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3
BBEJAEHHUE

PeBmaTnueckue 00Jie3HM 3aHMMAIOT OJAHO M3 BEAYIIMX MECT B CTPYKTypE 3a-
00J1IeBa€MOCTH JIETCKOT'O BO3pacTa B CBSI3H C POCTOM HUX PACHpPOCTPAHEHHOCTH, TSKe-
CTBIO TEUEHHUA, CIOXKHOCTAMU paHHeH W uddepeHunansHoil auarHoctuku. llo
CBOJIHBIM OTYETHBIM JaHHBIM MuHHCTEpCTBa 3apaBooxpaHeHust Pecryonuku bena-
pYyCh, paclpOCTPAaHEHHOCTh PEBMAaTUYECKUX OOJIE3HEN y JeTell B HalIel CTpaHE CO-
craBisiet 79,3 Ha 100 000 merckoro HacejaeHUs. 3HAYUTEIBHYIO YaCTh 3TOW MAaTOJIO-
TUU 3aHUMAIOT 3a00seBanus cycTaBoB. [lo manneiM EBpomneiickoil acconuanuu pes-
MaToJIOrOB MO YacCTOTE U PaCHpOCTPAHEHHOCTH OOJIE3HH CYCTAaBOB 3aHUMAIOT OKOJIO
1% B momynsauuu. B cTpykType oOmieil «peBMaTHUecKOi» 3a001eBaeMOCTH Yy AeTel
OCHOBHYIO TIO3UIIMIO 3aHUMAET IOBEHWIbHBIN peBMaTouaHbi apTpuT (FOPA) B cBsi3u
C BBICOKOM 4acTOTOW HEOIAronpusATHBIX UCXOJOB M OCJIOKHEHUH, OTYETIUBOMN TEH-
JEHUMEN K Pa3BUTHIO PAHHEW MHBAIHIA3ALUH.

[To pe3ynpTaTaM pa3aUYHBIX HUCCIENOBaHMN, OOIIas pacHpOCTPaHEHHOCTb
IOBEHUJIBHBIX apTpUTOB cocTaBisieT oT 3,8 no 165,1 va 100 Teicsiu nereit B Bo3pacte
0-16 net, nepBuuHas 3a00J1€Ba€MOCTh cOCTaBIseT OT 2 710 19 ciydaeB Ha 100 Thics 4
HaceJIeHUsl B Tojl, IPUYEM 4YacToTa 3a00JIeBaHUSl BapbUpPYET B PA3JIMYHBIX dTHUYE-
CKHX IpylIax, B CBA3HM C YEM B ATHOJIOTUH JJAHHOM NMATOJIOTHH MPEIO0JIaraeTcs reHe-
TUYECKas NMPeIpacroyioKEeHHOCTb, @ TAK)KE BIUSHUE CPEIOBbIX (DAKTOPOB, TAKMX KaK
KJIMMaThyeckne u reorpaduueckue ycinosus. B Poccuiickoit ®@enepauun pacnpo-
ctpaneHHocTh FOPA y nmerein no 18 mer mocturaer 62,3 va 100 Thicau perew, nep-
BU4YHas 3aboneBaemocTh — 16,2 Ha 100 ThIcsiu nereit. Pactipoctpanennocts IOPA B
Hariei pecryonuke coctaBisiet 28,8 cmyuyaeB Ha 100 ThICSY IETCKOTO HACEIICHUS.

N3BecTHO, uTo FOPA B I€TCKOM BO3pacTe OTIMYAETCS OT PEBMATOMIHOTO apT-
pUTa B3pOCIBIX MAIMEHTOB KaK MO MPUYMHAM PA3BUTHS, TaK U MO XapakTepy Teue-
Hus. CUMITOMBI MOPAXKEHUSI CYCTAaBOB MOTYT BO3HHMKAaTh IOCTENEHHO WJIM Pa3BU-
BaTbCs OCTPO, a B CIIy4ae XPOHHU3ALMHU NPOLECCAa HEPENKO NMPUBOAAT K MHBAIMAU3A-
U1 peOeHKa, Hapyliasi ero pocT, Pa3BUTHE U COLIMATIbHYIO a/IallTaluIoO.

3a mocienHUE ACCATWIETHS B NPEACTABICHHUAX O NPUYMHAX U MEXaHU3Max
pa3BUTUSl PEBMATUYECKUX OOJ€3HEH TMPOU30LUIM CYHIECTBEHHbIE H3MEHEHHUS.
3HAUUTETBHO BO3POCIIO KOJMUYECTBO OOJIBHBIX C «PEAKTUBHBIMU APTPOMATUIMUY,
peabHO  yrpoKaromuMmu — TpaHchopmarueid B peBmarounubii  aptputr (PA).
[lennaTpam yaiie OPUXOAMTCS CTAJIKUBATHCS C OOJIE3HSMU CYCTaBOB M OIOPHO-
JBUTATENILHOIO  allapaTra, COYETAIOLIMXCS C  pa3IMYHbBIMHU  CHUCTEMHBIMU
HapywieHusiMA. [Ipu  OOJBIIMHCTBE pEBMAaTUYECKHX 3a00jeBaHUN Hapsay C
BOCHAIMTENIbHBIMU MOPAXEHUSIMU, HEPEAKO HAOII0JAI0TCA JereHEepaTUBHbBIE U
MEeTa0O0JIMYECKUE CABUTH. Y JIETEH, B CBSA3M C HAINYHUEM «IIOTPAHUYHBIX COCTOSHUN
CO CTOPOHBl HMMMYHHOM CHCTeMbl (MMMYHOAMATE3bl), HEPEOKO HaOII0IAI0TCS
pazIMYHbBIE OCTE€O0- M XOHAPOIATUH, KOTOPbIE TaKKe, KaK M BOCHAJIHUTEIbHBIE
3a0o0JieBaHus, TPEOYIOT MaKCHUMAaJIbHO PAHHEW MAarHOCTUKU M COOTBETCTBYIOILETO
JEYECHUSL.
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HeonHO3HAYHOCTH MOAXOA0B K IMArHOCTHKE, OLIEHKE BapuaHTa O0JIe3HH U €€
IIPOTHO3a, W COOTBETCTBEHHO, YPOBHS  arpeCCHUBHOCTH TEPANMM TPUBOIAT K
HEAJICKBATHOW OLICHKE COCTOSIHUS, HENPABUIBHOM TAaKTUKE JIEYEHUS, M Kak
CIEACTBHE, HE NPUOCTAHABIMBAIOT MPOLECC HWHBAIMIM3ALUMU MalueHTa. Bpaun
HEPEAKO 3aJEP’KUBAIOT TEPANMIO, YTO OOBACHIETCS HEKOTOPOH OCTOPOKHOCTBIO
nepen 00bEMOM CPEJCTB, COCTOSIIUX W3 TOPMOHAIBHBIX U UMMYHOCYHIPECCHUBHBIX
npenapaToB sl Tepanuu HEKoTopbeix BapuanToB FOPA. K coxanenuto, nedeHue
IOPA oguuM winM [axke [JOBYyMsS TPaJULMOHHBIMM HMMYHOCYHPECCUBHBIMU
npenapaTaMyd HE BCETJa BIMSET HA CIIOKHBIM MHOTOIJIAHOBBI MEXaHU3M pPa3BUTHS
0OJie3HM, HA JIMHAMHUKY KIMHMYECKUX TIOKa3aTelied aKTUBHOCTH BOCHAJICHUS W
CKOPOCTB MTPOTPECCUPOBAHUS KOCTHO-XPAIIEBOM JECTPYKIIHH.

HayuHnble gOCTHKEHUS MOCIEOHUX JIET B BOIPOCAX KIMHUYECKOM PEBMATOJIO-
MU 1 UMMYHOJIOTHH MPUBEIU K pa3pabOTKe U BHEAPEHHUIO HOBBIX METOJOB JIUArHO-
CTUKU U JICUEHHs peBMAaTHUECKUX 3a0oneBaHui y gereil. Ilporpecc B Ouonoruu u
MeJUIMHE B KOHIIE XX BEKa paclIMpHI BO3SMOKHOCTU (papMaKoTepanuyu peBMaTou/I-
HOTO apTpuTa C NPUMEHEHUEM OMOJIOTMYecKON Tepanuu. buonornueckas tepanus —
3TO KOMIUIEKC JIEYEOHBIX MEPONPHUATUN MO peann3aluy NaTOT€HETUYECKOro MpHH-
[uIa JjedeHus: 0oJIe3HEHl C MCIOJIb30BAHUEM JIEKAPCTBEHHBIX CPEACTB, OJIOKHUPYIO-
IIUX, 3aMEHSIOIUX WM UMHUTHPYIOIHUX 3PPEKThl dHIOTEHHBIX OMOJIOIMYECKH aK-
TUBHBIX BeleCTB. bbuin pa3paboTaHbl NPUHIMIHAIBHO HOBBIE MPOTHUBOBOCIAJIU-
TEJIbHBIE JIEKAPCTBEHHBIE CPEICTBA, OOBEAUHSAIOMIMECS OOIIMM TEPMHHOM «I€HHO-
MH)XEHEpHbIE OMOJIOTMYECKUE JIEKApCTBEHHbIE cpeAcTBa». OHM NPUMEHSIOTCS Jis
OMOJIOrMYecKor Tepanuu 0O0Jie3HEHN, MaTOreHe3 KOTOPBIX BKIKOYAET BOCHAJICHUE, JTH-
XOpaJKy, UMMYHOIIATOJIOTUYECKUE CHHAPOMBI, OIyXOJEBbIA Impouecc. B cBia3u ¢
0O0JIBIIMM KOJIMYECTBOM «MOJIEKYJI-MHILIEHEN», BO3JCICTBIHE HA KOTOPbIE MOTEHIIH-
aTbHO MOXKET MOAABJISATH UMMYHHOE BOCHAJICHHE, pa3paboTaH LENbId psi JeKap-
CTBEHHBIX CPEJICTB U3 3TOM IPYNIBI U €I1I€ HECKOJIBKO MPENapaToB NPOXOAAT KINHU-
YECKUE UCIIBITAHUA.

AHATOMO-(PYHKIMOHAJIBLHAS XaPAKTEPUCTUKA CYCTABOB

OmnopHo-nBuratenbHbii anmapar (O/JA) yenoBeka COCTOMT U3 KOCTEH, MBIIIIII,
CBSI30K, CyXOXXWJIMU, XPSAILIEH, CyCTaBOB M CycTaBHbIX Kancyn. O/JA npeaHazHaueH
UIg oOecrieyeHs] U3MEHEHUsI MOJOXKEHHs Tejla U MEpPEeABMKEHUS B MPOCTPAHCTBE.
Koctu u cycraBsl y neTeit IMEIOT CBOM OCOOEHHOCTH CTPOCHUS .

- K MOMEHTY POXKJIEHHUSI CYCTaBHO-CBSI30UHBIM ammapar aHaTOMHUYECKH chop-
MHPOBAaH,;

- 31U (U3bI COWICHSAIOMIUXCS KOCTEH COCTOST U3 XPAIIa;

- CBA3KHU Oo0Jiee pacTsHKUMBI U MEHEE IPOYHBI, YEM Y B3POCIBIX, YTO 00ycCiaB-
JIMBAET BO3MOYKHOCTD I10JIBBIBUXOB;

- (GOpMHpPOBAaHUE CYCTAaBHBIX MOBEPXHOCTEH, KAMCYJbl U CBA30K 3aBEPIIACTCS
yumb K 13-16 rogam >KkU3HH.

CycraB — 3TO MOABMKHOE COECIMHEHUE KOCTEW, XapaKTEPU3YIOLIEeCs HaIudu-
€M COWICHSIOINXCA KOCTHBIX MTOBEPXHOCTEM, MOKPBITBHIX XPSAIIEM, CYCTABHOM IMOJIO-
CTH, COJEpXaIllel CUHOBHAIBHYIO JKMIKOCTh M CYCTABHOM KallCyjbl. AHaTOMHUYE-
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CKHMH 3JIEMEHTAMHM CYCTaBa SIBJISIOTCS CBS3KU U XPSALIEBbIE MEHUCKH. Takoi THI Cy-
CTaBa HA3bIBAIOT JTUAPTPO30M HIIM CHHOBHAIBHBIM cycTaBoM. Ero gynkuuu — nsura-
TEJIbHAs U OTIOPHASL.

Hpyroit Tun cyctaBoB — aM(uapTpo3bl. B HUX cousneHstonmecs KOCTHBIE TMO-
BEPXHOCTH MOKPHITHI (PUOPO3HBIM XPSIIEM, MOJIOCTh CYyCTaBa MM OTCYTCTBYET, Kak
MEXAY TENaMH I03BOHKOB, WIH IIPEACTABICHA Y3KOU IIEJbI0, KaK B JIOHHOM COYJIE-
HEHUM. B 3THX cycTaBax OTCYTCTBYIOT CHHOBHUAJbHAsE 00O0JIOUKA M CHHOBHAJIbHAS
AKUIKOCTb. AM(PUapTPO3bl, OHU KE XPSAIIEBbIE CYyCTaBbl, MAJIONOBUKHBI, BBIIIOJIHSI-
IOT B OCHOBHOM (DYHKIIMIO, 00€CIIEUNBAIOIIY0 YCTOMYMBOCTD YyacTH Tena. CuHapTpo-
3aMH Ha3bIBAIOT HENIPEPBIBHBIE COCAUHEHUS KOCTEH. DTO HENOABW)KHBIEC COCTMHECHMS,
o0ecreunBaroIIne KECTKOCTh U OIOpPY CKENEeTa.

