15 Mr/M2 B Hef MOAKOXKHO WMIAW BHYTPU-
MbILLEYHO.

Mpy BBICOKOW M CpeaHEW aKTUBHOCTM OONE3HU BHE
3aBUCMMOCTM OT (GaKTOpPOB HEe6MAAronpusaTHOro MPOrHo-
33, a TaKXe HWU3KOW aKTUBHOCTM OOJIE3HU MNpPWU Halu-
4yum GaKTopoB HEeOBNAronpUATHOrO MPOrHO3a JevyeHune
MEeTOTPEeKcaToM Ha3Ha4yaloT cpaldy nocne BepuduKaumu
avarHosa.

B cnyyae HeadpdeKTMBHOCTM MeToTpeKcaTa (OTCyTcTBME
30% ynyyweHUs no neavaTtpuyeckUM KpUTEpPUSM YIyd-
weHnsa AMepuKaHcKoW Konnernn pesmaronoros, AKP.,,)
yepe3d 3 Mec (MpM HEoBXOAMMOCTM — paHblie) u/unu
€ro HenepeHoCUMOCTM MNPUMEHSAIOTCA TEeHHO-UHXKEHeP-
Hble 6uonoruyeckue npenapatbl (TMBIM) — WHrMGUTO-
pbl ®PHO o — yenoBeyeckne MOHOK/IOHasbHble aHTUTeNna
K ®HO o: aganumyma6 B fo3e 24 Mr/mM2 Ha BBedeHWe
NOAKOXHO 1 pa3 B 2 Hed B COYETAHUM C METOTPEKCaToM
B nose 15 Mr/M2 B Hed WX B KayecTBe MOHOTepanuu,
W1 pactBopumbii peuentop K PHO « aTaHepuenT B A03e
0,4 Mr/Kr maccol Tena Ha BBeAeHWE MOAKOXHO 2 pasa
B Hen (unm 0,8 Mr/Kr macchbl Tefla Ha BBefeHne 1 pa3 B
Hep) B coOYeTaHWM ¢ MeToTpeKkcaToMm B fo3e 15 Mr/M2 B Hej
WKW TaKXe B KayecTBe MoHOTepanuu. Agannumymab npwu-
MeHSeTCs y AeTen ¢ Bo3pacTa 4 fneT, aTaHepuenTt — ¢ 2 neT.
Mpn yBenTe NpeanoyTuTeIbHO NPUMEHeHKe aganumymaba.

Mpn HeaddeKTMBHOCTM nepBoro MHrubutopa ®HO «
(HeOoCTUXKeHMe cTaaun HeaKTMBHOM 60/1e3HU) B Te4eHue
4 mec (Npy1 HEOB6XOAMMOCTU — paHblue) /WK ero Hene-
PEHOCMMOCTU — MepeKoYeHne Ha BTOPOM MHIMOUTOP
®HO « nav npenapaTt ¢ APYrMM MexaHU3MOM AEeNCTBUS —
6nokatop Koctumynauum T numdoumtoB abaTauent
B Ao3e 10 mr/Kr maccol Tena Ha BBeAeHWe BHYTPUBEHHO
no cxeme 0-2-4-9 Hen, fanee Kaxable 4 Hel B KOM-
O6WHauMmM c MeToTpeKkcaTtoM B Aose 15 Mr/M2 B Hepn.
Ab6aTauenT 3apernctTpupoBaH no nokasaHuio OUA y neten
c Bo3pacTa 6 feT.

NMOJIMAPTUKY/ISIPHbINA IOBEHU/IbHbIN
WAMOMNATUYECKUIA APTPUT, PO-HEFATUBHbIN
XapakTepucTUKa NOHATUA
MonnapTukynsapHoln FOUA PD-HeraTMBHbIN — apTpuT
C nopaxeHvem = 5 cycTaBOB B TeyeHMe NepBblx 6 mec
60onesHu, TecT Ha PO — oTpuuaTenbHbIN.
[OnarHo3 nonuaptukynspHoro HOWUA Pd-HeraTtuBHOro
He MOXEeT GbITb YCTAHOBJIEH NPU HaINYUK:
e ncopuasa (B T.4. B aHaMHe3e) y nauneHTa uin ero poa-
CTBEHHUWKOB MepBON IMHMK POACTBa (POoAUTENU, CUBCHI);
e apTpuTa, accouumnpoBaHHoro ¢ HLA-B27, y mManb4yvMkoB
B BO3pacTe cTaplle 6 neT;
®  aHKWMNO3MPYIOLWEro CNoHAMAWUTA; apTpuTa, accoLMupo-
BAHHOrO C 9HTE3WUTOM; CaKpouenTa B COYETaHMUMU C BOC-
nanuTenbHbIMKU 3a60/€BaHUAMU KULWEYHUKA; CUHAPO-
Ma PenTepa; oCTporo nepegHero yBewTa WAM OLHOMO
N3 nepevncneHHblx 3ab6oneBaHnin y poACTBEHHUMKOB Nep-
BOW NIMHWW POACTBA;
e nonoxutenbHoro P® knacca IgM MuHMMyM B 2 npobax,
B3ATbIX C UHTEPBA/IOM HE MeHee 3 MeC;
e cuctemHoro tOMA y naumeHTa.

Anuaemuonorus

Ha ponto nonuaptukynapHoro HOUA P®d-HeratuBHOro
npuxoantcs meHee 20-30% Bcex cnydaeB HOUA. Pa3Bu-
BaeTcsa y Aetei B Bo3pacrte oT 1 roga go 15 net. Yauwe 6one-
0T AeBOYKM (90%).

KnuHuyeckas KapTuHa

[e6toT 60/1€3HM MOXKET BblTb OCTPbIM, HO Yy 60JIbLLUMHCTBA
nauneHToB NPOTEKAET C NOCTENEHHLIM BOB/IEYEHUEM B NPO-
LLecc HOBbIX CYyCTaBOB.

CycTaBHOW CUHAPOM

YTPEHHSA CKOBAHHOCTb WM CKOBAHHOCTb B [ABMUXEHMAX
nocne COCTOSIHUA MOKOS MOryT HabnohaTbCs HECKO/b-
KO 4YacoB WIuM B TeyeHWe Bcero AHa. CycTaBbl onyxator,
MOTYT 6bITb TEM/LIMK Ha OLLYMb, LBET KOXMK Haj cycTaBamu
He nameHseTcs. MopaxaloTcs NPeUMyLLECTBEHHO KONEHHbIE,
Nly4e3ansiCTHble U roNeHOCTOMHbIE CyCTaBbl.

Menkue cycTaBbl PyK M HOr MOFYT BOBJEKATbCS B MPO-
LleCC KaK Ha paHHMX, TaK M Ha NO3AHWX CTaausx 60Ne3HMu.
Han6onee yacto nopaxatotcs Il v Il nactHo-panaHrosble
M NPOKCHMManbHble MexdanaHroBble cycTtaBbl (puc. 5). Hacto
BOBJ/IEKAIOTCH B MPOLLECC YEeNOCTHO-BMCOYHbIE CYCTaBbl,
N GopMUpPYyeTCH «NTUYbSA YENOCTb» (puUC. B).

Puc. 5. MpunnyxnocTtb ny4e3anscTHbIX, NACTHO-GanaHroBbIX,
NPOKCUManbHbIX MeXbanaHroBbIX CyCTaBOB KUCTEN
npu nonnaptukynspHom FOUA Pd-HeratTuBHOM

i
=
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HenpepbiBHOEe npodeccuoHanbHoe o6pasoBaHue

Puc. 6. [NoparkeHne 4entoCTHO-BUCOYHbIX COYNEHEHWI
npv nonnMapTUKynsipHoM FOUA PD-HeraTMBHOM («MTUYbS YEMKOCTb»).
MauuneHTKa AEMOHCTPUPYET 3aTpyAHEHME NPU OTKPbIBAHUK pTa

MoparkeHne WenHoro otaena MNO3BOHOYHWKA Ha paH-
HUX cTaguax 60Nie3HW B OONbLUIMHCTBE Cly4yaeB He Aaua-
FHOCTUPYETCH. YMCN0 MOpayKeHHbIX CycTaBOB 60sblie, YeM
npu P®-nosuntnBHOM nonuaptukynspHom KOUA, a xapaktep
CyCTaBHOro cuHApoMa 6osiee acMMMETPUYHbIN. Y 20% 60nb-
HbIX y)e B [Ae6loTe pas3BMBAETCH KOKCWUT C HapylleHWeM
dYHKUMKM Ta306epEHHbIX CYCTaBOB.

Y OTAeNbHbIX NaLUEHTOB KIIMHUYECKME CUMMNTOMbI BOCNa-
NIeHUs B cycTaBax U runeptpodus CUHOBMANbHOM 060104KM
OTCYTCTBYIOT; B HUX OTMEYaloTCHd CKOBaHHOCTb, MPOrpeccu-
pylolLMe KOHTPaKTypbl, acCoLMUPOBaHHbIE C BOCManuTenb-
HbIMW M3MEHEHWAMU nabopaTopHbIXx MOoKaslaTenen. Takoe
COCTOSIHWE MOJy4nNo Ha3BaHWe Cyxoro cMHoBwuTa. Ero Kpu-
TEPUAMU ABNAIOTCS:

e 60JIb ¥ CKOBAHHOCTb B CyCTaBax B TeyeHue 3 Mec;

® MWHUMaJbHbIE BOCNaNUTENIbHblE UBMEHEHUS B CyCTaBax;

e GbU3KMKanbHO He onpejensioleecs yToNleHUe CUHOBMU-
anbHOM 06O0NOYKM, coveTalolleecsd CO CKOBaHHOCTbIO
>1y;

® HapylweHue GYHKLKMKM B cycTaBax (C KOHTpaKTypaMu uiu
6€e3 HKX);

® yaydlweHne byHKLMU B CycTaBax U yMeHblUeHue Bblpa-
YXEHHOCTM CUMMMTOMOB 3abofieBaHWs Ha ¢GoHe neKap-
CTBEHHOW Tepanuu.

BHecycTaBHble NPosIBJIEHUS

YBeuT Habnogaetca y 15% fgeten ¢ nebtotom 601e3HU
B paHHeM Bo3pacTe. BbiaBnsoTca aMmoTpodus 1 3aaeprKa
pocTa, 0COGEHHO BbIpaXKeHHasa Npu paHHEM Ha4vase U BbICO-
KOW aKTMBHOCTU 3aboneBaHus. HepefoK cybdebpunuter;
npu GU3nMKanbHOM uccneaoBaHUM oGHapyxMBaeTcs numba-
fLeHonaTus.

[AmnarHoctuka

JlabopaTopHbie uccaegoBaHusi

KnnHmnyecKkui aHams KpoBU: TMNOXPOMHas aHeEMUS, HEBbI-
paXKEHHbIN HENTPODUNBLHBIN NENKOLUTO3, NOoBbIWeHue COJ.

buoxmmmuyeckme v MMMYHOIOTMYECKUE WCCAEA0BaHMUS
KpOBM: MNOBbllIEHME KOHueHTpauun CPB, 1gM, IgG. Mono-
WutenbHbii AH® y neten ¢ gebotom B paHHEM BoO3pacTe,
oTpuuaTenbHbIn PP,

HUHcTpyMeHTanbHble HCcceA0BaHUS

PeHTreHonorn4yeckoe wuccrnegoBaHue. Onpepensercs
CYXeHue cycTaBHbIX Wenen. Yepes 2 roga ot gebiota 3a60-
JleBaHWa aHKKI03 B CycTaBax 3ansacTbs pa3suBaetca y 12%
nauueHToB, yepe3 6 net — y 43%. Ha nosaHux crtagusx
aHKMNO3 BO3HUKaeT B anodusanbHblx cyctaBax Il u Il wen-
HbIX MO3BOHKOB.

TeyeHue U NPOrHo3

TeyeHne apTputa y 6OMbLIMHCTBA MALMEHTOB OTHOCH-
TenbHO A06poKayvecTBeHHoe. Y 10% nauuMeHTOB pa3BMBa-
OTCS TSKeNble AECTPYKTUBHbIE U3MEHEHUS, B OCHOBHOM B
Ta306epEeHHbIX U YENIOCTHO-BMCOYHbIX CycTaBax.

Bce getv ¢ paHHum pgebtotom nonnaptukynspHoro KOMA
P®-HeratMBHOro MmMeT HEGNAronpUaTHbLIN NMPOrHO3, BbICO-
KWUA PUCK PasBUTUS TAXKENOro [AEeCTPYKTMBHOIO apTpuTa,
MHBaNMaM3aLUMM MO COCTOSHMUIO OMOPHO-ABUraTeNbHOro
annapara.

dakTop HeGnaronpuaTHoro nporHo3sa (AKP, 2011)
MNopaxeHne Ta306eapeHHbIX CYCTaBOB.

OcnoXHeHus

e CrubatenbHble KOHTPAKTYpPbl B CycTaBax.

e HapyuweHwne pocTta.

e CHMWEeHMWe OCTPOThl 3PEHUS U pa3BUTME CNenoThbl BCnea-
CTBME aKTMBHOIO TEYEHUS YBEUTA.

AnddepeHynanbHas guarHocTuka

C cuCTeMHOM KpacCHOW BOJIYAHKOMW; MepeKpecTHbIMU
(overlap) cuHApoMamu, BKIOYAOWMMKU CMELLaHHOe 3a60-
JleBaHWe COENHUTENBHON TKaHW; runepTpoduYecKomn ocTeo-
apTponaTtuen, nporpeccupylollen nceBAopeBMaATUYECKON
apTponatuMen, OCTpoM peBMaTUHECKOM NUXOPaAKOW, peak-
TUBHbIM apTPUTOM, GaKTepuanbHbIM 3HAOKAPAUTOM, Ty6ep-
Ky/le30M.

NOJIMAPTUKYNISIPHbINA IOBEHU/IbHbIA
WAUONATUYECKUN APTPUT, PO-NO3UTUBHbLIN
XapaKkTepucTuKa NOHATUA
ApTpuT ¢ nopaxeHnem 5 nnu 6onee CycTaBoB B TeHeHWe
nepBbix 6 Mec 60ne3HU; TeCT Ha PP — MONOKUTENbHbIN
B [ABYX C/ly4asix B Te4eHne 3 mec.
[OunarHos nonunaptukynapHoro HOUA PdP-no3uTuBHOro
HEe MOXET ObITb YCTAHOBJIEH MPU HATIMYUM:
® [copuvasa (B T.4Y. B aHaMHe3e) y nauMeHTa Uin ero poa-
CTBEHHWKOB MEPBOW JIMHWW POACTBA (POAUTENM, CUOCHI);
e apTpuTa, accouumpoBaHHoro ¢ HLA-B27 aHTUreHowm,
y Majib4MKOB B BO3pacTe cTaplie 6 nerT;
® aHKWIO3MPYIOLLEro CMNOHAMAUTA; apTpuTa, acCcouumpo-
BaHHOIO C 3HTE3UTOM; CaKpoUsienTa B COYETAHMM C BOC-
nanuTenbHbIMKU 3a60MEBAHUSAMU KULIEYHWKA; CUHAPO-
Ma PewTepa; ocTporo nepegHero yBeuTa WaM OAHOIO
13 3TMx 3abosieBaHU y POACTBEHHUKOB NEPBOW NIMHUU
pPOACTBa;
e cuctemHoro tOMA y naumeHTa.

