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FOBeHUILHBIH PeBMATOMJIHBII APTPUT

(cmaiin 7) FOsenunvuwiii peemamoudnwiii apmpum (FOPA) — XpOHHYECKOE BOCHATUTEIHHOE
3a00JIeBaHHE CYCTaBOB HEW3BECTHON STHOJOTHH, XapaKTepU3yIoIIeecs CIOXKHBIM ayTOMMMYHHBIM
MAaTOTEHE30M, HEYKJIOHHO MPOTPECCH PYIOIIUM TEUYEHUEM, BO3MOXXKHBIM BOBJICYCHHEM B IPOIIECC

BHYTPCHHHUX OPraHOB U YaCTbIM Pa3BUTUCM MHBAJIUJHOCTH Y I[CTC?I.

Knaccupurkauus FOPA

(cnmaiig 8,9) B 3aBHCHMMOCTH OT KOJMYECTBA MOPAXKEHHBIX CyCTaBOB U MpeoOyiajaHus TeX WIN

HMHBIX CUCTEMHBIX HpOHBJ’IeHI/Iﬁ BBIACIIAIOT!

A) oaucoapmpum c npeobradanuem 3IKCCYOAMUBHBIX USMEHEHUUl 6 CYyCmaeax B COUYETAaHUU C
UHTEPMUTTUPYIOLIEH JNXOPAJIKOH, PEBMaTOMIHOM CBITIBIO, rernarocIuieHoOMeraanei,
auMdaZeHONaTHEH, MOJIUCEPO3UTOM, THUIEPIIeH- KOIIMTO30M, aHEeMHEH (COTJacCHO OTEYeCTBEH HOM

Knaccuukanum — amneprocenTuyeckuii Bapuant FOPA);

B) noauapmpum unu cenepanuzosannwiti apmpum ¢ npeodiaganueM npoaudepaTuBHbIX U3MEHEHUH B
cycTaBax, OBICTPBIM pa3BUTHEM JAe(opMaIiK CyCTaBOB, KOHTPAKTYp U MOPAKEHUEM HIEHHOTO OTAesa
MMO3BOHOYHUKA B COYETAaHUU C JIMM(paIeHONAaTHEH, renaToCIUICHOMEeTalld e, aHeMuel, YMepeHHBIM
JEMKOLIMTO30M, peXe JIMXOPaJAKOW, CHIMbI0 U TOJUCEPO3UTOM (COTJIACHO OTEUYECTBEHHOM

knaccuukanuu — BapuanT CTuiuia)

2. lMonuaptuxynspusiii Bapuant KOPA 0e3 cucTeMHBIX NpOsBICHUIA:

A) ceponozumugnwiii noomun (C HAIMYNEM PEBMATOUIHOTO akropa — Pd);

B) ceponecamusnviii noomun (6e3 PD)

3. OnuroaprukynsipHblii Bapuant FOPA 6e3 cucTeMHBIX IPOsIBICHUI:

A) noomun c¢ nanuuuem awmunykieapro2o Gakmopa, 6¢3 P® W ¢ BBICOKAM PHCKOM DPa3BHTHS

HUPpUIOLUKIINTA,

B) noomun ¢ namuuuem ammueena eucmocosmecmumocmu HLA B27, 6e3 P® u ¢ MOBBIIICHHBIM

PUCKOM pa3BUTUA UPUAOTUKIINUTA




3a0oneBaHue, B KIMHUYECKONH KapTHUHE KOTOPOro mnpeoliafaloT JUXOpajKa, Chllb,
nuMbaneHonaTus], TeNaTOCIUIEHOMETANNS, TUIIEPICHKOIINTO3 B COYETAaHUH C apTPaiITHsIMH, HO Oe3
CTOMKOTO apTpHTa, pacCCMaTPUBAETCS B KAUECTBE PEBMATOHIONIOJOOHOTO 3a001eBaHus (IICEBOCETICUC

Buccnepa—®aHKoHN).