Juaptpo3bl 0 (hopMe COUTICHSIIOUIMXCS KOCTHBIX IOBEPXHOCTEN pa3esiaioT Ha
7 BUIOB:

- [Inockue cyctaBbl (HampuMep, 3alsICTHBIC W TPEAILTIOCHEBBIC) — IBUKCHHUS B
HUX BO3MOKHBI TOJIBKO B OJHOM IJIOCKOCTH,

- lapoBuaHbie cycTaBbl (HampuMep, Ta300€IPEHHbIM U IUIEYEBOM) — B HUX
BO3MOKHa 00JibIIasi CBOOO1a ABMKEHUHN BCEX BUIOB (KPYTOBBIE JBUKEHHUS, CTHOAHHE
U pa3rubaHue, OTBEACHUE U MPUBEICHHUE).

- DJUIMIICOBUJIHBIE CYCTaBbl, IPU KOTOPBIX OJUH U3 COWICHSIOIIMUXCS KOHIIOB
umeeT (GopMy AILIUIICA, @ JPYTOM — BUJI KOHTPYPHTHOM BHaauHBL. B pesynbrare 3To-
ro 00bEM JBHKEHHS B ITUX COUWICHEHHUSAX OIPAHUYEH, TO €CTh [0 CPAaBHEHHIO C Ila-
POBUIHBIMH CyCTaBaMH, B HUX HEBO3MOXXHBI KPYroBble IBHKeHUA. K 3TON Tpymme
CYCTaBOB OTHOCSITCS IISICTHO-(DAJIaHIOBBIE U JTy4€3aIICTHBIE CYCTaBBl.

- BJOKOBUAHBIE CYCTaBbl, B KOTOPBIX OJIMH CYCTAaBHOM KOHEL INPEICTaBISAET
coOoit o opme 010K, HAMTOMUHAIOIINN KATYMIKY (IIMTYJIbKY), @ APYroi — BOTHYTHIH
CYyCTaBHOM KOHEIl — COOTBETCTBYET emy 1o ¢opme. [IpeacraBurensiMu 3TOW Tpynibl
CYCTaBOB SIBJIAIOTCS MEXK(aJaHroBble CYyCTaBbl KUCTEW M CTON. B HUX BO3MOKHBI
JBIKEHUST TOJBKO B OJHOM IiockocTu (crubanue u pasrudanue). K 610KOBUIHBIM
OTHOCHUTCS U JJOKTEBOM CYCTaB.

- Bpamaronuecs (kosiecoBuaHbIe cycTaBbl). [IpumepoM sBisieTcst CpeIruHHbBIN
aTJIAHTOOCEBOM CyCTaB, COCTOSAIIMU U3 KOJblA, 0Opa30BaHHOIO NEpeIHenl qyroil aT-
JIAaHTa ¥ MOMEPEYHOM CBS3KOM, a Takke 3yOOBHAHOTO OTpocTka |l meiHoro mo3BoH-
Ka, BXOJSIIErO B KOJIBLIO M CIYXAIIEro B Ka4eCTBE OCH, BOKPYT KOTOPOM BpaIaeTCs
KOJBLO aTyiaHTa. JIydenoKTeBOe COEAUHEHUE B JIOKTEBOM CYCTABE TAKKE CIIEAYET
OTHOCUTBH K BpPalIAIOLIEMYCs TUITy CyCTaBOB (TOJOBKA JIy4€BOW KOCTH BpalaeTCs B
KOJIBIIEBOM CBSI3KE).

- CemJIOBUIHBIE CYCTaBbl — TUIIMYHBIM IPEACTABUTEIEM SIBISETCS 3aISICTHO-
MSCTHBIA CyCTaB OOJIBIIOTO Maiblia KUCTH. BO3MOXXHBI KpYroBbl€ JBUKEHHSI B CaIrTH-
TadbHOU U (PPOHTANBHON MIOCKOCTSIX.

- MBplenkoBble CycTaBbl (MMEIOT TMapHbIE MBIIIEIKH — BBIIYKJIbIE U
BOTHYThIE). [IpuMepoOM MBIIIETKOBOIO CycTaBa MOKET CIYXUTh KOJICHHBIH CYCTaB.
OH cocTOMT U3 TpeX KOMIIOHEHTOB €IUHOM OHOMEXaHWYECKOM CHCTEMBI:
HAJKOJICHHO-O€IPEHHOT0 U BHYTPEHHET0 U HAPY>KHOTO OeApEeHHO-00JIbIIe0epIIOBBIX
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cowleHeHui. HemocrtarouHas KOHTPYIHTHOCTh MBIIIEIKOB OOJBIION OeproBOi
KOCTH KOMIICHCUPYETCS HApy>KHbIM M BHYTPEHHUM MEHUCKaMu. MoliiHbie OOKOBBIE
CBSI3KM TIPEMSTCTBYIOT OOKOBBIM M KayaTeNbHBIM JBMKCHHSIM, a KpPecTOOOpa3HbIC
CBA3KH OrPaHUYMBAIOT POTALMOHHBIE JBWXEHUS TOJIEHH BOKpPYr Oenpa, 4YTO
MIPEIOXPAHSIET TOJIEHb OT MOJBBIBMXA BIEPE] M Ha3aJ BO BpeMs JBMKEHUM CyCTaBa.
B 5TOM MBIIIENIKOBOM CyCTaBe BO3MOKHBI CrM0aHuEe W pasruOaHue, HapyKHas U
BHYTPEHHSISI pPOTalldsd B TIOJYCOTHYTOM TMOJOXXEHUH CyCTaBa. AHaJIOTHYHAs
OMoMeXaHWYeCKasi CUCTeMa XapaKTepHa U JiJIsi BUCOYHO-YEIIOCTHBIX CYCTAaBOB.

CycTaB MOKpPBIT KamcCyJioil, Hapy>KHasi 4acTb KOTOPOU sABIsieTcsi GUOPO3HOH, a
BHYTPEHHsISI 00pa3yeT BOPCHHYATYI0 CHHOBHAJIbHYIO 0005104Ky. CHHOBHAJIbHAS
000J10YKa — 3TO COEIMHUTEINbHAs TKaHb, COCTOSIIAS U3 MOKPOBHOIO, KOJIJIAT€HOBOIO
U 3JacTU4ecKoro ciioeB. CuHOBUAIbHAS 000JI0YKa, rpaHUYaIlias HEMOCPEICTBEHHO C
CYyCTaBHOM IMOBEPXHOCTHIO, 00pa3oBaHa MPEPHIBUCTHIM CIOEM CHUHOBHOLIMTOB, TO
€CTh CUHOBUAJIBHBIX KJIETOK, HE MOKPBIBAIOIINX CYCTABHOM XL,

CHHOBHOLUTHI  (CHELHATM3UPOBAaHHbIE (UOPOOIACTBI) PACIOIOKEHB Ha
OTJIEJBHBIX y4acTKaxX B OJMH-TPHU CIJIOS, IPYTH€ YYaCTKM CHHOBHAJIBHOW OOOJIOYKU
MIPEICTABICHBl MEXKIETOYHBIM BEIIECTBOM COEAMHHUTENBHON TKAHHU, COCTOSIIUM M3
OCHOBHOI'O BELIECTBAa (MaTpUKCAa) M BOJIOKOH. B MEXKJIETOYHOM IPOCTPAHCTBE
pacrnojararoTcs KpPOBEHOCHBIE COCYIbl, JUM(PATHUECKHE KaNWLISIpbl U HEPBHBIC
OKOHYAHHSI.

[To Mopdornoruueckoit CTpyKType BBIACISIIOT J1Ba TUIIA CHHOBHUOLIUTOB: THUI A
u tun B. Knetku tima A (HamomuHa0T Makpodaru) copepkar 00JIbIIoe KOJTHYECTBO
UTOIUIaA3MaTHYECKUX OPraHesll, KOTOPBIE OCYLIECTBIISIIOT 3JIMMHUHALMIO MTPOITYKTOB
KJIETOYHOIO W TKaHEBOTO pacmaja, HEen30eXHO U TOCTOSHHO OoOpa3ymoIIuxcsi B
IOJIOCTH CyCTaBa B PE3yJIbTaT€ MEXaHWYeCKHX Harpy3ok. Kierknm tuma B
(HarmoMHHAIOT (GHOPOOITACTHI) UMEIOT BEIPAKEHHYIO SHOMIA3MAaTHICCKYIO CETh.

B cuHOBHanbHO 000JI0YKE MPUCYTCTBYIOT M JPYrue€ KJIETKU, B YAaCTHOCTH
TYy4YHbIE, €AMHUYHbIEC JIEHKOUUTHI, NETPUTONOJOOHBIE KIIETKH, KOTOPBIM OTBOJUTCSA
BaXHasi B HMMMYHOJOTMYECKOM IulaHe (yHkius. CuHoBHaibHas 000JI0YKa
BBIPa0aThIBAET CUHOBHAIBHYIO >KUJIKOCTh (MOAMGMUIMPOBAHHBIN YyIbTpaduIbTpaT
IJ1a3Mbl), KOTOpas 3amoJjiHSAET IMOJIOCTh CyCTaBa W BBIMOJIHSET BaXXHYI pPOJIb B
OUTaHUU Xpsiia. MOXHO BBIIEINUTh OCHOBHBIE (DYHKIIMM CUHOBUAIBHON KHUJIKOCTH:
MeTab0IMYECKYI0, IOKOMOTOPHYIO U TPO(PHUUECKYIO.

Metabonuyeckasi 3aKII04aeTcss B OCYLIECTBICHUH OOMEHAa MEXIY COAEpKH-
MBIM IOJIOCTH CYCTaBa U COCYAMCTBIM PYCJIOM, & TAKXKE B YHUUYTOKEHHHU UYXKEPOI-
HBIX U Psiia AyTOAHTUT€HOB.

JlokoMoTOpHast (PYHKIMSI CBsi3aHA C BBIJCIICHUEM OHOJOTHYECKOW «CMas3Km»
CYCTaBOB, UTO 00ECIIEYNBAET UJI€aTbHOE CKOJIbKEHUE CYCTaBHBIX MTOBEPXHOCTEH.

Tpoduueckas QyHKIUS 3aKIIOYAETCS B TPAHCHOPTUPOBKE BAXKHEUIIMX HEP-
reTUYECKUX BEIIECTB B XPALIEBYIO TKaHb.

CuHoBHanbHasg 0007104YKka 00pa3yeT HaNpaBICHHbIE BHYTPb, COACPKAIIUE KUP
BBIPOCTHI (CKIIAJIKH).
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CBSI3KH BIUIETAIOTCS. MEXKJY KOCTSIMU KakK YTOJIIEHHBIE YYAaCTKU KarlCyJIbl.
MecTo MI0THOTO TpUKpPETUIeHus (PHOPO3HBIX CTPYKTYP (CYXOKHMINHN, CBSA30K, Karcy-
JIbI) K IEPUOCTY U KOCTH MIPUHSATO HA3BIBATH YHTE3UCOM.

CycTaBHOU XpAlll ABJISIETCA PA3HOBUIHOCTBIO TMAIMHOBOrO Xpsa. OH HE CO-
JEP’)KAT KPOBEHOCHBIX M JIMM(PATHICCKUX COCYJ0OB, HE UMEET NHHEpBAUU. T ONIInHA
XpsIa 3aBUCUT OT THUIA CyCTaBa M OT (DYHKIIMOHAJIHLHON Harpy3ku Ha HETO, KoJieO-
netcst oT 1 1o 6-7 MM, uMeeT Oenblid, ¢ CHHEBATHIM OTTEHKOM IIBET. Y AEeTe U y MO-
JIOBIX JIFOJICH TTOBEPXHOCTh XPAIla Ha BUJ IJ1ajaKasi, OJiecTsIas, moaaaeTcs JIETKOMY
CXKATHIO, a TI0 MEPE CTaApPEHUsI — XS CTAHOBUTCS TBEPKE, TEPSET MPO3PAYHOCTH U
3JaCTUYHOCTh, IPUOOpETAET KEATOBATHIH OTTEHOK. [1000HbIC N3MEHEHHS pa3BUBA-
I0TCSL U TIPU Psii€ TTATOJIOTMYECKUX ITPOIIECCOB B CYCTaBax.

MpIiel, TepeKuabIBAIONIUECS Yepe3 CycTaB, 00ECIEYMBAIOT €My HOPMaslb-
HbI 00BbeM nBUkeHUU. [Ipu 3TOM CHIIbHOE ABMKEHHE B OJIHOM HAIlpaBJICHUHM KOH-
TPOJIUPYETCS peJlaKcallie MBIIII-aHTaroHUcToB. COAIaHCUPOBAaHHOE B3aWMO/ICH-
CTBHE MBIIIII KaK CICPKUBAET, TaK U YCUIIUBACT JIBUKEHUS B CYCTaBe.

