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XAPAKTEPUCTUKA MOHATUA

lOBeHUNbHBIN ManonaTuyeckun aptput (OUA) —
apTPUT HEYCTaHOBNEHHOW MPUYUHbLI, AJIUTENBHOCTbIO
6ofiee 6 Hepa, pa3BMBalOWMKCA y OeTen B Bo3pacTte
[0 16 net, Npy UCKIKYEHUM LPYron NaTosiorMu CcycTaBoB
(no knaccudmkaumuu International League of Associations
for Rheumatology, ILAR).

SANMUAEMHUOJIOIUA

KOBEHWUNbHbIV MAMONATUYECKUIA apTPUT — OAHO U3 Hau-
6o/lee 4acTbiX M CaMblX WHBANMAUIMPYIOLLMX PEBMATU-
4YeCKunx 3abosieBaHui, BCTpeYvalownxes y ageten. 3abonesa-
emocTb HOWA coctaBnsier 2-16 Ha 100000 petckoro
HaceneHns B Bo3pacTe A0 16 nert. PacnpocTpaHeHHOCTb
HOWA B pa3Hbix cTpaHax Konebnetcs ot 0,05 go 0,6%. Hauwe
60Nel0T AeBOYKM.

K/IACCUOUKALIUA

B HacTosiee Bpemsl 06LLENPUHATON ABASIETCS Kaccu-
durkaumnsa OUMA BceMUpHOM TNrM pEBMATONIOMMHYECKMX acco-
umaumm (ILAR) BTOporo nepecmotpa (3amMoHTOH, 2001),
B COOTBETCTBMM C KOTOPOW BbIAENSIOT Cneaytolne BapmaH-
Tbl 3a6071EBAHNS:

Ye.l. Alekseeval: 2

®  CUCTEMHbIN IOBEHU/BbHBIM MAUONATUYECKUIA apTPKT;

ONIMrOaPTUKYNSAPHBIN IOBEHWUIbHBIV  MAMONATUYECKUNI

apTpuT;

®  MOMMAPTUKYNSPHBIA IOBEHWABHbLIN WAKONATUYECKUNI
apTpuT, PO-HeratuBHbLIN;

®  MOMMAPTUKYNSPHBIA IOBEHWABHbLIN UAMONATUYECKUNI
apTpuT, PO-NO3UTUBHbIN;

®  OBEHW/IbHbLIN MCOpUaATUYECKUI apTpuT;

®  apTPUT, aCCOLMUPOBAHHbIN C SHTE3UTOM;

e HeauddepeHUNPOBaAHHbIN apTpUT (apTPUT, HE OTBEYa-
IOWWI KPUTEPUAM KaKOW-TMBO KaTeropuu unm oteeva-
oMM KpUTEPUSAM Gonee Yem ABYX U3 NpeLcTaBNeHHbIX
KaTeropum).

3TUOJIOIUSA U NATONEHE3

HOBEHWUNbHBIA MAMONATUYECKUIA apTPUT — MYyNbTUbAK-
TOPHOE nonureHHoe 3aboneBaHne, MexaHW3Mbl Pa3BUTUSA
KOTOPOro OTIMYALOTCA NPU pa3HbIX BapuaHTax 60/1e3HMU.

Ons cuctemHoro HOWA (cHOMA) xapaKTepHo OTCyT-
CTBME CBH3M C [MlaBHbIM KOMMIEKCOM TMCTOCOBMECTU-
Moctu kKnacca Il (MHC II). Mpu apyrux BapuaHtax HOUA
BbIIBNSAIOTCA YETKMEe reHeTuyeckne accouuauuun. ns
BCEM nonynauuMmM O6ONbHbIX ONUroapTUKYNApHbIM HOUA,
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B YaCTHOCTM ON1s AEBOYEK C paHHUM aebioToM 3aboneBa-
HUS, xapaKTepHa accouuauma ¢ HLA-2, a Takke ¢ HLA-
DRB1*08-DQA1*04-DQB1*04 rannotMnamu, KOAMPYOLLUMHU
DR8 1 DQA4. leHeTU4eCKHne accoumalmm NoanapTUKYNSPHOTo
P®-HeratuBHoro KOMA aHanornyHbl TaKOBbIM MPW ONUroap-
TUKYNSPHOM BapuaHTe 6o0ne3Hn. [pn NoanapTUKynspHOM
P®-no3utusHom KOUA ¢ 60nbWON 4acTOTOW BbIABAAIOTCH
HLA-DR4 (HLA-DRB1*0401*0404,0408* wunn *0405),
DR1 (DRB1*0101) u DR14 (DRB1*1402) annenu; npwu
apTpuTe, acCOLMMPOBAHHOM C 3HTE3UTOM (IOBEHWSIBHOM
aHKuo3upyowem crnoHamnoaptpute), — HLA-B27.

MexaHU3Mbl aKTMBaLWMW MMMYHHOrO OTBETa Mpu pas-
HbIX cy6TMnax OUNA Takxke otnmnyatotes. clOUNA B HacToswee
BpeEMS paccMmaTpuBaloT B 60/blUEN CTEMEHN HE KaK ayTOUM-
MYHHOE, a KaK ayToBocnanuTtesnbHoe 3abonesaHue. B pa3su-
T clOUNA Beayllyto posb UrpaeT akTMBaLns BPOXKAEHHOro
UMMYHUTETA; 3PPEKTOPHbIE KNETKM — MaKpodarn u Heu-
TpodwWbl, ayToaHTUTENA — HEe BbIABASAIOTCA. TaKne BHecy-
CTaBHble NPOSBIEHUS, KaK NMXOpajKa, CbiMb, TPOMOOLMTOS,
aHemus, OCTEONOPO3, a TaKKe CUHTE3 OoCTpoda30BLIX 6en-
KoB (CPB v amunouga), npn CUCTEMHOM apTpuUTe CBA3biBalOT
C runepnpoaykumen nHtepnenkntos (UJ1) 6 u 1. Mpwu gpyrmx
BapuaHTax HOWNA aKTuBMpyeTCca MPUOBPETEHHLIN WUMMYHU-
TET; 9GPEKTOPHbIMU KNeTkamu aBnatoTea T 1 B niumdoumnThbl.
Beayliyto ponb B pasBUTUM KIMHUYECKUX CMMMTOMOB Mpw
FOMA 6e3 cUCTEMHbIX MPOSIBNIEHUN (CMHOBWTA, AECTPYKLMU
XPSALWEBOW U KOCTHOW TKaHW) UrpaeT GaKTop HEKPO3a OMnyxo-
m (PHO) a u cnHTes aytoaHTMTen. AytoaHTutena Hambonee
4acTo BbIABASAOT MNPH oiMroapTuKynspHom FOUA (aHTUHYKNe-
apHbIn dakTop, AHD) 1 nonnapTukynsapHom PP-no3uTMBHOM
FOUA (P® knacca IgM, aHTUTENa K LMKIMYECKOMY LUTPYIU-
HOBOMY NenTuay): 3T0 CBUMAETENbCTBYET O TOM, YTO aKTUBaLMA
ryMopanbHOro MMMyHUTETa SBASETCA LEHTPaIbHbIM 3BEHOM
B naTtoreHese 3TMx BapuaHToB 3aboneBaHus. pun apTpute,
acCoLMMPOBAHHOM C 3HTE3UTOM, U MCOPUATUHECKOM apTpU-
Te NPOAYKLMS ayTOaHTUTEN He BblpaxeHa, HO HabnogaeTtcs
cunbHasg accoumnauma ¢ HLA.

B natoreHese Bcex BapmnaHToB FOUA LeHTpanbHyo ponb
UrpaeT aKTMBaLMa UMMYHHOW CUCTEMbI, MPOAYKLIMA NPOBOC-
nanuTenbHbIX LUTOKMHOB aKTMBMUPOBaHHbIMK T numdounTa-
MU U MaKpodaramu 1 pa3BuUTME XPOHUYECKOI0 BOCMNaNEHums.

NMATOMOP®OJIOIUA

KOBEHWMbHBIM MOMONATUYECKUI apTPUT XapaKTepuayeT-
€Sl XPOHUYECKUM HETHOMHbLIM BOCMaNEHNEM CUHOBMabHbIX
o6onoyek (puc. 1).

Mpy1 MMKPOCKOMMU B MOPaXEHHbIX CUHOBMANbHbIX TKAHAX
06GHapyKMBatoTC OTEK, rMNepemMmns U UHOUNbTPaLMUS NUM-
dounTamMun M nnasMaTtMyecKMMKU KneTKamu, nponudepaums
KPOIWLWMX CMHOBMOLIUTOB, HeoaHrMomartol. [loBblleHHas
CeKpeuus cycTaBHOM MWOKOCTM NpUBOAMT K ob6pas3oBa-
HWIO BHYTPUCYCTABHOIO BbINOTa. BbliNfgYnMBaHUS YTONLWEH-
HOW CWHOBMaNbHOM 060JIO4KM 06pPa3ylT BOPCUHbLI, KOTO-
pble BbICTynatT B MOMOCTb CycTaBa; runepniasvpoBaHHas
cuMHOBManbHaa o6onoyka npu HKOUA pacnpocTpaHsaeTcs
Mo MOBEPXHOCTU CYCTABHOrO Xpsilla M C HWUM crnavBaeTcs.
O6pasyeTtcs naHHyc. o Mepe nporpeccMpoBaHns CUHOBUTA
pa3BMBaETCs 3pP03MS, U MOCTEMEHHO pa3pyllaeTcs cycTas-
HOW XPSiLL, a BNOCNEACTBMM U KOCTHas TKaHb.

[leCcTpyKums CyCTaBHbIX CTPYKTYp 4alle pas3BuBaeTcs y
[eTEeN C MNOSIOKUTENBbHON MO peBmMatoMaHomy daktopy dop-
Mon FOMA n ctOUA. TTpouecc AeCTPYKLMK CYCTaBHbIX CTPYKTYP
MOXET NPUBECTU K 3PO3UM KOCTHOM TKaHW Ha cybxoHapasnb-
HOM YPOBHE, CY)KEHWIO CYCTaBHOIO MPOCTPaHCTBa (3a cyeT
noTepu CyCTaBHOro xpsila), pa3pylweHuto M cpacTaHuio
KocTen, aepopmaunsam, NoaBbIBUXaM MAM aHKUIO3Y cycTa-
BOB. MoryT BO3HWKHYTb TEHOCMHOBWUT U MWO3WUT. B 30Hax

Puc. 1. Cepo3sHblii apTpuT KoNeHHoro cyctasa npu OUA.
HabyxaHne MArKkux TKaHen CyCTaBHOM CYMKM

KOCTEeN, npuieralowmx K MOpaxeHHbIM cycTaBam, MOryT
OTMeYaTbCs OCTEOMNOpPO3, MEPUOCTHUT, YCKOPEHHbIN POCT 3MNu-
$n30B 1 NpexaeBpeMeHHOe UcHe3HOBEHNE anndu3apHoro
xpsia.

Mopdonornyecknm cybeTpatoMm 60MbLIMHCTBA KIWHU-
YeCKUX NPOSIBAEHWUI apTpuTa, aCcCOLMMPOBAHHOIO C 3HTe-
3UTOM, CIYXUT BoOcnanuTeNbHbln GUOPO3UPYIOLWUIA NPO-
L|ecc ¢ NepBUYHOMN IOKaNn3aLmen B CyXOXKMUIbHO-CBA304HbIX
CTPYKTypax, MecTax Ux NpUKpeneHns K Koctu, GubposHom
4aCcTU MEXMO3BOHOYHbIX [JUCKOB, CMHOBManbHOW 060/104-
Ke CycTaBOB C TeHAeHUMen K nuMdonaHon MHPUNbTpaLmn
W rmnepnnasun. B nneocakpanbHbix COYNEHEHUAX 06pa3yeT-
ca cy6xoHapanbHasa rpaHynsuMoHHas TKaHb, XpsLy 3amella-
eTca GUOPO3HON, a 3aTeM U KOCTHOW TKaHblo, dopmupyeTcs
aHKWNo3.

Mpu ncopratTMyeckom aptpute Mopdonormyeckne uame-
HEHWA B CUHOBWANIbHOW 06OJIOHKE NpPeAcTaBfialoT co6o#
XPOHWYECKUN CUMHOBMUT, NOoA06GHbIN TakoBoMy npu KOUA, HO
C onpeaeneHHbIMU 0COBEHHOCTAMM. K HUM OTHOCATCS COCY-
AUCTble HapylleHus, BblpaxeHHoe GopMUMpoBaHWE BHOBb
06pasdyeMblX KOonnareHoBbIX BOJOKOH B CyGCMHOBMANbHOM
TKaHM, Y4TO KIIMHWYECKM NPOABASETCH CKIIOHHOCTbIO K pa3Bu-
THIO GMBPO3HbIX KOHTPaKTyp. [pK Nncopnatnieckom aptTpute
TaKKe oTmedvaeTcd GopMUMpoBaHME NaHHyca, HO B MEHbLLEN
cteneHu, 4em npu HOUA. BbipaxeHHOCTb Mopdonoruye-
CKMX M3MEHEeHWW Mnpu NcopuaTMyecKOM npouecce 3aBu-
CWT OT NIOKann3aLmMmn CycTaBHOro npoLecca 1M AnuTenbHOCTH
6one3Hn. Yem 6onee BbipaxKeH CUHOBWT, TeM MopdONoru-
YeCcKM OH B 6onbluen cteneHn otnndaetcsa ot KOMA. Ucxomom
OMMUCaHHbIX UBMEHEHUIN MOXET 6biTb GUOPO3HLIN, a 3aTemM
W KOCTHbIW @HKWMNO3.

OJIMFOAPTUKY/IIPHbIA IOBEHW/IbHbIA
WAWUOMNATUYECKUNA APTPUT
XapaKkTepucTuKa NOHATURA
ApTpuUT ¢ nopaxeHuvem oT 1 ao 4 cyctaBoB B TeyeHue
nepBbIx 6 Mec 601e3HN. BblgenstoT 2 BapuaHTa:
® [EPCUCTUPYIOWMI ONUTroapTPUT — noparkeHne 1-4 cy-
CTaBOB B Te4yeHne Bcen 60J1e3HM;
®  pPacnpoCcTPaHMBLUMICA ONUrOapTPUT —
5 1 6onee cycTaBoB nocsie 6 mec 601e3HMU.
[OnarHo3 onuroaptukynsipHoro HOMA He MOXKeT 6GbiTb
YCTAHOBJIEH MPU HaNN4YUK:
e ncopuasa (B T.4. B aHaMHe3e) y nauneHTa uimn ero poa-
CTBEHHMWKOB MNEpPBON NIMHUM PoACTBa (POAUTENU, CUBCHI);
e apTpuTa, accouuupoBaHHoro ¢ HLA-B27 aHTUreHom,
y Manb4yMKOB B BO3pacTe cTaplue 6 ner;

nopaxkeHue
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

Puc. 2. CummeTpmyHasn
BblpaXKEHHas NPUNyx1oCTb

1 cruéatenbHble KOHTPaKTypbl
B KOJIEHHbIX CycTaBax npu
onuroapTukynapHom HOUA.
MauneHT He MOXKET CTOSTb,
X04UTb

Puc. 3. MHOXeCTBEHHblE

3HAOTENMANbHbIE NPELMNUTaTbI
Ha poroBuLEe NPU 060CTPEHUN
yBeuTa

Puc. 4. VIameHeHune dopMbl
3payKa (1), 3agHue cuHexuu (2),
CTyLWIeBaHHOCTb PUCYHKa
pafy*KHOM 060/104KHM (3) Npwm
NoAOCTPOM TEYEHUN yBEUTA

®  AHKWNO3WPYIOLLErOo CMNOHAWAUTA; apTpuTa, acCcoLMMpo-
BaAHHOIO C 3HTE3UTOM; CaKpoUenTa B COYETAHMUM C BOC-
nanuTenbHbIMM 3a601EeBaHUAMU KULIEYHWKA; CUHAPO-
Ma PewTepa; ocTporo nepegHero yseuTta WauM OAHOIO
13 aTux 3abosieBaHU y POACTBEHHUKOB NEPBOW JIMHUU
poACTBa;

® nonoxutenbHoro P® knacca IgM MUHUMMYM B ABYX Npo-
6ax, B3aTbIX C UHTEPBANIOM HE MeHee 3 MEC;

e cucremHoro OMA y naymeHTa.

Anupemuonorusa

Hanb6onee u4acto BcTpedawuwmmnca BapuaHT HOUA:
Ha ero gonto npuxoautca 50% Bcex cnyyaeB 3aboneBa-
HUSA. Pa3BMBaeTCcs NpeuMMyLLeCTBEHHO y AeTel B BO3pacTe
oT 1 roga no 5 net. Yawe 6onetoT aeBo4vku (85%).

KnuHuyeckaa KaptuHa
Havyano 3aboneBaHms Yallle OCTpoe.

CyctaBHOM CUHAPOM

B TeyeHune nepBbix 6 Mec 601Ee3HM TUMNYHO MOPaXKeHne
< 4 cycrtaBoB. Hanbonee 4acto B npoLecc BOBJEKAOTCH
KoneHHble (89%) 1 roneHocTonHble (36%) cycTaBbl, pexxe —
MeJIKMe CcycTaBbl ManbueB KUCTeN M cTon (6%), NIOKTEBbIE,
TasobeapeHHble, Ny4e3ansiCTHble WM YEeNtoCTHO-BUCOYHbIE
(3%). PasBuBaeTcs BblpaxeHHas aTtpodus Mbilil, pacro-
JIOXEHHbIX MPOKCUMaSIbHEE CyCTaBa, BOBIEYEHHOIO B NaTo-
JIOTUYECKMIM MNPOLLECC; YCKOPSAETCS PoCT anudpu30B KocTen
nopaKeHHbIX CycTaBoB (puc. 2).

Mpn acCMMMETPUYHOM TOHUTE MOpPaXKeHHass KOHEYHOCTb
yanuHsietcs n dopmupyeTtcs BapycHas gedopmMalms roneHu.