Anuaemuonorus

Ha ponto nonunaptukynspHoro HOUA P®-no3nTUBHOIO
npuxoautcs oT 3 4o 10% Bcex cnyvaeB tOWA. PazBuBaeTcs
y feTen B Bo3dpacTe oT 8 Ao 15 net. Yauwe 6onetor AeBou-
K1 (80%).



KnuHuyeckas KapTuHa

[e610T 3a601eBaHNUA MOXET ObITb OCTPbIM, HO, KaK npa-
BWJI0,— MOCTENEHHbIA C BOBJEYEHWEM B MPOLLECC HOBbIX
CyCTaBOB.

CycTaBHOW CUHAPOM

PasBvBaeTca CUMMETPUYHBIN NOANAPTPUT C NMOParKEHU-
€M KPYMHbIX U MENKWUX CYyCTaBOB KOHe4yHocTel. B nepsylo
oyepenb nopaxkatoTca mexdanaHrosble, MeTakaprnodanaH-
roBble ¥ NPOKCHMManbHble MeXpanaHroBble CycTaBbl KUCTEN,
nntocHebanaHroBble M MexdanaHrosble cycTaBbl CTOM.
B npouecc Takke BOBAEKalOTCS LWeEWHbIMN 0TAeN MO3BOHOY-
HUKa M YeNCTHO-BUCOYHbIE CycTaBbl. B oTanMyme OT nauwm-
€HTOB C NONMaPTUKYNSpHbIM P®-HeraTuBHbIM FOUA «NTUYbS
yenoctb» GOpMUpYyeTCH PeaKo B CBA3U C 6onee Mno3gHUM
(no BO3pacty) ae6ioTom 3aboneBaHusl. Hanbonee 6bICTPO
orpaHuyeHne OYHKUMKM pas3BMBaeTCA B y4ye3ansiCTHbIX
cyctaBax ¢ ¢dopmupoBaHueM pedopmaumin. dedopmauuu
BK/NIOYAIOT YNbHApPHYIO AEBUALMIO 3ansacTbst U MeTakapno-
danaHroBbIX CyCTaBOB, U3MEHEHME CYCTaBOB MO TUMY «ByTO-
HbEPKW» U «Wen nebeas». Jebopmalmmn TakKe pa3BmBaloTcs
B CycTaBax HOr M BKOYaloT hallux valgus, monotoob6pasHoe
WUCKPUBEHWE NanbLeB U ap. (puc. 7, 8).

BHecycTaBHble NPosABNEHUS

0O6Lyme nposiBaeHUs: cnabocTb, NOTEPS Macchl Tena, pea-
KO — nuxopagka.

PeBmaTtougHble y3eqkM — Hanbonee YacTble aKCTpaap-
TUKYNsipHble nposBnexHns. OHW nossnsaioTes y 30% nauumer-
TOB Ha nepBoOM rofy 6o0ne3Hu. MoryT N0oKanuM3oBbiBaTbCA
[OWCTanbHee NIOKTEBOro OTPOCTKa (olecranon) v Ha Apyrux
KOCTHbIX BbICTyMax, B 06/1aCT1 axuiioBa CyXOXUInsa n apyrmx
MecTax. Y3enKW MNOTHble, NOABWKHblE, 6Ee3060ME3HEHHbIE,
OAHaKO HajaBiMBaHWME MOXET Bbi3BaTb 60/b. Hanuuue
peBMaToniHbIX y3enkoB — daKTtop HebnaronpusaTHOro
nporHo3a.

BacKynut pa3BuBaeTCs peaKo.

CuHgpom ®entn NpPoABASETCH HEWTPOMNEeHWEN, crnne-
HOMeranuMen, acCouMMPOBaAHHOM C YacTbIMU UHOEKLMUAMM.
PasBuBaeTca peako. KOCTHbIM MO3I — HOPMOKIETOUHbIN.

lNopaxkeHne cepaeqyHo-cocyanucTon cuctemol. MoxeT
pa3BMBaTbCAd HEeAOCTAaTOYHOCTb aopTaNbHOro Knana-
Ha. CMMNTOMblI MOpakeHus cepaua MnosBAAIOTCA Yepes3
4 ropa — 17 net nocne ae6iota 60ne3Hun. Lymbl B cepaue
MOTYT BbICNyLWMBATLCA Ye yeped 1 rog nocne gebiota.

lMopaxeHne nerkmx: pasBuBaloTCs NMMPONIHBIV UHTEP-
CTUUMaNbHbIA MHEBMOHUT WMAU OBNUTEPUPYIOWNIA GPOHXM-
onuT. CUMNTOMbI MOpPaXKeHUs NEerkux nosBAfITCH 4Yepes
10-20 net nocne aeboTa 3a60N1eBaHUA U BKIOYAOT TaxXun-
HO3, AMCMHO3, HENPOAYKTUBHbIA Kallenb, NUXOpaKy; npu
ayCKynbTaLunM — KpenuTtauuio.

AunarHocTtuka

JlabopaTopHbie uccrefo0BaHUsA

KnuHmyeckuit aHaan3 KpoBU: TMNOXPOMHas aHeMWS, HEBbI-
parKeHHbIN HENTPODUNbHBIN NENKOLMTO3, NoBbileHne CO3.

BUOXMMMYECKMIA M MMMYHOI0MMYECKUIA aHaan3bl KPOBU:
noBblLleHne KoHUeHTpaumm CPB, 1gM, 18G. NMonoxuTenbHbIn
AH® (y 80%), nonoxutenbHbin P® knacca IgM, nonoxu-
TeflbHble aHTUTeNa K UMKINYECKOMY LIUTPYNIMHUPOBAHHOMY
nentuay (AULM) — y 57-90%.

HUHCTpymMeHTanbHble Uccaefo0BaHns

PeHTreHorpagums CycTaBOB: CYXEHWe CYCTaBHbIX Lienen
M 9P0O3UM KOCTM B Nly4ye3ansCTHbIX CycTaBaX, MeSIKUX cycTa-
BaXx KWUCTE, CTOM W MN/eYeBbIX CycTaBax NoaBAaloTCS B Teye-
HWe NepBbIX ABYX NIeT TeYeHWUst GONE3HH.

Puc. 7. ledopmauus Il nanbLa nesBov KUCTv No Tuny «wen nebeas»
npu nonnaptukynspHom OUA PO-no3nuTMBHOM

Puc. 8. [ledopmaLms nanbLEB HOT 3a CYET Pa3BUTUS
NnoABbIBMXOB — GpUBYNsapHaa AeBraLms Npu NONUAPTUKYASPHOM
OWA Pd-no3nTMBHOM

B KocTax 3ansicTba paspylleHue Xxpswa MpoucxoanT
B MPOKCMMaNbHOM 3aMnsiCTHOM CyCTaBe W MHTepKapnaibHbIX
cycTaBax, Y4TO MPUBOAWUT K KapnalibHOMY a@HKMIO3Y M YKO-
pPOYEHUIO KOHEeYHOCTU (puc. 9). TakKe 4YacTo pa3BMBaeTcs
aTnaHTo-aKcHaabHoe nepepasrnbaHue.

Puc. 9 (A, B). AHKWI03bl B KOCTAX KUCTU NPU NONUAPTUKYASPHOM
HOVA P®-no3untrHOM. KT, 3D-peKOHCTPYKUMS: A — TbiflbHas
cTopoHa, b — nagoHHas ctopoHa. ledpopmauums U HapyleHne
NONOXKEHUS KOCTEN KMCTU 3a CHET aHKMN03a NydedansictHoro (1),
MeX3anacTHbIx (2), Il 3angacTHo-nNsScTHoro (3) cyctaBoB
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TeueHue v NpPorHo3

Bce pnetv ¢ nonnaptukynspHbim KOMA PP-no3nTUBHbLIM
UMeloT HebNaronpuUaTHbIM NPOrHO3, BbLICOKWUM PUCK pas-
BUTUSA TSXKENOro AECTPYKTMBHOIO apTputa, MHBanuMau3a-
UMM MO COCTOSIHWIO OMOPHO-ABMraTeNbHOro annaparta.
JleTanbHble ncxoabl CBA3aHbl B NEPBYO o4epeab C pa3BUTH-
eM amunonaosa.

Kputepum HeGnaronpusiTHoro nporHosa (AKP, 2011)

e [loparkeHne Ta306eapEeHHbIX CYyCTaBOB.

e [lonoxutenbHbih PO unu Hannymne ALLIM.

e YacTtoTa pemuccui Hanbonee HU3Kas Cpean Bcex Bapu-
aHToB HONA un Bapbupyet oT O go 5%. Npu cBOEBPEMEH-
HO HayaToOM ajeKBaTHOW Tepanuu YacToTa PEMMCCUM
cocTaBnseT Ao 65%.

OcnoXHeHus
e CrubaTtenbHble KOHTPAKTYpbl B CycTaBax.
e  AMWIOMIOS.
e CeppaeyHast n neroyHas HeoCTaTOYHOCTb.

AunddepeHumnanbHaa guarHocTuka

[MpoBOASAT C CUCTEMHOM KPaCcHOM BOSIYaHKOW, CUCTEMHOM
cKaepogepMuMen U ApYruMU CUCTEMHBIMU MOPaXKEHUAMU
COEAMHUTENBbHOM TKaHM.

JleuyeHue nonnaptukynapHoro (P®-, PO+) lOUA

[o BepudnKaumm guarHosa npumeHstot HMBC.

MpK Hanu4MK BblpaXKEHHOro apTpuTa B KavyecTBe MOCT-
(bridge)-Tepanun NpoBOASAT BHYTPUCYCTaBHble WHBEKLIUK
rMIOKOKOPTMKOMAOB: 6GeTameTa3oH — He 4Yaule 1 pasa
B 6 Mec, TPMaMLIMHONIOHA rekcaLLeToHna — He Yalle 1 pasa
B 4 mec.

MpK TSXKENOM TeyeHUM 60Ne3HN Ha3HayaloT MIOKOKOP-
TUKOUAbl per oS B fo3e He 6onee 0,25 mr/Kr maccbl Tena
B CYT B COYETAHUMN C UMMYHOENnpeccaHTaMu.

Mpy BbICOKOM aKTUBHOCTWU GONIE3HU U OTCYTCTBUU PaKTo-
pPOB HE6MaronPUATHOrO MPOrHO3a MW NpU cpeaHen U HKU3-
KOW aKTUMBHOCTW 60/1€3HU U HanuMyinuum dakTopoB Hebnaro-
NPUATHOrO NMPOrHo3a cpasly nocne BepuduKauum anarHosa
Ha3HayaloT MeToTpeKcaT B 103e 15 Mr/M2 B Hef MOAKOMKHO
WKW BHYTPUMbIWEYHO, Uin nedbnyHomug B aose 0,6 mr/Kr
B CyT (He > 20 mr/cy).

[Mpy HENEepeHOCUMOCTU U/UNU HEIPDEKTUBHOCTU METO-
TpeKkcata unun nednyHommaa vyepes 3 mMec MU NpU BbICO-
KOW WK cpefHen aKTMBHOCTM 60Ne3HUM BHE 3aBUCMMOCTHM
OT Hannuuns GaKTopoB Heb6NAronpuaTHOrO MPOrHo3a npw-
meHsT TMBIM — nHrnéutopbl PHO «: aganumymab B 03€e
24 Mr/M2 Ha BBeAeHue NOAKOXHO 1 pas3 B 2 Hej B coyeTa-
HWM C MEeTOTpeKcaToM B fo3e 15 mMr/m2 B He, AW 3TaHep-
uent B go3e 0,4 Mr/Kr Maccbl Tena Ha BBeAeHWe NOJKOXKHO
2 pasa B Hep (unn 0,8 Mr/Kr macchl Tena Ha BBeaeHue 1 pa3
B He[l) B cOYeTaHUM C MeTOTpeKcaToM B Ao3e 15 Mr/M2 B Hep,
unun abatauent B go3e 10 Mr/Kr mMacchl Tefla Ha BBefeHWe
BHYTPUBEHHO No cxeme 0—-2-4-9 Hef, Aanee Kaxable 4 Hef
B KOMOGUHaLMK C MeToTpeKcaToM B Jo3e 15 Mr/M2 B Hea, nu
aHTUTENna K peuentopy WUJ1 6 Toumnusymab B fo3e 8 Mr/Kr
Macchbl Tefla Ha BBefeHue y aeten ¢ maccon tena = 30 Kr,
B fo3e 10 Mr/Kr macchbl Tenla Ha BBeieHH1e y eTen ¢ maccom
Tena < 30 Kr BHyTpMBEHHO 1 pa3 B 4 Hea B KOMOGMHaLuMu
C MeToTpeKkcatoM B fgose 15 Mr/M2 B Hea. Tounnndymab
3aperucTpupoBaH y aeten ¢ Bo3pacrta 2 ner.

Mpn HeadbEeKTUBHOCTU MNepBOro uHrméutopa PHO «
(HeOgoCTUXKEHWe CTaauKn HeaKTUBHOM 60/1e3HM) B TeyeHue 4 mec
(Npn Heob6XoAMMOCTM — paHblue) U/UNnM ero Henepe-
HOCMMOCTU MPUMEHSIOT BTOPON WMHrM6UTOp ®PHO o MM

npenapar ¢ ApyrMmM MexaHn3mMoM aencteus. Mpu Headdek-
TMBHOCTM MpenapaTtoB C APYrMM MeXaHW3MOM [eUCTBHUS
B KayecTBe npenapaToB MepBOro psfa HasHayaloT UHMU-
6uTopbl PHO «.

APTPUT, ACCOL{UUPOBAHHDIN C 3HTE3UTOM
(FOBEHW/IbHbIA AHKW/TIO3UPYIOLWUIA
CNMOHAWUTIOAPTPHT)

XapaKTepucTuKa NOHATUS

APTPUT U SHTESUT, UIKN apTPUT, WU SHTE3UT B COHETAHUM
No MEHbLUEN Mepe C ABYMS U3 CNeayIoLLMX MPU3HAKOB:
® HalM4yue UNKU JaHHble aHaMHe3a 0 601e3HEHHOCTHU UNeo-

CaKpanbHbIX COYNEHEHUN U/UNKU BOCcNanuteNbHasa 60nb

B CMUHE;

* Hanuyune HLA-B27 aHTUreHa;

® Hayano apTpuTa y Manb4yMKOB B BO3pacTe craplue 6 ner;
® OCTpbIV NEpPefHUI YBEUT;

® HalM4yMe aHKUNO3MPYIOLLEro CNOHAMNWUTA; apTpUTa, acco-

LMMPOBAHHOIO C 3HTE3UTOM; CaKpouienTa B COYETaHUU

C BOCnanuTeNbHbIMKU 3a60n1eBaHUAMU KnweyHnka (B3K);

cuHgpomMa Peitepa; ocTporo nepefHero yBeuTa wiau

OQHOro U3 3TMX 3ab0seBaHUI Y POACTBEHHUKOB NepBOM

JIMHUK (pOAUTENN, CUOBCHI).