CyXO0XWIHsi TPOYHO YJEPKUBAIOT MBIIIIBI HA KOCTH. MHOTHE CYXOXKWJIHUS,
0COOCHHO ¢ OOJIBIIIUM OOBEMOM NBIKCHHI, HMCIOT 000JIOYKH, HAIIOMUHAIOIINUE CH-
HOBHAJIBHYIO 00OJIOUKY CYCTaBOB, W OOecreuyuBarolue Jierkoe ckoibxkeHue. I[lo-
JBMYKHOCTH M CTAOMIJIBHOCTH KaXKJIOTO OTAEIBHOTO CHHOBUAJIBLHOTO CyCTaBa 3aBUCHUT
oT (OpMBI CYCTaBHBIX MOBEPXHOCTEH, MPOYHOCTH KArCYJIbl, MBIIIII, MEPEKU IbIBAIO-
IIUXCS YEPE3 CyCTaB, HATMYUS OKPYKAIOIIHNX CTPYKTYP.

K mMoMeHTy poxaeHus peOeHKa MpoIecc ocCuPuKaluy MOJTHOCThIO HE 3aBep-
med. Jlnaduspl TpyOUaThIX KOCTEH MPEACTABICHBl KOCTHOM TKAaHBIO, a SMU(U3BI U
ry0JaThie KOCTH KUCTU COCTOSIT U3 XPAIIEBON TKaHU. TOYKU OKOCTCHEHHS B SMU(U-
3aX MOSIBJISIIOTCS Ha MOCJIEIHEM MeECsIle BHYTPUYTPOOHOTO pa3BUTHs, B OOJIbIIEH Ya-
CTH KOCTEHN Pa3BUBAIOTCA YK€ MOCIIE POKACHUSA B TEUEHUE NEPBBIX 5-15 neT, mpuuem
MOCJIEA0BATEILHOCTh UX MOSIBJICHUS JOCTATOYHO MOCTOsSIHHA. COBOKYIMHOCTh UMEIO-
UXcsl y peOeHKa sijiep OKOCTEHEHHUS MPEJCTABIISIET BAXKHYIO XapaKTEPUCTUKY YpPOB-
HS €ro OMOJIOTUYECKOTO Pa3BUTHS M HOCUT Ha3BaHUE «KOCTHBIA Bo3pacT». Ilocne
poXaeHUs1 peOeHKa KOCTH MHTEHCUBHO pacTyT. PocT KocTei B IJIMHY MPOUCXOJUT
Oylarogapsi HAUIMYKUIO 30HBI pOCTa — AMUMU3APHOTO Xpsiia. POCT KOCTH B TOJIIUHY
MPOUCXOJUT 3a CUET HAIKOCTHULIBI.

KoctHas TkaHb HOBOPOXKJIEHHOTO peOeHKa MMEET MOPUCTOE TPyOOBOJIOKHU-
cToe ceruaroe ctpoenue. [Io Mepe pocTta mMpoUCXOAUT MHOTOKpATHAs MEPECTpOMKa
KOCTH C 3aMEHOH K 3-4 roJlaM BOJIOKHUCTOM CETYATOW CTPYKTYPhI Ha MIIACTUHYATYIO.
[TepecTpoiika KOCTHOW TKaHMU y NIET€H MPOUCXOAUT 00Jiee MHTECHCHUBHO: B TECUCHHE
nepBoro rojaa xu3Hu pemojaenupyercs 50-70% KOCTHOU TKaHU, a y B3pOCIHbBIX 3a IO
Bcero 5%. 1o xumudeckoMy cocTaBy KOCTHAsi TKaHb peOCHKA COJIEPKUT OOJIbIIE BO-
JIbl ¥ OPTAaHUYECKUX BEIIECTB, UEM Y B3POCIBIX. BOJIOKHUCTOE CTPOCHUE U OCOOCHHO-
CTH XUMHUUYECKOTO COCTaBa 0OYCIOBIMBAIOT OOJIBIIYIO DJIACTUYHOCTh KOCTEH Y JIETEH:
OHU MEHEE JIOMKHE, HO Jierde U3ru0arTcs u 1ehOpMUPYIOTCS.

[ToBepxHOCTH Yy J€Tell cpaBHUTEILHO poBHBIE. KOCTHBIE BBICTYIBI (POPMUPY-
IOTCSI TI0 MEPE Pa3BUTHS U aKTUBHOTO (YHKIIMOHUPOBaHUs MbII. KpoBocHaOxeHue
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KOCTHOW TKaHU y JieTell 0ojiee MHTEHCHBHOE, YEM Yy B3POCIBIX, YTO OOECIeunBaeT
POCT KOCTHOUM TKaHU U OBICTPYIO pereHepanuio Kocteil nocie nepeiaomon. Hagkoct-
HUIA y JeTel Ooiee ToJICTast, 4YeM y B3pOCIBIX, B pe3yIbTaTe YETO MPU TPaBME MOTYT
BO3HHMKATh IOJHAJKOCTHUYHBIE IEPEIOMBl IO THITY «3€JICHOM BETKW». DYHKIHUO-
HaJbHAsl aKTUBHOCTh HAJKOCTHHIIBI Y JIETEH BBIIIE, YEM y B3POCIBIX, UTO oOecredu-
BaeT OBICTPBIN MONEPEUHBIN POCT KOCTEH. KOCTH peOeHKa MO BHEIIHEMY CTPOEHUIO U
TUCTOJIOTUYECKUM OCOOCHHOCTSIM K 12 rogam mpuOIMKalOTCs K TAKOBBIM B3POCIIOTO
YeJI0BEKA.

CumnromMaTrKa MNOpPa)KEHHsI OIMOPHO-ABUTATEIBHOTO alllapaTra BeECbMa Pa3HoO-
oOpa3Ha: 00Jib, CKOBAaHHOCTb, MPUITYXJIOCTh, Jedopmalusi CycTaBOB, OrpaHUYCHHE
MOJIBMDKHOCTH, MTPU3HAKU CUCTEMHOCTH TIPOLIecca MPU BOCTIATUTENbHBIX 3a00JI€BaHU-
ax. [Ipu cOope aHamHe3a HEOOXOAMMO BBISIBUTH HAIMUKE B CEMbE KOCTHO-CYCTaBHOM,
PEBMATUYECKOW, MH(DEKIMOHHOW M ayTOMMMYHHOM MHaTOJOTUU. BaXHO YTOYHUTH
CBA3b Hauaja 3a00JeBaHus C KaKUM-JTMOO MPEIIIECTBYIOIUM BO3JEHCTBUEM — TPaB-
MOH, MH(PEKIMOHHBIM 3a00JIEBaHUEM, MTPOBEACHUEM MPO(PHUIAKTUYECKUX MPUBUBOK,
WHCOJISIIUEN U JIP.

B coBpemMeHHOI apTpOJIOTMH UCIOIb3YETCS UEbIA Pl TEPMUHOB, ONIPEAET-
FOIMX MMPOUCXO0KICHHUE U JIOKAIM3ALNIO HAPYIIEHUN JOKOMOTOPHON CUCTEMBI:

Aptpanrus — 60Jb, BO3HHKAIOLIAs B CyCTaBe, IPU 3TOM, KaK MpPaBUIIO, 3aMeT-
HBIE HAPYIIECHUS OTCYTCTBYIOT.

Aprput\apTponatusi — 00BEKTHBHO ONPEIeIIieMOe HapyIlICHHE B CYCTaBe.

XoHApomnaTusi — NATOJIOTMYECKUM MPOLECC PA3IMYHOIO IeHe3a, IMpEeuMylle-
CTBEHHO B CTPYKTypax Xpsllia, IPUBOISAIINN K €r0 pa3pyLIEHUIO U ITOTEPE.

MOHOapTPUT — apTPUT OJTHOTO CyCTaBa.

OnuroapTput — apTPUT € MOPAKEHUEM OT ABYX 10 YETHIPEX CYCTaBOB.

[TonuapTpuT — apTpUT ¢ MOPAKEHUEM OO0JIee YETHIPEX CYCTABOB MIIM T'PYIII CY-
CTaBOB.

CHHOBHT — MO KJIMHUYECKUM TPOSIBICHUSAM SIBHOE BOCIIAJIEHUE CUHOBUAIBHOTO
CycTaBa.

Kancynut — Bocniasienue (3a00JieBaHUE) KaICyJibl CyCTaBa.

TEeHOCHHOBUT — BOCIAJIEHUE CYyXOKUIIBHOTO BJIATAJIMIIA.

TeHAMHUT — BOCIIAJICHUE CYXOKHJIIUS.

bypcut — BocnasieHue CHHOBUAJIBHOM CYMKU.

DHTe30maTus — BocnaieHue/mopaxkeHne B 00JIaCTH MPUKPEIUICHUS CYXO0KUITAN
Y CBA30K K KOCTH.

Muomnarust — 3a60eBaHue/TOPAKESHIE MBIIII.

Mmuo3uT — BOCTIAJIEHHE MBIIIIIL.

[TonBBIBUX — CyCTaBHBIE MOBEPXHOCTH HAXOIATCS B KOHTAKTE, HO UX KOHIPY-
SHTHOCTH HAPYUIEHA.

BbIBHX — MOJTHAs TOTEPs KOHTAKTa CYCTaBHBIX TOBEPXHOCTEM.

OOcnenoBaHre CycCTaBOB BKJIIOYAET OCMOTP, HalbNalMio, U3y4yeHUEe (DYHKIIUU
cyctaBoB. OCMOTp MO3BOJIAET BBISIBUTH MPUITYXJIOCTh, Aedopmaiuio (CToMKoe n3me-
HeHue (GopMbl CycTaBa, OOYCIOBJIEHHOE MPOJU(EpaTUBHBIMU U JAECTPYKTUBHBIMU
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MpoLeccaMy, pa3BUTHEM IOABBIBHXA, KOHTPAKTYPHI, aHKUJIO3a CycTaBa), nepurypa-
o (oOpaTuMoe W3MEHEHHWE, CBSI3aHHOE C BHYTPUCYCTaBHBIM BBITIOTOM HW/HITH
YTOJIIEHUEM CHHOBHAIIBHON O0OJIOUKH), THIIEPEMUIO, TUTMEHTAIIMIO B 00JacTU Cy-
cTaBoB. [lanbnanus mo3BOJSET BHISIBUTH MOBBIIICHUE MECTHOW TeMIlepaTyphl, 0oJe3-
HEHHOCTb, OTEYHOCTh MATKUX TKaHeH. [Ipu uzydeHun QyHKIHHM CyCTaBOB OMpees-
eTcsi 00beM JBMKEHHI cycTaBa NpH CruOaHUU, MPUBEICHUU, B Ta300€APEHHBIX U
IUIEUEBBIX CycTaBax — poTanuu. OpueHTUPOBOYHO (YHKIIHUIO CYCTaBOB OIEHUBAIOT,
npenajiarasi HalMeHTy BBITIOJIHUTD ONPE/IeSICHHbIE IeUCTBUS.

OO0beM JBIKEHHM B MEX(aTaHTOBBIX CyCTaBax KUCTEW BBISBIISIETCA NP Mac-
CUBHOM CrMOaHUU MaJbIEB WU OJJHOBPEMEHHOM AKTUBHOM IPUBEJCHUU NAIbBIEB K
nagoHu. YToObl MpoBepUTh 00BEM JBMKEHHUI OJTHOBPEMEHHO B MeX(aJaHTOBBIX CY-
CTaBax W IMICTHO-(aJaHTOBBIX CyCcTaBaX, Mpejjaraercs ckarb Kynak. OyHKIIUOHATb-
Has CIIOCOOHOCTH JIy4€3aIsICTHOTO CYCTaBa 3aKJI0YaeTcsi B BO3MOXXHOCTH CIIOXKHTh
JAJOHU M COTHYTh MX MOJ MHPSIMBIM YIJIOM K HPEIIJICYbsiM, CIOKHUTh KUCTU PYK
TBUIBHON CTOPOHOM M COTHYTh UX O] IPSIMBIM YIJIOM K MPEAIUICYbSM.

OyHKIMOHAJIbHASI CIIOCOOHOCTh JIOKTEBOI'O CyCTaBa 3aKIKOYAETCS B BO3MOXK-
HOCTH MOJHOCTBIO BBITSHYTh PYKU C JIAJIOHSMH, 0OpallIeHHBIMHU BBEPX, COTHYTh PYKH,
MPUKOCHYBIIKCH K IUJIEYy.

@OyHKIMOHAIBbHASA CIOCOOHOCTH MJIEYEBOTO CYCTaBa 3aKJIIOYAETCS B BO3MOXK-
HOCTU IIOMHUMO crubanust (MObEM pyK MHepes co0oi) U oTBeACHUS (IOIBEM PYK MO
O00KaM) B Hapy»HOW M BHYTPEHHEH pOTaluu, KOTOpas OIpenesseTcs Mpu KacaHuu
IIPOTHUBOITOJIOKHON KUCTBIO JIONATKH U IPOTHUBOIIOJIOKHOTO yXa.

[Tpu onpenenennn QyHKIUN BUCOYHO-HUKHEUEIIOCTHOIO CycTaBa HEOOXOAM-
MO MAaKCUMAaJbHO IIMPOKO OTKPBITH POT, BBIABUHYTh HI>KHIOIO YEJIFOCTh BIEPEN, CO-
BEPIINTH JIBH)KEHHS €0 U3 CTOPOHBI B CTOPOHY.