BHecycTaBHble NposiBIEHUsA

MepeaHu yBeuT (MpUT, NEPEeaHUA LUKIUT, UPULOLIMKIINUT)
pasBuBaetca y 20% 60JibHbIX ONUroapTuKynspHbim HOUA.
OH MoOeT gebioTMpoBaTb 3a HECKONIbKO NeT A0 pa3BUTUS

cycTaBHOro cuHgpomMa. CpegHui Bo3pacTt gebtoTa ypemta —

2 roga. Yaule 6onetoT AeBOYKKU. Ero yactoTa Bblilwe npu op-

Max 3ab60/feBaHUs, XapaKTEePUIYIOWMUXCS PaHHUM HavyaaoMm.

YBeuT, Kak npaBuio, XapakTepuadyetcss 6€CCUMMNTOMHbIM

NOAOCTPbIM MW XPOHUYECKMM TEYEHWEM M ANArHOCTUpyeTCs

NPW CHUXEHWUM 3PEHUS U GOPMUPOBAHMM KaTapaKTbl.

B 6onbluMHCTBE Clly4aeB HabnogaeTcss ABYCTOPOHHWMMK
yBeuT (puc. 3, 4). Mpun odTanbMOCKONUKU ANarHOCTUPYIOT cie-
AyloLune NpusHaKku:
® W3MEHEHWs IHAOTENUS POrOBULbI B BUAE PeaKLMK 3amno-

TENOCTH, OTNOXEHUA Ha 3HAOTENMM (OPMEHHbLIX 3ne-

MEHTOB;

e o06pa3oBaHME POroBUYHbIX MpeunnuTaToB (arperathbl
BOCNaNWUTENbHbIX KIETOK, KOTOpble pacrnonaralTcs B
HUXKHEW NMONOBUHE POroBuULbl, GOPMUPYS TPEYTrONbHUK);

® JleHTOBMAHAasa AUCTPOdUS POroBULbI C Pa3IMYHON cTene-

HbtO KanbLUMPUKaLMKU 1 YTONLLEHUS POrOBMULbI (KNaccuye-

CKWW Npu3HaK yBeuTa, accoumnpoBaHHoro ¢ OUA);
® rMNEepemMUs 1 OTEK PadYyKKH, CINaXKEHHOCTb ee PUCYHKa,

NnosiBNIEHWE 3KCCYAAaTUBHO-OUOPUHOSHBLIX OT/IOKEHUN,

MHorga remopparui;

e (dopMHUpOBaHUE NEPUXPYCTANIMKOBLIX MIEHOK B 06/1acTu
3payka, 3alHUX CMHEXMHW, CBA3bIBAIOLWNX Kpan padyKKu
C nepegHen NOBEPXHOCTbIO XpycTanuKa, Y4TO MPUBOAWT
K n3meHeHuo GopMbl 3paydkKa.

AunarHocTuka

JlabopaTopHbie ucciaegoBaHusi

KnnHn4ecKkui aHaan3 KpoBM: reMaToNornyeckne nokxa-
3aTenu MoryT 6bITb HOpMasnbHbIMU, B PSAE ClyYaeB BbISBAS-
€7Cs yMepeHHast TMNOXpoMHast aHEMMS U MOBbILWEHWE CKOPO-
CTW ocefaHus aputpoumnTos (COJI).

BUOXUMMYECKUI M MMMYHOI0MMYECKUI aHain3bl KpPOBU
y 601bLWMHCTBA 60MbHLIX — B Npeaenax HopMbl; BO3MOXKHO
noBblleHME KOHUeHTpauuu C-peaktuBHoro 6enka (CPB),
UMMYHOrN06ynunHoB (Ig) M, G; Hannyne AH®.

KoHcynbTaunsa o¢granbmosiora — ANS AWArHOCTUKMK
yBeuTa. Bcem mauueHtam ¢ apTpuMTOM HEeobxoaMMo npoBe-
neHne odbTanbMOCKOMUK.

UHCcTpyMmeHTanbHble nccnefo0BaHUs

PeHTreHorpapus, KomnbtoTepHas Tomorpapusa (KT)
cycTaBoB. PEHTIEHONOMMYECKNE NBMEHEHNS HE OTIMYatoTCS
OT TaKOBbIX Npu Apyrnx BapuaHtax OUA, HO MeHee Bblpaxe-
Hbl. Ha paHHMX CTagMsax Cy)KEHWe CYCTaBHbIX Lienern MOXKeT
Habnogatbes y 5% 60MbHbIX, 3p03un — y 10%, yckopeHune
pocTta Koctn — y 20% (Hanbonee 4yacto — Mpu NnopaxKeHum
KOJIEHHOrO cycTaBa).

MarHntHo-pe3oHaHcHass Tomorpagus (MPT) cycTaBoB:
CWHOBMUT, yBE/IMYEHNE KONMYECTBA CUHOBUANbHOM XUAKOCTH,
OTEK KOCTHOIo Mo3ra.

TeyeHue U NPOrHos

MpnénuautenoHo y 40% naumMeHToB pa3BMBaETCH PEMUC-
cus. bonee yem y 50% naumMeHTOB COXpaHSAETCSH aKTUBHOCTb
60ne3Hu, y 40% M3 HUX OAUroapTpuT TpaHchopmuUpyeTcs
B MOMMAPTPUT, HO YMCNIO MOPAMKEHHbIX CyCTAaBOB MEHbLUE,
4yem npu nonnapTpuTe B AebloTe 3aboneBaHus. Mpun anutens-
HOM Te4eHMU 60SIE3HM NOCEe KIMHUYECKON PEMUCCHUN MOXKET
pa3BuTbCS O0cTeoapTpmUT. CMEPTHOCTb O4eHb HM3KadA. Y 10%
60/IbHbIX C YBEUTOM pa3BMBaETCS cienoTa.

daKTopbl HEGNAronNnPUATHOrO NPOrHo3sa
(Hanu4yme xoTH Gbl OAHOr0 KpuTEpPUa AMEpPUKaHCKOMN
KoJJierum peemarosoros, 2011)

e [lopaxeHne Ta3006edpeHHbIX CYCTaBOB WKW LIEWHOro
oTAeNa NO3BOHOYHUKA.



e [lopakeHune roleHoCTOMHOro UK ny4e3ansicTHOro cycra-
Ba W 3HAYMUTENbHOE MW NPOAOSIKMUTENIbHOE MOBbIWEHME
nabopaTopHbIX NoKasaTenen.

e [leCTpyKUMS CyCTaBOB MO [aHHbIM PagMONOrMyecKoro
obcnenoBaHns (3p0o3uMn CycTaBHbIX MOBEPXHOCTEN WK
CY)XEHUEe MEMKCYCTaBHbIX LLENen).

OcnoXXHeHus
JlokanbHOe HapylleHne pocTa KOHEYHOCTEN, KOHTPAKTY-
pbl CyCTaBOB.

AnddepeHumnanbHaa guarHocTuka

OnddepeHumnanbHO-gnarHoCTUHECKME MeponpUaTUS Npo-
BOAAT C apTPMTOM, aCcCOLMMPOBAHHBIM C SHTE3WUTOM; MCO-
puaTMY4eCKUM apTPUTOM; OCTEOMMENNTOM; apTPMTOM, acco-
LUMUPOBAHHBLIM C MHOEKLUMEN: acenTUYECKUM apTpUTOM,
PEaKTUBHbIM apTPUTOM, 3M10KAYECTBEHHbIMU M AOBpOKaye-
CTBEHHbIMW HOBOOOGpPa30BaHUAMU, reModUIneEN, TPaBMOMH,
Ty6EepKynesom 1 ap.

JleueHue

Mpy HU3KOM aKTMBHOCTM 60SIE3HU, OTCYTCTBUU KOHTPAK-
Typ B cycTaBax U GaKTopoB Heb6NAaronpuaTHOro nporHosa
NPUMEHSIOT HECTEPOUAHbIE NPOTMBOBOCNANUTENbHbIE Cpea-
ctBa (HMBC). MoHoTepanusa HINBC MoxeT npogosKatbes
He 6osiee 2 Mec.

MpU HanMyYMM aKTUBHOrO apTpuTa MPOBOAAT BHYTPU-
CYyCTaBHble WMHBEKLMM [NIOKOKOPTUKOMAOB: GeTaMeTa3oH
He vaule 1 pasa B 6 Mec, TpMaMLMHONOHA rekcaueToHmna —
He yaule 1 pasa B 4 mec.

B cnyyae HeadpdeKkTMBHOCTM HIIBC HasHavaloT MeTo-
TpekcaT B f03e 15 Mr/M2 B Hed MOAKOXKHO WU BHYTPU-
MbILIEYHO.

lMpn BbICOKOM M cpegHEW aKTUBHOCTUM OOSIE3HU BHe
3aBUCMMOCTM OT (QaKTOpPOB HEeBAAronpuATHOrO MPOrHo-
33, a TaKXe HWU3KOW aKTUBHOCTM OOJIE3HU MNpPWU Hau-
4yun GaKTopoB Heb6NaronpuATHOro MpPorHo3a JevyeHune
METOTpEeKcaTOM Ha3Ha4valoT cpady nocne BepuduKauuu
AuarHosa.

B cnyyae HeadPeKTMBHOCTU MeToTpeKcaTa (oTcyTcTBME
30% ynyyweHus No neauaTtpuYyecKnUM KpUTEPUAM yhyd-
weHns AMepuKaHcKoW Konnernn pesmaronoros, AKP...)
yepe3 3 mec (MpU HEOBXOAMMOCTM — paHblie) U/mnnu
€ro HenepeHOCUMOCTU MPUMEHSIOTCH TFEeHHO-UHXKEHepP-
Hble 6uonornyeckne npenapatbl (FTMBM) — WHrMGUTO-
pbl ®PHO o — 4yenoBeyecknMe MOHOKIOHasbHblIE aHTUTENa
K ®HO «: aganumymab B gose 24 Mr/M2 Ha BBejeHue
NOAKOXHO 1 pa3 B 2 Hea B COYETaHMM C METOTpPEKCaToOM
B go3se 15 Mr/M2 B Hea WX B KayecTBe MOHOoTepanuu,
Unn pactBopumbli peuentop K PHO « aTaHepLenT B A03e
0,4 mMr/Kr maccbl Tena Ha BBeAeHWEe MOAKOXKHO 2 pa3a
B Hea (uam 0,8 mr/Kr maccel Tefla Ha BBeaeHue 1 pas B
Hefl) B coOYeTaHWKU ¢ MeTOoTpeKcaTom B go3e 15 Mr/M2 B Hej
WK TaKXe B KayecTBe MOHoTepanuu. Aganumymab npu-
MeHSsieTCs y AeTen ¢ Bo3pacTa 4 neT, aTaHepuenTt — ¢ 2 feT.
Mpu yBenTe NpeanoyTUTENbHO NPUMEHEeHKe agannumymaba.

Mpn HeaddeKTUBHOCTU nepBoro MHrubutopa ®HO «
(HepoCTUXKEHUE CTaauM HEeaKTUBHOW BOSIE3HU) B TeYeHUue
4 mec (Npy HEO6XOAMMOCTM — paHblle) U/UAKN ero Herne-
PEHOCUMOCTU — TMEPEKNOYEHNUE Ha BTOPOW MHIMOUTOP
®HO o nnu npenapaT ¢ APYrMM MexaHU3MoM AeNCTBUS —
6nokatop Koctumynauun T nammoboumToB abaTtauent
B nose 10 Mr/Kr maccobl Tefla Ha BBeAeHWe BHYTPUBEHHO
no cxeme 0-2-4-9 Hepn, fDanee Kaxable 4 Heag B KOM-
6WHauMM ¢ meToTpekcatom B gose 15 Mr/M2 B Hef.
AbaTauenT 3aperMcTpuMpoBaH no nokasanuio HOUA 'y geten
Cc BO3pacTa 6 neT.

NOJIMAPTUKYNSIPHbINA IOBEHW/IbHbIA
WAUONATUYECKHUIN APTPUT, PO-HEFATUBHbIW
XapaKTepucTuKka NoHATUA
MonnapTnkynsapHoln FOUA PD-HeraTMBHbIN — apTpuT
C nopaxeHuem = 5 cycTaBOB B Te4YeHWe NnepBbix 6 Mec
6onesHu, TecT Ha PO — oTpuuaTenbHbIN.
[OnarHo3 nonuaptukynspHoro HOUA Pd-HeraTuBHOro
HEe MOXEeT ObITb YCTAHOBJIEH MNPU HaTMYNM:
e copuvasa (B T.4. B aHaMHe3e) y naumeHTa Uan ero poa-
CTBEHHMKOB NEPBOW IMHUM POACTBA (POAUTENN, CUOCDI);
e apTtpuTa, accouumnpoBaHHoro ¢ HLA-B27, y mManb4ymMKkoB
B BO3pacTe cTaplie 6 NeT;
®  aHKWMNO3WPYOLWEro CnoHAWNWTA; apTpuTa, accoLMMpPO-
Ba@HHOIO C 3HTE3UTOM; CaKpounenTa B COYETaHUN C BOC-
nanuTenbHbIMKU 3ab60MEBAHUAMM KULLEYHWKA; CUHAPO-
Ma PenTepa; ocTporo nepegHero yBeuTa WAW OLHOrO
13 nepeyncneHHblx 3a6oneBaHni y pOACTBEHHUKOB nep-
BOM IMHUKN POACTBA;
e nonoxutenbHoro PP knacca IgM MmuHMMYM B 2 npobax,
B3ATbIX C MHTEPBANOM HE MeHee 3 Mec;
e cuctemHoro tOWA y naumeHTa.

Anuaemuonorus

Ha ponto nonuaptukynapHoro HOMA P®-HeraTtuBHOro
npuxoantcs meHee 20-30% Bcex cnyyaeB HOUA. Pa3su-
BaeTcH y AeTen B Bo3pacTe oT 1 roga fo 15 nert. Yauwe 6one-
0T A€BOYKM (90%).

KnuHuyeckas KapTuHa

[e6loT 601€3HM MOXKET ObITb OCTPLIM, HO Y 6O/bLWMHCTBA
naLMeHTOB NPOTEKAaET € NOCTENEHHbLIM BOBNEYEHUEM B MPO-
LLeCC HOBBIX CYCTaBOB.

CyctaBHOM CUHAPOM

YTpPEHHAA CKOBAHHOCTb M CKOBAHHOCTb B [ABMMXXEHMSAX
nocsie COCTOSHMA MOKOS MOryT HabnogaTbCs HECKOSb-
KO 4acoB WAM B TeyeHwe Bcero AHdA. CycTaBbl Onyxator,
MOryT 6bITb TEM/LIMX Ha OLLYMb, LBET KOXW Haj CycTaBaMu
He nameHsetcs. [oparkaloTcs NPeMMyLLECTBEHHO KOMEHHbIE,
Ny4ye3ansiCTHble W FOJIEHOCTOMHbIE CYCTaBbl.

Menkue cyctaBbl PyK M HOI MOTyT BOBJiEKaTbCs B MpO-
LIeCC KaK Ha paHHMX, TaK M Ha NO34HMX CTaausix GONe3HM.
Han6onee 4yacto nopaxkatotrcs Il u Il nacTHo-danaHroBblie
1 NPOKCHMManbHble MexdanaHroBble cycTaBbl (puc. 5). HacTto
BOBJIEKAIOTCA B MPOLLECC YENOCTHO-BMCOYHbIE CYCTaBhl,
n GopMUpyeTCs «NTUYbSA YENOCTb» (pUC. 6).

Puc. 5. Mpunyxnoctb ny4e3ansicTHbIX, NACTHO-GanaHroBbIx,
NPOKCUMaSIbHbIX MexXdanaHroBblx CyCTaBoOB KUCTEN
npu nonnMaptukynsgpHom FOUA Pd-HeratTuBHOM
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Puc. 6. [oparkeHne 4entoCcTHO-BUCOYHbIX COYNIEHEH W
npv nonMapTURynspHoM FOUA PD-HeraTuBHOM («MTUYbS YENOCTby).
MaLneHTKa AEMOHCTPUPYET 3aTpyaHEHWE NPU OTKPbIBAHUM pTa

lMopa)keHne wWenHoro otaena MNO3BOHOYHWMKA Ha paH-
HUX cTagmax 60Nne3HW B OGONbLUIMHCTBE CAy4aeB He Aua-
FHOCTUPYETCA. YMCNo NopaxeHHbIX CyCTaBOB 60blUE, YEM
npu P®-nosntnBHOM nonvaptukynspHom KOUA, a xapaktep
CyCTaBHOIo cMHApOMa 6oniee acUMMETPUYHbIN. Y 20% 605b-
HblX y)Ke B [Oe6loTe pa3BMBAETCS KOKCWUT C HapylleHWEM
PYHKLNKN Ta306epeHHbIX CYCTaBOB.

Y oTAeNbHbIX NaLMEHTOB KIMHUYECKME CUMMTOMbI BOCNa-
JIeHUS B cycTaBax U runeptpodus CUHOBMANIbHOM 060/104KHK
OTCYTCTBYIOT; B HMX OTMEYaloTC CKOBAHHOCTb, MPOrpeccu-
pyloLME KOHTPAKTYpbl, acCOLMMPOBaHHbIE C BOCMaNUTENb-
HbIMW M3MEHEHWUsIMM NabopaTopHbiX NoKasatenen. Takoe
COCTOSIHWE MOJy4NN0 Ha3BaHWE Cyxoro cMHoBwMTa. Ero Kpu-
TEPUAMU ABNSAOTCS:

e 60/ib U CKOBAHHOCTb B CycTaBax B Te4yeHue 3 Mec;

®  MWHMMaJbHble BOCNANUTENbHbIE UBMEHEHMWS B CyCTaBax;

e  OGW3MKaNbHO He onpeaenstoleecs YToNUEeHNe CUHOBU-
anbHOM 060/I04KM, coyveTaloleecs CO CKOBAHHOCTbIO
>1y;

® HapylweHue GYHKLMM B cycTaBax (C KOHTpaKTypaMu unu
6€3 HUX);

® yayylweHne GyHKLUMM B CyCTaBaX M yMeEHbLUEHWE Bblpa-
YEHHOCTM CMMMNTOMOB 3abofieBaHMa Ha (oHe fekap-
CTBEHHOM Tepanuu.