[narHo3 aptputa, acCOLMUPOBAHHOIO C 3HTE3WTOM,
He MOXET ObITb YCTAHOBJIEH MPU HaNYUK:
® ncopuasa (B T.4. B aHaMHe3e) y naLueHTa Uin ero poa-

CTBEHHUKOB NepBoOv IMHWUM POACTBA;
® NoNOXHUTENLHOro PP Knacca IgM MUHUMYM B ABYX Npo-

6ax, B3ATbIX C MHTEPBANOM He MeHee 3 MeC;
e cuctemHoro tOMA y naumeHTa.

ApPTPHUT, aCCOLMMPOBAHHbBIN C 3HTE3UTOM, — 3aboseBa-
HWe, NPU KOTOPOM MOpaXKatTcs NPEUMYLLECTBEHHO CYCTaBbI
HUXXHUX KOHEYHOCTEW, a B JaNlbHEWLIEM — OCEBOW CKENET;
OTCyTCTBYIOT ayToaHTuTena (P® n AH®) n nmeetca cunbHas
accoumaumna ¢ HLA-B27. B pape cnydaeB 3aboneBaHue
MMeeT CXOACTBO C aHKWIO3WPYIOWMM CrMOHAMI0apTPUTOM
B3POC/bIX, XOTH €ro XxapaKTepHble YepTbl PeAKO HabnohatoT-
Csl B JIETCKOM BO3pacTe.

TaK e KaK v apTpuT, aCCOLMUPOBAHHbLIA C SHTE3UTOM,
IOBEHU/bHBIA @aHKUNo3upyoWwnun cnongunoaptput (FOAC) —
3TO XPOHUYECKUI BOCMANUTENbHbLIM apTPUT OCEBOrO U NeEpU-
depunyecKkoro ckesnerta, 4acTo CO4YeTaeTcd C SHTE3UTOM,
HeraTMBHbIM Mo P® n AHD, nmeer cunbHylo accouumalmio
¢ HLA-B27.

B ominyne ot aptpuTa, accouMMpPOBAHHOIO C 3IHTE3U-
ToM, Ans BepudurKaumm guarHosa HOAC Heo6xoaMMO Hanu-
4Yhe PEHTTEHONOrMYECKU MOATBEPKAEHHOrO CcaKkpouseunTa.
AHKUNO3MpyoWMn cnoHgunoaptput (AC) y B3pocnbix aua-
FHOCTUPYETCS Ha OCHOBaHUU psja Kputepues. BoNbWKMHCTBO
feTel v NoApOCTKOB 3TUM KPUTEPUAM He COOTBETCTBYIOT
B CBf3M C TEM, YTO NOparkeHne NO3BOHOYHUKA U KPecTLo-
BO-MO/AB3O0LWUHbIX COYSIEHEHUI Y HUX pa3BUBaETCA peaKo. Anq
HWUX 6bINU pa3paboTaHbl OTAENbHbIE KPUTEPUN AUATHOCTUKMN.

YyutbiBag, 4to AC v psg aApyrvux 3aboneBaHui (aptpona-
UK, accounmnpoBaHHble ¢ B3K, peaKTUBHbIN U ncopuaTnye-
CKMI apTpuTbl) UMEIOT CXOAHbIE YEPTbI, OHU Oblin 06beM-
HeHbl B rpynny cepoHeraTMBHbLIX CNOHAWNoapTponatu. MUx
06LLMMHY NPUBHAKaMK ABNAIOTCH:

e BOCMnaJieHue B cycTaBax, OCEBOM CKENETE U SHTE3UTHI;
® ceMeWlHas arperauuMs — pPOACTBEHHUKW AETEN C loBe-

HunbHbIM AC (KOAC) u apTpuTOM, accoLMUpPOBaHHbLIM

C 3HTE3WUTOM, 4acTo cTpajaloT 3ab6oneBaHUAMU, accoLm-

npoBaHHbiMK ¢ HLA-B27 (AC, ncopvaTU4eCKUM apTpu-

ToM, B3K, pexe peakTMBHbIM apTpUTOM);
® pasBUTUE OCTPOrO YBEUTS;

e oTcyTcTBUE ayToaHTuTen (PP, AH® v ap.).



Y netew Takoe o6beanMHeHMe 3aboneBaHnii UMEET orpa-
HMYEHWS: OHO HE YYMUTbIBAET reTEPOreHHOCTb MPOSBAEHWUN
NncopuaTM4eCcKoOro apTputa M OCOOEHHOCTM apTponaTtuu,
accouumpoBaHHbix ¢ B3K. lpn ncopuatuyeckoMm apTtpute
y OeTen pefdKo Mopa)kaloTcs CyCcTaBbl OCEBOro ckesneta,
W Yalle pa3BMBaAETCH He OCTPbIM, a 6GECCUMMMNTOMHbIA XPO-
HU4yeckun yBeuT. lNpu apTpute, accoummpoBaHHom ¢ B3K,
nepudepuyecKknin apTpmuT pa3BMBaETCS Yalle, YeM Moparke-
HMEe 0CeBOro CKefneTa.

Hanunune cepoHeraTMBHOro 9HTE3WTAa W apTpuTa
(Seronegativity, Enthesopathy and Arthropathy Syndrome,
SEA-cMHApPOM) MO3BOAWMAO BbIAENWUTb Fpynny AeTewn, OTiu-
YaLlwmxcs Mo KAMHUYECKOM CUMMTOMAaTWKE OT NauuMeHTOB
C APYrMMM BapuaHTamMu OBEHWIbHOTO apTpuTa M He YyAOB-
netsopstownx kputepmam AC. B COOTBETCTBMM C KpUTepuUs-
Mu ILAR TaKow BapuaHT apTpuTa CTanu KnaccupuumpoBaTb
KaK apTpwT, aCCOLMUPOBAHHbIN C SHTE3UTOM.

[etn ¢ SEA-cMHApOMOM MMET HeKoTopble YepTbl KOAC:
OTCYTCTBME ayTOaHTUTEN; HalU4yMe 3HTe3UTa, Kak MpaBwuno,
B 06/1aCTW KONEHHOr0 CycTaBa W NATKW; OIMroapTpPUT ¢ nopa-
EHMEM KPYMHbIX U MEJIKUX CYCTaBOB HUMXHMX KOHEYHOCTEN.
Opyrumn cnoBamu, SEA-cMHAPOM ABASETCH PAHHUM KIAWHU-
yecknm nposisneHmem HOAC.

B knaccudwmkaumm ILAR (2001) apTpuT, accoummpoBaH-
HbI C 9HTE3UTOM, KaK U McopuaTUYeCcKmni apTpuT, BblAeNEeHbI
B OTA€E/IbHble BapuaHTbl. ApTPUT, accoLMnpoBaHHbin ¢ B3K,
B Knaccudukaumio ILAR He BKIOYEH.

Takum o6pasom, B Knaccudukauum ILAR KpuTepuu
apTpuTa, acCoOLMMPOBAHHOIO C 3HTE3UTOM, B OO/bLLEN MeEpe
oTpaxkatoT KpuTepum HOAC.

Anuaemuonorus

[ona KOAC, no aaHHbiM perncTtpos CLUA, KaHaabl, Benu-
Ko6putaHuu, LLUBeunn n GuHnaHauun, coctaBnset ot 1 o 7%.
[ons apTputa, acCoOUMMPOBAHHOIO C 3HTE3UTOM, B CTPYK-
Type HOMA — okono 10,6%. CpegHun Bo3pacT aebioTa
apTpuTa, acCcoLMMPOBAHHOIO € 3HTeauTom,— 11,7 ropa
(MMH. 2,8 roga, maKkc. 17,6 roga). FOAC pe6roTupyeT, Kak
npaBuio, B NO3AHEM AETCKOM WM NMOAPOCTKOBOM BO3pac-
Te: y 8,6-11,0% B3pocnbix nauneHtoB ¢ AC 3aboneBaHune
MaHndpecTnpoBano B AETCKOM BO3pacTe.

HOAC yalle 60/1€l0T Manb4YMKU: COOTHOLIEHUE MaJIbYMKOB
M 0EBOYEK COCTaBNAET 7:1; Npu apTpuTe, aCCOLIMMPOBAHHOM
¢ aHTesutom, — 3,4:1.

KnuHuyecKaa KapTuHa

[e6toT OAC n apTpuTa, acCOLMMPOBAHHOIO C 3HTE3UTOM,
MOXET ObITb MOCTEMNEHHbBIM (MHOFAa OCTPbLIM) U XapaKTepmn30-
BaTbCA HEMOCTOSHHOW 60JbI0 B MbIWLAX, CycTaBax U CBA3-
Kax, CKOBAHHOCTbIO MNW BOCManUTebHbIMU U3MEHEHUSMMU
NPenMyLLECTBEHHO B NepudepUYECcKMX cycTaBax. ApTpwT,
KaK NpaBWJi0, COYETAETCH C SHTE3MTAaMM B OAHOM UK 6onee
JIOKycax: Yalle Bcero B 061acT KOJIEHHOro cycTaBa Wu CTo-
nbl. 3aboneBaHne MOXKET AeOTMPOBaTh TaKXKe C U30IUPO-
BaHHOIo nopaeHus TazobeapeHHOro cyctaBa. CMMMITOMbI
nopaxeHnss N03BOHOYHWKA B AebtoTe 0Obl4HO OTCYTCTBYIOT,
HO MOTYT MOSABUTLCS C TeYeHWeM 60SIE3HU Yy NOAPOCTKOB.

CycTtaBHOM CUHAPOM

OHTEe3UThbl (BOCManUTE/bHble U3BMEHEHUS B MecTax Mpu-
KPEMNIEHUA CBA3OK, CYXOXWMIMKW U dacuun K KOCTAM) —
NaTOrHOMOHWYHbIV MPU3HaK apTpuTa, acCoLMMPOBaAHHOIO
C 3HTE3UTOM, NO3BONSOLWNIN NPoBECTU AnddepeHLManbHbIn
OWarHos ¢ apyrumm BapuaHtamu HOUA. QHTE3WUTbl TUMUYHBI
ansa HOAC v passuBatoTcs Yauwe, 4yem npu AC. OHM nposs-
NAOTCA CUNbHOM 60Mbl0, BblIpaXKEHHOW (GYHKLMOHANbHOWM

Puc. 10. JakTtunut. «CocuckoobpasHas» gedopmaums I,

IV nanbueB nesoi u I, IV nanbLeB NpaBoi KMCTHU, NOpaxKeHue
IIl npokcumanbHoro mexdanaHroBoro v | NAcTHo-dbanaHroBoro
CyCTaBOB NPaBOW KUCTW MpW apTpuTe, acCoLMMpPOBaHHOM

C 3HTE3UTOM

HeJ0CTaTOYHOCTbIO CYyCTaBOB U ClyXaT Hanbosiee cepbe3HOM
anobon pebeHKa.

Mpn ocmMoTpe onpeaensieTcs BblparKeHHas JoKalbHas
60/1€3HEHHOCTb B 06/1aCTN HagKoNneHHuKa (Ha 10, 14 1 18 v),
6yrpuctoctn 60/5bliebepLoBO KOCTU; B MecTe MpuKpe-
NIEHUS axunnoBa CYXOXMANUS WM NMOAOLIBEHHOIO anoHEeBPO-
3a K O6yrpy nATO4YHOW KOCTW; MOAOLWBEHHOrO arnoHeBpo3a
K OCHOBaHMWIO MATOM MeTaTap3a/libHOM KOCTWM; B 06sacTu
roOfI0BOK MeTaTap3asbHblIX KOCTeW; 6O0/blUMX TPOXaHTEPOB
6eIpEHHbIX KOCTEN; BEPXHEr0 NepeaHero rpebHs NnoaB3aoL-
HOW KOCTH; JIOHHOIO COYNIEHEHMS; celannLLHOro 6yrpa u pea-
KO B 0611aCTM BEPXHMUX KOHEYHOCTEN. BO3MOXKHO pasBuTue
naktunuta (puc. 10).

ApTpMT. HayanbHble CUMNTOMbI AE€TW NOKANMU3YOT NI0XO0:
OHW MOTYT XanoBaTtbca Ha 60/b B Aroguuax, 061actu naxa,
6edpax, NaTKax, BOKPYr MNievyeBbIXx CycTaBOB. bonb MoxeT
CMOHTAHHO MPOXOAMTb, YTO 3aTPYAHSET MOCTAHOBKY Aua-
rHO3a Ha paHHMX cTagusx. Y aeTen pexe, 4eM y B3POC/bIx
¢ AC, B gebtote 6011e3HU NopaxKaeTcs oceBon ckenet: y 24%
oTMevatoTcst 60/1b, CKOBAHHOCTb MM OrpaHnyeHme GyHKLMK
B MOSICHUYHO-KPECTLLI0OBOM OTAeN1e MO3BOHOYHMKA UK KPECT-
LLOBO-NOAB3/O0LLHbIX COY4NIEHEHUSX.

CycTtaBHOW CMHAPOM Npu apTpuTe, accouuMpoBaH-
HOM C 3HTe3nToM, M HOAC, KaK npaBuio, aCUMMETPUYHbIN.
MNepudepnyeckne cyctaBbl nopaxatorcs y 82% 60NbHbIX,
CyCTaBbl BEPXHMX KOHEYHOCTEN — y 16%, AMCTalbHble CyCcTa-
Bbl MOpakatoTcs Yale, Yem MpoKcumarnbHble. Y 75% pas-
BMBAETCH ONUIroapTput, y 25% — nonnaptput. XapaKTepHo
BOBJIEYEHWE B NPOLLECC OJHOIO MM 060MX KOMEHHbIX CyCcTa-
BOB, FOJIEHOCTOMHbIX CYCTAaBOB, MESIKMX CYCTaBOB CTOM
M nanbLEB HOr; pa3BWTWE Tap3uTa, COMPOBOXKAAloLLerocs
60Nbt0, CKOBAHHOCTbIO, HapylleHneM QyHKLWK; nopaxeHue
nepBoro Metatap3odanaHroBoro cyctaBa ¢ GOpMUPOBaHHK-
eM Hallux valgus.