[Ipu uccnenoBaHuu Ta300€APEHHOTO CyCTaBa OIEHUBAETCS 00bEM JBHKCHUI
npu crubanuu (COTHYTBIE B KOJICHSX HOTH MPHBOISTCS K TPYIH), MPH OTBEACHUU
(Pa3BOMAT MpsIMBbIE HOTH — B HOPME aMILIATYAa OTBeIeHus coctapisier 40-45°), mpu
poraruu (B MOJIOKEHUH MMAlMEHTa HA CIMHE COTHYTYIO B KOJICHHOM M Ta300€IpeH-
HOM CYCTaB€ HOT'Y OTBOJST KHAPY>KU U BHYTPb).

OyHKIIMOHAJIbHASI CITIOCOOHOCTh KOJIEGHHOTO CyCTaBa MPOBEPSIETCS BO3MOKHO-
CTBbIO MPUBECTHU MATKY K ATOJIULE, BBIIPSIMUTH HOTY. {7151 OoleHKH (QyHKIUHU TOJIEHO-
CTOITHOTO CyCTaBa MacCUBHO MPOU3BOIAT CTUOaHKE U pa3ruOaHue.

Kpome Toro, 1151 KOMIUIEKCHOW OLIEHKU (PYHKIIMHM KPYITHBIX CYCTaBOB HUKHHUX
KOHEYHOCTEH pebeHKa MpoCsT MPUCECTh HAa KOPTOUKH, CECTh Ha KOJIEHH, KOCHYBIIIHCH
IIPU 3TOM SITOAMIAMH IISITOK, UCCIEAYIOT KOJEHHO-ISATOYHBIM CHMIITOM, KOTOPBIN
IpescTaBiIsieT co00M OJJHOBPEMEHHOE OTBEJIEHHE COTHYTHIX B KOJIEHHBIX M Ta300e/-
peHHBIX cycTaBax HOT. OeHka (yHKIIMOHAIBLHOW CIOCOOHOCTH MEXK(aITaHTOBBIX CY-
CTaBOB MaJbIEB HOT MTPOBOJIUTCSA MPU CTUOAHUU U PA3rMOAHUU MAJIBIEB HOT.

Jnst oneHKHM (GYHKIMU MIEWHOTO OT/ela MO3BOHOYHMKA MpeasiaraloT COBep-
IIMTh HAKJIOHBI TOJIOBBI BIiepes (KOCHYThCS MOAOOPOJIKOM IpyAu) U Ha3ald, KOCHYTh-
Csl yXOM IUIeYa, COBEPIIUTH TOBOPOTHI TOJIOBHI.
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B rpynHoMm otaene mo3BOHOYHHMKA y BEPTHKAIBHO CTOSIIEr0 pedeHKa oTMeda-
10T JIBE€ TOYKH — Ha ypoBHE ocTtrucToro orpocrka VIl meitHoro mo3sonka u Ha 30 cm
HIKe oT Hero. [locne MakCcMMabHOIO HAKJIOHA PACCTOSTHUE MEXAY TOUKaMU H3Me-
psieTcs MOBTOPHO — B HOPME PacCTOsIHUE yBennuuBaercs Ha 4-5 cm. Ilpu puruaHoctu
3TO PACCTOSIHUE OCTAETCA HEU3MEHHBIM WM YBEIMYHUBAETCS HE3HAYUTENBHO.

B nosicHIYHOM OT/Ie71€ MO3BOHOYHMKA OTMEYAETCS TOYKA Ha YPOBHE OCTUCTOTO
otpoctKa Ls 1 Ha 10 cm BbIIe — BTOpast Touka. [Ipy HaKIOHE 3TO pacCTOSIHUE TAKXKE
TOJDKHO YBEJIMYUTHCA Ha 4-5 cM. IIpu pUrngHOCTH OHO OCTAETCS HEM3MEHHBIM WM
YBEJIMYMUBACTCS HE3HAUUTENBHO. [Ipn MakCHMaIbBHOM HAKJIOHE pAacCTOSHUE OT Iajb-
LIEB JI0 TI0JIa B HOPME JOJIKHO OBITh paBHO 0-5 cM.

bonee TOYHO aMIUIMTYNy aKTHBHBIX M IACCUBHBIX JBMKEHUMN OIPEHEISIIOT C
MIOMOIIIBIO yTiIoMepa (TOHHOMETD).

HauGoiee yacTo a1t JMarHOCTUKU COCTOSIHUSI KOCTEM M CyCTaBOB UCIOJIb3YIOT
PEHTreHOrpauio, MO3BOJISIIOUIYIO BBISIBUTH AHOMAJIMM PA3BUTHA U MEPEIOMBI KO-
CTEH, BOCHAIIMTEIbHBIE, OITYXOJIEBbIE U JIET€HEPATUBHBIE MPOIIECCHI B KOCTAX WM CY-
CTaBax, OLICHUTb TEMIIbl occuukanuu (KOCTHBIM Bo3pacTt). Kpome Toro, B 1uarHo-
CTHKE HCIIOJIb3YIOTCS yIbTpa3ByKkoBoe uccienoBanue (Y3U), KOMIbIOTEpHAs TOMO-
rpadus (KT) u MarauTHO-pe3oHancHas Tomorpadus (MPT).

Hepenko ans AMarHoCTUKM 3a00J1€BaHUM KOCTHOM CHCTEMBI MPHUOEraroT K Ja-
O0opatopHbIM HccieaoBaHuaM. [Ipu Merabonnueckux 3a0oJjeBaHUSAX KOCTEH Hccie-
AYIOT KOHLIEHTPALlUA HOHOB KalblMsl U ocdopa B CBIBOPOTKE KPOBHU, a TAK)KE BbIBE-
J€HHE UX C MOYOWU. AKTUBHOCTh IEPEMOJEIUPOBAHUS U PE30POLMU KOCTHON TKaHU
OTpa)kaeT aKTUBHOCTb IIEJOUHOMN (hocdaTa3bl B CHIBOPOTKE KPOBH, a TAK)KE KOHIICH-
Tpalusi OKCUIIPOJIMHA B KPOBU U MOYE.

Jnst yTOYHEHMsS NPUYMH apTpUTa IPOBOIAT HMCCIENOBAHME CHHOBHAJIBHOMN
KUJKOCTH U OUOTICUIO CHHOBHAJILHOM 000JIOUKH CyCTaBa.

HoMmenkiuatypa u kiaccupukanmst

ApPTPUT XapaKTEPU3yETCs] paBHOMEPHOU MPUITYXJIOCTHIO MIATKUX TKaHEW U Je-
durypanueii u/umm aedopmarmeii cyctaBa, MECTHOW THUIIEPEMUCH M THIIEpTEPMHEH
KOH, 00JI€3HEHHOCTHIO MIPHU MaJIbIIAlIMA 00JIaCTH CyCTaBa, HAPYIIEHUEM KaK aKTHUB-
HBIX, TaK U MMACCUBHBIX JBMXKEHHUI BO BCEX BO3ZMOKHBIX IIIOCKOCTSIX.

FOBeHUIbHBIM pPEBMATOUIHBIA apTPUT XapaKTEPU3yeTCs OOJBIIMM YHCIOM
CUMIITOMOB, YTO OOBSICHSIETCSI HIMMYHHBIM BOCIIaJICHMEM CYCTaBOB, peakLued peTH-
KYJIOTUCTUOLIMTAPHON CHCTEMBI, BOBJICUEHHEM B MATOJOTMYECKHI ITPOLIECC MHOTHX
BHYTPEHHHMX OPraHoB. J[MarHOCTHKa IOBEHWJIBHOI'O PEBMATOHUIHOIO APTPUTA MOXKET
OBITh 3HAUMTENIBHO 3aTPYAHEHA, YTO OOYCIIOBJIEHO CXOXECThIO €r0 OCHOBHBIX KIIH-
HUYECKUX TMPOSIBIICHUN C CHUMIITOMATUKOW psiia 3a00JieBaHUM, MPOTEKAOMIUX C CY-
CTaBHBIM CHHAPOMOM, OOIIMMH M BHCLEPAJIbHBIMH HapylleHUsMH. B 3Toi cBs3u
JIaBHO BeAETcs paboTa Mo BbIAEIECHUIO HaMOOoJee TUMMMYHBIX MPOSBIECHUN FOBEHUIb-
HOTO PEBMATOMJHOTO apTpUTa — AUATHOCTUYECKUX KPUTEpUEB 3a00JeBaHUs, KOTO-
pble MOIJIM OBl TOMOYb Bpayy B YCTAaHOBJICHHH HO30JOTMYECKON CYIIHOCTH BBISIB-
JIEHHBIX TPU3HAKOB.
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B Teuenue nuMTENHHOrO BpPEMEHU IJs O00O3HAUEHHUS YKa3aHHOW MaTOJIOTUU
MCITOJTH30BAJICS Pa3HOOOPA3HBIM CIIEKTP TEPMHUHOB: 00je3Hb CTHIIIA, FOBEHUJIBHBIN
aptput, FOPA, nnpekunonHslii Hecrienn(pUIECKuil apTpuT, IOBEHUIIbHBIA XpOHUYE-
ckuii aptput (FOXA), nepopmupyrommii aptput. Tepmun FOXA no mocnemnero
BPEMEHH HIMPOKO HcHoJib3oBasics B EBpomneiickux crtpanax, a tepmud IOPA — B
ctpanax CeBepHON AMEpPUKH M Ha TIOCTCOBETCKOM IMpOCTpaHcTBe. Pa3Has TepMuHo-
JIOTHS OTpEAeNsiach ABYMsI TJIaBHBIMHU KJIACCU(DUKAIMOHHBIMUA KPUTEPUSIMHU — JTHa-
rHocTuueckumu kpurepusimu FOPA AmMepukaHCKON peBMaTOJIOTMYECKON accolua-
uu (ARA, B HacTosiiee BpeMss AMEepHKaHCKUI Koyuiek peBmaToaoros ACR) u au-
arHOCTHYECKMMH Kputepusimu EBpormerickoii antupeBmarnueckoit yuru (EULAR),
npuHATeIMU B Ocio B 1977 rony.

B 1994 r. noCTOSTHHBIM KOMHUTETOM IE€IUAaTpUYECKO peBmaTosioruu npu BO3
OBLJIO MPEIOKEHO YCTPAHUTh BCE MPEKHUE TEPMUHBI U Ha3bIBATh BCE XPOHUYECKUE
BOCIAJIUTENIbHbIE 3a00JIEBaHUSI CYCTaBOB Y JIETE FOBEHUJIbHBIMU HIHONATUYECKUMHU
aptputamu (FOUA). B 1997 r. negunatpuueckum cyoxomurerom ILAR (Mexmyna-
pOJIHAs JTUTa PEeBMATOJIOTHYECKHX accolparuii) B ropoae Durban (FOxxuas Adpuka)
KJIacCCU(UKAIIMOHHBIE AaCIMEKThl ObUITM MOJAU(PUIUPOBAHBI, OOBEIUHHUB TOJA OSTUM
Ha3BaHUEM BCE apTPUTHI IETCKOr0 BO3pacTa, UMEIOIIUE XPOHUUYECKOE TEUEHUE.
FOMA npencraBiasitoT co00i COBOKYITHOCTb 0OJI€3HEH, KOTOPbIE MMEIOT PA3IUYHOE
HayaJlo, TEYCHHE M MCXOJ, a TaKXKe Pa3Iu4Hyl0 3THOJOorvi0. Takas kiaccudukanus
HeoOXoauMa Il KOOTEpallMM HAYYHBIX HCCJICNOBAHUN W JJIsl JIYYIIErOo JICUCHUS
IOHA.

Kaaccunpukannu wBenmiibHbIX apTpuToB (ACR, EULAR, ILAR)

AMepHKaHCKasA koJuierusi | EBponeiickas jura nporusB | MexayHapoaHas — accouua-
peBmarosioro, ACR pesmatuzma, EULAR Ul PeBMATOJOTHYECKUX
acconuanmii, ILAR

IOBenwnbHbIM  peBmaTonaHbli | FOBeHWIbHBI — XpoHuueckuil | FOBEeHMIBHBIN HIHAOINIAaTHYE-

apTpUT apTpuUT CKMI apTpUT
CucreMHbIi CucreMHbIH CucreMHBIi
[TonuapTukyIsspHBIIL [TonuapTuKyIspHBINA [TonmapTukyIapHBII

IOBEHWIbHBIM  peBMaTouHblii | PO orpunarensHslil;
apTput (P® nonoxxurenbHbIN) | MOJIUAPTUKYISPHBIN
P® nonoxuteabHbBIN

Onuro(nayun)apTukyaspabli | Onuro(nayuu)apTUKyasspHbld | OJUroapTUKYISIPHBIA:
- IEPCUCTUPYIOLLINIA;
- pacpOCTPaAHSIOIIHAICS

HOBeHMITBHBIM ncopuarnue- | [Icopuatnyeckuii apTpur
CKHI apTpUT

IOBEHMJIBHBIN ~ aHKWIO3UPYIO- | APTPUT, CBSI3aHHBIN €
IIUI CHOHJIAIIUT SHTE3UTOM

Jlpyrue apTpuThI:
- HE YyKJaJbIBaloUIecsi HU B

OJIHY KaTeropuIo;
- yKJajabIBaroluecss B Oonee
4yeM B OJIHY KaTeTOpHIO

* P® — peBMaTouIHbIN (akTOp
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FOBeHWIbHBIA PEBMATOMIHBIA (XPOHUYECKUWA, HAMONATUYECKUNA) apTPUT
OMpEeNIeIISIETCSl KaK apTPUT HEYCTAHOBJICHHOM 3TUOJIOTUU, BOZHUKIIUN A0 16-JeTHero
BO3pacTa, MPUCYTCTBYIOIIUN B TeueHHe 6 HEAENb MpU UCKIIOYCHUH JAPYTUx 3adoe-
BaHUU.