BHecycTaBHble NPosBiEHUsA

YBeuT Habnwopaetca y 15% fgeten ¢ gebtotom 601e3HU
B paHHeM Bo3pacTe. BbigBnsoTcs ammoTpodus 1 3ageprKa
pocTa, 0CO6EHHO BbipaXKeHHas NpU paHHEM Hadvasle U BbICO-
KOW aKTMBHOCTM 3abosieBaHua. Hepepgok cybdebpuauTeT;
npu Gu3anKanbHOM UccnefoBaHum ObHapyKMBaeTcs numoa-
feHonaTus.

AunarHocTuka

JlabopaTopHbie uccaegoBaHusi

KanHnyecKuii aHam3 KpoBu: TMNOXPOMHas aHEMMS, HEBbI-
paKeHHbIN HEMTPODUbHbIN NENKOLMTO3, NoBbileHne COJ.

Buoxummudeckme u MMMYHOJIOTMYECKUE MCCAEeA0BaHMUs
KpOoBM: NOBbIlWEHME KOHueHTpauun CPB, I1gM, IgG. Mono-
WutenbHbin AH® y netet ¢ ne6otom B paHHEM Bo3pacTe,
oTpuuaTenbHbIn PO,

HUHCcTpyMmeHTanbHbie uccaezoBaHus

PeHTreHonornyeckoe wuccaegoBaHme. Onpepensiercs
Cy)XeHUWe cycTaBHbIX Wenen. Yepes 2 roga ot gebiota 3a6o-
leBaH1sa aHKWI03 B CcycTaBax 3ansacTbs pa3suBaetca y 12%
nauneHToB, Yyepe3 6 net — y 43%. Ha nosgHux ctagusx
aHKMI03 BO3HUKAET B anodusanbHbix cyctaBax Il v Il wen-
HbIX MO3BOHKOB.

TeyeHue U NpPOrHos

TeyeHne apTputa y 60MbLIMHCTBA MALMEHTOB OTHOCH-
TenbHO A0o6poKayvecTBeHHoe. Y 10% nauveHTOB pa3BuBa-
lOTCS TSKeNble AECTPYKTUBHbIE U3MEHEHUS, B OCHOBHOM B
Ta306epEeHHbIX U YENOCTHO-BMCOYHbIX CyCTaBax.

Bce getv ¢ paHHMM aeboToMm nonnapTtukynapHoro OUA
P®-HeratMBHOro MMetoT He6naronpUATHbIR NPOrHO3, BbICO-
KWW PUCK pas3BUTUA TAXKENOro [LEeCTPYKTMBHOrO apTpwuTa,
WMHBaNMaM3auMM Mo COCTOSIHUIO OMOPHO-ABWUraTENbHOIO
annapara.

dakTop HeGnaronpuaTHoro nporHo3sa (AKP, 2011)
[MopaxkeHue Ta306eapEHHbIX CyCTaBOB.

OcCnoXKHeHusA

e (CrubaTtenbHble KOHTPaAKTYpbl B CycTaBax.

e HapyweHue pocTa.

e CHWKEHMe OCTPOTbl 3PEHNS U pa3BUTME CNENOTbl BCea-
CTBME aKTUBHOIO TEYEHUS YBEUTA.

AnddepeHuymnanbHaa guarHocTuka

C CUCTEMHOW KpacHOM BOJIYAHKOW; MepeKpecTHbIMKU
(overlap) cuHApOMamu, BKIKOYaAOLWWMKW CMellaHHoe 3abo-
ieBaHue COeMHNTENbHON TKaHW; rTMNepTpodUYEeCcKom 0CTeo-
apTponatven, nporpeccupylollen nceBaopeBmMaTU4ecKon
apTponaTtuven, OCTPOW peBMaTUYECKOW NUXOpPadKOW, peak-
TMBHbIM apTpWUTOM, GaKTepuanbHbiM 3HLOKAPAUTOM, Ty6ep-
KynesoMm.

NONUAPTUKYNAIPHbINA IOBEHW/IbHbIN
WAUOMNATUYECKHUH APTPUT, PO-NO3UTUBHbIN
XapaKTepucTuKa NoHATUS
ApPTPUT C NopaxKeHnem 5 nnun 6onee cyctaBoB B TEYEHUE
nepBbix 6 Mec 60ne3HU; TecT Ha PP — noONoKMUTENbHbIN
B [BYX C/ly4asx B TeyeHue 3 mec.
OnarHos nonuaptukynapHoro HOUA PdD-no3uTUBHOIO
HE MOJET ObITb YCTAHOBJIEH MPU HaNNYUK:
e copuvasa (B T.4. B aHaMHe3e) y nauueHTa uian ero poa-
CTBEHHWKOB NEepBOM IMHUKN POACTBA (PoaUTENHN, CUBChI);
e apTpuTta, accouumpoBaHHoro ¢ HLA-B27 aHTUreHowm,
y Manb4yMKOB B BO3pacTe cTaplue 6 neT;
®  AHKWNO3MPYIOLLEr0o CNOHAWAUTA; apTpuTa, acCoLMMpPO-
BAHHOMO C 3HTE3UTOM; CaKpounenTa B CO4ETAHUM C BOC-
nanuTenbHbiMM 3a60/€BaHUAMU KULWEYHUKAE; CUHAPO-
Ma PewTtepa; ocTporo nepegHero yseuTta uau ogHOro
M3 3TUX 3ab60neBaHUN y POACTBEHHUKOB NEPBON JIMHWUK
poacCTBa;
e cucremHoro OMA y naumeHTa.

Anupemuonorua

Ha ponto nonuaptukynspHoro HOWA P®P-no3uTuBHOrO
npuxoautca ot 3 Ao 10% Bcex cnyvyaes HOWA. Pa3zBuBaeTtcs
y oeten B Bo3pacTte oT 8 go 15 net. Yaue 6onetoT A4eBOu-
Kn (80%).



KnuHuyecKaa KaptuHa

[e6toT 3a60neBaHns MOXET ObITb OCTPbLIM, HO, KaK npa-
BWI0, — MOCTEMNEHHbIA C BOBMIEYEHUEM B MPOLIECC HOBbIX
CYCTaBOB.

CycTtaBHOM CUHAPOM

PasBrBaeTca CUMMETPUYHBIN MOANMAPTPUT C NMOPAXKEHM-
€M KPYMHbIX U MENKWX CYCTaBOB KOHeYHOCTeW. B nepsyto
oyepeab nopaxatlTtcs MexdanaHrosble, MeTakapnodanaH-
roBbl€ U NPOKCHMManbHble MeXdanaHroBble CycTaBbl KUCTEN,
natocHedbanaHrosble U MexdanaHroBble CycTaBbl CTOM.
B npouecc TakKe BOBMEKAlOTCA WeEWHbIA OTAeN NO3BOHOY-
HUKa M YENCTHO-BUCOYHbIE CycTaBbl. B oTninMyMe oT naum-
€HTOB C MOANapPTUKYNAPHbIM PP-HeratnBHbIM FOMA «nTHyba
4yentocTb» popmMupyeTcs peako B CBA3M € 6osiee No3gHUM
(no Bo3pacty) ne6ioToM 3aboneBaHud. Hanbonee 6bICTPO
orpaHuyeHne OYHKLUUKM pa3BMBaAETCA B Jy4e3ansiCTHbIX
cyctaBax ¢ dopmupoBaHuem pgedopmauun. dedopmauuu
BK/IOYAIOT YNbHAPHYIO AEBMALMIO 3ansicTbsi U MeTaKkapno-
danaHroBblx CycTaBOB, U3MEHEHME CYCTaBOB MO TNy «ByTo-
HbEPKW» U «lien nebegs». ledopmaumm TakKe pa3BMBatoTcs
B CyCTaBax HOr M BKAtoYaloT hallux valgus, MonotoobpasHoe
WUCKPUB/IEHWE NanbueB U ap. (puc. 7, 8).

BHecycTaBHble NPoOsiBAEHUNA

O6ume nposiBieHns: cnabocTb, NOTEPS Macchl Tena, pea-
KO — nnxopagka.

PeBmaToungHble y3e/IkM — Haubonee 4acTble 3KCTpaap-
TUKyNsipHble nposBnexHns. OHu nossnsiotcea y 30% nauyumer-
TOB Ha nepBom rogy 6one3Hn. Moryt nokanuM3oBbiBaTbCH
[A1CTanbHee JIOKTEBOrO OTPOCTKa (olecranon) v Ha Apyrux
KOCTHbIX BbICTyNax, B 061aCTH axunoBa CyXOXUInsa u Apyrux
MecCTax. Y3enKW NMOTHble, NoABWMKHble, 6e360/1e3HEHHbIE,
OAHaKO HajaBnMBaHWE MOXeET Bbi3BaTb 60/b. Hanuuune
peBMaTOUAHbIX Y3eNKOB — daKTop HebaaronpusTHOro
nporHo3a.

Backynut pa3BuBaeTcs peaKo.

CuHapoMm @entu nposABAAETCa HEWTPOMNEeHWen, cne-
HOMeranamMen, accoLuMMpoOBaHHOM C YacTbiIMK MHPEKLUAMMU.
Pa3BuBaeTcs peako. KOCTHbIM MO3I — HOPMOKJIETOYHbIN.

lNopaxeHne cepaedyHO-cocyamcTon cuctembl. MoxkeT
pa3BuBaTbCs HEAOCTAaTOYHOCTb aOpPTajibHOro Knana-
Ha. CMMNTOMbI MOpaXeHus cepaua MosaBAAIOTCA 4vepes
4 ropa — 17 net nocne ae6iota 60ne3Hun. Lymbl B cepaue
MOTYT BbIC/YLUMBATLCS YXKe Yepe3 1 rog nocne gebroTa.

lNopakeHne nerkmx: passuBaloTcs MMMPONAHbIA UHTEP-
CTULMaNbHbIN MHEBMOHUT WKW OBNUTEPUPYIOWMIA GPOHXM-
0nnT. CUMNTOMbI MOPAaXKEeHUs NEerknux MosBAATCA 4vepes
10-20 net nocne aebtota 3ab6oeBaHUA U BKIOYAIOT Taxun-
HO3, AMCIMHO3, HEMPOAYKTMBHbLIA Kallenb, JIMXOPaAKy; npu
ayCKynbTalun — KpenuTauumio.

AnarHoctuka

JlabopaTopHbie uccaegoBaHus

KnnHnyecKkui aHain3 KpoBM: TMNOXPOMHas aHeMUS, HEBbI-
parKeHHbIN HENTPODUbHbBIN NENKOLMTO3, NoBbieHne COJ.

BUOXUMMYECKMI 1 UMMYHOJIOTMYECKMI aHa/In3bl KPOBM:
NnoBbllLEeHNe KoHUeHTpauuu CPB, I1gM, 1gG. MNMonoxuTenbHbIn
AHD (y 80%), nonoxutenoHbln PO knacca IgM, nonoxu-
TeNbHble aHTUTENa K LUMKINMYECKOMY LUMTPYISTIMHUPOBAHHOMY
nentugy (ALUM) —y 57-90%.

MHCprMeHTaﬂbele uccnepgoBaHus

PeHTreHorpapus CyCTaBOB:. CyX€Hne CYCTaBHbIX wenew
1 3PO3UN KOCTU B Ny4E3aNACTHbIX CyCTaBaX, MEJIKUX CyCTa-
BaX KMCTEW, CTON M Nae4veBbiX CyCTaBaX NoABIAKOTCA B TEYEe-
HWE NepBbIX ABYX NET TE4YEHUA 60ne3Hu.

Puc. 7. Jedopmauus Il nanbla neBOM KUCTK NO TUNY «Llen neéeas»
npv nonnapTukynspHomM FOUA PD-no3nTMBHOM

Puc. 8. [lebopmauus nanbLeB HOr 3a CHET Pa3BUTUSA
NnoABbIBMXOB — GUOYNSipHasa AeBHUaLMS MPU NOAUAPTUKYISPHOM
HOUNA Pd-nosnTMBHOM

B KoCTAX 3ansicTbsi paspylieHue xpsawa npoucxoauT
B MPOKCMManbHOM 3ansiCTHOM CycTaBe U MHTepKapnanbHbIX
cycTaBax, Y4TO NPUBOAMT K KapnalbHOMY aHKWMN03Y M YKO-
pPOYEHUID KOHeYyHoCTM (puc. 9). TakKe 4YacTo pa3BuMBaeTcs
aTnaHTo-aKcuanbHoe nepepasrnbaHue.

Puc. 9 (A, B). AHKMNO3bl B KOCTAX KUCTU NPW NOMAPTUKYNSPHOM
HOUA Pd-nosntnBHOM. KT, 3D-peKOHCTPYKUMSA: A — ThiibHas
cTopoHa, b — nafoHHas cTopoHa. JedopmaLusa u HapylleHve
MOJSIOXKEHNUS KOCTEW KMCTM 3a CYET aHKMI03a nyve3ansicTHoro (1),
MeX3anacTHbIX (2), Il 3anacTHo-nscTHOro (3) cycTaBoB

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ Ne 1



HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

TeyeHue U NPOrHo3

Bce petn ¢ nonnaptukynapHoiM FOMA PO-no3nUTUBHBLIM
MMeIOT HebnaronpuaTHbIM NPOrHO3, BbLICOKWUM PUCK pas-
BUTUSA THXKENOro AEeCTPYKTMBHOIO apTputa, WHBanuMau3a-
UMM 1O COCTOSIHUIO OMOPHO-ABMraTeNbHOro annapara.
JleTanbHble Ucxoabl CBA3aHbl B NEPBYO o4epelb C pa3BUTH-
eM amunongo3sa.

Kputepum He6naronpusTHoro npordo3sa (AKP, 2011)

e [lopa)keHne Ta306eapEHHbIX CyCTaBOB.

e [lonoxutenbHbln PO nnu Hann4dme ALLLITM.

e Yacrtota pemuccui Hauboniee HU3Kas Cpean BCex Bapu-
aHToB HOWA 1 BapbupyeT oT O o 5%. Mpu cBoEeBpeMeH-
HO Ha4yaToOM afeKBaTHOW Tepanuu 4YacToTa PEMMUCCUM
coctaBnsiet Ao 65%.

OcnoXHeHus
e CrubatenbHble KOHTPAKTYpPbl B CycTaBax.
e  Amunouaos.
e CepaeyHas v neroyHas HeOCTaTO4YHOCTb.

AnddepeHymnanbHas guarHocTuKa

[MpoBOAAT C CUCTEMHOWM KPaCcHOM BONYaHKOW, CUCTEMHOM
CKNnepoaepMmen u ApyruMu CUCTEMHBIMU MOPaXKEHUSIMMU
COEeMHUTENbHOM TKaHW.

JleyeHue nonnaptTukynsapHoro (P®-, P®+) OUA

[o BepuduKaunm gnarHosa npumeHsatoT HIMBC.

Mpn HannyMKn BbipaXEHHOro apTpuTa B Ka4yecTBe MOCT-
(bridge)-Tepanun NPOBOAAT BHYTPUCYCTaBHbIE WHBEKLMUU
rMIOKOKOPTMKOMAOB: 6eTameTa3oH — He 4vawe 1 pasa
B 6 Mec, TpMaMLUMHONOHA reKcaueToHna — He Yaule 1 pasa
B 4 mec.

Mpn TAXKENOM TevyeHUn 60ne3HU Ha3HavyaloT MIOKOKOP-
TUKOMAbI per oS B Jo3e He 6onee 0,25 Mr/Kr maccel Tena
B CyT B COYETAHUU C UMMYHOLENPECCAaHTaMM.

MpK BbICOKOM aKTUBHOCTU 6ONE3HU U OTCYTCTBUU baKTo-
poOB HEGNAronpUATHOrO MPOrHO3a WK NPU CPefHeR U HUS-
KOW aKTMBHOCTM GO0NE3HWM W HanuMyum GaKTopoB Hebnaro-
NPUATHOrO NMPOrHO3a cpaszy nocne BepudbuKauum anarHosa
Ha3HavaloT MeToTpeKcaT B Ao3e 15 Mr/M2 B HeJ NOAKOXHO
WKW BHYTPUMbILLEYHO, UK nednyHomus B gose 0,6 mr/Kr
B CyT (He > 20 mr/cyr).

Mpn HenepeHOCUMOCTU U/UNKU HEIPDEKTUBHOCTU METO-
Tpekcata unu nednyHomuza vepesd 3 MeC UK MpPU BbICO-
KOW WK cpefHen aKTUBHOCTU OO0NEe3HU BHE 3aBUCUMOCTU
OT Hanuyua daKTopoB HebNaronpuaTHOrO MPOrHo3a npu-
MeHsatoT TUBIM — nHrnéutopsl PHO «: aganumymab B Ao3e
24 Mr/m?2 Ha BBefeHWe NOJKOXKHO 1 pa3 B 2 Hef B coyeTa-
HWW C MeTOTpeKcaToM B jo3e 15 Mr/M2 B Hes, UNK aTaHep-
uent B go3e 0,4 Mr/Kr Maccol Tena Ha BBeAeHWe NOLKOXKHO
2 pasza B Hef (vnm 0,8 Mr/Kr macchl Tena Ha BBefieHue 1 pa3
B Hel) B COMETAHMMU C MEeTOTPeKcaToM B fo3e 15 Mr/M2 B Hep,
unu abatauenT B go3e 10 Mr/Kr Maccol Tefla Ha BBeAeHUe
BHYTPMBEHHO N0 cxeme 0—2-4-9 Hef, fanee Kawible 4 Hep
B KOMGMHALIMM C METOTPEKCcaToM B fo3e 15 Mr/M2 B Hea, Ui
aHTUTEeNa K peuentopy W1 6 Toumnnsymab B fo3e 8 Mr/Kr
Macchl Tena Ha BBeAeHune y aeten ¢ maccon tena = 30 Kr,
B Ao3e 10 mr/Kr Macchl Tefna Ha BBefleHWe y JeTen ¢ Maccow
Tena < 30 Kr BHyTpMBeHHO 1 pa3 B 4 Hea B KOMOWHaLMK
C MeToTpeKkcaTtoM B Aose 15 Mr/M2 B Hea. Touunusdymab
3aperucTpupoBaH y aeTen ¢ Bo3pacTta 2 feT.