PeBmaTonnHblli  apTpuUT  XapakTEepU3yeTcs XPOHUYECKMM  HETHOWHBIM  BOCHAJIEHHEM
CUHOBHANILHBIX 000104eK. [ToBbIlIEHHAs CEKpeIus CyCTaBHOW XKUAKOCTU MPUBOAUT K 00pa30BaHUIO
BHYTPHUCYCTaBHOTO BBHINIOTA. BBINAYUBAaHUS YTOJNIIEHHOW CHHOBHAIBHOW OOOJIOYKH 00pa3yroT
BOPCHHBI, KOTOPBIE BBICTYMAIOT B MOJIOCTh CYCTaBa; TMIIEPIIA3MPOBAHHAS CHUHOBHAJIbHAST 00OJIOYKA
npu FOPA pacnpocTpansercs 1o nmoBepXHOCTU CYCTaBHOTO XpsIlla U criauBaeTcs ¢ HUM (0Opa3oBaHue
nanHyca). Croiikue MOBpeXACHHs] CycTaBHOTO Xpsmia npu FOPA BO3HHKAIOT TO3AHEE, YeM Npu
PEBMAaTOUIHOM apTpUTE B3POCIBIX; Yy MHOTUX AeTteil ¢ FOPA croiikoe mopakeHue cycTaBOB HHKOT/IA
HE BO3HUKAET, HECMOTPS HA JUIMTEIHbHO MPOTEKAIOIMIMA CHUHOBUT. JI€CTPYKIIUA CYyCTaBHBIX CTPYKTYP
Yarie BO3HUKACT y JETCH C IMOJIOKHUTEIBHOW MO0 peBMaTouaHoMy daktopy (opmoit FOPA wmu ¢

(dhopMoii, KOTOpasi HAUMHACTCS C CHCTEMHBIX TIPOSBICHUIA.

HosmapTuxkyasapusiii Bapuant FOPA

A) ceponozumusnwiii noomun (¢ nanuuuem P®)

B »sroit rpymore OONBHBIX npeo6naz[afoT JACBOYKH MKOJBbHOI'O BO3pacTa. Knnanaeckne

MIPOSIBJICHUS: CHMMETPUUYHBINA MOTUAPTPUT ¢ Aedopmanueii cyctaBoB y 50% OOJIBHBIX, CO CHUKECHHEM

MacCcChI T€JIa U1 OTCTaBaHUEM B POCTC.

B) ceponecamusnuviii noomun (6e3 P®)

OTOT BapwaHT MOXKET COMPOBOXKIATHCS BHECYCTABHBIMU KIMHUYECKUMH TPOSIBICHUSIMU
(cyOdebpunurer, peakuus peTUKYJIOTHCTUOIMTAPHOM CHCTeMbl, KapauT). Yactora pa3BUTHSA

HHBAJIUIHOCTH nocturaet 15%.

ApPTpUT MOXKET pa3BUBATbCS HCIO/BOJb, C IOCTETIEHHBIM HapacTaHUEM CKOBAHHOCTH
CyCTaBOB, OT€YHOCTH W CHMIKEHHEM MOJBMXKHOCTU. Kpome TOro, omrcaHbl MOJHHUEHOCHbBIE (POPMBI
3a00JeBaHMsl C BHE3AIHBIM IOSIBJIEHUEM CHMIITOMOB apTpuTa. llopa)keHHble CyCTaBbl OTEUHBI,
ropsiuMe Ha OIlyIlb, OJHAKO ITOKPACHEHNE KOKHU B 00JacTH cycTaBa oTMedaercs peako. [Ipumyxiaocts
ABIISIETCSA CJIEJCTBUEM IEPUAPTUKYJSPHOTO OTEKa, IMOSIBIECHUS BBIIOTA B CYCTaBHOH IOJIOCTH U
YTOJILIEHNUsT CHUHOBUANBHOM 000mnouku. IlopakeHHBbIE CycTaBbl MOTYT OBITh OOJIE3HEHHBIMH IIpU
NaIbMIaui, O0JIM MOTYT OTMEYAThCsA NPU ABIKEHHUSIX; BMECTE C TEM BBIpaXKCHHAs OOJIE3HEHHOCTh

HEXapaKTCpHa IJIA JaHHOT'O 3360J’I€B21HI/I$I, W MHOTHUEC ACTU HEC KAITYIOTCA HA 0011 B SIBHO BOCITAJICHHEIX




cycraBax. Ha panHHux cragusx 3a0oieBaHMsl OrpaHUYEHHME IOABM)KHOCTH CYCTaBOB CBSI3aHO CO
CHa3MOM MYCKYJaTyphl, BBIIIOTOM B CYCTaBHYIO IIOJIOCTh W TMpojudepanreidl CHHOBHAIBHBIX
o0osiouek; Ha OoJiee MO3AHUX CTAAUAX MOJBUKHOCTh OTPAaHHUYEHA BCIIEICTBUE AECTPYKIIMH CYCTaBHBIX

ITOBEPXHOCTEH M aHKWJIO3a WJIM KOHTPAKTyPbl MATKUX TKAHEH.