CHcTeMHBI apTpUT ONpENEseTCs NPU HAIMYUKA apTPUTa, CONPOBOXKIAIOLIE-
rocsi WJIM ¢ IPEALIECTBYIOLIEH JTUXOPAAKOW B TEYEHUE 2 HENIENIb B COUETAHUU C JIBY-
Ms WM OoJsiee U3 HUKENePEeUnCICHHBIX TPU3HAKOB:

- IPEXOAAIINUE, JIETYUYNE SPUTEMATO3HBIE BBICHIIIAHUS;

- CEpO3UT;

- FeHepaIn30BaHHas TUMQaaeHONaTUs;

- rernaToMeranus u (Win) CrijieHOMEerasusl.

[TonuapTpuT cCepoOHEraTUBHBIM OMpPENeNsseTCs MPU MOPAXKEHUU MATH U Oojee
CyCTaBOB B T€UCHHUE MEPBBIX IIECTH MECALEB 3a00seBanus, PO — oTpUliaTeIbHBIN.

[TonuapTpUT CEepONO3UTUBHBIN ONpeAesaeTcs MpU MOPAKEHUH ISTH U 0ojee
CYyCTaBOB B TE€UEHHE NEPBBIX IIECTH MECALEB 3a00JE€BAHUS MPU HAIUYUU TOJOXKU-
TenpHOro P@ B AByX TecTax Ha NPOTSHKEHUU 3 MECSLIEB.

OnuroapTpuT ONpeaensaeTcs NMpU HaIWYUU apTputa 1-4 CycTaBOB B TE€UCHHE
NepBbIX 6 Mecs1eB 3a001eBaHU:

- IEPCUCTUPYIOIINI apTPUT — C TTopakeHueM 1-4 cycTaBoB B Te€UEHUE BCeil 60-
JIC3HU,

- pacTpOCTPAHSIONINICS OJIUTOAPTPUT — C MOPAKEHUEM TSATH U OoJiee cycra-
BOB TOCJIe 6 MECSIIeB OT Havasia 3a00JIeBaHusl.

OHTE3UTHBINA apTPUT OMPEIEIAETCS MPU HATIMYUU apTpUTa (4aIrie OJIMroapTpu-
Ta) W DHTE3UTA UJIU apTPUTA U DHTE3UTA B COYCTAHUH C JBYMS U3 CIEAYIOMIUX TPU-
3HAKOB:

- YyBCTBUTEIBLHOCTh B 00JIACTU KPECTLIOBO-TIO/IB3JIOIIHBIX COWICHEHUH U (UJIN)
00JIb B CIIMHE;

- sammmuue HLA-B27;

- CEMEUHBIA aHaMHE3, CBUICTEIbCTBYIOIIUNA O HAIMYMM TOATBEPIKICHHBIX
Bpauamu HLA-B27 accomuupoBanHbIx 3a00yeBaHuil y poAacTBeHHUKOB -1l crenenu
POACTBA;

- TIEPEeIHUI YBEUT, COMPOBOXKIAIOIIMICS 00JIbI0, TTOKPACHEHUEM TJIa3, CBETO-
OOS3HEBIO;

- HauyaJso 3a00J€BaHus y MAJIbYUKOB CTapIie 8JeT.

Takoli BapwaHT IOBEHWIHHOTO apTpUTa MOXKET OBITh paHHEW CTaaHWeil oBe-
HUJILHOTO CIIOHIMJIOAPTPUTA, VIS BBIABICHUS] KOTOPOTO TpeOyeTcsl peHTTeHOIoT Y e-
CKO€ MOATBEPKICHUE MOPAKEHUSI KPECTIHOBO-TIOAB3AOIIHBIX COUJICHEHUN WIIA JIaH-
Heie MPT, o3Bosrsitoniiie BBISBUTH CAKPOMIICHT B 00JIee paHHUE CPOKH.

[Icopuatnyeckuid apTpUT OMPEAECIACTCS NMPU HAJTUYUUA ApTPUTA U KOMKHOIO
1coprasa Wiy Mpyu HATMYUU apTPUTA U ABYX U3 NEPEUYUCICHHBIX CUMIITOMOB:

- TaKTUJINT;

- U3MEHEHUS HOTTe! (CUHAPOM «HAMNepCTKa», OHUXOJIU3HC);
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- CEMEHHBIN 1COopHua3, MOATBEPKIACHHBIA JE€PMATOJOTOM y POJACTBEHHHUKOB |
CTENIEHU POACTBA.

Jpyrue apTpuThl ONPEAEISIIOTCS NPU HATUYUK apTpUTa B T€UEHUE 6 HEAENb U
0o0J1ee, KOTOPBI HE COOTBETCTBYET HU OJTHOM M3 MPEIBIIYIINX KaTEropuii Kiaccudu-
Kallu{ WK OTBEYAET KPUTEPUAM OOJIee UeM OJTHOM KaTeropuHu.

[IpennoxxeHHas kiaaccuuUKaius MO3BOJISIET OOBbEIMHUTD MO OOIIUM TEPMU-
HOM pa3JIM4HbIE BAPUAHTHI TEUEHUS KAK IOBEHUJIBHOTO PEBMATOUIHOIO apTPUTA, TaK
U psifia OTIETBHBIX HO30JOTUYECKUX (POPM XPOHUUYECKOr0 apTpUTa y JETeH, YTO Mo3-
BOJISIET MIPOBECTH PAHHIOK JIMATHOCTUKY FOBEHWJIBHOTO apTpHUTa C HAUMEHBIINM KO-
JUYECTBOM OLINOOK.

Bo BTOopoMm wu3nanuum paboueil kiaccUUKAIMU IOBEHUJIBHBIX apTPUTOB B
2001r. (9amMoHTOH) ObUTH TOOABJIEHBI KPUTEPUHU UCKIIOUYECHUS:

1. Tlcopua3 win Haau4Ke rcopuasa y poACTBEHHUKOB | cTeneHu poacTBa.

2. Aptput y HLA-B27 mO3UTHBHBIX MalbYHKOB MpH JeOr0Te 3a001eBaHus ¢ 6

JIET.

3. AHKUIO3UPYIONINA CHOHIUIOAPTPUT, aPTPUT C DHTE3UTAMH, CAKPOUICHUT
IpU XPOHUYECKHUX 3a00JIEBaHUSAX KHIIEYHUKA, CUHApPOM Pelitepa, ocTpblid
NEepPEeHU YBEUT WIM HAJIM4YME OJHOTO U3 3THUX 3a00J€BaHUN y POJACTBEH-
HUKOB | crenenu pojacraa.

4. Oo6napyxenne |gM-peBmaronHoro (pakropa, Kak MUHUMYM JIBYKPAaTHOE B
TE€YEHUE 3 MECSILIEB.

5. Hanmuume cuctemHoro aptputa y naiueHra.

JIist KakJI0TO BapuaHTa IOBEHWJIBHOTO apTpuTa pa3paboTaHbl KPUTEPUU HC-
KJIFOUCHUSL:

- 1711 CHCTEMHOTO BapHaHTa KPUTEPUSIMU UCKIIIOUEHUs aBisitores 1, 2, 3, 4.

- 11 OJTMTOAPTUKYISIpHOTO BapuanTta — 1, 2, 3, 4, 5.

- JUTSI CEPOTIO3UTUBHOTO MOTHAPTUKYISIPHOTO BapuaHTa — 1, 2

- JUTsI CEpOHETaTUBHOTO MOJIMAPTUKYJISIPHOTO BapuaHnTta — 1, 2,

- JIIS1 TICOpUATHIECKOTO apTpuTa — 2, 3, 4, 5.

- ISl BHTE3UTHOTO apTtputa — 1, 4, 5.

JIOCTOMHCTBOM MPEIJIOAKEHHON KiIacCU(PUKAIMK SBISIETCS BO3MOXKHOCTH 00b-
€MHEHHS] PEBMATOJIOTOB BCETO MHUPA U UCIOJIb30BAHUS €MHBIX TEPMUHOB B CIICLIU-
aTbHOW MEIUIMHCKOM nuTeparype. OgHako AaHHas KiacCUUKAIUS CYIIECTBEHHO
OTJIMYAETCS OT MEXKIyHApOJIHOM cTatucTuyeckon kiaccudukanuu 6onesneit (MKb-
X), KoTOpasi BBIJEISET OTHIEIbHbIE HO30JIOTHUECKHE (HOPMBI — FOBEHUJILHBIN peBMa-
TOWIHBIN apTPUT, IOBCHIJIbHBIN CIOHIUIIOAPTPUT U IpyTHE 3a00JICBaHUSI.

Knaccudukanusa [LAR He siBnsieTcs uaealbHON, OHA HYXKJIaeTcs B T0pabOTKe,
TaK Kak B HE OTCYTCTBYIOT BapUaHThl CUCTEMHOT'O apTPUTa, KOTOPBIE BBIJEISIINCH B
Bocrouno-EBponeiickoil kiaccuukanum M yYUTBHIBAIOTCS CEBEPOAMEPUKAHCKUMHU
JETCKUMH PEBMATOJIOTaMu. DTO JIMIIHUNA pa3 MOAYEPKUBAECT TPYAHOCTU AUATHOCTUKH
pasHbeIX (opM apTpuTOB Yy nerei. HezaBUCMMO OT HCMOJBb3yeMOM B KaXKJIOM KOH-
KPETHOM ciy4yae Kiaccu(pUKalMi He0oOXOAMMO MOMHHUTh, YTO FOBEHHWJIbHBIA peBMa-
TOUJHBIN (XpOHWYECKUH, UIUOTATUYECKUI) apTPUT — 3TO TeTepOTeHHOE 3a00jieBa-

, 3, 5.
3,4,5.
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HUE, KOTOPOE HYXIAETCAd B paHHEW NMArHOCTHKE W HA3HAUYCHUM aJICKBATHOW Tepa-
nuu. TpaauiMoOHHO MBI UCTIONB3yeM Ha3Banue FOPA u B TMarHoCTUKE PyKOBOJICTBY-
emcs kputepusimu FOPA, pa3zpaboranHbiMu peBmaTosioramu cTpaH Boctounoit EB-
ponsl 1 Poccuu B konne 70-x TooB.

PabGouasn kiaaccuukanms VBEHWIbLHOTO PEBMATOUIHOI0 APTPUTA
(HonromonoBa A.B., SlkoBieBa A.A., Ucaea JI.A., 1labxazsu N.E., Ky3pmuna H.H.)

Kannanko- Kannanko- Crenennb Pentrenosiornueckasi | @yHKIUOHAIbHASA
aHATOMHUYECKAS Xa- HMMYHOJIOT H- AKTHUBHOCTH CTagusd apTpUTa CNMOCOOHOCTDH
paKkTepucTHKa 3200- yeckasi Xapak- npouecca namueHTa

JieBaHUs TEPUCTUKA
IIpenmymecTBeHHO PO + I, HI | — okosnocycraBHOI | — cocoGHOCTE K
cycraBHas ¢popma PD— Pemuccus 0CTEOIIopo3 caMo00CITy)KHBaHUIO

[Tonuaptpur COXpaHEeHa

Onuroaptput Il — ocreonopo3, xpsitie-
CycraBHo- Basl ICCTPYKIIHSI, CyXkKe- Il — cmocoGHOCTH K
BHCIepaiabHas Gopma HHUE CyCTaBHOH NN caMo00CITy>)KHBAaHHIO
Cungpom Cruia YaCTUYHO COXpaHEHA
AnneprocenTuyecKui Il — xocTHBIC 5p0O3HUH
CHHJPOM 11l — criocoGHOCTE K
C OrpaHUdYCHHBIMH BHC- IV - ankumo3 CaMOoO0OCITy)KUBaHUIO
LIEpUTaMH yTpaduc€Ha NOJIHOCTBIO
C nopaxeHHeM TI1a3

B npakTuueckoMm 31paBOOXpAaHEHHHM TMAarHOCTHKA PEBMAaTUYECKHUX 3a0oieBa-
HUW U CTaTUCTHYECKas o0paboTKa CTPYKTYpbl 3a00JI€BAEMOCTH MPOBOJIUTCA B COOT-
BercTBUM ¢ MKB-X. [IpuHuunmansHo BaXXKHBIM ABJISIETCS U TOT (DAKT, YTO MO OKOH-
YaHUU JETCKOro BoO3pacTa W K TMEpexojly IMojA HaOIIOJEHUE pPEBMATOJIOTOB-
TEparneBTOB AUArHO3 JOJKEH ObITh chopmynupoBad mo MKb-X.

B coorBeTcTBiN ¢ MKDB-X BBIAEIAIOT:

MO8 — KOBeHMIJIbHBIH (FOHOIIECKUI) apTPUT.

MO08.0 — FOnomeckuii peBmaTonanblid apTput (KOBEHUIIbHBIN pEeBMATOUIHBII
aptput PO+ u PD-).

MO08.1 — FOBenubHbIM (FOHOIIECKH ) aHKmno3upytonuit cnonaunut (FKOC).