Yacto B mpoLecc BOBEKAKOTCA MJIe4YEBbIE, YENOCTHO-
BWCOYHbIE WM FPYAMHHO-K/IIOYUYHbIE CYCTaBbl, PEAKO — Ta30-
6eApeHHble, KpanHe pefKo — MeJIKue CyCcTaBbl KUCTEN PYK.
Bonb B rpyAMHO-KMOYMYHBIX M KIIKOYUMYHO-aKpPOMMaSbHbIX
cycTaBax B COYETaHMM C GObIO B KIOYMLIE MOXKET MPUBO-
[OWTb K HApYLUEHWUIO SKCKYPCUU TPYAHOM KNETKM.

lNopakeHne oceBoro ckesneta. CyctaBbl OCEBOr0O CKene-
Ta BOBJIEKAKOTCS B MPOLIECC Ha MO3HMX CTaaMax GONE3HMU.
Y peter ¢ cakpouneutoM 60Sb MOXKET Bbi3blBaTbCA MpU
NPSIMOM HadaB/IMBaHWM Ha OAMH MAM 06a KPEecTLOoBO-MoA-
B3JOLHbIX CyCTaBa, Ha Ta3. TaKXKe MOXEeT onpeaensitbes
NPUNYyXIoCcTb B 06nactv Kpectua. lNpu nopaxkeHun no3so-
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Puc. 11 (A, B). lNopaxeHne no3BoHO4YHKUKa npu KOAC.

A. Kndockonmotuyeckas gepopmaLus rpygHoro u nosiCHUYHOo
0TA€enoB No3BOHO4YHUKA. b. Kndotnyeckune gedopmarimmn rpyaHoro
1 LWEHNHOro OTAENOB NO3BOHOYHMKA («N03a NPOCUTENS»)

HOYHMKA BbISIBNSIOTCA CrNa*KEHHOCTb MOSICHUYHOMO NIOPAO-
3a, ycuneHue rpyaHoro Kudosa, yBenuMyeHue pacCTosHUS
OT rOfI0Bbl O CTEHbl NMPW MPOBEAEHWUU AMArHOCTUYECKMX
npo6, ncyesHoBeHne GU3M0N0rMYECKNX N3rMBOB NO3BOHOM-
HWKa U PUrMAHOCTb B Pa3NM4YHbIX ero otaenax. opaxeHue
rPyAHOro OTAena NMO3BOHOYHWMKA MOMKET MPUBOAWUTL K Orpa-
HUYEHWIO SKCKYPCUM TPYAHOM KNETKM.

Ha no3gHux ctaguax 601e3HU, Kak npaBuio, BO B3pOC-
JIOM BO3pacTe pa3BMUBaETCH «no3a npocutens» (puc. 11).

BHecycTaBHble NPosBNEHUSA

YBeut npu OAC 1 apTpuTe, acCoLMMPOBAHHOM C JHTE-
3UTOM, OOGbIYHO OCTpPbIA, OAHOCTOPOHHWWN U WMEET peumn-
AMBUpYIOLLEE TeyeHue. XapaKTepua3yeTcsi MOKpacHEHWEM
rnas, 60/blo, CBETO60SA3HbIO, C/IE30TEYEHNEM. YBEUT PEOKO
npejLwwecTByeT NMOpPaKeHUIO OMOPHO-ABMraTeNbHOro anna-
pata u B GONbWWHCTBE Cy4yaeB He MPUMBOAUT K mnotepe
3pEHUS.

lNopaxkeHnss cepaeqyHO-coCyanUCTON CUCTEMbI, JIEMKMUX,
MOYEK M LIEeHTPasbHON HEPBHOM CUCTEMbI Y OETEN C apTpwu-
TOM, aCCOLMMPOBAHHbBIM C IHTE3UTOM, BCTPEYatloTCs peaKo.
BoNbWKWHCTBO M3 3TUX MPOSIBNIEHUM pa3BMBAIOTCS NOcne
MHOTUX NeT 60NE3HMU.

O6uwume nposiB/ieHUs, Kak NpaBnio, MMHUMasbHbI: BKJIO-
yaloT ¢naboCTb, HapylleHWe cHa, cybdebpubHyo TeMnepa-
Typy Tena.

AunarHocTuka

JlabopaTopHbie uccaegoBaHusi

KnnHn4eckui aHanm3 KpoBM: yMepeHHass aHeEMMUS; Yuc-
N0 NENKOUMTOB, KaK MpaBuio, HOPManbHOE WMAN YMEPEHHO
NoBbILIEHHOE; NenKounTapHasa GopMyna He M3MEHeHa, Yuc-
110 TpoM60oLNTOB 1 COJ YacTo NOBLIWEHBI B TEHEHME MHOTMUX
neT. B psge cnyvyaeB npu BbICOKOW KIMHUYECKOW aKTUBHOCTH
6o0ne3Hn COJ HopmasbHas.

Buoxummyeckmit 1 UMMYHOJIOrMYECKMI aHa/in3bl KPOBM:
nosbiweHue IgA, 1gM, 18G. Bo3mMoxeH ceneKkTuBHbIN aedu-
umnT IgA. P® He onpenensietcs; AHO BbisBnsieTcs He yvalle,
4yeMm B 340POBON NONyNALMN OETEN.

MonekynsipHo-reHeTudyeckoe wuccaegoBaHme: HLA-B27
aHTUreH obHapyxuBatoT y 90% geten ¢ HOAC n apTpuTom,
accouuMpoBaHHbIM ¢ 3HTe3nToM. Onpeaenenne HLA-B27
CNYXWT HE AMarHOCTUYECKUM TECTOM, @ MapKepoM pUCKa.

HUHcTpymeHTanbHble uccnegoBaHns

PeHTreHonornyeckoe uccregoBaHne. PaHHWe n3MeHe-
HUS B nepudepuyecKmx cyctaBax npu apTpure, accoLmmpo-
BaHHOM C 3HTE3WTOM, COOTBETCTBYIOT TaKOBbIM MPW APYrux
BapunaHTax HOUA. PeHTreHOonormyeckme npuaHaKkM caKkpo-
unevTa BO3HWMKAIOT 4Yepe3 HEeCKOSbKO neT nocne febtoTa
nepndepruyecKkoro apTpmuta 1 ABASIOTCA NEPBbIMU NPU3Ha-
KaMu nopaKeHusi NO3BOHOYHUKA.

PeHTreHonornyeckme nNpusHaku aHTE3WTa Yalle BCTpe-
yatotca B 061acTn 6yrpa NSTOYHOM KOCTH, PeXe — KOJIEHHO-
ro cyctaBa. OHM XxapaKTepu3yTcs YMEHbLIEHUEM HYETKOCTH
KOHTypa M 3p03USMK KOCTM B MECTe MPUKPENIEHUA axui-
JI0B@ CYXOXMNUSA K Byrpy NTO4HOM KOCTU, GOPMUPOBaHNEM
«lwnop». Pa3B1MBaeTCs aHKUIO3UPYIOLWMI Tap3UT.

Mpu nporpeccupoBaHnn 3aboneBaHUs BO3MOXHO pas-
BUTWUE 3HAYMTENBHOIO CYKEHMS CYCTaBHbIX LWEeNen U aHKUIo-
30B B nepudepmryecKkmnx cyctasax (puc. 12).

AHaTOMMWYECKMEe M3MEHEHWS B NO3BOHOYHUKE, KaK npa-
BM/10, NOSAABASIOTCA BO B3POC/AOM BO3pacTe, HO MpWU paHHEM
nebiote 3ab60neBaHUSA U arpecCUBHOM TEYEHUU MOpaXKeHue
NO3BOHOYHUKA MOXET Pa3BUTLCS U Y AeTEN.

MPT no3BONSIET BbISBUTb pPaHHWE BOCMNaNUTENbHbIE
M3MEHEHNST B KPECTLLOBO-NMOAB3AOLHbIX COYNIEHEHMSAX: OTEK
KOCTHOIO MO3ra 1 OCTEWT.

AnddepeHymnanbHas guarHocTuka

MpoBoasaT ¢ onuroaptukynsapHoeiM KOWA; Bocnanutesnb-
HbIMW apTponaTUMKU; MEXaHUYECKUMMK MpPUYnHaAMu Gonu
B HWMHEM YacTU CMUHbl U HUKHUX KOHEYHOCTSX; MHDEK-
LuMen; 310KayeCTBEHHbIMWM HOBOOOpa3oBaHUAMMK; 6Gones-
Hbto LlenepmaHa—May; ocTeoua-ocTeoMon; 60Me3HbIO
Ocrypna—LlUnatrepa; cemenHoM Cpean3eMHOMOPCKOM JIMXO-
pajKomn.

TeyeHue U NPOrHo3

TeueHune apTpuTa, aCCOLMMPOBAHHOIO C SHTE3UTOM, NPU
nebloTe B Bo3pacTe Ao 5 NeT, KaKk NpaBuio, peMUTTUPYLOLLEE
n pobpoKayectBeHHoe. Y 50% M3 HWX CyCTaBHOW CUHAPOM
NPOTEKAET C MopaxKeHueM 4 U MeHee CycTaBOB. Y MHOMMX
[leTe B NMpoLecc BOBJ/IEKAIOTCS CyCTaBbl OCEBOro CKeneta.
MpenMylLLIeCTBEHHOE MOPaXKEHWE CYCTABOB HUMHMX KOHEY-
HOCTEN coxpaHsieTcsi Becb nepuog 6onesHn. Yepes 5 ner
BO3MOXHO PasBUTME OrPaHUYEHUs [JBUKEHWUIA B MOSCHUY-
HOM ¥ IpyIHOM OTZleNlax MO3BOHOYHMKA.

Y neten M noapocTKOB (YHKLMOHANbHbIE HapylWeHUs
B CycTaBax M MO3BOHOYHMKE, KaK NpaBWIO, HE Mporpec-
cupytoT. lNopaxkeHne Ta306eApeHHbIX CycTaBOB — Mo-
XOW MPOrHOCTUYECKUI NPU3HAK ANS Pa3BUTUS BbIParKEHHOM
(PYHKLMOHaNbHOW HegocTaTo4YHOCTU. OCTpbi yBEWUT pPeaxko
COMPOBOXAAETCSH OC/OXHEHUSAAMU, TONBKO B CAy4Yasx peLu-
[IMBUPYIOLLLETO TEYEHUS.

dakTop HeGnaronpuaTHoro nporHo3sa (AKP, 2011)

[ecTpyKLuMsA cycTaBoB NO AaHHbIM PagMONOrM4ecKoro
o6cnefoBaHMs (3PO03UK CyCTaBHbIX MOBEPXHOCTEN UK CyXKe-
HWE MEXCYCTaBHbIX LLenen).

MpofoMKUTENBHOCTL XM3HU MNauneHToB ¢ AC Kopoue,
4eM B nonynsauuu. MpUYMHON CMeEpPTU B MepBylo oYepelb



Puc. 12 (A-K). AHknno3 koneHHoro cyctaBa npu KOAC. KT: akcuanbHble cpesbl (A—B), carutranbHble peKoHCTpYKuuu (M—E); dpoHTanbHas
peKoHCTpyKLMS (XK), 3D-pekoHCTpyKums (3—K). A—B. OTMevaeTcs BbipaxeHHas JedopmaLims cycTaBa, Bbl3bliBatoLLlas BbIHYXXAEHHOE ero
nosioXeHue. PacnpocTpaHeHHbI 0CTe0Nopo3 C OTCYTCTBMEM HOPMasbHOrO X04a U 3Ha4YUTEbHBIM YMEHbLUEHWEM KOMYecTBa TpabeKyn
KOCTHOM TKaHu (1). O6LMpPHblE AECTPYKTUBHbBIE U3MEHEHUS MO OCTEONUTUHECKOMY TUMY C MHOXXECTBEHHBLIMU MYOOKUMU 3PO3UBHBIMU
nedeKTaMu CycTaBHbIX MOBEPXHOCTEN (2) C UCHE3HOBEHUEM CYCTaBHOW LWenun (popMUpoBaHUE aHKNI03a) MEXAY MenabHbIMU MbllLeSIKaMu
6eapeHHon 1 6onbluebepLoBoO KOCTH (3), MeXAY HaAKONEHHWKOM W Ha[JKONEHHWMKOBOW NOBEPXHOCTLIO 6eAPEHHOM KOCTH (4), B MEX6EPLIOBOM
cyctaBe (5). [-X. Ha doHe BbipaxeHHOro pacnpocTpaHeHHOro 0CTeonopo3a ¢ OTCYTCTBUEM HOPMasIbHOIO X04a U 3HaYUTENbHbIM
YMeHbLUEHWEM KOnnyecTBa TpabeKyn KOCTHOM TKaHK (1) BU3yanu3upytoTc MHOXKECTBEHHbIE 3PO3UBHbIE edeKTbl CyCTaBHbIX NOBEPXHOCTEW (2)
C CYXXeH1eM cycTaBHoM Lienu (3), popMUpPOBaAHNEM aHKNI03a MEXJY HAlKONEHHUKOM W HaAKOJIEHHUKOBOW NOBEPXHOCTbIO 6eipeHHON

KOCTH (4), Mexay Mbilienkamu 6eapeHHorn n 6onbluebepuoBor KocTu (5)

ABNAOTCA KapAauonyibMoHalbHble W HEBPOJIOrM4YECKMe
OCJ/IOXKHEHUA.

OcnoXXHeHusa

KoHTpaKTypbl B cycTaBax.

Pa3BuTHe cnenoTtbl BCneacTBue yeeuTa.
HepocTaTo4HOCTb @0pTanbHOro KianaHa.
AMUNIONA03.

JNleyeHue

[Mpn HU3KOW aKTMBHOCTM GONE3HW W OTCYTCTBUM bdakK-
TOPOB He6naronpuaTHOro nporHo3da npumenstotcs HIMBC:
AMKnodeHak B Ao3e 2—3 Mr/Kr Mmacchl Tena B CyT, Win HUMe-

cynua B fo3e 3—5 Mr/Kr macchbl Tena B CyT, M MeNOKCHUKam
B fo3se 7,5—15 mr/cyr.

Mpu HanM4YnKM BblpaKEHHOro apTpuUTa B KavyecTBe MOCT-
(bridge)-Tepanun NpoBOAAT BHYTPUCYCTaBHble WHBEKLUU
rMIOKOKOPTMKOMAOB: 6eTaMeTa3oH He Yalle 1 pasa B 6 mec,
TpMaMLMHOMOHA rekcaLeToHn He Yaule 1 pasa B 4 mec.

Mpun HeadpdekTuBHOCTM HIMBC B Te4eHUn 2 Mec, a TaKkKe
npu cpeiHen U BbICOKOM aKTUBHOCTU 60Ne3HN BHE 3aBUCH-
MOCTM OT Hanu4yusa GakTopoB HebnaronpuaTHOro0 NPOrHo3a
HasHavaloT cynbdacana3vH B ao3e 25-50 mr/Kr macchbl
Tena B 2 npuema.