Mpn HeaddpeKTUBHOCTU NepBoro UHruoutTopa PHO o
(HepoCTUKEHWE CTaAMKU HEAKTUBHOW 60N1e3HM) B TeYeHue 4 mec
(Npn HEobxoAMMOCTU — paHblle) U/UNKM ero Henepe-
HOCUMOCTM MPUMEHSAIOT BTOPON MHrMO6UTOP PHO o unu

npenapar ¢ Apyrum MexaHnamom gencteus. MNpu Headdek-
TMBHOCTM MpenapaTtoB C APYrMM MEXaHU3MOM AEeNCTBUSA
B KayecTBe MpenapatoB NepBOro psaa HasHayaloT UHIU-
6utopbl PHO «a.

APTPUT, ACCOLIMMPOBAHHDIN C 3HTE3UTOM
(IOBEHWJIbHbI AHKW1I03UPYIOLWUA
CMOHAUTOAPTPHT)

XapaKTtepucTuKa NOHATUSA

APTPUT U SHTE3UT, WU apTPUT, MU SHTE3UT B COHETAHUM
NMo MeHbLUEN Mepe ¢ ABYMS U3 CreayoLLIMX MPU3HAKOB:
® HalM4We UK JaHHble aHaMHe3a 0 601e3HEHHOCTH Ueo-

CcaKpasbHbIX COYNEHEHUN U/UNK BOCNanutTenbHas 601b

B CMUHE;

e  Hanuyue HLA-B27 aHTUreHa;

® Hayano apTpuTa y Manb4yMKOB B BO3pacTe cTaplue 6 neT;
® OCTPbIX NEepefHUN YBEUT;

® HalMynMe aHKUIO3MPYIOLWEro CNOHAMAWTA; apTpHTa, acco-

LLMMPOBAHHOIO C 3HTE3UTOM; CaKpouienTa B COYETaHUU

C BOocnanuTenbHbIMK 3ab6oneBaHusAMM KuwevHnKa (B3K);

cuHapoMa PeiTepa; oCTporo nepegHero yeBeuta WM

OJHOr0 U3 3aTUX 3ab0sieBaHW Y POACTBEHHUKOB NepPBON

JIMHUK (poauTenu, cubehl).

[unarHo3 apTpuTta, acCoLUMMPOBAHHOIO C 3SHTE3UTOM,
HE MOJET ObITb YCTAHOBJ/IEH MPU HaNNYUK:

e [copuasa (B T.4. B aHaMHe3e) y nauueHTa unun ero poa-

CTBEHHMKOB NEepBOW IMHWUM POACTBA;
® nonoxutenbHoro P® knacca IgM MUHUMYM B ABYX Npo-

6ax, B3aTbIX C MUHTEPBANIOM HE MeHee 3 MEC;
e cucrtemHoro OMA y naymeHTa.

ApTpUT, acCoLMMPOBAHHbBIN C 3HTE3UTOM, — 3aboneBa-
HWe, NPU KOTOPOM MOopaKatoTcs MPEUMYLLECTBEHHO CYCTaBbI
HUXHUX KOHEYHOCTEN, a B JafibHENLWEM — OCEBOW CKENET;
oTcyTCTBYIOT ayToaHtTutena (P® u AH®) n numeetcs cunbHas
accoumauma ¢ HLA-B27. B pape cnydyaeB 3aboneBaHue
MMEET CXOACTBO C aHKWIO3WMPYIOLWMM CMOHAMI0aPTPUTOM
B3pPOC/bIX, XOTS €0 XapaKTepHble YepTbl PpeaKo HabnoaatoT-
csl B IETCKOM Bo3pacTe.

TaK e KaK W apTpuT, aCCOLUMPOBAHHbINA C 3HTE3UTOM,
IOBEHUMbHBIM aHKuno3upyowmn cnoHannoaptpmt (FOAC) —
3TO XPOHMYECKMI BOCNANUTENbHbIM apTPUT OCEBOIO U Nepu-
depnyeckoro cKeneta, 4acTo COYETAETCH C IHTE3UTOM,
HeratmBHbll No P® n AH®, nmeeT cunbHylo accouunaumio
¢ HLA-B27.

B oTinune oT apTpuTa, acCOLMMPOBAHHOIO C 3HTE3U-
TOM, Ang Bepudukauuun amarHosda KOAC Heo6XxoaMMO Hanu-
4yne PEHTreHONOrMYECKM MOATBEPKAEHHOrO caKpouieunTa.
AHKuMnosupyowmnin cnoHagunoaptpmt (AC) y B3poOCnbIX Auna-
FHOCTMPYETCS Ha OCHOBaHUK psija Kputepmes. BonbWKNHCTBO
[eTel M NoApOCTKOB 3TUM KPUTEPUSM HE COOTBETCTBYIOT
B CBSI3M C TEM, YTO NMOpParKeHUe MO3BOHOYHMKA U KPecTLo-
BO-NO/B3/0LLUHbIX COYSIEHEHUI Y HUX pa3BMBaeETCs peaKo. s
HWUX GbINN pa3paboTaHbl OTAENbHbIE KPUTEPUN ANATHOCTUKM.

YyutbiBas, 4to AC 1 psag apyrux 3aboneBaHun (aptpona-
TMMK, accounmnpoBaHHble ¢ B3K, peakTnuBHbIM 1M Ncopuatmnye-
CKUW apTpuTbl) UMEKOT CXOAHblE YEepTbl, OHW BblnM 06bean-
HEHbl B TPynny CepoHeraTMBHbIX CroHAMnoapTponatn. Ux
06LMMM NPU3HAKaMM ABASIIOTCS:

e BOCMNajieHWe B CycTaBax, OCEBOM CKENIeTE U 3HTE3UTbI;
e cemenHas arperauusi — pPOJACTBEHHUKMU OETEN C tOBe-

HUnbHbIM AC (KOAC) u apTpuTOM, acCoLMMPOBaAHHbLIM

C 9HTE3WTOM, YacTo cTpajatoT 3a6oneBaHUIMM, accoLm-

mpoBaHHbiMK ¢ HLA-B27 (AC, ncopuaTtMyeckum apTpu-

ToM, B3K, pexe peakTMBHbIM apTpUTOM);
® pasBUTWE OCTPOro YBEUTA;

e otcyTcTBMe ayToaHTuTen (PP, AH® u ap.).



Y peten Takoe o6beanHeHne 3aboneBaHnUin UMEET orpa-
HUYEHMUS: OHO HE Y4YUTbIBAET reTePOreHHOCTb MPOSBAEHUN
ncopuaTM4yeckoro apTputa M OCOBEHHOCTM apTponaTtuu,
accouunmnpoBaHHbix ¢ B3K. lMpu ncopuatMyeckoMm aptpute
y AeTeln peaKo MoparkaloTcsi CcycTaBbl OCEBOr0 CKeneTa,
M Yalle pa3BMBAETCH He OCTPbiM, @ 6€CCUMMATOMHbIN XPO-
Huyeckun yeeut. lNpu apTpute, accounmpoBaHHoM ¢ B3K,
nepudepuyecKnin apTpmuT pasBMBaETCS Yallle, YEM noparke-
HWe 0CeBOro ckeneTa.

Hanuuve cepoHeratMBHOro 9HTE3UTAa W apTpuTa
(Seronegativity, Enthesopathy and Arthropathy Syndrome,
SEA-cMHAPOM) MO3BOAWAO BbIAENWUTb TPynny AeTen, OTIu-
YaloLWmxcsa No KAMHUMYECKON CMMMTOMATUMKE OT MauMeHToB
C APYrMMU BapvaHTaMu IOBEHWUbHOIO apTpuTa U He yaoB-
netsopsaomx kputepmam AC. B cOOTBETCTBUM C KpUTEPUS-
Mu ILAR Takon BapuaHT apTpuTa cTanu KnaccupuumpoBaTtb
KaK apTpwT, acCOLMMPOBAHHbIA C IHTE3UTOM.

[detn ¢ SEA-CMHAPOMOM MMEIDT HeKoTopble YepTbl KOAC:
OTCYTCTBME ayTOAHTUTEN; HaNM4Yne 3HTEe3WTa, KaK NpaBuio,
B 06/1aCTU KOIEHHOMO CyCTaBa W NATKU; ONMIroapTPUT ¢ nopa-
KEHUEM KPYMHbIX U MENKKUX CYCTaBOB HUXKHUX KOHEYHOCTEN.
Opyrumn cnoBamu, SEA-CUHOPOM SIBASIETCA PaHHUM KIWHU-
yeckuMm nposasneHnem HOAC.

B knaccuomkauymm ILAR (2001) apTpuT, accoummpoBaH-
HbIM C 3HTE3UTOM, KaK MU NCOpUaTUYECKUIN apTpUT, BblaeneHbl
B OTAe/IbHble BapuaHTbl. APTPUT, accoummnpoBaHHbin ¢ B3K,
B Knaccuodukaumio ILAR He BKItOYEH.

Takum o6pas3om, B KnaccuduKaumm ILAR Kputepuu
apTpuTa, acCoLMMPOBAHHOIO C 3HTE3UTOM, B BONbLLEN Mepe
oTpaxatoT Kputepuu HOAC.

Anuaemuonorus

Hons KOAC, no gaHHbIM peructpos CLUA, KaHagbl, Benu-
Ko6puTaHuu, LiBeumn n PuHnaHamun, coctaBnaet ot 1 go 7%.
[onsa apTpuTta, acCOUMMPOBAHHOIO C 3HTE3UTOM, B CTPYK-
Type HOMA — okono 10,6%. CpegHun Bo3pacT AebioTa
apTpuTa, accouMMpOBaHHOrO € 3HTeanTtom,— 11,7 ropa
(MuH. 2,8 roga, makc. 17,6 roga). OAC pe6ioTupyeT, Kak
npaBuno, B NO3AHEM JETCKOM MM MOAPOCTKOBOM BO3pac-
Te: y 8,6-11,0% B3pocnbix nauneHTos ¢ AC 3aboneBaHune
MaHubecTMpoBano B 4ETCKOM BO3pacTe.

FOAC valle 60netoT MasibyuKK: COOTHOLLEHWE MalbYUKOB
W OEeBOYEK coCcTaBndaeT 7:1; npu apTpuTe, aCCOLMMPOBAHHOM
C aHTE3UTOM, — 3,4:1.

KnuHuyeckas KapTuHa

[e6toT FOAC v apTpuTa, accoLMmMpoBaHHOIO C 3HTE3UTOM,
MOXET OblTb NOCTENEHHbLIM (MHOFAa OCTPbIM) U XapaKTepmn3o-
BaTbCs HEMOCTOSIHHOM 60/bl0 B MbllLAxX, CycTaBax U CBA3-
Kax, CKOB@HHOCTbIO WX BOCMANUTENbHbIMU U3MEHEHUSMM
NPenMyLLECTBEHHO B Mepudepuyeckux cyctaBax. ApTpwur,
KaK NpaBu1/o, coveTaeTcs C aHTe3MTaMu B O4HOM Mnu 6onee
NIOKyCax: Yyallie Bcero B 061acTu KOIEHHOMo CycTaBa Mian CTo-
nbl. 3aboneBaHne MOXKET AeboTUPOBaTb TaKKe C U30AUPO-
BaAHHOIO Mopa)KeHus TazobeapeHHoro cyctaBa. CUMNTOMBI
Nopa*KeHus NO3BOHOYHMKa B Ae6toTe 06bIYHO OTCYTCTBYIOT,
HO MOTYT MNOSIBUTBLCS C TedeHneM 60/1e3HM Y NOAPOCTKOB.

CycTaBHOW CUHAPOM

OHTE3UTHI (BOCMaNUTENbHbIE UBMEHEHNUS B MeCTax Mpu-
KpenneHuss CBSA30K, CYXOXunuh 1M dacuum K KOCTaM) —
NaTOrHOMOHWYHbIV MPU3HaK apTpuTa, acCOLMMPOBAHHOIO
C 3HTE3UTOM, NO3BONAOWMIK NpoBecTn anddepeHLManbHbI
auMarHo3 ¢ apyrumu BapuaHtamu HOMA. SHTE3UTbl TUMKUYHBI
ana FOAC n passuBatoTcs 4vaule, 4yem npu AC. OHM nposiB-
NA0TCA CUNbHOWM 60/bl0, BbIParKEHHOW QYHKLMOHAIbHOM

Puc. 10. Jaktunut. «CocnckoobpasHas» aedopmauus il

IV nanbueB nesoi u I, IV nanbLeB NpaBoi KUCTKU, NOpaXKeHue
Il npoKcuManbHOro MexdanaHrosoro v | N9CTHo-panaHroBoro
CyCTaBOB NPaBOW KUCTU NPW apTpUTE, aCCOLIMMPOBAHHOM

C 3HTE3UTOM

HeLOCTaTOYHOCTbLIO CYCTaBOB M CyaT Hanbonee cepbe3HoN
anobon pebeHKa.

Mpn ocmoTpe onpeaensieTcs BblparKeHHas JfoKafbHas
60ne3HEHHOCTb B 061acTh HagKoneHHnKa (Ha 10, 14 n 18 v),
6yrpuctocTn 60nblie6epLoBON KOCTU; B MeCTe MpuKpe-
NNEHUS axunnoBa CyXOXKUINUA M NOAOLIBEHHOIO anoHeBpoO-
3a K 6yrpy nsaTO4YHOM KOCTW; MOLOWBEHHOrO arnoHeBpo3a
K OCHOBaHWIO MATOM MeTatap3anbHOW KOCTU; B 061acTu
rON0OBOK MeTaTap3asbHblX KOCTew; 60/bluMX TPOXaHTEPOB
6epEHHbIX KOCTEN; BEPXHEro nepefHero rpebHs NogB340LW-
HOW KOCTH; IOHHOIO COYNEHEHUS; cefannLLHoro 6yrpa u pea-
KO B 06nacTu BEPXHWUX KOHeYHocTen. BO3MOXKHO pas3BuTme
faktunuta (puc. 10).

ApTpuT. HavyanbHble CUMNTOMbI AETU JIOKANU3YIOT M10XO:
OHW MOTYT }anoaTtbecs Ha 601b B Aroguuax, 06nactm naxa,
6eapax, NaTKax, BOKPYr NievyeBbix CycTaBOB. bonb MoxeT
CMOHTAHHO MPOXOAMTb, YTO 3aTpPyAHSET MOCTaHOBKY Aua-
rHO3a Ha paHHMX CTagusax. Y AeTen pexe, 4em y B3pOCbiX
¢ AC, B gebtote 601e3HU NopaxKaeTcs oceBon ckenet: y 24%
oTMeyatoTcst 60/1b, CKOBAHHOCTb MK orpaHuyeHme GyHKLUK
B MOSICHUYHO-KPECTLOBOM OTAENE NO3BOHOYHMKA UK KPECT-
LLOBO-NOAB3AO0LLHbIX COY4NIEHEHUSX.

CycTaBHOW CUHAPOM MNpPU apTpuTe, accouMMpoBaH-
HOM C 3HTe3uToM, u tOAC, Kak npaBuio, aCUMMETPUYHBIN.
Mepudepunyeckne cyctaBbl nopaxatoTcs ¥y 82% 60/MbHbIX,
CyCTaBbl BEPXHUX KOHEYHOCTEN — Y 16%, AUCTanbHble cycTa-
Bbl MOpakaloTcs Yallle, YeM npoKcuMarnbHble. Y 75% pas-
BMBAETCH 0NMIroapTpuT, Y 25% — noanapTpuT. XapaKTepHo
BOBJIEYEHWE B NPOLLECC OLHOIO MM 060MX KONEHHbIX CyCcTa-
BOB, [OJIEHOCTOMHbIX CYCTaBOB, MESIKUX CYCTaBOB CTOMN
M nanbLeB HOr;, pasBWTWE Tap3uTa, COMPOBOXKAAOLLErocs
60/bl0, CKOBAHHOCTbIO, HapyweHneM GYHKLKUK; NoparKeHune
nepBoro meratap3odanaHroBoro cycraBa ¢ GOpMUPOBaHHU-
eM Hallux valgus.

Yacto B npouecc BOB/EKAKOTCH MNaeyeBble, YeNtoCTHO-
BWCOYHbIE W FPYANHHO-KIOYUYHbBIE CYCTaBbl, PEAKO — Ta30-
6epeHHble, KpalHe peKo — MefIKMe CycTaBbl KUCTEN PYK.
Bonb B rpyavHO-KIIOYUYHBIX U KIOYUYHO-aKPOMMaNbHbIX
cycTaBax B COYeTaHMM C 60Mbl0 B KNOYMLIE MOXKET MPUBO-
OUTb K HapYLEHMIO 9KCKYPCUU TPYAHOM KNETKM.

lMopaxeHne oceBoro ckeneta. CyctaBbl OCEBOrO CKene-
Ta BOBJIEKAOTCS B MPOLLECC Ha MO34HMX CTaamax 60Ne3HM.
Y peten ¢ cakpouneutoMm 60/b MOXET BbI3blBaTbCA Mpwu
NPsSIMOM HadaB/MBaHWM Ha OAMH MAM 06a KPecTLoBO-Moa-
B3JOLWHbIX CyCcTaBa, Ha Ta3. TaKXKe MOXEeT onpeaensitbes
npuNyxaocTb B ob6nactu Kpectua. lNpu nopakeHun no3so-
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Puc. 11 (A, B). lNopaxeHne no3BoHOYHUKa npu KOAC.