HckntoueH aHKUIO3UPYIOUIUNA CIIOHIUIIUT Y B3pOcCibiX (M45).
MO08.2 — KOBeHMIIbHBIN (FOHOLIECKUIA) apTPUT C CUCTEMHBIM HAuyajoM.
MO08.3 — FOHomieckuii moauapTpUT (CEpOHETATUBHBIN ).
XpoHuyeckuit 1oBeHWIbHbIN onapTput (FOXA).

MO08.4 — [TaynmapTUKyJIspHBINA FOHOLLIECKUW apTPUT.

MO08.8 — JIpyrue xoBEeHUJIbHbIE aPTPUTBHI.

MO08.9 — KOBeHUITbHBIN apTPUT HEYTOUHECHHBIM.

M09 — IOHomieckuii [IOBEHWIbHBINA| apTpUT MPHU OO0JIE3HSIX, KIACCUPHUIIUPO-
BaHHBIX B IPYTUX PYOpHUKaX.

MO09.0 — FOnomeckuit apTpuT npu rcopuase.

MO09.1 — FOnomeckuit apTput npu 60s1e3HM KpoHa (pernoHapHOM SHTEPUTE).

MO09.2 — IOHomeckuit apTpuT Npu I3BEHHOM KOJIHTE.

MO09.8 — IOnomeckuit apTpuT Npu Apyrux 00NE3HAX, KIACCU(DUIIUPOBAHHBIX B
IpYyrux pyopukax.
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B ocHOBe Bcex MMEIOIIMXCS COBPEMEHHBIX MOAM(PHUKAIUN NTUAarHOCTUYECKUX
KPUTEPUEB FOBEHUJIIBHOTO PEBMATOMIHOIO APTPUTA JIEKUT MPUHUMUIT HCKIIFOUECHHS
APYTUX PEBMATHUYECKUX 3a00JI€BaHUI y MAIMEHTOB, Y€l BO3pacT HE MpeBbIMIaeT 16
neT. B cinyyasx HesICHBIX U COMHUTENBHBIX TpUMEHUMO Ha3zBanue FOXA kak nquartos
HaOI0IeHus], CTpeMACh uepe3 3-6 MecsIeB OT Hauajga 3a00JeBaHUS 3aMEHHUTh €T0 Ha
0oJiee YeTKYI0 HO30JIOTHUECKYI0 (hOpMy apTpuUTa.

[IpyHIMONATBHBIM B TUATHOCTUKE SIBJIAETCS:

1. Crpemnenue K MakCUMajdbHOM pacmmdpoBke BceX (OpPM  OCTPBIX
U PELUIMBUPYIOUTUX apTPUTOB VISl UCKIIIOUEHHSI UX BUPYCHOW WIIM OaKTepH-
AJIbHOM TIPUPOJIBI.

2. Paznenenune xpoHuueckux apTputoB Ha FOPA W 10OBEHMJIBHBIA CHOHIMIIOAPT-
pUT. OTH TPYIIBI UMEIOT CAMOCTOSITENIBHBIE MEXaHU3Mbl HIMMYHOIIATOT€HE3a,
Pa3HyI0 MOJIEKYJIIPHO-TEHETUYECKYI0 OCHOBY 3a0osieBaHUs. Pa3HbIMU y 3THX
TPy SIBJASIOTCS M MUIIEHM MMMYHHOH aTaku: CHHOBHAJIbHas 000JOYKa MpHU
IOPA wu xpsimeBble KieTkn npu B27-acconnnpoBaHHBIX apTPUTaX.

3. Beimenenue tpex ocHOBHBIX TUTIOB FOPA: MOHO/OMMTOapTpuT, MOIHAPTPUT,
cucteMHass (opma, KOPEHHbIM O00pa3oM OTJIMYAIOMIUXCA 10 TEYEHUIO
u ucxojgaM. OnucaHHbIE pa3rpaHUYEHUs TO3BOJIMIIM CHENaTh Tepanuio Ooliee
OPULIETBHON, OTPa0OTAaTh AJITOPUTMBI TEpAllMU MPU KaKJIOM BapUaHTE MOpa-
KEHUS.

Y HOPA ecTh moctatoyHo crenuduueckue 0COOEHHOCTH, OTIMYAIOIIUE 3TO
3a00JIeBaHUE OT PEBMATOUIHOTO apTpUTa y B3pocibix. OCHOBHAs MPUUMHA KPOETCS B
TOM, YTO CYCTaBHOM CHUHAPOM B JETCKOM BO3PAacTe€ HA PAaHHUX 3Tallax €ro pa3BUTHUS
Opyd  MHOTMX  PEBMAaTHMYECKMX  3a00JeBaHUSX  HMeeT  O0IMe  KIMHHUKO-
UMMYHOJIOTHYECKHE XapaKTEPUCTUKH, YTO HEPEAKO NMPUBOAUT K JHUATHOCTHYECKUM
omubOKaM. ITOMYy CHOCOOCTBYIOT (DU3UOJIOTUYECKHE OCOOCHHOCTH PACTYILETO ACT-
CKOI'0 OpraHu3ma B II€JIOM U UMMYHHOUM CHUCTEMBI B YaCTHOCTH, KOTOpas B MEPUOJIE
JI€TCTBA IPOXOJAT LEJbIA PSJI ATANOB CBOETO Pa3BUTHUS U (DOPMHUPOBAHHUS.

MHorosietauil onbIT n3ydeHus FOPA 1mo3BoJileT cuuTarh, 4TO 3TO I€TEPOTreH-
Has rpymnmna 3a00JIeBaHHM, MPU KOTOPHIX HE3aBUCUMO OT ATHOJIOTHH M NMATOT€HETUYe-
CKHX MEXaHU3MOB B TOW WJIM MHOM CTENEHU BCErJa NPUCYTCTBYET MOPAXKEHUE CTPYK-
Typ CyCTaBHOTO anmnapara Kak OpraHa-MULIEHU.

ITHOJIOTHA M TATOTeHe3

Kaxkoii-To enuHbIN MM OCHOBHOM ATHONIOrHYecKkui paktop FOPA He ycTaHOB-
JIeH, T03TOMY CYILECTBYET obiiee MHEHHE O ToM, uTo FOPA — 3710 monmsTHoNOrNy-
HOE€, T.€. TEeTEPOreHHOE M0 CBOEMY TI'eHe3y MOJUTeHHO-HaclieAyeMoe 3a0oJieBaHueE.
Breigensitor dakropsl, npeapacnomnararomniie k passutuio FOPA, u dakropsl, cmoco6-
cTByromue peannzanun FOPA (npu Hanuuuu npenpacnonararomux). JlokazaHo, 4to
BCe mpenapacnosaratoume K pa3sutuio FOPA daktopsl 001a1at0T TPONU3MOM K TKa-
HSIM CyCTaBOB, CHIOCOOHBI JUIMTEIbHO B HUX MEPCUCTUPOBATH, BBI3bIBAS UMMYHHOE
BocnasieHre. C 3THX MO3ULUNA 0OCYX)IAeTcsl LENbld Psii BUPYCOB, OTHOCSILIUXCS K
IPYIIE «IEPCUCTUPYIOMUX» B opranu3Me. 1o B ocHoBHOM JIHK- u PHK- conep-
JKalire BUPYChl (OHKOPHABUPYCHI, PETPOBUPYCHI U Jp.), CIIOCOOHBIE 3aMellaTh re-
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HOMHBIE€ YYaCTKU Ha XpOMOCOMaX, JIJTUTEIIbHOE BpeMs «0e3/1eliCTBOBATEY», U TOJILKO B
cllydae UX WHULHUAIUU KaKUMHU-THO0 MPOBOLUPYIOMUMHU (PAaKTOPaMU OCYIIECTBIIATD
MyTareHable QyHKIMU. « MHUIIMaTopaMmuy UX JEeHCTBUS MOTYT OBITh YacThie 3a00Je-
BaHMSI, KOTOPBIE OCHAOJSAIOT HMMYHHBIE MEXaHU3MBbI, IEPEOXIJIAKIECHUE, UHCOISILUS,
MIPUBUBKH, TPaBMbI, XPOHHUYECKHUE MCUXOIMOIMOHAIBHBIE CTPECChI, HEOIArOMPUST-
HbIE SKOJOTHYECKHe (PaKTophl (pagualiOHHOE BO3JECUCTBHE, HAKOIUICHHE psla Tsi-
KEJIBIX METAJIOB U JIp.).

[Ipy m3yyeHHHn ypOBHEH HAKOIUICHHS PSa TSKEJBIX METAUIOB U MHUKpPOSJIE-
MEHTOB y aetei, ctpagatonmx FOPA, ycranosieno, 4to y 50% u3 HUX MOBBILICHO
cozepxkanue xpoma (B 3-4 pasa Bblllle JOMYCTUMBIX MOKa3aTeneu), a y 85% — BbIco-
Kasi KOHUEHTpalus KaJAMUs B ChIBOPOTKE KpOBHU. IIpu 3TOM cTeNneHb MOBBILICHUS
XpoMa M KaJIMHSl B CBIBOPOTKE KpOBH nerei, cTtpanaromux FOPA, koppenuposana ¢
YPOBHSIMM MX HaKOIUICHUSI B MTOYBE U KOHIICHTpAIMEH B BOJE MO MECTY KUTEJIbCTBA
MAlMEHTOB, YTO IMO3BOJISAET MPEANoaraTh NPUYACTHOCTh XpOMa U KaJIMUsI K pa3BU-
THIO UJTU K TSYKECTU TEUCHHSI 3a00JIEBAHMUS.

Ycranosinena ponb muromeranosupyca (LIMB) u Bupyca OmnimreitH-bappa
(BOB) B renese FOPA. OTu BUpychl 00J1aJ1al0T BBIPAKEHHBIM MyTareHHbIM 3¢ dek-
TOM, BBICOKOW TPOMHOCTHIO K MMMYHOKOMIIETEHTHBIM CyOCTaHIUSM. VHTEHCUBHO
npojopKaroiieecs uzydenue 3hHEKToB ITUX BUPYCOB JI0KA3bIBAET UX NMPUYACTHOCTD
K Pa3BUTHIO MHOTUX UMMYHOJIOTHYECKUX IEPECTPOEK B OPraHU3ME, YTO MPH «HUHAHU-
BUIyaJIbHBIX OCOOEHHOCTSIX», B TOM YHCJI€ W IMPU HAIWYUU MapKEpOB B CHUCTEME
HLA, co3nmaer ycnmoBus il pa3BUTHSI PEBMATUYECKHX, OHKOJIOTUMYECKUX U T€MaTo-
JIOTUYECKUX 3a00JIeBaHUM.

B nnane Bo3MoxkHOTO 3THONOrHYecKoro (axtopa FOPA ob6cyxnatorcst Bupyc
KpacHyXH, KOTOPBIA, 00Jaaasi TPOIMHOCTHIO K CYCTaBHBIM CTPYKTYpam, MOXKET Ipo-
BOLIMPOBATh Pa3BUTUE CUHOBUTA.

OO0cyxmaeTcst TakKe HATMYUEe «MaJIbIX» MEPBUYHBIX UMMYHOJS(HUIIUTHBIX CO-
CTOSIHMI: celIeKTUBHBIN neuuut IgA, runorammarnoOynunemusi, neuuut C, Kom-
MOHEHTa KoMIUIeMeHTa U Ap. Ilpu 3ToM uH(peKuus paccMaTpUBaeTCs HE KaK HEIo-
CpelICTBEHHAasl MPUYMHA Pa3BUTHS APTPUTA, & KAK ITyCKOBOU (TpUITEPHBI) (hakTop.

V 3HauHMTENHLHOM YaCTH MAIMEHTOB BEISBJIICHA CBA3bL Havaja 3a00JI€BaHUsA C IIe-
pPEHECEHHOU OCTpO# pecnupatopHoOil MHGEKIHe. Y HEKOTOPhIX JETEH, yaie y ae-
BOYCK, HavaTy 3a00JIEBaHMsI TIPEAIISCTBOBAIIO MTPOBEACHHUE TPOPHIAKTHIECKON TIPU-
BUBKH TPOTUB KOPH, KpacHyXH, napoTtuta. [lo [aHHBIM pa3invYHBIX HMCTOYHUKOB,
BaKI[MHAIUS TIPEANISCTBYET Hadany 3aboneBanus B 8-12% ciyuaeB. Crnemgyer oTme-
TUTh, YTO B OOJIBIITMHCTBE TAaKMX CIy4aeB UMEJIO MECTO HapYIIEHUE B TIPaBUIax Mpo-
BenieHus BakiuHaiuu (Ha porne OPBU, TpaBmbI, cTpecca).