(cmaiim 10) YV maneHbKHUX JETEH, MPU MHOKECTBEHHOM ITOPAKCHHHM CYCTaBOB OTMEUYACTCS
MOBBILICHHAS Pa3IpaKUTENbHOCTh. OHM MPUHUMAIOT TUIUYHYIO O3y, CTapaTelbHO oOeperas CBOU

CYCTaBbI OT KaKUX-JINOO JIBIKCHHM.

ApPTpUT, KOTOPBIA MOXET MOopaxarh JII000H CycTaB C CHHOBHAIBHBIM MOKPHITHEM, YacTO
HAUMHAETCAd B KPYIHBIX CyCTaBaX, TaKUX, KaK KOJICHHbIA, TOJEHOCTONHBIN, JOKTEBOM U

HYHGBaHHCTHBIfI. HopameHI/Ie CyCTaBOB 4aCToO ObBIBaET CUMMCTPUYHBIM.

(cmaiin  11) Bocnanenue mNpOKCUMAaNbHBIX MEX(AJaHTOBBIX CYCTaBOB INPUBOJIUT K
BO3HUKHOBEHHUIO BEPETEHOOOPA3HbIX WU (Py3u(OPMHBIX M3MEHEHHH CO CTOPOHBI MANbLIEB; YacTO
OTMEYAETCs] MOpPaXKEHHE ISICTHO-(QANAHIOBBIX CYCTABOB; MOTYT OBITh MOPa)K€Hbl M JUCTaJbHBIE

Me)K(baHaHl"OBLIG CyCTaBbI.

VY MONOBHHBI JeTeld C MOJMAPTPUTOM OTMEUaeTCs NMOpaKeHHE Ta300€IPEHHBIX CYCTaBOB,
KOTOpO€ OOBIYHO BO3HMKAaeT HAa MO3AHMX CTaAMSIX OOJe3HH. ODTOT NPOLECC MOXKET BECTU K
pa3pylLIEHUIO TOJIOBKU OE€IPEeHHOM KOCTH; TsKEJsble NMOpPaKeHUsl Ta300€APEHHBIX CYyCTABOB SIBIISIOTCS

OJIHOM W3 MPUYUH UHBATUIN3AINK HA TO31HUX cTaausx FOPA.

Cucremnuslie Bapuantsl JOPA

Y dyactu OONBHBIX JO TOSIBJICHHS CYCTaBHOTO CHHIpOMA B KIWHUYECKOW KapTHHE
npeobiagaloT  JIMXOpaaKa, pPEBMATOMIHAS ChIMb, TeNAaTOCTUICHOMETanus, JuMdaaeHonaTus,

ITOJIMCCPO3HUT, FHHGpJ’I@ﬁKOHHTO& AHCMM, MUAJITHA, apTpaJITruAi. OTO COCTOsSIHUE PacuCHUBACTCA KakK

peBMaTon10moj00H0e 3a0oneBanue (TiceBaocencuc Bucciepa—®aHKoOHN), KOTOPOE B TOCIEAYIONIEM

MoeT TpanchopmupoBatbes B FOPA.

Jluxopaoka HOCUT WHTEPMUTTUPYIOIIUN XapakTep, €XKEIHEBHO WJIM JABAXKIbl B JICHb
Temneparypa nogauMaetcs 10 39,5C u Bbllle, OCe 4ero OBICTPO CHHKAETCS A0 HOPMATBHOTO WIIH

cyOHOpPMaJIbHOIO YPOBHSI.

Pesmamouonas ceinb UMeeT XapaKTEpPHbIM BUJ M HOCUT MUMOJIETHBIN BO3BpATHBIN XapakTep.
OTnenbHbIE SIEMEHTHl TPEACTABISAIOT Cco0O0W OJenHble PO30BO-KpAacHbIE MaKyJbl HEOOJBIIOro

pasMepa. B 1neHTpe Makyibl 4acTo OTMedaeTcsi 30Ha ¢ Oosee OJIeTHBIM OTTEHKOM; OOLIMpHBIE




BBICBIITAHHUA MOT'YT HOCHTH CIIMBHOM XapaKkTep. Haubonee 4acTo CHIINb IOSBIACTCA Ha TYJIOBUIIC U
IMPOKCUMAJIBHBIX OTACIax KOHeqHOCTeﬁ, HO MOXKET JIOKAJIM30BaThbCs Ha JIFOOBIX ydyacTKax Teja,
BKJIFOYas JIAAOHHBIC W TIOAOMIBCHHBIC ITOBCPXHOCTH. OOBIYHO CBIIIb ITOSABISETCS B (1)66pI/IJ'ILHBIe
nepuoabl, OAHAKO €€ BO3HUKHOBCHHUC MOKCT OBITh CIIpOBOIIMPOBAHO TpaBMOﬁ KOXH, TCIIJIOBBIM

BO3JEHCTBUEM U JAXKE DIMOLIUSIMH.