Mpu HeadPeKTUBHOCTM cynbdacanasmHa npu cpeaHen
W BbICOKOM aKTMBHOCTU 60/1€3HN BHE 3aBUCUMOCTU OT Hanu-

H
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HenpepbiBHOE npodeccruoHanbHoe o6pa3oBaHue

4ynsg daKTopoB HEeOGNAronpuUAaTHOrO MPOrHO3a MPUMEHSIOT
MeToTpeKcart B Jo3e 15 Mr/M2 B HEJ NMOAKOXHO UMW BHYTPU-
MbILLEYHO.

B cnyyae HenepeHOCMMOCTM W/MAU HEIPDEKTUBHOCTHU
cynbdacanasuHa UM MeToTpeKcaTa B TedeHue 3 Mec, a Tak-
YXe BbICOKOW U CpefHeN aKTUBHOCTM 60Ne3HW BHE 3aBWUCU-
MOCTM OT Hann4yma ¢GaKTopoB He6AAronpusTHOrO MPOrHo-
3a HasHayvatoT MHrMéuTopbl PHO «: aganumymab B Aose
24 mr/m2 Ha BBeJeHWe NOAKOKHO 1 pa3 B 2 Hep WAM 3Ta-
HepuenT B go3e 0,4 Mr/Kr Ha BBeJeHME NOAKOXHO 2 pasa
B Heq (unm 0,8 Mr/Kr macchl Tena Ha BBeAeHue 1 pa3 B Hep).
Mpn pa3BuTUK yBeUTa NpeanoyTUTeNbHEE NMPUMEHSTL aja-
nMMyma6.

IOBEHU/IbHbI MCOPUATUYECKUHA APTPUT
XapaKkTepucTtuKa NOHATUA
XpOHMYECKOE CUCTEMHOE Mnporpeccupylollee 3abone-
BaHMe, XxapaKTepuayloueecs apTputoM M MNCOpMasom uam
apTPUTOM B COYETAHUM NO KPaWHEW Mepe C ABYMS U3 HUKe-
nepeyncneHHbIX CUMNTOMOB:
®  [JAKTUIWUT;
® W3MEHEHWE HOITeN (CMHAPOM «HamepCTKa») UAM OHWUXO-
JIN3UC;
e copuas y POACTBEHHWKOB MEPBOW JIMHWM (pPOAUTENM,
cubenl).
[narHo3 ncopuvaTtM4yeckoro apTputa He MOXeT ObiTb
YCTaAHOBJIEH MpyY HaNN4um:
e apTpuTa, accouuupoBaHHoro ¢ HLA-B27 aHTureHowm,
y Majib4MKOB B BO3pacTe cTaplie 6 nerT;
® aHKMIO3WPYIOLWEro CNoHAWIWTA; apTpuTa, accouumpo-
BAHHOIO C 9HTE3WUTOM; CaKpouienTa B COYETAHUN C BOC-
nanuTenbHbIMK 3a60NeBaHUAMU KUILEYHWKA; CUHAPOMA
PenTepa; ocTporo nepegHero ysenTa nam oAHOro U3 aTux
3a601eBaHNN y POACTBEHHWKOB NEPBON TMHUKN POACTBA;
e nonoxutenoHoro P® knacca IgM MUHUMYM B ABYX MpO-
6ax, B3ATbIX C UHTEPBASIOM HE MeHee 3 MEC;
e cucremHoro OMA y naumeHTa.

Anuaemuonorus

3a601eBaeMOCTb M PacnpPOCTPaHEHHOCTb KOBEHUbHOIO
ncopuaTtmnyeckoro aptpurta (KOlNcA) HensBecTHa. o nonyns-
LMOHHbIM AaHHbIM, BK/IOYAOWMUM B OCHOBHOM MalMEHTOB
¢ Ae6l0TOM MCopMHaTUYECKOro apTpmTa BO B3pOC/IOM BO3pac-
Te, B CLUA pacnpocTtpaHeHHocTb cocTtaBnsier 0,10-0,25%.
3aboneBaHne BCTPeYaeTcs BO BCEX ITHUYECKMX rpynnax.
B ctpykType HOUA pgons HOIMCA WKWPOKO BapbupyeT B 3aBU-
CUMOCTU OT U3y4aeMon Nonynaunum u NPUMeEHSIEeMbIX AUarHo-
CTUYeCKMX KpuTepumeB. Mpu ucnonb3oBaHum Kputepmes ILAR
OoHa coctansetr 7% (ot O go 11,3%), npy UCNoNb30BaHUK
BaHKyBepckux kputepneB — 8—-20%.

BbioensatoT 2 Bo3pacTHbIX NUKa aebtoTta KOICA: golKonb-
HbIM WU MNAAWWNA WU CPEAHWN LWKONbHBLIM Bo3pacT. HOlMcA
He TUMUYEH ONs NepBOro rofa XM3Hu. Yauwe 6onetoT 4eBoOY-
K1 (60%).

KnuHuyeckasa KaptuHa

[na geten, 3aboneBLlUnX B Bo3pacTe A0 5 neT, XxapaKTepHbl
npeobnajaHne XEHCKOro Mnoja, HaauMyuMe MOoNOXKUTENIbHOMO
AH® 1 nNpoaABNeHUs AaKTUAUTA, «COCMCKOOBPa3HOro» oTeKa
OTAENbHbIX NanbLeB. Y 3TOM BO3pacTHOM NOArpynbl BbiABASA-
OTCA KIMHMYECKUE M AeMorpadpuyeckne npuaHakm cxoactea
C paHHMM Ha4vanom onuroaptTurynspHoro OUA. KnnHnyeckme
pa3nunyng BKIIOYAKOT CKIOHHOCTb K AAKTWAUTY, BOBNEYEHUE
3ansacTui U MEeSIKMX CYCTaBOB KUCTEN U CTOM, a TakKe pasBu-
TMe nonunapTpuTa B ciyyae HeadPEKTUBHOCTM TEpanuu.

B crapwen Bo3pacTHOM rpynne Manb4yuKu U OEeBOYKMU
60nel0T C 0AMHAaKOBOW YacTOTOM. [J11 HUX XapaKTepPHO pa3Bu-

TUEe 3HTE3MUTOB U NOPaXKeHWe NO3BOHOYHMKA, YTO B 60bLIEN
CTEeNEeHU HanoMUHaEeT NCoOPMaTUHECKUI apTPUT B3POCbIX.

CycTaBHOM CUHAPOM

O6ume npossneHus. HOMCA MaHUbECTUPYET KaK Onu-
roapTput npuénuamntenbHo y 80% aneten. B gebiote yacto
pa3BMBAETCH MOHOAPTPUT, @ Y HEKOTOPbIX MaLMEHTOB —
NaKTUAUT. Yallle BCero nopaykaloTcsi KOJSIEHHble M FoneHo-
cTonHble cyctaBbl. KokenT padsuBaetca y 20—30% 60/bHbIX.
[axe y geten, y KOTOpbIX CyCTaBHOW CUHAPOM HOCUT ONIUTrO-
APTUKYNSIPHBIA XapaKTep, Jly4e3ansiCTHble, roNeHOCTOMHbIE
W MEJIKME CYCTaBbl KUCTEN NMoparkatoTes Yalle, Y4eM npu apy-
rMx noaTunax onuroaptputa. bes adPpeKTMBHOro neyeHus
ONUroapTpuT TpaHchopmupyeTcs B noavapTput y 60-80%
naumneHToB.

Monnaptput B Ae6iote passuBaetrcad y 20% 60nb-
HblX. YMCNO MOpaXKeHHbIX CYCTaBOB OGbIYHO MEHbLUE, YEM
npu Opyrux BapuaHtax nonuvaptputa (PP-HeraTuBHOM W
Pd-no3utueHom). MoparkeHne cyctasoB npu OMCA vacTto
acMMMeTpu4YHoe. [ucTanbHble MexXdanaHroBble CycTaBbl,
no pasHbiM AaHHbIM, nopaxatotrcs y 10-50% naumeHToB.
MHuBanuausupyolwas ¢dopma ncopuaTtMyeckoro apTpuTa
B3POC/bIX — MYTUAUPYIOLLMIA apTPUT — Y AETEN BCTpEYaeTcs
pefaKo.

lNopakeHne no3BoHOo4YHMKa. CaKkpounewT pas3BuBaeTcs
y 10-30% nauueHToB ¢ HOlcA, npenmylecTBeHHO ¢ aebio-
ToM 3aboneBaHus B cTaplwem Bo3pacTte. a5 3TUX nauueH-
TOB XapaKTepHbl YePTbl, HAMOMWHalOLLME CNOHAUN0apPTPONa-
TUK B3POC/bIX: c6aNaHCMPOBAHHOE COOTHOLUEHWE MO Moy,
TEHAEHUMS K MaHUbEeCTalMm 3HTE3UTAMK M BbiCOKas 4acTo-
Ta BbigBneHus HLA-B27. Y 30-70% peten, 3aboneBLINX
B CTaplueM BO3pacTe, PEHTTEHONOMMYECKN NOATBEPKAAETCH
CaKpOUNeNT; MeHee 4eM y 5% feTen B NpoLLeCC BOBMIEKaeTCA
NMOSICHWYHbBIA OTAEN MO3BOHOYHWMKA. [lopaxeHwe 0CeBOro
ckeneta npu KOMNcA npoTeKaeT nerye, Y4em NP aHKUIO3nUpPY-
lOLLEM CMOHAWUNUTE, C TEHIEHLMEN K aCUMMETPUYHOMY Nopa-
YEHWIO KPecTuoBO-MOAB3AOWHbIX CYyCTaBOB WM OTCYTCTBMEM
pPa3BUTUS aHKMN03a NO3BOHOYHMKA.

3HTE3uMT. Y nauuneHToB ¢ ae6rotom HOlNCA B cTapliem BO3-
pacte 3HTE3UTbl pa3BuBaloTca Halle (57%), 4em y 60JIbHbIX
MnajLwero Bo3pacta (22%).

Haxktnant passuBaetca y 20—40% peten c tOMcA. Mopa-
KaeTcs OAWH WKW HECKONbKO NasbLeB (BTOPOW NnaneL, CTonbl
W BTOPOM nanew, KUCTK). JaKTUNUT MOXKET KIMHUYECKM NPO-
ABNATLCS UM NPOTEKATb 6€CCMMMNTOMHO.

BHecycTaBHble NposiB/IEHUSA

O6wme nposBaeHud. MNpu nonuvaptukynsgpHom HOTCA
HabntoJaeTcsd aHOPEKCUS, aHEMUS M OTCTaBaHMe B pPOCTe.
TakXe MOryT pasBMBaTbCsi TMCTONOMMYECKWU MOATBEPIK-
[IEHHbIA SHTEPUT U KONWT. JInxopaaKka BO3HUKAET peako —
B OYEHb TSXKENbIX Cy4asx, HO Yalle OHa He cBA3aHa ¢ tOlcA.

lNopakeHne Koxu n Horten. Y 60nblMHCTBA NaLUMEHTOB
¢ HOlcA Habnogaetca Knaccuyecknn ncopmas. Y 40-60%
M3 HWX Mcopua3 BblpaXKEHHbIN, pexe — KanneBUaHbIN,
pPefKo — MyCTyne3Hblit U 3puTpoaepmanbHbii. [copuas
y AeTeW TPYAHO AMarHoctupoBaTtb. OH XapaKTepuayeTcs TOH-
KUMW MSTKUMU GNSILLIKaMK, NEPUOMYECKHN NOSABNSIOWMMUCS
n ucyesalMMu. NMopaxKeHne KOXKM MOXKET BbiTb OrpaHuye-
HO BOJIOCMCTOWM 4acTbtO r0/I0BbI; MYNOYHOM, 3aylHbIMKW 06Na-
CTAMW UNWN MEXBSATOIMYHON CKNAKOW.

OOHO M3 OCHOBHbIX OoTnMyun KOMNCcA oT ncopuas3a 6e3
nopaKeHusi CyCTaBOB — LUMPOKO pacrnpoCTpPaHeHHbIe n3me-
HEeHWUs HorTewn, KoTopble cocTaBnsaoT 50-80 1 30%, cooTBeT-
CTBEHHO. Ncopnatnyeckme N3MeHEHUS HOTTEBOW MNAaCTUHKHK
BKJ/IOYAIOT BAABNEHMSA (CUMMTOM «HaNepcTKa»), OHMXONMU3UC,
rOPU30HTasbHbIE BbICTYMbl U UBMEHEHMWE LIBETA.



YBent. XpoHuyeckun yBeuT pasBuBaetcs y 10-15%
aeten ¢ HOlNcA. OcTpbi NnepeaHMi yBEUT Yalle pa3BuBaeTcs
y AeTen cTapliero Bo3pacta v accoununpoBaH ¢ HLA-B27.

AnarHoctuka

JlabopaTopHbie uccaegoBaHus

KnuHnyeckuii aHaam3 KPOBU: TMMOXPOMHas aHEMUS, HEBbI-
paXKeHHbIN HENTPODUNbHBIN NEeNKOLMTO3, NoBbieHne CO3.

Buoxummyeckne M UMMYHOSIOTMYECKNE MCCle0Ba-
HUSI KPOBMW: YMEPEHHOE MOBbIlEHWE KOHLEeHTpauun CPB.
MoxkeT onpeaenatbca AH® (y 6% aeten mnagliero Bo3pacTta,
y 3% — cTtapuiero).

UHCcTpyMeHTanbHbIe uccaefoBaHus

PeHTreHonornyeckoe/KT-uccnegosarHue. Mpn paHHEM
apTpuTe — OTEK MSATKMX TKaHEeW BOKpYr cycTasa. [lepnaptu-
KYNSPHbIA OCTEOMNOPO3 MOMET BbISBAATLCS Yepe3d HEeCKOSb-
KO MecCsiLieB Mocne cnyvyas oTeKa cycTaBa; nepuocTasibHoe
06pa3oBaHMEe HOBOM KOCTHOWM TKaHM 4acTo BCTpevaeTcs
B ManblaX, NOPaXeHHbIX A4aKTUANTOM. CyXeHne CyCTaBHOM
Lenn, CBMAETENbCTBYOWEE O 3HAYUTENbHOM NOoTepe xpslie-
BOWM TKaHW, a TaKe 3p03MBHOE MopaXkeH1e KOCTH Yallle Bce-
ro aBAAOTCA no3aHuMMKM nposeneHusamu HOMcA. Co Bpeme-
HEM MOXEeT NMPOU30WTU PeEMOENMPOBaHNE KOCTHOW TKaHM,
BTOPUYHOE MO OTHOLWEHUIO K MEepcUcTUpytowemy nepuo-
CTUTY U U3MEHEHHOMY anudusanbHomy pocTy. 1o cpaBHe-
HUWIO CO B3POC/bIMU NMponundepaTtmBHOE 06pa3oBaHe HOBOM
KOCTHOM TKaHW Yy AeTen pas3BuBaeTcsa peako. Cakpouneut
06bI4HO aCUMMETPUYHbIN.