A. Kudockonmotuyeckasa gepopmaiiusa rpyaHoro u NosiCHUHHOro
OTAENOB NO3BOHOYHMKA. Bb. KndoTtnueckue gedopmaLimmn rpyqHoro
1 LWIEMHOro OTAEN0B NO3BOHOYHMKA («103a MPOCUTENs»)

HOYHWKA BbISBJIFAIOTCA CrNaXEHHOCTb MOACHUYHOro NOpAo-
3a, ycwieHue rpyaHoro Kudosa, yBeSIMYEHWE PacCTOSHUS
OT rO/M0Bbl [0 CTEHbl MPU MNPOBELEHWN [AUArHOCTUYECKUX
npo6, ucyeaHoBeHMe GU3MONOrMYECKUX M3rMOBOB NO3BOHOY-
HWKa U PUTMOHOCTb B pasfinyHbIX ero otaenax. [NopaxkeHune
rPYAHOro oTaena Nno3BOHOYHMKa MOXET NPUBOAUTL K Orpa-
HUYEHUIO IKCKYPCUM TPYAHON KNETKM.

Ha nosgHux ctagusax 601e3HM, Kak NpaBuio, BO B3pOC-
JIOM BO3pacTe pa3BUBaETCA «nosa npocutens» (puc. 11).

BHecycTaBHble NposB/IEHUsA

YBeut npu tOAC n apTpute, acCoLUMMPOBAHHOM C 3HTE-
3UTOM, OObIYHO OCTPbIM, OAHOCTOPOHHUIA U UMEET pPeLu-
IMBUpPYIOLLlee TevyeHue. XapaKTepusyeTcs MOoKpacHEHWEM
rnas, 60/bto, CBETO60A3HbIO, CIe30TeYeHUEM. YBEUT peliKo
npe/LecTByeT NMOpPayKeHWUIO OMOPHO-ABWraTeNbHOro anna-
pata ¥ B GONbLIMHCTBE Cllyd4aeB He MPUBOAMT K notepe
3pPEHUS.

MopaxeHnss cepae’YHO-CoCyANCTON CUCTEMBI, JIETKHUX,
MOYEK M LIEHTPAIbHONM HEPBHON CUCTEMbI Yy AETEN C apTPU-
TOM, aCCOLIMMPOBAHHbLIM C 3HTE3UTOM, BCTPEYaAlOTCH PeaKo.
BOoNbUWWHCTBO M3 3TWUX MPOSIBNEHUM pPa3BMBAlOTCS Mocne
MHOTMUX NeT 60NE3HMU.

O6luMe nposiBAEHMS, KaK NPaBuI0, MUHUMaNbHbI: BK/O-
YyatoT cnabocCTb, HapyleHne cHa, cybdebpubHyto Temnepa-
Typy Tena.

AunarHocTuka

JlaGopaTopHble uccresoBaHHUs

KnuHn4yecKknii aHain3 KpOBM: yMEPEHHAs aHEMMUS; YMC-
/10 NENKOUMTOB, KaK NpaBui0, HOPManabHOE WK YMEPEHHO
NnoBbILWEHHOE; NernKounTapHasa popmMyna He U3MEHEHA, YMC-
110 TpoM60oLMTOB 1 COD HacTOo MNOBbLILWEHbI B TEYEHUE MHOTMX
net. B psige cnyyaeB Mpu BbICOKOW KIMHUYECKON aKTUBHOCTHU
6one3Hn COJ HopmanbHas.

BUOXUMMYECKUI M UMMYHOJIOTMYECKNI aHaln3bl KPOBU:
nosbiweHune IgA, 1M, 18G. Bo3MOXeEH CeNneKTUBHbIN aedu-
umnt IgA. PP He onpepensietcs; AH® BhiBnsieTcs He valle,
4Yyem B 340pOBON NONynsaumm geTen.

MoneKynsipHo-reHeTu4yeckoe wuccaegosaHme: HLA-B27
aHTUreH obHapyxunatoT y 90% apeten ¢ HOAC u apTpuTom,
accouumpoBaHHbIM ¢ 3HTeanToM. OnpepeneHne HLA-B27
CNYXUT HE AMArHOCTMHECKUM TECTOM, @ MapKEPOM pUCKa.

UHCcTpyMeHTanbHble nccNe[0BaHUs

PeHTreHonornyeckoe wuccrnegoBaHue. PaHHWe u3MeHe-
HKMS B nepudepryecKkux cyctaBax npu apTpute, accouumnpo-
BAaHHOM C 3HTE3WTOM, COOTBETCTBYIOT TAKOBbIM NpPWU APYrux
BapunaHTax HOMA. PeHTreHOnormyeckme npuaHakm caKkpo-
uneuta BO3HMKAIOT Yepe3 HECKONbKO NeT nocne aebiota
nepudeprMyecKoro aptTputa 1 ABASKOTCA NEPBLIMU MPU3HA-
KaMu NoparKeHnst N0O3BOHOYHUKA.

PeHTreHonorMyeckne npusHaku 3HTE3UTa Yalle BCTpe-
yatloTcs B 061acTi 6yrpa N9TOYHOM KOCTH, PEXE — KONEHHO-
ro cyctaBa. OHM xapaKTEpPU3YIOTCA YMEHbLIEHWEM YETKOCTH
KOHTYpa M 3pO3UAMM KOCTU B MECTe MPUKPENIEHUS axun-
JI0Ba CyXOXMUNUS K 6yrpy N9TOYHOM KOCTHU, GOPMUPOBAHUEM
«lnop». PazBnBaeTcs aHKUI03UPYIOLWLNN Tap3KT.

Mpn nporpeccnpoBaHnn 3aboneBaHUs BO3MOXKHO pas-
BUTME 3HAYUTENBHOIO CY)KEHMS CYCTaBHbIX WENen U aHKKOo-
30B B nepudepuryeckux cyctasax (puc. 12).

AHaTOMWYECKME M3MEHEHNS B MO3BOHOYHMKE, KaK npa-
BW/IO, NOSIBNSOTCS BO B3POC/AOM BO3PacTe, HO NPU paHHEM
nebioTe 3a6oneBaHMs U arpecCMBHOM TEYEHUWU NoparkeHne
NMO3BOHOYHMKA MOXET Pa3BUTLCH U Y AETEN.

MPT no3BOSSET BbIIBUTb paHHWE BoOcCnanuTesbHble
M3MEHEHMS B KPECTLLOBO-NOAB3AOLLIHbIX COYIEHEHUSX: OTEK
KOCTHOro MO3ra ¥ OCTEUT.

AnddepeHumnanbHaa guarHocTuka

MpoBoasat ¢ onuroapTukynsipHbeiM HOWA; Bocnanutenb-
HbIMM apTponatUsMK; MEexXaHWYEeCKUMWU MpuYMHamu 6onm
B HMXHEN 4acTU CMWHbI M HUKHKUX KOHEYHOCTSIX; MHOEK-
LMeNn; 310KayeCTBEHHbIMWM HOBOOGpPa3oBaHWAMMK; 6Gones-
Hbto LlenepmaHa—May; ocTeoua-ocTeoMon; 60n€3HblO
Ocryga—LLUnatrepa; ceMenHon cpean3eMHOMOPCKON JINXO-
paaKon.

TeyeHue U NpPoOrHos

TeyeHuWe apTpuTa, aCCOLMUPOBAHHOIO C IHTE3UTOM, NPHU
nebloTe B Bo3pacTe A0 5 N1eT, KaK NpaBuio, peMUTTupytoLiee
N pgobpokKadectBeHHoe. Y 50% M3 HUX CyCTaBHOW CUHOPOM
NPOTEKAET C noparkeHnem 4 n MeHee CycTaBOB. Y MHOIMMX
[eTen B npouecc BOBJ/IEKAIOTCS CycTaBbl OCEBOro CKeneta.
MpenMyLLeCTBEHHOE MOpPaXKEHME CYCTaBOB HUMHWMX KOHEeuY-
HOCTEN coxpaHsieTcs Becb nepuoa 60ne3Hu. Yepes 5 ner
BO3MOXHO pPa3BWUTME OrPaHUYEHUS ABMKEHWI B MOSICHMY-
HOM W rpyaAHOM OTAeNnax No3BOHOYHMKA.

Y peten n noApoCTKOB (YHKUMOHasbHbIE HapyLleHUs
B CyCTaBax M MO3BOHOYHMKE, KaK NpaBWNO, He mporpec-
cupytoT. [MoparkeHne Ta3o6eapeHHbIX CycTaBoB — MJIO-
XOW MPOrHOCTUYECKUIW MPUBHAK AN Pas3BUTUSA BbipaxKeHHOM
QYHKUMOHaNbHON HepgoctaTovyHOCTU. OCTpbIM YBEWUT peaKo
COMPOBOXAAETCH OCMOXHEHUSAMM, TONbKO B CAydYasx peuu-
LVBUPYIOLLErO TEYEHUS.

dakTop HeGnaronpuaTHoro nporHo3sa (AKP, 2011)

[ecTpyKumMs cycTaBoB NO AaHHbIM PagMONOrM4ecKoro
o6cnegoBaHns (3p03MK CyCTaBHbIX MOBEPXHOCTEN UK CyxKe-
HWE MEXCYCTaBHbIX LLEeNen).

MpoaoMKUTENBHOCTb U3HM NaumeHToB ¢ AC Kopoue,
yem B nonynsiumu. MNMpUYnHOM CcMepTU B MeEpBYO o4vepedb



Puc. 12 (A-K). AHKMNO3 KoneHHoro cyctasa npu KOAC. KT: akcuanbHble cpesbl (A—B), carutranbHble peKoHCTPYKUMK (MT—E); dpoHTanbHas
pexoHcTpyKuumsa (XK), 3D-pekoHcTpyKums (3—K). A—B. OTMevaeTcs BbiparkeHHas aedopmalims cyctaBa, Bbi3biBalolwas BblHyXKAEHHOE ero
nonoxeHune. PacnpocTpaHeHHbI 0CTEONOPO3 C OTCYTCTBUEM HOPManbHOMO X0Aa U 3HAYUTENbHLIM YMEHbLUEHNEM KONNYeCTBa TpabeKyn
KOCTHOW TKaH# (1). O6WMpPHbIE AECTPYKTUBHbIE U3MEHEHUS MO OCTEOIMTUHECKOMY TUMY C MHOXECTBEHHBIMU MYGOKMMU 3PO3UBHbBIMU
nedeKTamMmu cycTaBHbIX MOBEPXHOCTEW (2) C UCHE3HOBEHUEM CYCTaBHOW LWenn (PopMUPOBaAHNE aHKUI03a) MEXAY MenabHbIMU MbllLeIKaMu
6eapeHHon 1 60nbllebepLoBOr KOCTHU (3), MeXAY HaAKONEHHUKOM WU Ha[JKOJIEHHWKOBOW NOBEPXHOCTbIO 6eApEeHHOMN KOCTH (4), B MeX6epLIOoBOM
cyctaBe (5). [-XK. Ha doHe BbipaxeHHOro pacnpocTpaHeHHOro 0cTeonopo3a ¢ OTCYyTCTBMEM HOPMasIbHOIO X04a U 3HAYUTENbHBIM
YMEHbLUEHNEM KOonnyecTBa TpabeKyn KOCTHOM TKaHu (1) BU3yanuaunpyioTcs MHOXECTBEHHbIE 3P03UBHbIE AedeKTbl CyCTaBHbIX MOBEPXHOCTEN (2)
C CY)XEHMeM cycTaBHoOM Lienu (3), popMUpPOBaAHNEM aHKMI03a MEXAY HALKONEHHUKOM M HaAKOIEHHWKOBOWM NOBEPXHOCTbIO 6eApeHHON

KOCTU (4), Mexay Mbilienkamu 6eapeHHon n 6onbliebepLoBom KocTu (5)

ABNAKOTCA KapauonyibMOHal/lbHble W HEBPOJZIOTMYECKUE
OCJTOXXHEHMUA.

OcCnoXHeHus

KoHTpaKTypbl B cycTaBax.

PasButue cnenotbl BCNeacTBue yBeuTa.
HepocTtaTo4yHOCTb aopTaNbHOMO KilanaHa.
AMnnonaos.

JleyeHue

P HU3KOM aKTUBHOCTM GONE3HU U OTCYTCTBUWM dakK-
TOPOB He6MaronpuMaTHOro mnporHo3a npumeHstotesa HINBC:
avKnodeHak B fo3e 2—3 Mr/Kr Maccbl Tena B CyT, UKW HUMe-

cynua B go3de 3—5 Mr/Kr macchl Tena B CyT, UM MEJIOKCUKaM
B gose 7,5-15 mr/cyt.

MpK HanM4MM BblpaXEHHOro apTpuTa B KayecTBe MOCT-
(bridge)-Tepanun NpPoBOASAT BHYTPUCYCTaBHbIE WHBEKLMU
TMIIOKOKOPTUKOMAOB: 6eTaMeTa3oH He Yalle 1 pa3a B 6 mec,
TpMaMLMHOJIOHA reKcaLeToHn He Yalle 1 pa3a B 4 mMec.

Mpun HeadpdekTuBHOCTM HIMBC B Te4eHUn 2 Mec, a TaKKe
npu cpeiHen 1 BbICOKOM aKTUBHOCTM 60I€3HN BHE 3aBUCK-
MOCTK OT Hanun4yua GakTopoB HeOGNaronpuaTHOro NPorHo3a
Ha3HavaloT cynbdacana3vH B aose 25-50 mr/Kr macchl
Tena B 2 npuema.

Mpn HeaddeKTMBHOCTM cynbdacanasuHa npu cpegHen
1 BbICOKOW aKTUBHOCTM 60/1€3HM BHE 3aBUCMMOCTHU OT Hau-

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ Ne 1



0]
!

HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

ynusa daKTopoB HEeBNaronpuATHOrO MPOrHo3a MPUMEHSIOT
METOTpeKcaT B fo3e 15 Mr/M2 B HeZ, MOAKOMHO UK BHYTPH-
MbILEYHO.

B cnyvyae HenepeHOCHMMOCTU WM/MNN HEIPDEKTUBHOCTU
cynbdacanasmHa Ui MeToTpeKcaTa B TeyeHne 3 Mec, a Tak-
e BbICOKOW U cpeAHen aKTMBHOCTU BGONEe3HU BHE 3aBWCU-
MOCTU OT Hanunyms GaKTopoB He6NaronpuATHOro MPOrHo-
3a HasHauvatoT MHrMéuTopbl PHO «: aganumymab B Ao3e
24 Mr/M2 Ha BBeAeHMe NMOAKOXKHO 1 pa3 B 2 Hea uau aTa-
HepuenT B Ao3e 0,4 Mr/Kr Ha BBeAeHWEe NOAKOXKHO 2 pasa
B Heg (nnm 0,8 Mr/Kr macchl Tefla Ha BBeeHWe 1 pa3 B Hef).
Mpu pa3BuTMK yBeuTa npeanoyvTuTenbHee NPUMEHaTb ada-
nmmymab.

IOBEHU/IbHbI MCOPUATUYECKUNA APTPUT
XapaKTepucTuKa NoHATUS
XpoHMYECKOE CUCTEMHOE nporpeccupyloliee 3abone-
BaHWe, XapaKTepuayloleecs apTpUTOM M MCOpMasoM Mau
apTPUTOM B COYETAHMM NO KPamHEN Mepe C ABYMS U3 HUKe-
nepeyvymcneHHbIX CUMATOMOB:
®  [aKTUAWT;
® W3MEHEHWEe HOrTen (CMHAPOM «HaMepCTKa») UAU OHUXO-
NIN3NC;
e copuas y POACTBEHHWKOB MEPBOM JIMHUM (poauTeny,
Ccu6ChI).
[narHo3 ncopuvatMyeckoro aptpuyrta He MOXKeT ObITb
YCTaHOBJIEH MPY HaNMUYNUU:
e apTpuTta, accouumpoBaHHoro ¢ HLA-B27 aHTUreHowm,
y Manb4yMKOB B BO3pacTe cTaplue 6 neT;
®  AHKWIO3MPYIOWEro CnoHAMAWTa; apTpuTa, accouuupo-
BAHHOrO C 9HTE3WUTOM; CaKpouienTa B CO4ETAHUM C BOC-
nanuTenbHbIMM 3a601EBaHUAMMU KULLEYHUKE; CUHAPOMA
PewTtepa; octporo nepegHero ysemrta Uamn ogHoro U3 atux
3ab60/1eBaHMI Y POACTBEHHUKOB NEPBOM IMHUU POACTBA;
® nonoxutenbHoro PP knacca IgM MUHUMYM B ABYX Npo-
6ax, B3aTbIX C UHTEPBASIOM HE MeHee 3 MEC;
e cucremHoro OMA y naumeHTa.

Anupemuonorusa

3ab6051eBaeEMOCTb U pPacnpoCTPaHEHHOCTb OBEHUbHOIO
ncopunatmnyeckoro aptpurta (KOlMcA) HensBecTHa. Mo nonyns-
LUMOHHbBIM [a@HHbIM, BKAOYAOLWMM B OCHOBHOM MaLMEHTOB
¢ Ae6l0TOM NcopuaTMHeCcKoro apTpmuTa BO B3pOC/OM Bo3pac-
Te, B CLUA pacnpoctpaHeHHoCTb coctaBnseTr 0,10-0,25%.
3aboneBaHne BCTpevaeTcss BO BCEX ITHUYECKMX rpynnax.
B ctpykType HOUA ponsa HOMNCA wWUpoKo BapbupyeT B 3aBU-
CMMOCTM OT M3y4aeMom NonyasLmMm U NPUMEHSIEMbIX AUATHO-
CTUYECKUX KpuTepues. Mpn ncnonb3oBaHum Kputepues ILAR
oHa coctaBnsier 7% (ot O go 11,3%), Npy1 MCNoNb30BaHUKU
BaHKkyBepcKunx kputepnes — 8—-20%.

BblaenstoT 2 Bo3pacTHbIX N1Ka gebtoTta HOICA: gowWwKonb-
HblM WU MNaAWWN WU CPedHWIW LWKONbHbIM Bo3pacT. HOlMcA
He TUNMYEeH AN NepBOoro roga XM3Hu. Yawe 6onetoT 4eBOoY-
Ku (60%).