Ponb 2HTEpOKOIMTHYECKOW M YpPOTCHHUTANbHON WH(OEKIUU (CaabMOHEIIE3,
HIUresuie3, UePCEeHNO03, XJIaMUIusl, MUKOIIa3Ma U APYTHe), a TAKKe FeMOJUTUYECKO-
ro CTpenToKokka B pa3Butuu FOPA He nmpu3Haercs OOJBIIMHCTBOM PEBMATOJIOTOB U
peako msyvaercs. OqHaKO UMEIOTCS JaHHbIe, uTo y AeTeit ¢ FOPA ormeuaercs mo-
BBIIIIEHWE TUTpa aHTUTEN K OakTepuaabHbIM MENTHIOTIMKAHAM, YTO KOCBEHHO MO-
KET CBHUJIETEILCTBOBATH O POJM OakrepuanbHoM uHGpekuu B pazsutuu FOPA. B
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HAIIMX COOCTBEHHBIX HCCIIEOBAHHUSIX YCTAHOBJICHO, YTO XJIaMUAMIHAsA WHQEKIUs
BbISBIsUIAach Y 62% nereit ¢ FOPA, antutena kiacca 1gG k MUKOIIIa3Me BBISBIISUINCH
y 45% neteit ¢ FOPA, antutena xk OakTepusiM KUIIEYHOW TPYMIBI B JUATHOCTUYE-
ckoM TuTpe — y 37% neteit, cMemanHas BupycHast mHGeKIus — y 85% meret.

['ereporeHHOCTH (HaKTOPOB, WHUIUUPYIOIINX Pa3BUTHE OOJE3HU OMpEAeIseT
knuHuyeckuid nomumopdusm FOPA. Kaxapiii Bapuant Teuenus FOPA umeer cBoii
MEXaHU3M peaju3allii, B KOTOPOM HUIParOT poJib MHPEKIMOHHBIE (HaKTOPhI U OCO-
OCHHOCTH HMMMYyHOTeHeTH4yeckoro craryca. [Ipeapacnonaraiomum (HOHOM MOTYT
OBITH MaJIbl€ CUHJIPOMBI JUCIUIA3UU COCIMHUTEIHLHON TKaHU.

Hcnonb3oBaHue METOJ0B MOJIEKYJISIPHOM OMOJIOTHUH MO3BOJIUIIO BBISIBUTH TEHE-
TUYECKYIO MpeapacnonokeHHocTh K FOPA, B KOTOpOH 3HAUUTENBHYIO POJIb UTPAIOT
aHTUreHsl cuctembl rucrocopmectumocT (HLA). Ocobast pons npugaeTcs accolua-
My 3a00JIeBaHUs ¢ HOCUTENLCTBOM aHTUreHOB cucteMsl HLA B12; B27; B35; DR1,;
DR2; DR4; DRS; DW14; DQ?2 u np.

®enotunupoBanue 060apHBIX FOPA 1o cucreme anturenoB HLA mo3Bonmiio
accouuupoBath psas Gopm 3abosieBaHUs ¢ MPeoOIaqaroNIed YacTOTON HOCUTEIHCTBA
pa3IMYHBIX aHTUTeHOB. Hampumep, ycTaHOBJIEHa BBICOKAsl paclpOCTPAHEHHOCTh aH-
tureHoB HLA-DRB1*0801 u *1401 y 6onpHbix momuaptputoMm, HLA-DRB1*0101 u
*0801 y mauueHToB ¢ onMroapTUkyisipHbiM BapuantoM FOPA. Takke gokasaHo co-
yertanue aHtureHa HLA-B27 ¢ ankwiosupyomum cnoHawitom u  HLA-
DRB1*0401 ¢ P®-1103uTHBHBIM TIOJIMAPTPUTOM.

YcranosneHo, uto Hambozee Tsokensle popMbl FOPA ¢ BoBieueHuem B mpo-
[IECC BHYTPEHHHUX OPraHOB HAOJIIOJAIOTCA y JIeTEH C HOCUTEIbCTBOM aHTUIE€HOB JIO-
kyca DR B coueranuu ¢ B35. HocurenbctBo anturenoB HLA- mokyca B12, B40,
B27 4ame acconmupyeTcs ¢ mpeuMyIiecTBeHHO cycTtaBHbIMU dopmamu FOPA, a ce-
pono3utuBHbie BapuaHThl fOPA - ¢ nanuunem HLA-DR4. MoxHO cuuTaTh, 4TO J10-
kyc DR cucrembr HLA ydacTByeT B I'€HETMYECKOW NETEPMHUHALMUA KIMHUYECKOTO
nonmumopguszma FOPA.

N3yuenue penorunuyueckux ocodbenHocrer no cucreme HLA y manueHToB c
IOPA u y uneHOB MX ceéMel OTKPBIBAET NEPCHEKTUBBI NEPBUYHOIO M BTOPHUYHOTO
MIPOTHO3MPOBAHUS 3TOro 3aboneBaHud. HecMoTpst Ha To, YTO B ceMbsiX 0Ocie0BaH-
HBIX PEIKO BCTPEUYACTCS] HECKOJIBKUX JAeTed WM OJIM3KUX POJCTBEHHUKOB, CTPAIato-
mux FOPA, pe3ynabTaThl U3y4eHHUs TalJIOTUIIOB aHTUT€HOB cuctembl HLA mo3Bois-
IOT MPOTHO3UPOBATh BPOXKJIEHHYIO IPEIPACIOIOKEHHOCTh K 3TOMY 3a00JIEBaHHUIO.
DTO0 B CBOIO OYEpEb, IPEANoNaracT MHAMBUIYyAIN3aUIO B IOAX0AaX K OpraHu3aluu
oOpa3a Ku3HH (CHOPT, AOMOJHUTENbHBIE HATPY3KH, MUTAHUE U T. [.), 3aKAJIMBAHUIO,
MPOBECHUIO MPOPUIAKTUIECKUX TPUBUBOK H T. JI.

JluteparypHbie gaHHBIC, Kacarommecs yrounenus ¢enotuna HLA y nmereit ¢
pa3zubiMu popmamu FOPA, yka3piBatoT Ha BOBMOXHOCTh BBIOOpa TAKTUKH JICUEHHUSI.

VY nanuenTtoB ¢ HanuuueM antureHa HLA-B35 Beie addext oT creponaHoi
tepanuu. Y nanueHtoB ¢ ramiotunamMu HLA-DR3 u HLA-A3 wyamie umeer MecTo
osicTpornporpeccupyoiiee Teuenne KOPA, HecMoTps Ha MPOBOJIMMOE JIEUEHHUE, a TIPU
HocutenabcTBe anTureHoB HLA-B5, DR1 u DR2 uame nabnrogaroTcs JTydiiui mpo-



18

rHO3 U 0oJiee MEAJIEHHOE MPOrPEeCCUPOBAHNE IPO3UBHO-AECTPYKTHUBHBIX MPOIIECCOB B
cycraBax. Pe3ynbTaTsl OONBIIMHCTBA UCCIEAOBAHUI CEMEN CBUAETEIBCTBYIOT O TOM,
gyto npucytctBue B ramiotunie HLA-DR4 oTsromaer 6051€3Hb, 94TO, BEpOSITHO, CBSI-
3aHO C CEMENMHOM arperaiuei 00J1e3Hel CyCTaBOB.

['cronornyeckue MCCaeAOBaHUS CHHOBHAIBHON 000JIOYKM MOPaXEHHBIX CY-
CTaBOB JIEMOHCTPHUPYIOT €€ YTOJIIECHUE U OOWIbHYI0 HMHOUIBTPALMIO MOHOHYKJIE-
apamu, MpeACTaBICHHBIMU, B OCHOBHOM, aKTUBUPOBAaHHBIMHU T-mumdornuramMu. 310
MO3BOJIAET MPEIONararb, YT0 B3aUMOJACHCTBHE PEUENTOPOB T-KIETOK C MENTHAAMU
HLA wurpaer Baxxnyto poJiib B natorenese FOPA.

Takke XOpOIIO M3BECTHO O POJIM MOHOUMTAPHBIX LUUTOKHUHOB, IMPOIYLHUPYE-
MbIX nipu FOPA BHyTpu cycTaBa U B opraHuszme B 1EeJIoM. DPPEKThI ITUX MOJEKYT
MOXXHO TMOJpa3JeUuTh Ha MpPOBOCHAIUTENbHbIE (MHTepiekuHbl 1 u 12, daxtop
HEKpo3a onyXxoiu aib(da, y-MHTEPPEPOH) U MPOTUBOBOCHATUTEIbHBIC (MHTEPJICUKH-
Hbl Ira, 10 u 13, pactBopumsie peuentopsl a1 @HO-a u ®HO-b). lucbananc mex-
1y TIPOBOCHAUTEILHBIMUA U POTUBOBOCTATUTEILHBIMU IIUTOKUHAMU MOKET MPUBO-
IUTH K 3a00JI€BaHUIO.

Takum obpazom, FOPA — 310 MynbTu(haKTOpHOE 3a00JIeBaHUE C HACJIECICTBEH-
HOI IIPenpacroioKEHHOCThIO, B T€HE3€ Pa3BUTHA KOTOPOrO UTPAIOT POJIb UMMYHO-
reHeTu4eckue (akTophl, «IEPCUCTUPYIOUTME BUPYCHBIC MH(DEKIUNY, HEOIaronpusT-
HbIE BIIMSIHUSL OKPYKAIOIIEH Cpelbl, ICUX03MOIMOHAIbHBIE cTpecchl. KimmHanueckuii
NOJIMMOPGU3M OTPEAEIAETCS ITUOJIOTMUYECKOM reTepOreHHOCThIO 3a00IeBaHu.

NmmyHonornyeckue acnektsl FOPA

[TaTonoruueckuit mporuecc, pazpuBatoiuiics y 6onsabix FOPA, umeer nse da-
36l. B OCHOBE pa3BUTHS WM TMPOSBICHUN JKCCyNaTUBHOW (ha3bl JeKaT HapyIIeHUE
MUKPOIUPKYJIAINA U TOPAKEHUE KIETOK CHHOBHAJIBHOW OOOJIOYKU. DTO CIOCO0-
CTBYET MOBBIIICHUIO MPOHUIIAEMOCTH KJIETOYHBIX MEMOpPaH U BEJET K YCHUICHHOMY
MIPOHUKHOBEHUIO B CyCTaB OEJIKOB IJIa3Mbl U Psifia KJIETOYHBIX 3JIEMEHTOB.

B pesynbrare Takol MNEPECTPOMKH PA3BUBACTCA XPOHUYECKOE BOCIIAIICHUE
(BTOpas (aza), MpoSBISIOLIEECS MOHOHYKJIE€ApHOW HMH(UIbTpanuend B CTPYKTypax
CUHOBHUAIBHOM 000JIOUKHM CYCTaBOB U XPSIILIA.

BocnanurensHslii npouece, xapakrepHbii mist FOPA, nponomkaeTcss MHOTHE
ro/ibl, OH HOCUT XapaKTep ayTOUMMYHHOTO BocnaneHus. [Ipu u3ydeHuu 3THOJIOTHH
IOPA 6buT10 TOAUEPKHYTO, YTO 32 KIMHUYECKUM pa3zHooOpaszuem ¢GopM, BEposSTHEE
BCEro, KPOeTcs MoJMMop(u3M rarioTUIioB cucteMsl ructocoBmectumoct HLA, ac-
COIMHPYIOMIUXCS ¢ UMMYHOJIOTHUECKUMU «AeheKTaMm» B opranu3Me pedeHka ¢ de-
HOTHUIIOM, TIOJIBEpKEHHBIM 3a0oeBanuto. Bece popmer FOPA oO6benunsieT To, 4To Oc-
HOBHBIM OPTraHOM-MUIIEHBIO ITPU ATOM SIBIIIIOTCS CTPYKTYPhI CYyCTaBHOTO anmnapara u
B TIEPBYIO OUepeh CHHOBHAIbHASI 000JIOUKA.

Mexanusm y4yactusi aHTUreHoB cuctemMbl HLA B BOBHMKHOBEHUU W Pa3BUTHU
peBmaTudeckux OosiesHel B 11e1oM U FOPA B yacTHOCTH 110 KOHIIA HE siceH. OOCyxk-
JAeTCS HECKOJBKO THUIOTE3, OOBACHSIOMMUX B3aUMOCBs3h aHTUreHOoB HLA ¢ mpen-
PaCIOJIOKEHHOCTBIO K ATUM OOJIE3HSM.
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«l'nmore3a MOJIEKYJIIDpHOW MHMHMKPUW» OCHOBAaHAa HA BEPOSTHOM CXOJICTBE
CTPYKTYpPBl 000JO0YEK HEKOTOPHIX MUKPOOPTaHM3MOB C AHTUT€HAMU COOCTBEHHOMU
HLA, no3ToMy OHU HE «pacIO3HAIOTCS» CBOEBPEMEHHO MMMYHHOM CHCTEMOM opra-
HHA3MAa YEJIO0BEKA U HE DJIMMUHUPYIOTCS.

«PeuenropHas rumnore3a» MNpPEaNonaracT BEPOSATHOCTb TOTO, YTO AHTHUIEHBI
HLA, BpIcTyIIass B KauyecTBE PELENTOPOB Il HEKOTOPBIX MaTOT€HHBIX MUKpPOOpra-
HU3MOB, OOJIET4arOT UX NMPOHMKHOBEHHME B KJIETKY, IIE M Pa3BUBAETCS MATOJOTHYE-
CKHI TIpol1iecc.

OOcy:xaercs TaKke runoTesa, Jonyckaromas Mmoaupukanno antureHoB HLA
MHQEKUNOHHBIMU areHTaMu, OCOOEHHO BHUpyCaMH, HalpuUMep, IyTeM HENocpen-
CTBEHHOI'0 BKJIFOUEHHUS BUpycHOro renoma B reH HLA wim uepe3 PHK. Takue antu-
redsl HLA pacno3HaroTCcsi B OpraHu3Me Kak «4yXKHe» W IPOTHUB HUX Pa3BUBACTCS
VMMYHHBIN OTBET.