Cucmemmnuie nposienenus FOPA B TeueHue HECKOJIBKUX MECALEB OOBIYHO CIIOHTAHHO UCYE3al0T,
HO MHOTAA MOTYT penuauBUpoBaTh. COCTOSHHE 3/0pOBbs JAeTeil ¢ cuctemMHoil (opmoii FOPA B
KOHEYHO CUEeTe OIpEeNesseTCs] apTPUTOM, KOTOPBIM y HEKOTOPBIX OOBHBIX MPUHHUMAET XPOHUYECKOE

TCUYCHUC U NICPCUCTUPYCT NIOCIIC NCUCCHOBCHUA O6I_I_II/IX CHMITOMOB 3a00JIeBaHUs.

Jleuenue IOPA.

Llenecoobpa3Ho crnenyromiee JjeueHHe: paHHee Havyalo Oa3MCHOM Tepamnuu, HECTepPOUIHbIC
nporuBoBocnanutenbuble npenaparsl (HIIBII), BHyTpucycTaBHOE BBeieHue ritokokopTukon10B (I'K)
IIpY HAJMYUKU CHHOBUTA, MECTHAs Tepamus NPOTUBOBOCHAIUTEIbHBIMU Ma3siMU M TeJSIMH, Maccax,
JIOK, peaOminTallMOHHbIE MEpONpPHATHS (BBUAY YacTOrO pa3BUTHS HHBAIUIHOCTH, CBSI3aHHOM C

nedopMaiueit CycTaBoB).

(cmaiin 12) Cxembl npumenenuss OaA3UCHbIX NPEnapamos.

Memompexcam — mo 7,510 wmr/m*/men. Kypc nedenus He MeHee 2 neT. MOXKET OKa3bIBaTh

IrernaTOTOKCHYECKOE JIENUCTBUE.

IInaxeenun — mpu Macce Tena >33 kxr no 6,5 mr/kr/cyr. Kypc neuenus murenbHblid. OCHOBHOM

100OYHBIN 3P PEKT — pa3BUTHE PETUHOMATHH.

Cynvghacanazun — no 30—40 Mr/kr/cyT (103y clieryeT MOBBIIMIATH JI0 pacyeTHOW mocteneHHo). Kypce
JIeUYeHUsl JTUTENbHBIIM. MOXeT OKa3blBaTh I'eMaTOTOKCHMYECKOE JCWCTBHE U BBI3BIBATH ITUTONEHUIO

(mpeuMy1ecT BEHHO JIEUKOTIEHHUIO).

(cmaiin 13) Cxemst npumenenuss HIIBII:

Boavmapen — mno 2—3 wr/kr/cytr. OcHOBHOU 1mo604HBIH 3 dekT (kak y GompmmacTBa HIIBIT) —
SI3BEHHBIC MOPAKEHHUS CIM3UCTON OOOJIOUKH KETyT0YHO-KUIIEYHOro TpakTa. MOXHO MPUHHUMATH B

TCUYCHUC MHOTHUX JICT IO KOHTPOJIEM IraCTPOCKOIINH.

bpygen (ubynpoghen) — mo 30—40 Mr/kr/cyt B Te€UEHHUE JIUTEIHHOTO BPEMEHU (OT HECKOJIBKHX

MECALICB 1O HECKOJBKHX JIGT). MoKeT OKa3bIBaTh I'€IaTOTOKCUYECKOE I[GflCTBHG.




Hanpoxcen (nanpocun) — no 10—20 Mr/kr/cyT B TeUEHHUE IUIUTEIHLHOTO BPEMEHH (OT HECKOJIBKUX

MCCALICB 10 HCCKOJBKHX .]'ICT). Mo>kHO Ha3HaA4YaTh TOJBKO JCTIM IOCIIE 10 ner.

Dnyeanun (aypobunpogen) — 1mo 5 MI/Kr/cyT B TeUeHHE 2—3 Mec.