KnuHuyeckaa KaptuHa

[ns neten, 3a6oneBLNX B BO3pacTe A0 5 NeT, xapaKTepHbl
npeobnajaHne KEHCKOro nona, Haanyne MNoNOMKUTENbHOro
AH® 1 nposiBneHuWs AaKkTunuTa, «COCMCKOOBPa3HOro» oTeKa
OTAENbHbIX NanbLEB. Y 3TOM BO3pacTHOM NOArpynmbl BbIABASA-
lOTCS KMHMYECKMEe M aeMorpaduryeckme Npu3Haku cxoacTea
C paHHUM Havanom onuroaptnkynsapHoro KOMA. KnuHuyeckme
Pasnnuns BKIKOYAKOT CKNOHHOCTb K AAKTUAUTY, BOBMEYeHue
3anscTUit U MENKUX CYCTaBOB KUCTEW U CTOM, a TaKXe pasBu-
TMe nonnapTpuTa B ciydyae HeahpPEKTUBHOCTU Tepanuu.

B craplwen Bo3pacTHOM rpynne MalbiuKKU U AEeBOYKM
60/1€l0T C 0AMHAKOBOM YacTOTON. [J19 HUX XapaKTEPHO pa3Bu-

TUE 3HTE3UTOB M MOPaXKeHUe NO3BOHOYHMKA, YTO B 6OSbLLEN
CTeneHn HanoMMHaeT NCopuaTUYECKUn apTPUT B3POCbIX.

CycTaBHOM CUHAPOM

Oé6uwme nposiieHus. tOMNCA mMaHUbeCTUPYET KaK ONu-
roapTput npuénusntensHo y 80% aeten. B gebiote vacto
pa3BMBaETCHd MOHOAPTPUT, @ Y HEKOTOPbIX MaLMEHTOB —
LaKTUAUT. Yale BcCero nopakalTCcsi KOSIEHHble M roneHo-
cTonHble cyctaBbl. Kokent passuBaetcsa y 20—30% 60/bHbIX.
[axke y getemn, y KOTOPbIX CYyCTaBHOW CUHAPOM HOCHUT OJIUrO-
ApPTUKYNSPHbIA XapaKTep, fly4e3ansiCTHble, roNeHOCTOMHbIe
M MENIKMe CyCTaBbl KUCTEN NoparkatoTcs Yalle, Yem npv apy-
rMx noatunax onuroapTtputa. bes adPeKTMBHOro nevyeHuns
ONIUroapTpuUT TpaHchopmupyeTcs B nonvaptput y 60-80%
nauneHToB.

Monnaptput B AebioTe passuBaeTcs y 20% 60/b-
HblX. YMCNO MOpaMKeHHbIX CYCTaBOB OObIYHO MEHbLUE, YEM
npu Apyrux BapuaHtax nonuvaptputa (PP-HeratuBHoOM W
P®-no3utuBHom). MoparkeHne cyctaBoB npu HOMCA yacTo
acMMmeTpuyHoe. [ucTanbHble MexdanaHroBble cycTaBbl,
no pasHbiM AaHHbIM, nopaxkatotcad y 10-50% nauneHToB.
MHBanuausupyouwas ¢opma ncopuaTMyecKoro aptputa
B3POC/IbIX — MYTUIMPYIOLLMIA apTPUT — Yy ETEN BCTpEeYaeTcs
peakxo.

lopaeHne Mno3BoHOYHMKa. CaKpouneuT pasBuBaeTCs
y 10-30% nauueHToB ¢ HOlcA, npeumyLLecTBeEHHO ¢ aebto-
TOM 3a60neBaHNs B CTaplueM Bo3pacTte. na aTUX nauueH-
TOB XapaKTepHbl 4epTbl, HANOMMUHalOLMe CNOHANN0apTPONa-
TMKW B3POCAbIX: c6anaHCMPOBaHHOE COOTHOLIEHWE MO MOAY,
TEHAEHUMS K MaHubecTaLumm 3HTE3UTaMK M BbliCOKas 4acTo-
Ta BbigBneHns HLA-B27. Y 30-70% peten, 3aboneBLINX
B CTapluem BO3pacTe, PEHTreHON0rMYeCcKn noaTeepxaaercs
caKkpouneuT; MeHee 4eM Yy 5% aeten B npoLecc BOBEKaeTCs
NMOSCHWYHbIA OTAENl NMO3BOHOYHWKA. [loparkeHune oceBOoro
cKeneTa npwu KOlNCcA npoTeKaeT nerye, 4em npu aHKUIo03npy-
lOLWEM CMOHANNUTE, C TEHAEHLUMEN K aCUMMETPUYHOMY Nopa-
KEHMI0 KPEeCTLLO0BO-NOAB3AO0LWHbIX CYyCTaBOB WM OTCYTCTBMEM
pa3BMUTUS aHKMN03a NO3BOHOYHMKA.

9HTE3uT. Y nauneHToB ¢ ge6iotom HOMNCA B cTaplem BO3-
pacTe 9HTEe3UTbl pa3BuBatoTcs vaule (57%), 4em y BONbHbIX
Miaglwero Bo3pacta (22%).

Haktuaut passuBaetca y 20-40% peten ¢ HOlcA. Mopa-
aeTcs OMH UM HECKO/bKO NasnbLEeB (BTOPOM NaseL, CTomnbl
M BTOPOM nanewl, KUCTK). JaKTUAUT MOXKET KIIMHUYECKN NPO-
ABAATLCA MM NPOTEKATb 6€CCMMMNTOMHO.

BHecycTaBHble NPoSIBIEHUNA

O6iymne nposisneHus. Mpu nonnaptukynsapHom HIIcA
HabnofaeTca aHOpPeKeHs, aHeMusa U OTCTaBaHWe B pocTe.
TakXe MOryT pasBMBaTbCsi TMCTONOMMYECKU MOATBEPIK-
OEHHbIN 3HTEPUT U KOAUT. JInxopagKa BO3HUKAET PeaKo —
B OY€Hb TAXesbIX Caydasx, HO Yallle oHa He cBa3aHa c HOlcA.

lopaKkeHne Koxu n Horten. Y 60nblMHCTBA NaLMEHTOB
¢ HOlNcA Habnopgaetca Knaccuyeckun ncopuas. Y 40-60%
M3 HUX MNCOPMa3 BblIPpaKEHHbIW, pexe — KanneBUAHbIN,
peako — nycTyne3Hblh U apuTpoaepMainbHbii. [lcopmnas
y OeTen TpyaHo agnMarHoctMpoBaTtb. OH XapaKTepu3yeTcs TOH-
KUMW MSATKUMU BASILLKaMK, MEPUOLUYECKN NOSABASIOWMMUCS
M ncyesaolwmmm. NoparKeHne KoXKM MOXKeT 6biTb OrpaHuye-
HO BO/IOCUCTOM YaCTbHO rO/I0BbI; MYNOYHOW, 3ayLLIHbIMW 06Na-
CTAMU UNU MEKbATOANYHON CKNaaKOMN.

OOHO M3 OCHOBHbIX OoTaMyum HOMNCcA oT ncopuasa 6e3
nopaeHWs CycTaBOB — LUMPOKO PacnpoCcTpaHeHHbIe M3Me-
HeHUs HorTen, Kotopble coctaBnsioT 50-80 n 30%, cooTBeT-
CTBEHHO. [TcopratMyeckme U3MeHEeHUs HOrmTeBOM NNacTUHKK
BK/ItOYAIOT BAABNEHUS (CUMNTOM «HamnepcTKa»), OHUXONTU3KC,
rOPU30HTa/IbHbIE BbICTYMbl U UBMEHEHME LBETA.



YBeut. XpoHUYeCKUn yBeuT pasBumBaeTca y 10-15%
neten ¢ HOlcA. OcTpbiv nepeaHni yBEUT Yalle pa3BMBaeTCs
y AeTewn cTapluero so3pacra U accounnpoBaH ¢ HLA-B27.

AwnarHocTtuka

JlabopaTopHble uccaegoBaHus

KnnHmnyecKkuii aHaam3 KpOoBM: TMNOXPOMHas aHeEMMS], HEBbI-
paeHHbIM HENTPODUSIbHbBIV NENKOLIMTO3, NoBbilweHne CO3.

Bbuoxummyeckne M UMMYHOIOrMYECKNE MCCe[0Ba-
HUSI KPOBM: YMEPEHHOE MOBbIWEHNE KOHLUeHTpauun CPB.
MoxkeT onpeaenatbest AH® (y 6% aeten mnaawero Bo3pacTa,
y 3% — cTapuwero).

UHcTpymeHTanbHbIe ncenefoBaHus

PeHTreHonornyeckoe/KT-uccnegosaHume. lNpu paHHeEM
apTpuTe — OTEK MATKMX TKaHen BOKpyr cyctaBa. [lepunaptu-
KYNSIPHbIA OCTEOMNOPO3 MOXET BbISBASATHCSH YEpPe3 HECKOSb-
KO MecsiLleB mnocne cnyyas OTeKka cycTaBa; nepuocTanbHoe
o6pa3oBaHMe HOBOM KOCTHOW TKaHM 4acTo BCTpevaeTcs
B nanblax, MOpPa¥KeHHbIX AaKTUAUTOM. CyxKeHue CycTaBHOM
Lenn, CBMAETENbCTBYIOWEE O 3HAYUTENbHOM NoTepe xpsle-
BOW TKaHW, a TaKXe 3p03MBHOE NOpPaXKEHWE KOCTU Yallle Bce-
ro aBASOTCA No3aHMMKU nposieneHnsamu HOMcA. Co Bpeme-
HEM MOXET MPOU3ONTU PEMOAENNPOBAHNE KOCTHOM TKaHM,
BTOPMYHOE MO OTHOLWEHWIO K NEePCUCTUPYIOLLEMY MNepMo-
CTUTY U U3BMEHEHHOMY annduadanbHOMy pocTy. 1o cpaBHe-
HUIO CO B3POCbIMKU NponndepaTnBHoe o6pa3oBaHMe HOBOM
KOCTHOM TKaHW Yy [OeTen pasBuBaeTcs peako. Cakpowuneut
06bl4HO aCUMMETPUYHbIN.

MPT: CUHOBUT, TEHAWMHUT K OTEK KOCTHOrO MO3ra B CyCTaB-
HbIX M BHECYCTaBHbIX 06/1acTaX, OAHAKO CneuudU4HOCTb
oTAenbHbIX NoKasdatenen ang KOINcA oo KoHUa He onpeaeneHa.

TeuyeHue U NPOrHos

Yepes 5 net HabnogeHusa y 70% 60/bHbIX COXpaHAeTcs
aKTMBHOCTb 601e3HHK, y 30% pa3BunBaeTCcs HapylleHne QyHK-
umMn cyctaBoB; Yy 60% — pocTturaetcs pemuccus. Y geten
paHHero Bo3pacta pemMuccus pasBuBaeTcs B 6onee nosa-
HWE CPOKM, YeM Y AeTew CTapluero Bo3pacra.

Yepes 15 net y nauuneHTtoB ¢ HOMCcA dyHKUMOHaNbHas
HeAoCTaTOYHOCTb CycTaBoB 60Jsiee BblparkeHa, YeM Yy AeTen
C 0nu1ro- 1 nonnapTpuTom; 33% HyKaarTcs B Tepanum UMMy-
HofenpeccaHTaMu.

daKTopbl HEGNAroNPUATHOrO NPOrHo3a
(Hanu4ue xota 6bl ogHoro; AKP, 2011)

e [loparkeHue Ta306edpeHHbIX CYCTaBOB WU LIENHOrO
oTaena NO3BOHOYHMKA.

e [lopakeHuWe roleHoCTOMHOro UK ny4e3ansicTHOro cycra-
Ba W 3HAYWUTENbHOE MW NPOAOSIKMUTENbHOE MOBbIWEHWE
nabopaTopHbIX NoKasaTenen akTUBHOCTH.

e [leCTpyKUMs CyCTaBOB MO [aHHbIM PagMONOrMyecKoro
obcnenoBaHns (3p0o3uMn CyCcTaBHbIX MOBEPXHOCTEN WK
CYXEHUEe MEMKCYCTaBHbIX LLENen).

OcCnoXxHeHus
e AopTanbHas HegOCTaTOYHOCTb.
e Amunouaos (peako).

AnddepeHumnanbHaa guarHocTuka
C HAC, nonuaptukynapHbim HWA P®d-HeratuBHbIM,
aptponatuamu npu B3K, 6onesHbio Pentepa.

JleueHue
o BepuduKkaumm gnarHosda npumensitor HIMBC. MoHo-
Tepanuto HMNBC npoBoasT He 6onee 2 mec.

MpK HanMYUM aKTMBHOrO apTpuTa NMoKal3aHbl BHYTPUCY-
CTaBHble WHbEKLMK TNIOKOKOPTUKOUAOB: GeTaMeTasoH —
He valle 1 pasa B 6 Mec, TpMaMLMHONOHA rekcaueToHmnag —
He yaule 1 pasa B 4 mec.

Mpn HeadPpekTnBHocTM HMBC M HU3KOM aKTMBHOCTH
60ne3Hn 6e3 GaKTopoB HEGNAronNnPUATHOro NPOrHo3a HasHa-
yatoT cynbdacanasunH B go3e 25-50 Mr/Kr maccbl Tena B CyT
B 2 npuema.

Mpv BbICOKOW 1 CpeaHEN aKTUBHOCTM 60/1I€3HU BHE 3aBU-
CUMOCTH OT PaKTOpPOB HEOGNAronpUAaTHOro NPOrHo3a, a TaK-
e MNpU HU3KOW aKTMBHOCTU OONE3HU U Hanndmm bdakrTo-
pOB HEGNAronpPUATHOrO NPOrHO3a MPUMEHSOT MeToTpeKcaT
B fose 15 Mr/M2 B Hel MOAKOMHO WKW BHYTPUMBbILIEYHO.
B cnyyae HenepeHoCcMMOCTU U/UNn HedPPEKTUBHOCTU METO-
TpekcaTa unu cynbdacanasnHa Yepes 3 Mec Ie4eHns, a TaK-
e Mpu BbICOKOW WKW cpedHen aKTUBHOCTM 60/Ie3HU BHE
3aBUCMMOCTM OT HanmMuunsa GaKTopoB HeEGNAronpUATHOro Npo-
rHo3a HasHayaloT UHrMbuTopbl PHO «: aganumymab B [03e
24 Mr/M2 Ha BBeleHWe NOAKOXHO 1 pa3 B 2 Hea B BuAe
MOHOTEPANUW UKW B COYETAHUM C METOTPEKCATOM B [03e
15 Mr/M2 B HeAd, unun ataHepuenTt B go3e 0,4 Mr/Kr macchl
Tena Ha BBeAeHWe NOAKOXHO 2 pasa B Hen (wam 0,8 mr/Kr
Maccbl Tena Ha BBeeHue 1 pa3 B Hef) B BUAE MOHOTEpanuu
WX B COYETaHUM C MeToTpeKcaTtoM B fo3e 15 Mr/M2 B Hej,
nnn abatauent B go3e 10 Mr/Kr maccbl Tena Ha BBeaeHue
BHYTPUBEHHO no cxeme 0—2-4-9 Hef, Aanee Kaxable 4 Hep
B KOMOGMHaLMK C METOTPEKCATOM B Ao3e 15 Mr/M2 B HeJ.

CUCTEMHbIA IOBEHW/IbHbIH
WAWUOMNATUYECKUNA APTPUT
XapaKTrepucTUKa rnoHATUS
ApTpUT 0gHOro 1 6osnee cyctaBoB, COMPOBOXKAAOLLMIACS
WX C NpeaLecTByoWEN JOKYMEHTUPOBAHHOW nepemexalto-
Liencsa NMXopaaKon NpoaoKUTENbHOCTbIO HE MeHee 3 AHeN
B T€4EHUE MUHUMYM 2 Hef B COYETaHUKU C OgHUM UK 6onee
HUXKENnepeyYncneHHbIMM NPU3HaKaMu:
° KpaTKOBpeMeHHas (nety4yas) aputeMaTto3Has Cbirb;
® reHepanu3oBaHHas nMMdageHonaTms;
® renatomeranus u/unu cniaeHomeranus;
®  CEpO3UT (MepUKaPAUT, U/UNK NNEBPUT, U/UIK NEPUTOHMT).
OvarHo3 clOMA He MoOXeT ObiTb YCTAHOBJIEH MNpw
HanM4mm:
® ricopuasa (B T.4. B aHaMHe3e) y nauueHTa uam ero poa-
CTBEHHMWKOB MEpPBON IMHMM POACTBa (PoAUTENU, CUBCHI);
e apTpuTta, accoummnpoBaHHoro ¢ HLA-B27 aHTUreHowm,
y Manb4yMKOB B BO3pacTe cTaplue 6 neT;
®  AHKMJIO3MPYIOLLErO CMOHAWANTA; apTpUTa, aCCOLMMPOBaH-
HOIO C 3HTE3MTOM; CaKpousneuTa B COYETaHUM C BOC-
nanuTenbHbIMKW 3a60/E€BaHUAMMU KULLEYHMKA; CMHAPOMa
PenTtepa; octporo nepeaHero ysemTta uamn oaHoOro M3 aTmx
3a60/1eBaHUI Y POACTBEHHWKOB NEPBOM JIMHUU POACTBA;
° nonoxutenobHoro P® knacca IgM MUHUMYM B ABYX Mpo-
6ax, B35TbIX C MUHTEPBANIOM HE MeHee 3 Mec.

Anuaemuonorus

Ha ponto clOMA npuxoautesa 10—-20% Becex cnydaes HOUA.
PaszBunBaetca B no6om Bo3pacte. ManbyMKM M OEBOYKMK
60netoT ¢ 0OAUMHAKOBOW YacTOTON.

KnuHu4yeckas KapTuHa
Hayano octpoe nnv nogocTpoe.