MPT: CUHOBWT, TEHANHUT U OTEK KOCTHOrO MO3ra B CyCTaB-
HbIX WM BHECYCTaBHbIX 061acTaX, OAHAKO cneuMdU4HOCTb
oTAenbHbIX NoKasatenen ang KOINcA oo KOHLUA He onpeaeneHa.

TeyeHue U NPOrHo3

Yepes 5 net HabnogeHns y 70% 60/bHbIX COXpaHAeTCs
aKTMBHOCTb 60ne3HU, y 30% pa3BrBaeTCs HapylleHne PyHK-
UMM cyctaBoB; y 60% — pocturaetcs pemuccus. Y aeten
paHHero Bo3pacta pemMuccus pa3BuBaeTcs B 6osiee nosj-
HWEe CPOKM, YEM Y AeTeNn cTaplero Bo3pacTa.

Yepes 15 net y naumeHTtoB ¢ HOICA dyHKUMOHanNbHas
HeaoCTaTOYHOCTb CYCTaBOB O0/iee BblparKeHa, Yem y AeTen
C 0NIUro- U nonnapTputToM; 33% HyKaatTca B Tepanum UMMy-
HoAenpeccaHTaMu.

daKTopbl HE6G/IAroNPUATHOIO NPOrHo3a
(Hanunuue xoTa 6b1 ogHoro; AKP, 2011)

e [loparkeHne Ta306edpEeHHbIX CYyCTaBOB WM LIEWHOrO
oTAeNa NO3BOHOYHMKA.

e [lopaeHune roneHoCTONHOro UK ly4e3anscTHoro cycra-
Ba W 3HaA4YUTENbHOE WK NPOAOCIKUTENbHOE MOBbIWEHNE
NnabopaTopHbIX NOKa3aTenen akTMBHOCTY.

e [leCTpyKUMA CyCTaBOB MO AaHHbIM PaavONOrMyecKoro
obcnegoBaHus (3pO3MKM CYCTaBHbIX MOBEPXHOCTEN MK
CYXEHMEe MEXCYCTaBHbIX Lenen).

OcCnoXHeHus
e AopTanbHasa HeJOCTATOYHOCTb.
e Amnnonaos (peako).

AnddepeHumnanbHas gUarHocTuKa
C OAC, nonunaptukynspHoiMm HOWA P®d-HeratuBHbIM,
apTtponatuamu npu B3K, 6onesHbio Peitepa.

JleyeHue
[o BepuduKkaummn auarHosa npumeHsatotr HIMNBC. MoHo-
Tepanuio HMNBC npoBoasT He 6onee 2 mec.

MpK HanMYUKM aKTMBHOIO apTpuTa NMOKa3aHbl BHYTPUCY-
CTaBHble WHDbEKLMMU [NIIOKOKOPTUKONAOB: 6eTaMeTas3oH —
He valle 1 pasa B 6 Mec, TpMaMLMHONOHA reKcaLeToHna —
He yaule 1 pasa B 4 mec.

Mpn HeadpodekTnBHOCTM HIBC M HM3KOM aKTMBHOCTH
60ne3Hn 6e3 GaKTopoB HEGNAronPUATHOro NPOrHo3a HasHa-
YaloT cynbdacanasvH B fo3e 25-50 mr/Kr macchl Tena B CyT
B 2 npuema.

[pKn BbICOKOW 1 CpeaHen akTUBHOCTU 60/1IE3HU BHE 3aBU-
CUMOCTH OT GaKTOPOB HE6MAronpPUATHOrO NPOrHo3a, a TaK-
e MpPU HU3KOW aKTUBHOCTM 60NE3HM U Hanu4ymm dakrTo-
poB HEGNAronpPUATHOIrO NPOrHO3a MPUMEHSOT MeTOTpeKcaT
B gose 15 Mr/M2 B Hel MOAKOXHO WKW BHYTPUMBbILEYHO.
B cnyyae HenepeHoCUMOCTU N/Unn HeIDHEKTUBHOCTU METO-
TpeKcaTta unm cynbdacanasmHa yepes 3 Mec fleyeHus, a Tak-
e MpU BbICOKOW WAW CpefHen aKTUBHOCTU 6OSIe3HW BHE
3aBMCMMOCTHM OT Hann4msa GaKTopoB HEGNAronNPUATHOIO NPo-
rHO3a Ha3HayaloT UHrMbutopbl PHO a: aganumymab B fo3e
24 Mr/M2 Ha BBe[lEHWE MOJAKOXHO 1 pa3 B 2 Hea B BUAE
MOHOTEPANWW UKW B COYETAHUM C METOTPEKCATOM B [03e
15 Mr/M2 B Hefll, unn ataHepuenT B ao3e 0,4 mr/Kr macchbl
TeNa Ha BBeJeHWe NOLKOXHO 2 pa3a B Hep (unn 0,8 Mr/Kr
Macchbl Tena Ha BBefeHue 1 pa3 B Hefl) B BUAE MOHOTepanuu
WM B COYETAHWM C METOTPEKCATOM B A03e 15 Mr/mM2 B Hegq,
unun abatauent B go3e 10 mMr/Kr maccbl Tefla Ha BBeAeHne
BHYTPMBEHHO Mo cxeme 0—2-4-9 Hep, Aanee Kaxable 4 Hex
B KOMOGMHaLMK C MeTOTpeKcaTom B ao3e 15 Mr/M2 B Hefl.

CUCTEMHbIH IOBEHW/IbHbIH
WAUONATUYECKHUI APTPUT
XapaKTepucTuka NoHATUA
ApTpUT OAHOroO M 6osiee CycTaBOB, COMPOBOXAAOLMICS
WK C NpeawecTBYOLWEN JOKYMEHTUPOBAHHOW NepemMexalo-
Lencs NMXopagKon NPOAOIKUTENbHOCTBLIO HE MeHee 3 AHeN
B T€YEHNE MUHUMYM 2 HEeJ B COYETAHMU C OAHUM WK Bonee
HUXKEeNnepeyncneHHbIMM NPU3HaKaMu:
® KpaTKOBpPEMEHHas (1eTy4as) apuTemaTo3Has CbiMb;
® reHepanvMaoBaHHasa nMMbaaeHonaTus;
° renatoMeranus u/unv cnaeHomeranus;
®  Cepo3uT (MepUKapamT, U/WUIv NNEBPUT, U/UNKN NEPUTOHMT).
OuarHo3 clOMA He MOKeT ObiTb YCTAHOBJIEH MNpu
HanMyunu:
e [copuvasa (B T.4. B aHaMHe3e) y naumeHTa Uan ero poa-
CTBEHHWKOB NEPBOW IMHWUM POACTBA (pOAUTENHN, CUBCHI);
e apTpuTta, accoummnpoBaHHoro ¢ HLA-B27 aHTUreHowm,
y Malb4MKOB B BO3pacTe cTaplie 6 ner;
®  aHKWIO3MPYIOLLEro CrOHANINTA; apTpMUTa, acCoOLIMMPOBaH-
HOTFO C 3HTE3UTOM; CakKpowieuwTa B COYETaHWW C BOC-
nanuTeNbHbIMKM 3a60/IEBaHUAMW KULLIEYHUKA; CUHAPOMA
PenTepa; ocTporo nepeaHero yBemTa Uan 0JHOro U3 aTux
3a60neBaHni y pOACTBEHHUKOB NEPBON JIMHUW POACTBA;
® nosoxutenoHoro P® knacca IgM MUHUMYM B [BYX Mpo-
6ax, B3STbIX C UHTEPBANOM He MeHee 3 Mec.

Anuaemuonorus

Ha gonto ctOUA npuxoamtcs 10—20% Bcex cnyyaeB HOMA.
PazBuBaetca B no6om Bo3pacTte. Manb4yMKM M OEBOYKM
60netoT ¢ 0AMHAKOBOW YacTOTOM.

KnuHuyeckasn KapTuHa
Hauano octpoe unv nogocTpoe.

BHecycTaBHble NposABIEeHUs

Jlnxopagka. Temnepatypa Tena nogHumaetca = 39°C
OOHOKPATHO WX ABaibl B A€Hb B Nl060E BPEMS CYTOK,
HO 4Yalle GnvXe K Beyepy; COMPOBOMAAETCH MPOSIUBHbLIM
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HenpepbiBHOEe npodeccuoHanbHoe o6pasoBaHue

noToM, peako 03HOOGOM; GbICTPO HOPManU3yeTcs Wnu ony-
CKaeTCsl HUXe HOpMallbHbIX 3HA4Y€HWN, OCOGEHHO B paHHWe
YTPEHHWE Yacbl; B Ae6toTe 60/1€3HU MOXKET HE HOCUTb TUMKY-
HbIK ana ctOMA xapaKTtep. Ha BbicOTe nMxopaaKku AeTH N10X0
cebs1 YyBCTBYIOT, MPWU CHUMEHUW TemnepaTypbl Tena camo-
4YyBCTBME HOPMaU3yeTcs.

Cbinb — NATHWUCTAs W/WAKN NATHUCTO-NanynesHas, AMHen-
Has (puc. 13), peKo ypTMKapHas nav remopparvyeckas (npm
remodaroumtTapHoM cuHapome). Pasmep nsATeH gocTuraer
2-5 MM. llaTHa 0ObIYHO OKPYXKeHbl 6nefHbIM 060AKOM,
B LEHTpe anemMeHToB 6onee KpynHoro pasmepa Gpopmupy-
eTcs o4var npocBeTieHns. Cbilb HE CONPOBOXAAETCS 3YAOM;
HecToMKas; MosBASETCA W UCYe3aeT, He OCTaBnsAsa cneja,
B TeYeHWEe KOPOTKOr0 BPEMEHW; YCUIMBAETCS Ha BbiCOTE
JIMXOPafKK; NnoKanuadyetrcs NpeuMMmylecTBeHHO B 065acTu
CyCTaBOB, Ha nu1Le, 6OKOBbIX MOBEPXHOCTAX TYNOBMULLA, Sro-
OMLAX U KOHEYHOCTSIX.

Backynut. Kak npaBuio, pasBnBaeTcs NafoHHbINA 1/WUn
NMOAOWBEHHbIN Kanuanaput, 06ycnoBAMBaOWMIA LIMAHO-
TUYHYIO OKPaCKy NafloHEN U CTOM, «MPaMOPHOCTb» KOMHbIX
NMOKPOBOB. B0O3MOMHbl NOKanbHble @HITMOHEBPOTUYECKME
OTEKM, Yallle NoKanuaylouwmecs B 061aCTU KUCTMU.

JiumpaneHonatusi. B 60/blUMHCTBE CyYaeB BbIIBASETCSH
yBenmMyeHne pa3MepoB TMMbaTUYECKUX Y310B NPaKTUYECKU
Bcex rpynn o 4—6 cm B agnametpe. JIumdaTnieckune yasnbl,
KaK npaBwuio, NoaBMKHble, 6€360/Ie3HEHHbIE, HECMasHHbIe
mMexay cobow, ¢ NoaiexallmMmMmn TKaHIMKU, MAFKO- UK MaoT-
HO3M1aCTUYECKON KOHCUCTEHLMN.

lopaxeHne cepaua. [lepukapauT pas3BUBaeTCa B
60NbLINMHCTBE C/yvyaeB Yy [AeTen cTapluero Bo3pacTa BHe
3aBUCMMOCTM OT Nosa, Bo3pacTa Havana 3aboneBaHus
M TAXECTU CyCTaBHOro cuHApoma. lepuKapauT MoxKeT
npealwecTsoBaTb MaHudecTaumMm apTpuTa: Kak npaBuio,
pa3BMBaeTCs Ha BbiCOTe O0O6OCTPEHUS CUMCTEMHbIX MPOSB-
JIEHUWN Ha N60OM Ccpoke 60ne3HN. ANUTeNnbHOCTb 3NM30aa
coctaBnsietr ot 1 go 8 Hea. lepuKkapauT 4acTo NpoTeKaeT
6€eCCMMMTOMHO, HO MOXET COMPOBOXAATbCH OAbILIKOW,
6onblo B 0o6nacty cepaua, yCcuavMBaloWencss B rOpU30H-
TaNbHOM MOJIOXKEHUWN, UPPAAUMPYIOLLEN B CMKHY, MNJEYH,
weto. Mpu GU3MKaNbHOM OCMOTPE BbIABAAOTCA MNPUIIY-
LUEHHOCTb CepAeYHbiXx TOHOB, TaxMKapaus, paclimpeHue
rpaHuL, OTHOCUTENbHOW CcepAeyvyHOM TynocTH, LWyMm Tpe-
HMA nepuvKapaa. B 60MblIMHCTBE C/y4aeB MNepuKkapaut
He COMPOBOXAAETCHA CHUXXEHMEM BOJbTaxa 3yOL,0B, NoAb-
emoM cermeHta ST, uHBepcuen 3ybua T Ha 3NeKTpoKap-
avnorpamme (3Kl n aMarHocTMpyeTcs TOIbKO NMPK 9XOKap-

avorpamme. TamMnoHaja cepiua — pefkoe, HO cepbe3Hoe
OCNIOXXHEeHUe nepuKkapamnTa. XpOHUYECKU PECTPUKTUBHbBIN
nepuvKapavT pa3BmnBaeTCcsa peaKo.

MuoKapauT pa3BMBaETCS 3HAYUTENBHO peXe, Yem nepu-
KapauT, MOXET CONPOBOXAATbLCA KapaMoMeraamen u pa3su-
TMeM cepaevyHor HeJoCTaTO4HOCTH.

OHAOKAPAMWT He Tunun4deH ans ctONA.

lMopaxeHne nerkux. lNopaxeHue napeHXxnMbl NErKnx
Habnogaetca peako. lMneBpuT 06bIMHO pa3BMBaETCS B
COYeTaHMK C NepuKapauMToM, 4acTo HOCUT 6€CCMMMTOMHbIN
XapaKTep U AnarHoCcTMpyeTcs nNpu pagnmosiorMyeckomM uccne-
[OBaHWUW NETKMX.

lopaxeHne nevyeHn u ceneseHkn. CnneHomeranus
Hanbosiee BbipaXeHa B nepBble roabl OT AebloTa 3abone-
BaHMWSA. YBENWYEeHUEe CEeNe3eHKM MOMKET OblTb 3HaYUTESNb-
HbIM, HO MNPV 3TOM HE COMPOBOXAATbCS HENTPOMEHWEW.
[enaTomeranus pa3BMBAETCH PENKE, YEM CrIeHOMeranus.
Mporpeccupytoliee yBeMyeHne pa3mMepoB MeYeHW Xapak-
TEPHO A1 BTOPUYHOIO aMmuiomaosa.