Pexe npumensitor acnupud — 1o 60—80 mr/kr/cyT, Ho He 6onee 2,5—3,0 r/cyT. Kypc neyenns 2—3

MEC.

Jleuenue cucrteMHbIX BapuanToB IOPA

(cnmanig 14,15) Lenv nevenuss — KynupOBaHUE CUCTEMHBIX IPOSBICHUM, CyCTaBHOTO CUHJIPOMA

(pu ero HaJIMYKMK) U AKTUBHOCTU MHTEPKYPPEHTHOM nHpekuu. [1jis 3Toro npuMeHstoTCs:

1) nynbc-Tepanust  METWINPEIHU30JIOHOM B HHM3KMX  J03aX  (JOCTmxkeHHe  ObIcTporo
MIPOTUBOBOCIIANIUTENBHO TO 3(dekrta). Jloza mpenapata — no 5—I10 mr/kr Ha 1 BBeaeHHUE; YUCIIO
BBeACHUH OT 1 10 5 Kaxaplii JAeHb WIM 4epe3 JEHb B 3aBUCUMOCTH OT BBIPa)KEHHOCTH

MUOIICpHUKapaAUTa, IHCBMOHHNTA, BACKYJIMTA, ITIOJUCCPO3UTA, JIMXOPAAKHU,

2) UMMYHOIJIOOYJIMH JUIsl BHYTPUBEHHOI'O BBEJEHUS (IOCTHXKEHUE 3aMECTHTENb- HOrO0 U "MSrkoro"
UMMyHocynpeccuBHOro ¢ dexra). Jlo3a npenapata — no 0,3—1 1/Kr Ha Kypc; BBOAUTCS €XKETHEBHO

W 4€PE3 ACHb B 3aBUCUMOCTH OT TAKCCTH COCTOSAHUSA,

3) aHTUOMOTHKHU (TPU CUCTEMHBIX TPOSIBICHUAX, JIEHKOIUTO3€ ¢ HEUTPO(UIBHBIM CIABUIOM BJEBO,
HAJIMYMM aKTHUBHOM WMHTEepKyppeHTHoW uHpexkuun). IIpennodrenue cienyer oTaaBarh npemnaparaM
IIMPOKOT0 CHEKTpa JAeHcTBUS (aAMMHOTIMKO3UIBl — JyYllle aMUKaIUH, 11e(aloCTIOPUHBI TPETHETO U
YEeTBEPTOTO MOKOJEHUN M Jp.), Ha3Hayasi WX BHYTPHUBEHHO WJIM BHYTPHUMBIIIEYHO B TeueHne 7—10

,Z[Heﬁ; A03a IIperapara 3aBUCUT OT BO3pacCTa 6OJ'IBH01"0;

4) BHYTpUCYCTaBHOE BBEJCHHE METHJIPEIHMU30JIOHA WM JAMUIpOCHaHa (IpU Ha- JIMUMK IKCCYyJaTa,
00J€BOro CHHAPOMA M HapyleHUs (QYHKIUM I[03BOJISIET KyIHUPOBAaTh CYCTaBHOM CHHJIIPOM,
MIPOJIOHTUPOBATh MPOTHUBOBOCHANIUTEIBHBIA 3PQEKT MybC-Tepanuy MeTWINpeAHU30J0HOM). Jlo3a
IpenaparoB MpH BBEJCHUM B KpymnHble cycTaBbl — 1,0 mi; B cpennue — 0,5—0,7 mi; B Menkue

cycraBbl kucteit — 0,1—0,2 M. B kaxneriii cycras ['K BBogsTcst He ame 1 pa3za B 1—3 wmec;

5) mnepopanbibie 'K (npu HesddekTUBHOCTHM  Mynbc-T€panud  METUINPETHH-  30JI0HOM,
BHyTpHcycTaBHOro BBeAeHus ['K, Tepanuu MMMyHOIJIOOYJIMHOM JUIsi BHYTPUBEHHOTO BBEIEHUS) B
noze 0,2—0,3 mr/kr/cyt, HO He Oosee 0,5 MI/Kr/cyT, IIMTENHLHOCTH MpHemMa — He Oosee roja.

[Tepopansubie 'K HemenecooOpa3HO HCHOIB30BaTh B KA4YeCTBE IMpENapaToB IMEPBOTO psaa IS

mutensHoro edenus FOPA, yunteiBas ux Tsokesnble mo604HbIe 3G (GEKTHI;
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