BHecycTaBHble NPOABNEHUS

Jlnxopaaka. Temnepatypa Tena nogHumaetrcs = 39°C
OAHOKPATHO WX ABaAbl B AeHb B N060oe Bpems CYTOK,
HO Yaule 61MKe K Beyepy; COMpPOBOXAAETCS MPOSIUBHbLIM
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NoTOM, PEeAKO 03HOGOM; GbICTPO HOPMANU3yeTcs WAK ony-
CKaEeTCs HMKE HOpPManbHbIX 3HA4YEHMI, OCOBEHHO B paHHWE
YTPEHHUE Yachl; B AebtoTe 601€3HN MOXKET HE HOCUTb TUMMUY-
HbI ana ctOWA xapakTep. Ha BbicOTe NTMXOpPaaKuU AeTH NI0X0
cebs 4YyBCTBYIOT, MPU CHUMKEHUM TemnepaTtypbl Tena camo-
YyBCTBME HOPManU3yeTcs.

Cbinb — NATHUCTAN U/MAN NATHUCTO-NanynesHas, AMHen-
Has (puc. 13), pefiko ypTMKapHas uam remopparvyeckas (npm
remodaroumMTapHoM cuHapome). Pasmep nATeH AocTuraet
2-5 MM. laTHa 0GbIYHO OKPYXKeHbl 6neaHbIM 060AKOM,
B LIEHTpe 3neMeHTOB 6onee KpynHoro pasmepa Gpopmupy-
eTca ovar npoceeTieHuns. Cbilb HE CONPOBOXKAAETCS 3yA0M;
HecToWKas; NosiBASeTCS W McYe3aeT, He OocTaBnaAs cneja,
B TEYEHWE KOPOTKOrO0 BPEMEHM; YCUIMBAETCA Ha BbiCOTE
NIMXOpafKM; NOoKanuayeTcs MNPeMMyLEeCTBEHHO B 061acTu
CYCTaBOB, Ha NiMLe, GOKOBbIX MOBEPXHOCTAX TYNOBULLA, Ar0-
AMLAX U KOHEYHOCTSAX.

BacKynnt. Kak npaBwuio, pa3B1MBaeTCs TalOHHbIN U/
NOJOWBEHHbIA Kanuanaput, o6yCcNOBAMBAIOWNIA LMaHO-
TUYHYIO OKpPacKy NlafoHEN U CTOM, «MPaAMOPHOCTb» KOMXHbIX
NMOKPOBOB. BO3MOHbI NOKanbHble @aHMMOHEBPOTUYECKME
OTEKM, Yallie NoKanuaytoLnecs B 061acTi KUCTH.

JiumpageHonatms. B 60NblLUMHCTBE CNy4YaeB BbIBAAETCS
yBennyeHne pa3MepoB TMMPaTUYECKNX Y3N0B NPaKTUYECKH
Bcex rpynn go 4—6 cm B gnametpe. JinmdpaTtnyeckune yanol,
KaK npaBuio, NOABWKHbIE, 6€360/1€3HEHHbIE, HECMAasHHbIE
Mexay co60M, ¢ noanexalmmMm TKaHaIMK, MAFKO- UK NaoT-
HO3M1aCTUYECKON KOHCUCTEHLMMN.

MopaxeHne cepgua. lNepuKapauT pasBuBaeTcs B
GONbWMHCTBE C/ly4yaeB Yy AeTen cTapuwero Bo3pacTa BHe
3aBMCMMOCTM OT Mofla, BOo3pacTa Hayvana 3aboneBaHus
M TSXKECTU CyCTaBHOro cuHapoma. [MepuKapauT MOXKeT
npeawecTBoBatb MaHMdeCTaUMn apTpuTa: Kak npasuio,
pa3BMBaETCS Ha BbiICOTE OBGOCTPEHMS CUMCTEMHbIX MPOSAB-
NIEHUN Ha N60oM CpoKe 60ne3HU. ANnTenbHOCTb aNM3oda
coctaBnset oT 1 go 8 Hea. MNepuKapanT YacTo npoTeKkaeT
6eCCMMNTOMHO, HO MOMET COMPOBOXAATbCH OAbILKOMN,
6onbto B 06/1aCTU cepaua, YCUnvMBaloWeENCs B FOPU30H-
TaNbHOM MOJIOXKEHUU, UPPAAUMPYIOLLEN B CMKHY, MNeyn,
weto. Mpn dGM3MKanbHOM OCMOTPE BbIABASIOTCA MPUIY-
LWWEHHOCTb CepAeYHbIX TOHOB, TaxMKapAus, paclupeHue
rpaHuL, OTHOCWUTENbHOW CEepAeYHOM TYnoCTH, LWyM Tpe-
HUSA nepukapga. B 60nblIMHCTBE CnyvYaeB NepuKapaut
He CONPOBOKAAETCA CHMXXEHWEM BO/bTaXa 3y6L08B, NOAb-
emoM cermeHTta ST, nHBepcuen 3y6ua T Ha 3NeKTpoKap-
anorpamme (KM n aMarHocTupyeTcs TOIbKO NMPKM 3XOKap-

avorpamme. TamnoHaga cepaua — peaKoe, HO cepbe3Hoe
OCNOXKHEeHWe nepuKapanTa. XpOHUYECKUN PECTPUKTUBHBLIN
nepuKapauT pa3BrMBaeTCcs peako.

MuoKapauT pa3BMBaETCH 3HAYUTENBHO PEXKE, YEM Nepu-
KapAuT, MOXKET CONPOBOXKAATLCA KapAanoMeraanen u passu-
TMEM CepAeYHOM HeJOCTaTOYHOCTH.

OHAOKapPAUT He TunnyeH ans ctOUA.

MopaeHune nerknx. MNopaxkeHne napeHxMMbl NEerkux
Habntogaetcs peako. neBpuT 06bIYHO pa3BMBaAETCH B
coYeTaHMU C NEPUKapPAUTOM, H4acTO HOCUT 6ECCUMMTOMHbIN
XapaKTep v AMarHocTMpyeTcs Npu pPagnonorMyeckom uccne-
[LOBaHWUM NIETKMX.

MopakeHne neydyeHn u cene3eHku. CnneHomeranus
Haunbonee BblpaxeHa B nepBble rogbl oT Ae6ioTa 3abone-
BaHMSA. YBENUYEHUE CeNe3eHKU MOXKET ObiTb 3HaYuTENb-
HbIM, HO MPW 3TOM HE COMPOBOXAATbCSH HEWTPOMEHWEN.
[enatomeranusa pa3BMBaETCS PEXE, YeM CrnaeHomeranus.
Mporpeccupyloliee yBenmyeHme pa3MepoB MNEYEHW xapak-
TEPHO ANs BTOPMYHOIro ammnionaosa.

CuHAPOM aKTuBauunm Maxkpogdaros (remogaroumtap-
Hbilt cuHAgpom). CocTosiHMe pebeHKa pe3Ko yxyalaeT-
cq. JInxopagka HOCUT reKTMYecKui xapakTtep. Ha Koxe
nosiBNsSieTCA remopparnvyeckas cbinb. MorytT BO3HMKaTb
KPOBOTEYEHUSA U3 CAU3UCTbIX 060n04eK. HapacTaloT nnm-
dageHonatus, renatocnaeHomeranuns. PazsnBatotcs noau-
opraHHasi He4oCTaTO4YHOCTb, HapYyLIEHWE CO3HAHUS, KOMa.
Mpu nabopaTopHbIX UCCNEfOBaHMAX B KIMHUYECKOM aHa-
NIN3€e KPOBU — TPOMOBOLIUTOMNEHUS, NENKONEHUS, apuTpone-
HUS, cHUKeHne COJ; B GUOXMMUYECKOM aHann3e KpoBu —
NoBbIWEHNE KOHUEHTpaunn depputuHa, TPUIMULEPUAOB,
aKTMBHOCTM TpaHCaMWHa3; B KoarysorpamMmme — noBbllle-
HWe coaepraHns GnbpuHOreHa M NPOAYKTOB Aerpajaunu
dnbpuHa (paHHUN AOKIMHUYECKUM MPU3HAK), CHUXKEHUE
KOHUEeHTpaunn daKkTopoB cBepTbiBaHus Kposu I, VII, X;
B MyHKTaTe KOCTHOro Mo3ra onpegensercs 601bWwoe YUcio
Makpodaros, GparouUTUPYIOLLUX FEMOMOITUYECKHME KIETKM.
Mpu TSXKENOM HEKOHTPOIMPYEMOM TEYEHWMU BO3MOXKEH
NneTanbHbI UCXOA.

CycTaBHOM CUHAPOM

MopasxkeHne cyctaBoB. Y 60MblUMHCTBA NaLMEHTOB pas-
BMBaeTCsd NOAnapTpuT (puc. 14).

Haun6onee 4yacto B npoLecc BOBAeKatoTcsa ny4ye3ansacT-
Hble, KOMIeHHble W TONEHOCTOMNHbIE cycTaBbl. bonee yem
y 50% 60/bHbIX TaKXe NnopaxaeTcs WenHbl 0Taen no3Bo-
HOYHWKa, MENKMWe CyCTaBbl KUCTEN M YENOCTHO-BMCOYHbIE

Puc. 13 (A, B). MNaTHMCTbIE BbickbiNnaHus npu ctOUA (A). TUNMYHbIE NIMHEWMHbIE BbIChINAHWSA Ha KMBOTE: CKOMIEHUE 3PUTEMATO3HOM CbiNW B BUAE
JIMHUIA anuHow oT 1 o 5-6 cm (B)




cyctaBbl. B ge6tote 60M1€3HU CYCTaBHOW CUHAPOM MOMET
6blTb MMHUMabHbIM, €r0 PacnpPoOCTPaHEHHOCTb HapacTaeT
B TeYeHUEe HECKONbKKX mecsaueB. B page cnydyaeB Ha npo-
TAXEHMU HECKONbKMX MecsileB, a MHorga et cyctaB-
HOM CMHAPOM HE BbIpaXKEH W MPOSABASETCS apTpanrusmu.
B oTgenbHbIX cnyvyasx pasBMBAETCS TSKENbI NOAMAPTPUT,
KOTOPbIA XapaKTepu3yeTcs PEe3UCTEHTHOCTbIO K MPOTUBO-
peBMaTUYECKOM Tepanum 1 BblpaKeHHON GYHKLMOHaIbHOM
HeJOCTaTOYHOCTbIO CyCcTaBOB. Y MauUMEHTOB C MOAMAPTPU-
TOM HEpeaKo pas3BMBalOTCH TEHOCMHOBWTbHI U CUHOBMaANb-
Hbl€ KUCTbI.

lNopakeHne Mmbill. Muanrmnm 4acto pas3BMBaloTCA Ha
BbICOTE aKTMBHOCTU CUCTEMHbIX MPOSBAEHWI; MO BbIPaXKEH-
HOCTM 60/1IEBOr0 CUHAPOMA MPEBOCXOAAT apTpUT. Y HEKO-
TOpbIX NauMeHTOB HabntogaeTcss MUMO3UT C OTEKOM MbILLL,
60/1bl0, NOBbLILEHNEM KOHLEHTPaLUMM PEPMEHTOB MblLleY-
HOrO pacnaja B KPOBW M TUMUYHLIMU MPOSIBAEHUSAMU NpPU
nposegeHnn MPT.

AunarHocTuka

JlabopaTopHble uccaegoBaHus

KAanHudecKui aHam3a KpoBu: NeikoLuTo3 (> 30—50x10°/n)
C HENTPOOUIbHBIM caBUIroM BneBo (Ao 25-30% nanoyko-
A0epHbIX NENKOUMUTOB, MHOrAa — OO0 MWENOLMTOB), MOBbI-
weHne CO3 (go 100 MM/4, nHorga 1 Bbille), FTMNOXPOMHas
aHemus, TpoMGoLMTO3 (> 1000X102/5).

Bruoxmmm4eckun 1 UMMYHOJIOMMYECKUI aHasln3bl KPOBU:
nosbllWeHne KoHLeHTpauuun CPB, IgM, 1gG, depputuHa.

HUHCcTpymeHTanbHbIe uccief0BaHNUA

PeHTreHorpagus cyctaBoB. WU3MeHeHUs XxpsleBon
W KOCTHOW TKaHW MMEITCH y OGONbLIMHCTBA MaLueHTOB.
[Mpn peHTreHonornyeckom obcnefoBaHuM 4Yepes 2 roga
oT geb6tTa 60ne3Hn y 30% nauneHTOB BbISIBISETCH CYyXKe-
HWe cycTaBHbIX wenewn, y 35% — aposuun, y 10% — Hapy-
LUEHWEe pocTa KOCTeN. PaHHWE pEeHTreHosIorMyecKkne name-
HEHWS pas3BMBAlOTCA B Ny4e3ansiCTHbIX, Ta306eApeHHbIX
M nne4yeBblX cyctaBax. Yepes 6,5 netr y 39% nauymeHToB
BbISIB/ISETCH CYXKEHUE CYyCTaBHbIX Lienen, y 64% — apo3uu,
y 25% — HapyweHue pocTa KocTeWl. [lpu arpeccrBHOM
TeyeHun clOMNA pasBMBAETCSH aHKMNO3 B Nly4e3anaACTHbIX
M anodu3anbHblX CycTaBax LIENHOro otaena NO3BOHOYHU-
Ka, a TaKXXe acenTUYeCcKnt HeKpo3 Ta306epeHHbIX cycTa-
BOB (puc. 15).

OKT. MNpu HanMynumM MUMoOKapauTa — MPU3HaKKU neperpys-
KW NEeBbIX U/WNK1 NpaBbix OTAENOB cepaua, HapylweHne Kopo-
HapPHOro KPoBOOGpPALLEHNS, NMOBLILLEHWE AABNEHNS B CUCTE-
Me JIErO4YHON apTepun.

YnbTpa3ByKoBOoe UcCCe[oBaHUE OpraHoB OpPIOLWHOM
o/10CcTU. YBENnyeHne pa3MepoB 1 U3MEHEHME MapeHXUMbl
neyYeHn 1 ceneseHku, numdageHonaTms.

YnbTpa3ByKoBoe uccnegoBaHue cepaua. Npu muokKap-
AWTe BbIBAAETCS AunaTauus NeBOro KenyaoyKka, CHUXKe-
HMe ppaKunMKn BbiBpOCa NEBOro enyaodKka, rMnoKMHe3ns
3a[lHEN CTEHKM NEBOro XKenygoyka W/Wianm MexrKenyaou-
KOBOW Neperopoaku; aopTUT, NMPMU3HAKW OTHOCUTENbHOWM
HeAOoCTaTOYHOCTU MUTPaNbHOrO, aopTaNbHOro WM/Uan Tpu-
KyCcnunaanbHOro KnanaHoB, NOBbIWEHWE JaBEHUS B NIeroY-
HOW apTepuun. MNpu nepukapauTe — cenapauus TUCTKOB
nepuvkapga, Haanyne cBOOOAHOW XWUOKOCTU B MOSIOCTH
nepukapgaa.

PeHTreHosiornyeckoe/KT-uccneqoBaHne opraHoB rpya-
Hou Knetku. [lpu MUOKapauTe: yBeWYeHWe pa3MepoB
cepala 3a cyeT NIEeBbIX OTAENOB (pexe ToTalbHOE), YBENu-
YeHue KapAanoTopaKanbHOro MHAEKCA, YCUNEHUE COCYANCTO-
WMHTEPCTULMANbHOIO PUCYHKA NIErKMUX MATHUCTO-SYEUCTOro
XapaKTepa, o4aroBonogo6Hble TeHu. MNpn dnbposnpytoLLemM

Puc. 14. lNMonvaptput npm
ctOMA. MpunyxnocTb NNeYeBbIX,
NOKTEBBIX, SIy4e3ansCTHbIX,
KONeHHbIX, FONIEHOCTOMHbIX

N MENKMX CYCTaBOB KUCTEN

anbBeoNIUTE: Ha PaHHMX CTa-
Onsax — ycuneHue n gedop-
MaLmsa N1ero4HOro pUCyHKa,
npu NporpeccupoBaHnm —

TAXUCTbIE YNAaoTHEHUA, 1 cToM; aTpohUsa MbILLIL,
A4encTble MNPOCBETIEHUS; KOHEYHOCTEN, BasibrycHas
dopmupyeTcs  KapTuHa  AedOopMaLMs KONEHHbIX CyCTaBOB,

KOHTPaKTYpbl B KONEHHbIX
1 JIOKTEBLIX CycTaBaXx. PeGeHok
HE MOXET CaMOCTOSTENbHO CTOATh

«COTOBOroO» NIerkoro.

TeyeHue U NPOrHos

Y 40% nauyueHTOB
HabnogaeTca MOHOLMKAMU-
yeckoe TeyeHue 6O0Ne3HHU,
M OHM TMOSHOCTbIO BOC-
CTaHaBnMBalOTCA  nocne
onpeaeneHHoro nepuoga.
Y oTaenbHbIX NauuMeHToB —
NOIMLIMKINYECKOE TeYeHne
clONA, xapaKTepusytlolle-
ecs anM3oAamu aKTUBHO-
CTU BONE3HU U Nepuogamu
pemuccum 6e3 neKapcTBeH-
HbiX npenapatoB. Y 50%
neten — nepcuctupyto-
uiee TeyeHue 3aboneBa-
HUS C MPOrpeccupytoLmm
NoANapTPUTOM M PYHKLMK-
OHa/ibHOM HejocTaTou-
HOCTblO. Y nMauMeHToB,
ANMTENbHO  MOJyYalowmx
FMIOKOKOPTUKOUAbI, TaKKe
pa3BMBalOTCA  OCNOXKHE-
HWUS TOpMOHaNbHOM Tepa-
nuu. Pemuccus KoHCTa-
Tnpyetcs y 1/3 6GOMbHbIX.
CMepTHOCTb cocTaBnseT 1%
B EBpone n meHee 0,5% B CeBepHon Amepuke. CUHAPOM
aKTMBaLMK MaKpodaroB no-nNpexHemMy 0CTaeTcs Cepbe3HbIM
W NoTeHUManbHO daTanbHbIM OCNOXHEHWEM. CMepTb MOXKET
HaCTyNWTb BCNEACTBME HEBPONOrMYECKUX M Kapauonorunye-
CKMX OCIIOXHEHWN.