CuHApoM aKTuBauun maxkpogaroB (remogaroymtap-
Hbii cuHApoM). CocTosfiHME pebeHKa pe3Ko yxyallaeT-
cs. JluxopagKa HOCWUT FeKTUYEeCKMW XapakTep. Ha Koxe
nosiBASeTCsS remopparnyeckas cbinb. Moryr BO3HMKaTb
KPOBOTEYEHUSA U3 CIM3UCTbIX 060N04eK. HapacTtaloT num-
dpapeHonartus, renatocnneHomeranuns. Pazsmnatotcs nonum-
OpraHHasi HeJoCTaTOYHOCTb, HapyLIEHNE CO3HaHWUA, KoMa.
Mpn nabopaTopHbIX UCCNEAOBaHUSAX B KIMHUYECKOM aHa-
NIn3€e KPoBW — TPOMOOLMTONEHHUS, NENKONEHUS, 3pUTpone-
HUS, cHMKeHne COJ; B 6GMOXMMMYECKOM aHaNn3e KpoBU —
NOBbILEHNE KOHUEHTpauun depputrHa, TPUrMuepuaos,
aKTMBHOCTMU TpaHcaMMHa3s; B KoaryiorpamMme — noBblllie-
HMe cofepxaHua GUOPHUHOreHa M NPOAYKTOB Aerpagaumm
$nbpuHa (paHHMUM OOKIMHUYECKUM MPU3HAK), CHUKEHUE
KOHUEHTpaunn daKkTopoB cBepTbiBaHus Kposu I, VII, X;
B NMYHKTaTe KOCTHOro Mo3ra onpeaensercs 60/blioe YUCNo
Makpodaros, GaroymUTUpyOLWMX reMono3aTUYECKNE KNETKH.
Mpn TAXKENOM HEKOHTPOIMPYEMOM TEYEHUW BO3MOXKEH
NieTanbHbIN UCXOA.

CycTtaBHOM CUHAPOM

lNopaxkeHne cyctaBoB. Y 60NblUMHCTBA NaLMEHTOB pas-
BMBaeTCs NonnapTpuT (puc. 14).

Haunb6onee 4yacto B NpoLecc BOBNEKalTCs y4e3anscT-
Hble, KOJIEHHble W TOJIEHOCTOMHbIE cycTaBbl. bonee yem
y 50% 60NbHbIX TaKKe NOoparkaeTcsa WenHbIM OTAeN NO3BO-
HOYHWKA, MEeNIKME CYCTaBbl KMCTEW W YENIIOCTHO-BUCOYHbIE

Puc. 13 (A, B). MNatHuCTbIE Bbickbinanus npu ctOUA (A). TUNUYHbIE IMHEWHbIE BbICbINAHUSA Ha XXMBOTE: CKOMNJIEHNE 3pUTEMATO3HOM CbiNv B BUAE
NUHUI anHon oT 1 go 5-6 cm (B)




cyctaBbl. B pe6tore 60/1€3HM CyCTaBHOW CUHAPOM MOXET
OblTb MMHUMaNbHbIM, €0 PacrnpoCTPaHEeHHOCTb HapacTaeT
B TeYEHUE HECKONbKMX MecsaLeB. B psage cnyvyaeB Ha npo-
TSAXEHUN HECKONbKMX MecsileB, a WHOrga neTr cycraB-
HOM CWMHOPOM HEe BbIpaXXe€H W NpPOsBASETCA apTpanrusaMu.
B oTaenbHbIX cnyyasix pas3BUMBaAETCS TSXeNblM NOAMapTPUT,
KOTOPbIN XapaKTepu3yeTcs Pe3UCTEHTHOCTbIO K MPOTUBO-
peBMaTUYEeCKOM Tepanuu 1 BblpaKeHHON GYHKLIMOHANbHOM
HEeAOCTaTOYHOCTbIO CyCTaBOB. Y MaLMEHTOB C MOAMapPTPU-
TOM HepeaKko pasBMBalOTCS TEHOCMHOBWUTbI U CMHOBMASb-
Hbl€ KUCThI.

lMopakeHne Mbiwy. Muanrum 4acTo pa3BMBalOTCH Ha
BbICOTE @aKTMBHOCTW CUCTEMHbIX NPOSABIEHUIA; NO BblPaXKEH-
HOCTM 60ONEeBOro CUHAPOMa MPEBOCXOAAT apTpUT. Y HeKo-
TOPbIX NaUMEeHTOB HabngaeTcsd MUO3WUT C OTEKOM MblLLL,
60Nbt0, NOBbILWEHNEM KOHLEHTpauMM GEpPMEHTOB MbllleY-
HOro pacrnaga B KPOBW M TUMUYHLIMU MPOSIBNEHUAMU MPU
nposeaexHun MPT.

OunarHocTuka

JlabopaTopHble uccaegoBaHus

KnukHudeckui aHanma KpoBu: neikoLmTos (> 30-50 X 10°/n)
C HEeNTpopuNbHbIM caBUrom BneBo (4o 25-30% nanoyko-
A0EPHbIX NTeMKOLWUTOB, MHOTAa — [0 MMWENOLMTOB), MOBbI-
weHue COI (o 100 Mm/4, UHOTA@ U Bbile), TMNOXPOMHas
aHemus, TpoMGoLMTO3 (> 1000 102/n).

BUOXUMMYECKUMIT U MMMYHOIOMMYECKUI aHaIn3bl KPOBU:
nosbllWeHNe KoHLeHTpauun CPB, IgM, 1gG, depputuHa.

UHCcTpyMeHTanbHbIe Uccaef0BaHNSA

PeHTreHorpagus cyctaBoB. M3MeHeHUa XxpsauieBown
M KOCTHOW TKaHW MMeTCs Yy GOMbLIMHCTBA MNaLMEHTOB.
Mpn peHTreHonornyeckom obcnenoBaHuMM 4epesd 2 ropa
oT fe6loTa 605e3Hn y 30% naunMeHToB BbIABISETCH Cyxe-
HWe cycTaBHbIX wWwenen, y 35% — aposuun, y 10% — Hapy-
LleHWEe pocTa KocTel. PaHHMe peHTreHonornyeckne name-
HEHWS pas3BUBAIOTCA B Jy4e3ansiCTHbIX, Ta306eApPeHHbIX
W nneyeBbix cycTaBax. Yepesd 6,5 net y 39% nauuneHToB
BbIABISIETCA CY)KEHME CYCTaBHbIX Lienen, y 64% — 3po3uu,
y 25% — HapyweHue pocTa KocTew. [pu arpeccuBHOM
TeyeHun clOMA pasBMBaETCA aHKWNO3 B Jly4e3ansiCTHbIX
M anodu3anbHbIX CycTaBax LIENHOro oTaena No3BOHOYHM-
Ka, a TaKXe acenTUYeCcKUi HEKPOo3 Tas306eapeHHbIX cycTa-
BOB (puc. 15).

OKT. Tpu HanMynun MuUoKapauMTa — MpPU3HaKK neperpys-
KW NEBbIX U/WNK MPaBbIX OTAENOB cepjLa, HapylleHne Kopo-
HapPHOro KPOBOOGPALLEHNS, NMOBLILLEHWE AABNEHUS B CUCTE-
Me NIero4HOn apTepuu.

YnbTpa3ByKoBO€ wWcc/ejoBaHMe OpraHoB O6PIOLHOMN
rnosiocT. YBennyeHve pa3MepoB M U3SMEHEHUE MAPEHXWUMbI
NneyYeHn 1 ceneseHku, numdaaeHonaTms.

YnbTpa3ByKoBoe uccnenoBaHne cepaua. Mpu Muokap-
[WUTe BbIABNSETCA AMNaTalLMa NEBOro XKeNyaoyka, CHUKe-
HWe dpaKLUMK BbIGPOCa NEBOr0 Kenyao4Ka, M’MNoKNMHe3uns
3a/lHEN CTEHKW NIEBOMO KENyAo4YKa W/UNU MEXIKENymou-
KOBOWM MEPEropofikv; aopTUT, NMPU3HAKM OTHOCUTENbHOM
HEe0CTaTO4HOCTU MUTPANbHOrO, aopTaNbHOro W/UIK TpU-
KyCcnuanbHOro KnanaHoB, NOBbILIEHUE AABNEHUS B NIEMOY-
HoW apTepwuun. MNpu nepukapanTe — cenapauus JIMCTKOB
nepuvkapaa, Hanuvyiuve cBOGOMHOW XWUAKOCTU B MOSOCTU
nepukapaa.

PeHTtreHonornyeckoe/KT-uccnegosaHme opraHoB rpya-
Ho¥M Knetku. Mpu MUOKapauTe: yBENUYEHUE Pa3MEpPOB
cepfila 3a CcYeT JIeBbIX OTAENOB (pexe ToTalbHOE), yBesu-
YeHWe KapanoTopaKaibHOro MHAEKCA, YCUIEHUE COCYANCTO-
WMHTEPCTULIMANBHOTO PUCYHKA NErKMX MATHUCTO-SYEUCTOrO
XapakTepa, o4aroBonoAo6Hble TeHW. [pn Gprubpo3unpyoLLEM

Puc. 14. Monnaptput npu
ctOMA. MpunyxnocTb nneyesbix,
JIOKTEBBIX, Jly4e3ansCTHbIX,
KOMEHHbIX, FONEHOCTOMHbIX

1 MEJKMUX CYCTaBOB KUCTEN

anbBeOoJSIUTE: HA PAHHMX CTa-
Onsx — ycunenue n gedop-
MaLMa NEroO4HOro PUCYHKa,
npu NporpeccrpoBaHum —

TAXUCTbIE YNJIOTHEHMUA, 1 CTOM; aTPObUS MbiLLL,
A4enUCTble TMPOCBETNEHUSA, KOHEYHOCTEN, BasbrycHas
d)opMMpyeTcg KapTuHa ,qed)opMau,Mﬂ KOJIEHHbIX CyCTaBOB,

KOHTPaKTYpbl B KONMEHHbIX
1 NOKTEBbIX CycTaBax. Pe6eHoK
He MOMET CaMOCTOATENbHO CTOSATb

«COTOBOro» nerkoro.

TeyeHue U NPOrHo3

Y 40% nauueHTOB
HabntoaaeTcd MOHOLMKIN-
yecKoe TeyeHne O6ONesHw,
M OHM MOJIHOCTbIO BOC-
CTaHaBNMBalOTCAd  nocne
onpeneneHHoro nepuoaa.
Y oTaenbHbIX NauMeHToB —
NONMUMKIIMYECKOE TeYeHne
clOMA, xapaKtepuayloue-
ecsi anM304aMu aKTUBHO-
CcTH 60Ne3HM M nepuogamu
pemuccumn 6e3 NeKkapcTBeH-
HbiX npenapaToB. ¥ 50%
neten — nNepcucTupyto-
uee TeyeHue 3abonesa-
HUA C Mporpeccupylowmnm
NnoanMapTPUTOM M OYHKLIK-
OHanbHOM HepocTaTou-
HOCTblO. Y nNauyMeHToB,
OUTENbHO  MONy4Yaloumx
rIIOKOKOPTUKOMUIbI, TaKKe
pa3BMBalOTCA  OC/IOXHe-
HWUA FOPMOHaNbHOW Tepa-
nun. Pemuccns KoHCTa-
TMpyetca y 1/3 6OJNbHbIX.
CMepTHOCTb cocTaBnseT 1%
B EBpone n meHee 0,5% B CeBepHon Amepuke. CHHAPOM
aKTMBaLMM MaKkpodaroB No-npexHemy 0CTaeTCcs CEPbE3HbIM
W NoTeHUManbHO daTtafibHbIM OCNOXHEHNEM. CMepTb MOXKET
HaCTyNWUTb BCNEACTBME HEBPONOrMYECKUX U Kapauonorunye-
CKMX OCJIOXKHEHWW.

Puc. 15 (A, B). KoKkcapTpo3, OCNOXHUBLUMICS acenTUYECKUM
HEKPO30M rofoBKM 6eapeHHon KocTu npu ctOUA. KT, peKOHCTPYKLMS
BO GpoHTanbHOM npoeKLmm (A, b). AcenTmyecKnin HeKpo3

ronoBKM 6epeHHon KocTu (1). OTMeyaloTes yMeHblleHne

B 06beMe M ynoLeH1e CycTaBHOM NOBEPXHOCTU 6eApeHHON
rONIOBKM C BblpayKeHHOM KUCTOBUAHON NepeCTPOMKOM KOCTHOM
TKaHW rofIoBKM (2) 1 NoAB3A0WHON KOCTH (3), YepeaytoLencs

C y4aCTKaMu CyGXOHAPanbHOro octeockneposa. Ha atom doHe
onpeaensieTcs Pe3Koe CYXKEHNe CyCTaBHOM LLEW C HaMYMeEM
NPU3HaKOB aHKMUNO3MPOBaHUSA — y4acTKOB, rae cycTaBHas

wenb He npocnexunBaetcs (4). OcteoduTbl Ha Kpasix CyCTaBHbIX
noeepxHocTew (5). YNNOTHEHWE KOCTHOM TKaHU U YKOPOYEHHE LIENKH
6eapeHHon KocTu (6)
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HenpepbiBHOE npodeccruoHanbHoe o6pa3oBaHue

Puc. 16. 3agepxka pocta npu ctOMA. CnpaBa gesoyka 11 ner,
cTpapatouas ctOMA B TeveHune 8 net, ee poct — 101 cm, Yto
COOTBETCTBYET POCTY 340POBOro 4-neTHero pebeHkKa (cnesa)

®dakTopbl He6naronpuaTHoro nporHo3a (AKP, 2011)

Mpun ctOMA 6e3 aKTUBHOIO CyCTaBHOIO CUHAPOMA: aKTUB-
Hble CUCTEMHble MPOSIBNEHUS 6O0Ne3HUn B TeyeHue 6 mec
(nMxopanKa, BbICOKME nabopaTopHble MoKa3aTenu), Heob-
XOAMMOCTb B MOBTOPHOM Ha3Ha4YeHWW [IIOKOKOPTUKOWIOB
CUCTEMHOIO AENCTBMUS.

Mpn ctOMA ¢ aKTMBHbIM CyCTaBHbIM CUHAPOMOM 6€3
aKTMBHbIX CUCTEMHbIX MPOSBAEHUN: MNopaxkeHue Tal3obe-
[OPEHHbIX CYCTaBOB W/WUNW OECTPYKLMUS CYCTaBOB MO AaH-
HbIM PaAMOSIONMYECKOro UCCNeAoBaHUSA (3pO3MU CYCTaBHbIX
NMOBEPXHOCTEN, CYXKEHME MEXKCYCTaBHbIX LLENewn).

OcnoXHeHus
e [1oArocpoYHbIE OC/IOXKHEHMUS.
e 3ajepxKa pocTa (0b6was, NoKann3oBaHHas; puc. 16).
e Amunouaos.

KOH®JIMKT UHTEPECOB

e (OcTeonopos.
e KoKcapTpos.

AnddepeHymnanbHas guarHocTuka

MpoBoantcs ¢ MHOEKUMAMU (6aKTepuanbHbIM 3IHAO-
KapAMTOM, OCTPOV pPEBMATUYECKON NIMXOPaAKOMn, 60NEe3HbIO
Kollayber LuapanuHbl, 605e3Hbl0 Jlarma, 60ppennosom,
MUKOMNNa3MeHHOW MHPEKUMEN M ap.); 3/10Ka4eCTBEHHbIMM
HOBOOGPa30BaHUAMMU (Herpobnactoma, reMo61acTo3bl, TNM-
donponndepatnBHblie 3aboneBaHUs); CUCTEMHbIMM Mopa-
YEHUAMWU COeAMHUTENbHOW TKaHW; 6one3Hblo KactnemaHa,
BOCManuTenbHbiMM 3a60/IEBaHMS KULWEYHUKA, ayTOBOCMNau-
TENbHbIMW CUHAPOMaMM.

JleueHue

Bcem nauveHTam Ha 3tane o6cnefoBaHMa MpWU Hau-
YUKU NIMXOpPAdKM U 60neBoro cuHapomMa HasHadvatoT HIBC.
MoHoTepanua HIMNBC npoBoautcs He 6onee 1 mec BHe
3aBMCMMOCTM OT aKTUBHOCTU GOSIE3HU M Hann4ums GaKkTopos
He6n1aronpUATHOro NPOrHo3a.

Mocne BepndmrKaumm guarHo3a Npm ONacHbIX 4S8 MU3HU
CUCTEMHbIX MPOSABIEHUSAX (CEPO3MUT, KapaWT, MHEBMOHMWT,
BACKy/IMT) NPOBOAAT Ny/ibC-TePanunio METUINPEAHNU30/I0HOM
B fo3e 10-30 Mr/Kr macchl Tefla Ha BBEJieHME B TeyeHue 3,
npu HeobxoanMMOCTU — 5 nocnegoBaTeNbHbIX AHEW B coYeTa-
HWUK C NpUeMOM npeaHM30N0Ha per os B go3e 0,5-2,0 mr/Kr
Maccbl Tena B CyT. [nWTenbHOCTb nNpuema npeaHwn3osioHa
per 0s B TepaneBTUYECKOM O3MPOBKE — He 6onee 4 Hep.

MpK Hanu4ymMmM CTOMKOro apTpuTa Ha3HayaloT BHYTPUCY-
CTaBHble WMHDBEKLMU TMMIOKOKOPTUKOMAOB: 6eTaMeTasoH —
He yalle 1 pasa B 6 Mec, TPMaMLMHOMIOHA FreKCaLLeTOHNU —
He Yaule 1 pasa B 4 mec.

Maunentam ¢ ctOMA 6e3 aKTMBHOIO CyCTaBHOIO CUHAPO-
Ma HasHayaloT TouMnMaymab B Jo3e 8 Mr/Kr Macchbl Tena
Ha BBefeHwue y feten ¢ maccon Tena = 30 Kr; B 4o3e 12 mMr/Kr
Macchbl Tena Ha BBefeHne — y aeten ¢ maccon Tena < 30 Kr
BHYTPMBEHHO 1 pa3 B 2 HeJ WM MOHOKIOHalbHble aHTUTe-
na K W1 1B kaHakuHymab B [o3e 4 Mr/Kr NogkoxHo 1 pas
B 4 Hep. MNpu clOMA ¢ aKTUBHbIM CyCTaBHbIM CMHAPOMOM TOLIK-
nM3ymab/KaHaknHymab coyeTaloT C METOTpeKcaToM B [03e
15 Mr/M2 Ha BBeaeHue 1 pa3 B Hej BHYTPUMbIWEYHO WK
NOAKOXHO. B cnyyae HeadpPeKTMBHOCTM TouMNM3ymaba wu
KaHaKMHyMaba B TeyeHne 3 MecC (aKTUBHbIE CUCTEMHbIE MPOSiB-
newus, orcyteteue 50% ynydiennus no kputepuam AKP...) —
nepektoyeHre Ha KaHakMHyMab /Tounnudymab. Tounnndymab
M KaHakMHymab no nokasaHuio «CuctemHbin FOWUA» 3aperu-
CTPMpPOBaHbI y IeTen ¢ Bo3pacTta 2 feT.

Mpy HeadPEeKTUBHOCTM TouMIM3ymaba U KaHaKWHY-
Maba — MepeKloYeHNe Ha XMMEPHbIE MOHOK/IOHASIbHbIE
aHtTuTena K CD20+ B numdoumtam — putyKcnumad B Ao3e
375 Mr/M2 B Hej B TeyeHue 4 nocneaoBaTesbHbIX Hef.

Mpn cOMA ¢ aKTMBHbBIM CyCTaBHbIM CUHAPOMOM 6€3 aKTUB-
HbIX CUCTEMHbIX NPOSIBIEHNM B Te4eHne He meHee 1 rofa npw-
MeHST nHrnéutopbl PHO «: aganumymab B gose 40 mr, unm
24 Mr/M2 Ha BBe[IEHME NOAKOXHO 1 pa3 B 2 HeA, UKW 3TaHep-
uent B go3de 0,4 Mr/Kr maccbl Tena Ha BBeAeHWEe MOAKOMHO
2 pa3sa B Hef (unu 0,8 Mr/Kr maccol Tena Ha BBegeHune 1 pas B
Hef) B COYeTaHWM ¢ MeToTpeKcatom B fose 15 Mr/M2 Ha BBe-
feHune 1 pa3 B Hefl BHYTPUMbILWEYHO UM MOAKOXHO.

E.U. AnekceeBa — MoONy4YeHUe WCCAEeAOBaATENbCKUX TFPaHTOB OT dapmaLeBTUHECKUX KomnaHuuin Roche, Abbott, Pfizer,

Bristol-Myers Squibb, Centocor, Novartis.
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TECTbI K JIEKLIUM
lMpumeyaHue. (4) — B KPyrbix CKOOGKax psiaom ¢ BOMPO-
COM YKa3aHO YMC/I0 NPaBMJIbHbIX OTBETOB.

1. Y peGeHKa 3 net nocne anu3opa OCTPOW pecnu-
paTopHO HWHEKUUM nosiBUAACb MNPUNYXIOCTb,
60/1€3HEeHHOCTb U OrpaHU4YeHue ABUXKEHUN B IEBOM
KOJIeHHOM cycTaBe. lMauueHT Gbls1 rocnuTaan3mpo-
BaH B CTalMOHap ¢ NOAO3PEHMEM Ha IOBEHU/IbHbIN
UAUONATUYECKUI apTPUT.

1.1. Kakne 6onesHun Bbl 6ygeTe McKkato4aTb Ha atane nocra-
HOBKM AnarHosa? (5)

A.  Tybepkynes.

B. 3nokayecTtBeHHOE HOBOOOpPa30BaHME.
C. Ocreomuenur.

D. Tlemodunus.

E. bonesHb Peitepa.

1.2. KaKkow 6yaeT Balwa TepaneBTMyYecKas TakTMKa Ha aTane
NoCTaHOBKM AnarHosa? (1)

A.  HNBC.
B. HMBC + BHyTpUCyCTaBHbl€ MYHKLMK C IOKOKOP-
TUKOMAAMM.

C. HMNBC + BHyTpuCyCTaBHblE MYyHKLMW C [JTIOKOKOP-
TUKOMAAMKU + UMMOBUIN3ALUA KOHEYHOCTH.
HMBC + ¢dumsunoTtepanums.

HMBC + nmMyHOMOAYyNSaTOpbI.

HMBC + BHyTpMUCyCTaBHble MYHKLMW C [NIIOKOKOP-
TUKOWMAAMU + aHTMGaKTepuanbHas Tepanus.
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2. PeOGeHOK, 5 net, 6oneH 8 Hep. B KNMHUYECKOM Kap-
TUHE: NIMXOPaAKa, Cbifb, OJIMF0APTPUT, NEePUKAPAMUT,
numdageHonaTtusa. B KIMHUYECKOM aHaNU3e KPOBHM:
neikouutbl 20%x10%/n, remorno6us 80 r/n, apu-
Tpouutbl 2,5%x1012/5, TpomMGoLMuTLI 500%10%/7,
C03 60 mm/4, C-peaKTUBHbIN Genok 200 mr/n.
Buoxumuyeckue nokasatesM KpoBM B MNpepenax
HOPMblI.

2.1. Kakue 3a6oneBaHnsi HEOO6XOAMMO UCKIIOYUTL PEBEHKY
C OMMCaHHOM cumMnToMaTUKon? (5)
A. [emo6nacTto3bl 1 numdonponudepaTuBHblie 3a60-
NneBaHus.
ConuaHble Onyxosu.
AyTOBOCMaNUTENbHbIE CUHAPOMBI.
MMmyHOoaePULMTHOE COCTOSAHME.
Tyb6epKynes.
HeanddepeHUnpoBaHHbIN KONareHos.

TMOO W

2.2. Kakuve gononHuTenbHble NabopaTtopHbie UccneaoBaHus
Heo6Xxo0AMMO MNPOBECTM Ha 3Tane MNoCTaHOBKW Auar-
Ho3a? (B)

McecnepoBaHue Ha MHPEKUMU U BUPYCbI.

McecnegoBaHMe CMHOBUANbHOM XUAKOCTY.

MpOKanbLUMTOHMHOBbLIN TECT.

baKktepunonormyeckoe nccnegoBaHne GU3nMonorm-

YECKUX KUIKOCTEN.

MMmMyHODEHOTUN NMMPOLIUTOB.

[eHeTMYecKoe uccnefoBaHME Ha ayToBOCMasu-

TeNbHbl€ CUHPOMbI.
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HenpepbiBHOE npodeccruoHanbHoe o6pa3oBaHue

2.3.

2.4.

3.1

3.2.

3.3.

3.4.

4.1.

Kakve fononHuTenbHble MHCTPYMEHTalbHble UCCNeao-

BaHWA HEOOXOAMMO MPOBECTU Ha 3Tarne yCTaHOBNEHUS

avarHosza? (3)

A. Buoncusa KOCTHOro Mo3ra.

B. Bwuoncua numdaTtnyeckoro yana.

C. KowmnbloTepHass ToMorpadpusa OpraHoB TrpyaHON
KJTETKM, BPIOLHON MONOCTH.

D. PeHTreHonornyeckoe wuccnegoBaHne oOpraHos
rPYaAHOW KNETKU.

E. ApTpockonusa c 61Moncuen.

Kakon 6yget Balla TepaneBTMYECKasa TaKTUKa Ha aTane

NOCTaHOBKM AnarHosa? (1)

A. HNBC.

B. HIBC + aHTMGaKTepuanbHble Npenapartbl.

C. HMNBC + rnOKOKOPTUKOMABI ANSi BHYTPUBEHHOIO
BBEAEHMS.

D. HMNBC + rntoKOKOPTUKOUAbI AN BHYTPUCYCTaBHOIO
BBEAEHMS.

E. HMBC + rnioKoKOpTMKOUALI MEPOPanbHO + MIOKO-
KOPTUKOWbI AN151 BHYTPUBEHHOIO BBEAEHUS + [110-
KOKOPTUKOWAbI AS11 BHYTPUCYCTaBHOIO BBEAEHUS.

F.  HMBM + rnioKoKopTUKOWAbI A BHYTPUBEHHOIO
BBEAEHUS C MOCTEMNEHHbIM CHUXXEHWEM [03bl +
BHYTPMBEHHbIN UMMYHOMTOOYNNH + aHTUGaKTepu-
anbHble npenaparbl.

KakoBa panutenbHoctb MoHoTtepanuu HIMBC po
Ha3Ha4YeHUs UMMyHoAenpeccaHTa npu:

OnuroapTtukynspHom BapuaHTte HOUA: (1)
A. He 6onee 3 mec.
B. He 6onee 2 mec.
C. He 6onee 6 mec.
D. He 6onee 1 mec.

MonnapTtukynapHom BapuaHTte FOUA: (1)
A. He 6onee 3 mec.
B. He 6onee 2 mec.
C. He 6onee 1 mec.
D. He 6onee 6 mec.

CuctemHom BapuaHTe OMA ¢ akTUBHBIM apTpuToM: (1)
He 6onee 3 mec.
He 6onee 2 mec.
He 6onee 1 mec.
He 6onee 6 mec.

Sowm>

ApTpwWTE, aCCOLIMMPOBAHHOM C SHTE3UTOM U MOATBEPK-
[EeHHbIM caKkpouneuToMm: (1)

A. He 6onee 3 mec.

B. He 6onee 2 mec.

C. He 6onee 1 mec.

D. He 6onee 6 mec.

Kako# UMMYHOJenpeccaHT ABJIfeTCA npenapartom
nepBoro BbiGopa AN nevyeHus:

OnuroapTturynspHoro Bapuarta HOMA: (1)
MeToTpekcar.

CynbdacanasuH.

NedbnyHomua.

LIMknocnopwuH.

A3aTMONpwH.

ModeTtnna mmkodeHonar.

TMo o>

4.2.

4.3.

5.1.

5.2.

5.3.

5.4.

MonnapTturynapHoro sapuarta tOUA: (1)
MeToTpekcar.

CynbdacanasuH.

NedbnyHomua.

LlMknocnopwuH.

A3aTMONpwH.

ModeTtnna mnukodeHonart.

TmMooOw®

ApTpuTa, acCCOLMMPOBAHHOIO C IHTE3UTOM M NOATBEPIK-
[EeHHbIM caKkpouneuToMm: (1)

MeToTpekcar.

CynbdacanasuH.

NedbnyHomua.

LiIMknocnopwuH.

A3aTMONpPWH.

ModeTtuna mnukodeHonart.

TmMoow®

Kakoi us MBIl Bbl BbiGepeTe B KayecTBe npenapa-
Ta NepBOW JIMHUMU NPU:

OnuroaptukynspHom BapuaHTe HOWA (npu Headdek-
TUBHOCTU MeToTpeKcaTa): (2)

NHdnnkecnmab.

Apnanumyma6.

OTaHepuent.

AbGaTauenT.

Toumnuzymab.

moow>

MonnaptukynapHom BapuaHTe HOWA (cepoHeratuB-
HoMm): (4)

A.  WNHbnmKkcmumab.

B. Apanumymab.

C. OtaHepuent.

D. Ab6atauent.

E. Touunuzymab.

CuctemHom BapuaHTe FOMA ¢ akTUBHBIM apTpuToM: (1)
NHdnnkcnmab.

Apnanumyma6.

OTaHepuent.

AbaTtaLent.

Toumnuzymabo.

moow>

ApTpuTe, acCOLMMPOBAHHOM C SHTE3UTOM W MOATBEPIK-
[EeHHbIM CaKpoUnenToM: (2)

A.  WNHdnmkcrumab.

B. Apanumymab.

C. OrtaHepuent.

D. Ab6atauent.

E. Touunuzymab.
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