Puc. 15 (A, B). KoKkcapTpos, OCNOKHUBLUUIACA aCeNnTUHECKUM
HEKPO30M ronoBKK 6eapeHHomn Koctv npu ctOUA. KT, peKOHCTpyKLMS
BO GpOoHTanbHOM npoeKkuun (A, b). AcenTMyecKknMi HEKPo3

ronoBKu 6eapeHHon Koctu (1). OTMeyaloTca yMeHblueHne

B 06bEME U YIOoLLEeHWE CYCTaBHOM NOBEPXHOCTU 6efpeHHON
rONIOBKM C BbIPaXXEHHOM KUCTOBMAHON NEPECTPOMKOM KOCTHOM
TKaHMW rofloBKM (2) 1 NoaAB3A0LWHON KOCTH (3), Yepeaytolieincs

C yyaCcTKamu CyGXoHAPanbHOro ocTeockieposa. Ha atom doHe
ONpeAensieTcsa Pe3Koe Cy)KeHne CyCTaBHOM Lenn ¢ Hannymem
NPU3HAKOB aHKUI03MPOBAaHUS — Y4aCTKOB, e CycTaBHas

wenb He npocnexuBaetcs (4). OcteoduTbl Ha Kpasix CycTaBHbIX
nosepxHocTen (5). YNNOTHEHNE KOCTHOM TKaHU Y YKOPOYEHUE LLIENKM
6eapeHHo KocTu (6)
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Puc. 16. 3agepkKa pocta npu ctOMA. CnpaBa gesoyka 11 ner,
cTpapatowas ctOMA B TeveHue 8 net, ee poct — 101 cm, yto
COOTBETCTBYET POCTY 340POBOro 4-netHero pebeHka (cnesa)

dakTopbl He6naronpuaTHoro nporHo3a (AKP, 2011)

Mpn ctOMA 6e3 aKTMBHOI0 CyCTaBHOIo CMHAPOMA: aKTUB-
Hble CUCTEMHblE MNPOSABAEHUA GONIE3HN B TeyeHue 6 mec
(nMxopagKa, BbICOKME nabopaTopHble noKasaTtenu), Heob-
XOAMMOCTb B MOBTOPHOM Ha3Ha4YeHWW [IOKOKOPTUKOMAOB
CUCTEMHOIO AENCTBUS.

Mpn clOMA Cc aKTUMBHbLIM CYCTaBHbIM CUHOPOMOM 6€3
aKTMBHbIX CUCTEMHbIX MPOSIBNEHUW: MOpa)eHue Ta3obe-
[LPEHHbIX CYyCTaBOB W/WMAW [OECTPYKLMS CycTaBOB MO AaH-
HbIM PaAMONOrMYECKOro nccneaoBaHus (3po3un CyCcTaBHbIX
NOBEPXHOCTEN, CYXKEHMUE MEXKCYCTaBHbIX LLENEN).

OcCnoXKHeHusA
e JloNrocpoYHble OCNOXKHEHMS.
e 3agepxKa pocTa (06LWas, ToKanM3oBaHHas; puc. 16).
e  AMWIOMIOS.

KOH®JIMKT UHTEPECOB

e (QcTteonopos.
e KoKcapTpos.

AnddepeHumnanbHaa guarHocTuka

MpoBoanTca ¢ MHOEKUMaMKU (6aKTepualnbHbIM 3HAO-
KapauToM, OCTPOW peBMAaTUYECKOW NUXOPaaKon, 60NEe3HbIO
Kollayber uapanuHbl, 6one3Hbto Jlama, 6oppennosom,
MWKOMNa3MeHHOW MHOEKUMEN U Ap.); 3N10Ka4eCTBEHHbIMMU
HOBOOGpPa3oBaHUAMMU (HenpobaactoMa, remo6aacTo3bl, IMM-
donponndepatnuBHbie 3aboneBaHUs); CUCTEMHbIMK Mopa-
WEHUAMU coeanHUTENbHOM TKaHW; 60ne3Hbto KactnemaHa,
BOCMNanuTeNbHbIMU 3a601EBaHUS KULLIEYHWKa, ayToBOCNanu-
TeNbHbIMU CUHAPOMaMMU.

JleyeHue

Bcem nauuveHTam Ha atane ob6cnefoBaHus Npu Halu-
YUM NIUXOpadKM U 6oneBoro cuHapomMa HasHadvatot HIBC.
MoHoTtepanusa HIMBC npoBoautcs He 6onee 1 mMec BHe
3aBUCMMOCTU OT aKTUBHOCTHU 60/IE3HM U HaNN4us GaKTopoB
HebnaronpuUaTHOro NPorHo3a.

Mocne BepudunKaumm gnarHo3a Npu onacHbIX 415 KUSHU
CUCTEMHBIX MPOSBAEHUSAX (CEPO3MUT, KapAWUT, MHEBMOHMUT,
BACKY/WUT) NPOBOAAT MyNbC-TEPANuUIo METUINPEAHU30/I0HOM
B fo3e 10-30 Mr/Kr Maccbl Tena Ha BBeeHUe B TeYeHue 3,
npu HeobxoaMmMocT — 5 nocnegoBaTesibHbIX AHEN B COYETA-
HWUK C NPUEMOM npeaHu3o00Ha per os B gose 0,5-2,0 mr/kr
Maccbl Tena B CyT. [UTENbHOCTb MpuemMa MNpeaHn30/0Ha
per 0s B TepaneBTUYECKOM JO3MPOBKE — He 6osnee 4 Heq.

[Mpyn HanU4ynKU CTOMKOro apTpuTa Ha3HavaloT BHYTPUCY-
CTaBHble MHLEKLIMM [NIOKOKOPTUKOMAOB: GeTaMeTasoH —
He yalle 1 pasa B 6 Mec, TPMaMLUMHOIOHA FreKcaleToHng —
He Yalle 1 pasa B 4 mec.

MauneHTam ¢ ctOMA 6e3 aKTMBHOI0 CyCTaBHOIMo CUMHAPO-
Ma Ha3HavaloT ToumMnu3ymab B J03e 8 Mr/Kr maccbl Tena
Ha BBefeHUWe y feTen ¢ maccom Tena = 30 Kr; B 4o3e 12 Mr/Kr
Maccbl Tena Ha BBeaeHne — y aeten ¢ maccoun Tena < 30 Kr
BHYTPUBEHHO 1 pa3 B 2 Hed WAWM MOHOK/IOHalNbHbIE aHTUTE-
na K W1 13 KaHakvHymab B fo3e 4 Mr/Kr nogkoxHo 1 pas
B 4 Hen. MNpu ctOMA ¢ aKTUBHbBIM CyCTaBHbIM CUHAPOMOM TOLLM-
nnM3ymab/KaHaknHymab coyeTaloT C MEeTOTpeKcaToM B [03e
15 Mr/mM2 Ha BBeaeHMe 1 pa3 B Hep BHYTPUMBILEYHO MM
NoAKOXHO. B cnyyae HeapdEeKTMBHOCTM ToUMNU3yMaba uau
KaHakuHymaba B TeyeHne 3 Mec (aKTUBHbIE CUCTEMHbIE NPOSIB-
nexus, otcytcteue 50% ynydieHus no kputepuam AKP.,) —
nepektoyeHne Ha KaHakuHymab /Tounnndymab. Tounnmsymab
M KaHakMHymab no nokasaHuto «CuctemHblin KOWA» 3aperu-
CTPUpOBaHbI Y AeTen ¢ Bo3pacTa 2 neT.

Mpn He3adPEKTUBHOCTU ToUMIM3yMaba M KaHaKUHY-
Maba — nepeKlyYeHne Ha XMMEPHble MOHOK/IOHAaNbHblE
aHTMTena K CD20+ B numdouutam — putykcumab B gose
375 Mr/M2 B Hej B Te4yeHue 4 nocnegoBaTtesibHbIX Heq.

Mpn ctOMA ¢ aKTUBHbIM CyCTaBHbIM CUHAPOMOM 6€3 aKTUB-
HbIX CUCTEMHbIX MPOSBAEHNUN B TeYeHWe He meHee 1 roga npw-
MeHSAOT nHrMéutopbl PHO «: aganumymat B ao3e 40 mr, unu
24 Mr/M2 Ha BBeAeHMEe NOAKOXHO 1 pa3 B 2 Hef, Unu aTaHep-
uent B gose 0,4 Mr/Kr maccbl Tena Ha BBeAEHWE MOAKOXKHO
2 pasa B Hef (vnm 0,8 Mr/Kr Macchl Tena Ha BBeAeHune 1 pas B
Hed) B cO4ETaHUU C METOTPEKCAToM B 4o3e 15 Mr/m? Ha BBe-
fexve 1 pas B Hefl BHYTPUMbILLIEYHO WM MOAKOMKHO.

E.U. AneKceeBa — MonyyYeHWe UcCCnefoBaTENbCKUX FPaHTOB OT dapMaleBTUYecKMx KomnaHnuh Roche, Abbott, Pfizer,

Bristol-Myers Squibb, Centocor, Novartis.
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TECTbI K JIEKLIUN
lpumedaHmne. (4) — B KpPYrblX CKOOGKax psiAoM C BOMPo-
COM YKa3aHO 4MC/0 NpaBU/bHbIX OTBETOB.

1. VY peGeHKa 3 netr nocne 3anu3opa OCTPOA pecnu-
paTopHO HWHPEKUUM nosiBUAACb MNPUNYXIOCTb,
60/1€3HEHHOCTb U OFPpaHN4YeHUe ABUKEHUN B IEBOM
KONeHHoOM cycTtaBe. MauuneHT 6bin rocnuTaansupo-
BaH B CTallMOHap ¢ NOA03peHUEM Ha IOBEHWIbHbIN
uanonaTUYEeCcKUin apTpumr.

1.1. Kakue 60ones3Hun Bbl 6yaete UCKOYaTb Ha aTane nocra-
HOBKM AnarHosa? (5)

Ty6epKynes.

310KayecTBEHHOE HOBOOGpPa3oBaHMe.

OcTeomMHenur.

femodunus.

bonesHb Pentepa.

moow>

1.2. KaKkon 6ygeT Balla TepaneBTUYeCKas TaKTUKa Ha aTane
NOCTaHOBKM AnarHo3za? (1)

A.  HNBC.
B. HIBC + BHyTpucycTaBHble MYHKLWUK C TNIHIOKOKOP-
TUKOMAAMM.

C. HINBC + BHyTpUcycTaBHble MyHKLUMK C FTIOKOKOP-
TMKOMAAMU + UMMOBUAN3ALMUA KOHEYHOCTH.
HMBC + ¢dunsunotepanms.

HMBC + nMmmyHOMOAYASTOPbI.

HMBC + BHyTpucycTaBHble MYyHKLUMK C [TIOKOKOP-
TMKOMAAMK + aHTUGaKTepuanbHasa Tepanus.

mmo
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2. PeGeHoK, 5 net, 6oneH 8 Hea. B KNMHUYECKOMN Kap-
TUHE: NIMXOpPaAKa, Cbifb, OJIMr0APTPUT, NEPUKAPAMUT,
numdaaeHonatus. B KIMHMYEeCKOM aHaNn3e KPoBM:
neiikountbl 20%x10%/n, remorno6uH 80 r/n, 3pu-
Tpouutsl 2,5%x10%2/5, Tpom6ouuTLI 500%10%/n,
CO03 60 mm/4, C-peaKTuBHbI G6enok 200 mr/n.
buoxumuyecKkue nokasatennm KpoBu B npepenax
HOPMblI.

2.1. Kakue 3a6oneBaHnsi HEO6XOMMO UCKIIOYUTb pebeHKY
C onMcaHHoOM cumnTomaTukon? (5)
A. Temob6nacTtosbl 1 numbonponnudepaTnBHble 3a60-
neBaHus.
ConuaHble onyxonu.
AyTOBOCManuTeNbHble€ CUHAPOMBI.
MMMyHoaebUUMTHOE COCTOSIHME.
Ty6epKynes.
HeanddepeHunpoBaHHbIM KoinareHos.

TmMo o

2.2. Kakue gononHutenbHble nabopaTopHble UCCneaoBaHus
Heo6xoAMMO MNPOBECTM Ha 3Tane MNOCTaHOBKW Auar-
Ho3a? (B)

A.  WccnepoBaHue Ha MHDEKLUKU U BUPYCHI.

B. WccnegoBaHue CUMHOBUANbHOM UAKOCTH.

C. TpoKanbUMTOHWMHOBLIN TECT.

D. bBakKrtepuonoruyeckoe mnccnegosaHne GU3NONOMU-

YECKMX KUAKOCTEN.

MMMyHObEHOTUN TMMOOLUTOB.

[eHeTMYecKoe wuccneaoBaHWe Ha ayTtoBocnanu-

TeNbHble CUHAPOMbI.
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HenpepbiBHOE nNpodeccuoHanbHoe oGpa3oBaHue

2.3.

2.4.

3.1.

3.2.

3.3.

3.4.

4.1.

Kakue [ONOAHUTENbHbIE MHCTPYMEHTaNbHbIE MCCNeao-

BaHWS HEOOGXOAMMO MPOBECTM Ha 3Tane yCTaHOBEHUS

amnarHo3za? (3)

A.  Buoncusa KOCTHOro Mosra.

B. bBwuoncusa numdatnyeckoro yana.

C. HKomnbloTepHasa Tomorpadusa opraHoB rpyaHoun
KNETKM, BPIOLHONM MONOCTH.

D. PeHTreHonornyeckoe wuccnegoBaHue oOpraHos
rPYAHOW KNETKU.

E. ApTtpockonus c 6uoncuen.

Kakon 6yaet Balla TepaneBTMYEeCKas TakTUKa Ha aTane

NOCTaHOBKM anarHo3a? (1)

A. HMNBC.

B. HIBC + aHTM6aKTepuanbHble Npenaparhbl.

C. HMNBC + rnoKoKopTMKOUAbl Ans BHYTPUBEHHOMO
BBEAEHMS.

D. HIBC + rMoKOKOPTUKOUAbI AN BHYTPUCYCTaBHOIO
BBEEHMS.

E. HIBC + roKoKopTUKOWabl NepopanbHO + MOKO-
KOPTUKOWAbI 415t BHYTPUBEHHOIO BBEAEHUS + MtO-
KOKOPTUKOWUIbI A1 BHYTPUCYCTAaBHOIO BBEAEHMS.

F.  HIBI + rnoKoKopTUKOWabl AN BHYTPUBEHHOIO
BBEJEHUS C MOCTEMNEHHbIM CHWXEHWEM [03bl +
BHYTPUBEHHbIN UMMYHOII06Y/IMH + aHTUGaKTEpH-
anbHble npenaparbl.

KakoBa panutenbHoctb MoHotepanuu HIMBC po
Ha3Ha4YeHUs UMMYyHoAenpeccaHTa npu:

OnuroaptukynspHom BapuaHTe OMA: (1)
A. He 6onee 3 mec.
B. He 6onee 2 mec.
C. He 6onee 6 mec.
D. He 6onee 1 mec.

MonnaptukynapHom BapuaHTe OUA: (1)
He 6onee 3 mec.
He 6onee 2 mec.
He 6onee 1 mec.
He 6onee 6 mec.

cow>

CucteMHoM BapuaHTte FONA ¢ akTUBHbIM apTpuTom: (1)
A. He 6onee 3 mec.
B. He 6onee 2 mec.
C. He 6onee 1 mec.
D. He 6onee 6 mec.

ApTpuTeE, aCCOLMMPOBAHHOM C IHTE3UTOM W MOATBEPIK-
[EHHbIM cakpounentom: (1)

He 6onee 3 mec.

He 6onee 2 mec.

He 6onee 1 mec.

He 6onee 6 mec.

cow>

Kakoii ummyHopenpeccaHT fiBASeTcH npenaparom
nepBoro BbiGopa Aie ie4eHus:

OnuroapTtukynspHoro BapuaHTa OUA: (1)
MeToTpekcar.

CynbdacanasuH.

NednyHomuna.

LInknocnopuH.

A3aTUOMNpUH.

ModeTtnuna mmkodpeHonar.

TmMo o>

4.2

4.3.

5.1.

5.2.

5.3.

5.4.

. MonunapTtukynapHoro BapunaHta OUA: (1)

MeToTpekcar.
CynbdacanasuH.
NednyHomuna.
LInknocnopuH.
A3aTUOMNpUH.

ModeTtnuna mmkodpeHonar.

mTmoow»

ApTpwuTa, acCOLMMPOBAHHOIO C SHTE3UTOM W NMOATBEPK-
[EHHbIM cakpouneutom: (1)

MeToTpekcar.

CynbdacanasuH.

NedbnyHomua.

LInknocnopuH.

A3aTUOMNpUH.

ModeTtnna mmkodpeHonar.

mTmoow»

Kakoii us 'MBI1 Bbl BbiGepeTe B KayecTBe npenapa-
Ta NepBOM JIMHUMU NPHU:

OnuroaptukynspHom BapuaHte HOUA (npu Headdek-
TUBHOCTM MeToTpeKcaTa): (2)

MHbNMKenmab.

Apnannmymab.

OTaHepuenT.

AbaTtauenT.

Toumnnsymab.

moow»

MonunaptukynsapHom BapuaHTe HOWA (cepoHeratuB-
HOM): (4)

MHbNMKCcnmab.

Apnannmymab.

OTaHepuenT.

AbaTtauenT.

Toumnmsymab.

moow>

CucteMHoM BapuaHTte FOUNA ¢ akTUBHbIM apTpuTom: (1)
MHbNMKenmab.

Apnannmymab.

OTaHepuenT.

AbaTtauenT.

Toumnnsymab.

moow»

ApTpuTe, aCCOLMMPOBAHHOM C IHTE3UTOM W MOATBEPIK-
[EHHbIM caKkpouneunTom: (2)

MHbNMKenmab.

Apnannmymab.

OTaHepuenT.

AbaTtauenT.

Toumnnsymab.

moow»
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