B nocnegnue roapl 00CyKIaeTcsi TUIIOTE3a CYIIECTBOBAHUS I'€HAa UMMYHHOTO
orBeTa (Ir-reHsr), KOTOPBIX, JOKAIKU3YsICh B JIokyce D mnu DR, HaxoguTcs B paBHO-
BECHOM cuerieHnu ¢ cucremon HLA.

Ir-reHpl KOHTPONHMPYIOT B3aUMOJEHCTBUE MAakKpo(paroB U JUM(OUUTOB B M-
MYHHOM OTBETE, a TAKXKE PEryIupyroT AupPepeHIUpoBKY U PYHKIHOHATBHYIO aK-
TUBHOCTB T-KIIETOK.

XapakTepHbIM U1l HYMMYHHOI'O CTaTyca IIpY aKTUBHOM BOCIIAJIEHUU Y JIETEH C
pa3ubiMu Bapuantamu FOPA siBisieTcst BoBieueHHe (B TOW UM MHOM CTETEHU) MpakK-
TUYECKHU BCEX 3BEHHEB UMMYHHOU CHUCTEMBI. Y CJIOBHO MOKHO BBIJACIUTH UMMYHOIIA-
TOJIOTUYECKUE PEAKLMH, CBSI3aHHBIE HEIOCPEACTBEHHO C CYCTABHBIM CHHIPOMOM, C
OOLIMM, TO €CTh CUCTEMHBIM PEBMATOUIHBIM CHHAPOMOM (CyCTaBHO-BUCLEPAJIbHBIC
(dbopMBI), CO CTETIEHBIO AKTUBHOCTH M BapHaHTaMu MporpeccupoBanus 6omie3nu. Ecth
MOMNBITKU U3YYEHUSI UMMYHOJIOTHYECKUX MapKEpPOB HauOoJiee YaCcTO BCTPEHAKOIIUXCS
KJIMHAYecKuX (popm 1 BapuantoB TeueHus: FOPA y nereil.

B nenom FOPA — 310 ayroumMMyHHOE 3a00Ji€BaHUE, KOTOPOE B KJIACCUUECKOM
MIPEACTABIICHUH XapaKTEPU3yeTCsl KaK MaTOJIOTMYECKOE COCTOSTHUE, Pa3BUBAIOIIEECS
MIPU HApYLIEHUU PEryJsUUUd (PU3HOJIOTUYECKUX MMMYHHBIX MPOILIECCOB, YTO MPHUBO-
IUT K TOSIBJICHUIO KJIETOYHBIX U TYMOPJIbHBIX UMMYHHBIX PEAKLHMA MPOTUB KOMIIO-
HEHTOB COOCTBEHHBIX TKaHEM, BBI3bIBasl CTPYKTYpHbIE U (YHKIMOHAJIbHBIE Hapyllle-
HUS B OpraHax-MUILEHSIX.

Baxnoit yeproit FOPA, kak ayTomMMyHHOTO 3a00JieBaHUs, SBISETCS TUIIEP-
MIPOJYKLHS ayTOAHTUTEN], HAMPABIECHHBIX NPOTUB AHTUI'€HOB, NPHCYTCTBYIOIIUX HA
COOCTBEHHBIX KJIETKaX, BHYTPH KJIETOK MJIM BO BHEKJIETOYHBIX NMPOCTPAHCTBAaX Opra-
HU3Ma YeJIOBEKA. AyTOAHTUTENIA MOTYT PEarupoBaTh C IUPOKUM CIEKTPOM MOJIEKYJI,
SBIISIIOIIMXCSI KOMIIOHEHTaMH LIMTOIUIA3MBbl, s/Ipa, KJIETOYHBIX MeMOpaH, Oenkamu
CBIBOPOTKU KpOBH, TOpMOHaMH, (pepMeHTamMu. B kauecTBe ayTOAaHTUTE€HOB MOTYT BbI-
cTynarb antTuredbl HLA, HykjIenHOBBIE KUCIOTHI, POCPOUIUIBI, CTEPOUIBI U JIP.

['1aBHBIMU CBOMCTBAMHU ayTOAHTHUTEIN SIBJIIOTCS MEPEKPECTHBIE PEAKIMU U 00-
pa3oBaHUE B KPOBSHOM PYCJI€ KOMILJIEKCOB «AHTUT'€H — AHTUTEJION.
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Peakuuy «aHTUTE€H — aHTUTENO» COMPOBOXKAAIOTCS aKTUBALIMEH OEIKOB CUCTE-
MbI KOMITJIEMEHTA, YTO MPOSBISIETCS CHUKEHHEM €ro THUTpa B CHHOBHAIBHOW 000-
JIOYKE, YCUJIEHUEM COCYJIMCTON MPOHUIAEMOCTH U BBICBOOOXKAECHUEM THIIPOJIUTHYE-
CKUX (DEePMEHTOB, AKTUBHBIX KHCIOPOJHBIX PaJHKaIOB, META0OIUTOB apaxua0HOBOU
KHUCJIOTHI (IIOCTABIIMKA MPOCTOrJIAHANHOB). MOJIEKYJIbI HIMMYHOTJIOOYJIMHOB U «PEB-
MaTOUJIHOTO (PaKTOpa», MOCTEIIEHHO HAKAIIMBASICh, OTKIIABIBAIOTCA B MOBEPXHOCT-
HBIX CJIOSIX CYCTaBHOTO XpAIlla, YTO CIIOCOOCTBYET MpolleccaM Mpoudepanuu B CU-
HOBHUAJIBHOU 000JI04KE U (POPMUPOBAHUIO MTAHHYCA.

CucremHble (CycTaBHO-BUCIIEpalibHbIE) (QopMbl «kiaccuyeckoro» FOPA mo
KJIMHUYECKUM TPOSIBICHUSAM U MOPGOJIOTHH PacCCMaTPUBAIOTCS KaK CUCTEMHBIN Bac-
KYJIUT, IPOTEKAIOIINHI C SIBICHUSIMU MTOJIUCEPO3UTA U OPTAHHBIMU OPAKECHUSIMH.

[IpakT4eCKH Ha BCEX ATalax UMMYHHOIO OTBETA OpraHMW3Ma y MAlMEHTOB C
KOPA BBISBISIOTCS OCOOEHHOCTH, KOTOPBIE 3aBUCAT OT ()OPMBI U BapUaHTa TEUCHUS
0O0JIE3HHU.

Coxpansercst 0coOblil HHTEpEC K HAJIU4HMIO OEIKOB OCTPOM (ha3bl BOCHAIECHUS,
B yacTHocTH K C-peaktuBHOMY Oenky (CPB). Ero cunraror mapkepom paHHEro ma-
Hupecra FOPA, a B couetanuu ¢ BbICOKMM ypoBHeM WNJI-6 U psaoM IM30COMANIbHBIX
(epMEHTOB paccMaTPHUBAIOT B KAU€CTBE MPOTHOCTHYECKOTO (hakTopa (Mapkepa) mpo-
IPECCUPYIOLIETO TeUEHUS O0JIE3HHU.

Ocobast ponb B nuarHoctuke FOPA oTBOAUTCS BBISIBICHHIO PEBMATOUIHOTO
dakropa (PD) B CHIBOPOTKE KPOBM M B CHHOBUAIBHOM JKHUJIKOCTU MalMEHTOB. PD
IpeCTaBIAeT COO0M UMMYHOTJI00YIIUH, OTHOCAIUKCA K kiaccy 1gG unm IgM. Tlpu
Hajguuuu P® 3a0oeBaHne CUUTAIOT CEPONO3UTUBHBIM. Y feTel, cTpanarommx FOPA,
yaiie HaOII0Jal0TCS CEPOHETATUBHBIE BapHAHTHI TECUYCHUSI, OJHAKO JTOKA3aHO HaJu-
yhe y HUX «CKpbIToro» PO (19-S-IgM). Ero onpenensitor METo0M «KOMITJIEMEHT -
3aBUCHMOTO TEMOJIMTHYECKOTO TECTA.

CremneHb 3aMHTEPECOBAHHOCTH CHENU(PUUECKOTO TYMOPAIbHOIO 3B€HA UMMYH-
HOM CHCTEMBI KOPPENUPYET C KIMHUYECKOW aKTUBHOCTBIO IIPOLIECCA, YTO MPOSIBIISACT-
cs runepnpoaykuueit IgG u IgA. B nepuon o6octpenus 3a00aeBaHus YBETUUUBAIOT-
csa noadpakuuu 1gG2 u IgG3, a B nepuoje 3aTuxaHusl BOCHAIUTENBHOIO MpoLecca
yare Bo3pacrtaet koHueHTpamus IgG3 u IgG4. V tpetu 60JbHBIX ¢ CycTaBHOU (op-
moit FOPA u y 60% ¢ cucremHoi (hopMOi MOKET OTMEYAThCS MOBBIIIICHUE KOHIICH-
Tpauuu IgE.

VY nereit ¢ 0MMroapTPUTOM, COUETAIOIIMMCS C TOpaKeHUEM a3 (YBEHT), ya-
cTO OOHapy)uBarOTCs anTuHyKIeapHbie antutena (ANA). Hepeako BBISBISIOTCS aH-
TUTEJNA K KIETKaM U CTPYKTYPHBIM KOMIIOHEHTaM COEIMHUTEIIbHOW TKaHU (KoJuIare-
Hy | u Il TumoB, sKkcTpakTaM CHHOBHAIBHOW OOOJIOUKH, XPSINa, SHAOTENHS). ITO
HauOoJiee TUIIUYHO AJIS IETe C CUCTEMHBIM IpolieccoM. B KpoBH XapakTepHbIM IS
6osbimMHCTBA AeTeit ¢ FOPA cienyer mpu3HaTh yBEJIWUYEHHUE YUCTIA TIa3MaTHUYECKUX
KJIETOK (a0COJIIOTHOE M OTHOCUTEIBHOE) U KOMdecTBa B-KkieTok.

W3meHeHust co CTOPOHBI KJIIETOYHOTO MMMYHHUTETAa OOBIYHO HE OJIHO3HAYHBI U
HEpEeJKO pa3HoHarpaBiieHbl. OlIEHKa XapaKTepa KIETOUYHbIX peaKuid UMMYHHOU CH-
creMbl y nereil ¢ FOPA uacto 3arpynautensHa. He Bcerjia 4eTko MpOCIEKUBACTCS
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CBA3b 3THX M3MEHEHWI C aKTUBHOCTBIO Ipolecca. Y OonpmmHCTBa aereid ¢ FOPA
oOmiee koau4ecTBO T-TUM(OIMTOB CHUYKEHO, OJJTHAKO Y OOJBHBIX C OYE€Hb BBHICOKOU
aKTUBHOCTBIO TIPOIECCa YPOBEHb T-KJIETOK MOXET ObITh MO0 B HOpME, JTUOO Jaxke
noBbilieH. Ha 3ToM ¢oHE cyliecTBEeHHO YyBEIMYMUBAETCS CYOMOIMYIISIIHS aKTHBHUPO-
BaHHBIX T-TUMGPOUHUTOB. DTO 0OCOOCHHO SIPKO MPOSIBISIETCS MPHU CUCTEMHBIX BapuaH-
tax Oosie3HH. JIyig onuroapTpukyssipHbIX BapuaHTOoB FOPA XapakTepHO CHUXKEHHE
ypoBHS T-IIMTOTOKCUYECKUX KJIETOK, & KOJUYECTBO T-XeNnepoB 0OBIYHO MOBBIIIECHO,
0COOCHHO y JIeTel ¢ CUCTEeMHBIMU (hopMaMu OOJIE3HH.

Ocoboe 3HaueHune B craHoBieHuu FOPA mpupaercss HapylieHUIO cympeccop-
HOW  ¢yHkumum  sauMmdonuToB.  IlpsambiM  nokazaTenbcTBOM — yyacTust  T-
LIUTOTOKCUYECKUX KJIETOK SIBJIIETCS OOHApyKEHHE B CHIBOPOTKE KPOBH IMALIUEHTOB C
BBICOKOM akTMBHOCTBIO FOPA aHTHTEN, BIMSAIOIIMX HA 3TH KIETKU. B nepuone pe-
MUCCHUH 00JIE3HU PYHKIMOHAIBHOE COCTOSIHUE JIMM(POLIUTOB BOCCTAHABIMBAETCS.

Takum 00pa3oM, W3MEHEHUS KJIETOYHBIX HMMMYHHBIX pEakuuid y OOJbHBIX
KOPA rereporeHssl, 4To oTpaxkaeT nmoaumMopdusM naToreHesa pasHbix (popm 0oses-
HU. MOXHO cuMTath, 4To sl cucteMHbIX (opMm FOPA xapakTepHBIMH SIBISIOTCS
HapyLIEHUs UMMYHOPETYJISIHUU HE CTOJBKO CBSI3aHHBIE CO CHM)KEHHEM MOTEHIIMAaIa
CyHpecCuH, CKOJIbKO ¢ akTuBauuer (ynkuuu T-xenmepoB. He ucCkitoueHo, 4TO B
ATUX CIIy4asiX UMEET MECTO T€HeTUYEeCKas I€TEPMUHUPOBAHHOCTE AedekTa T-KieTok,
HPOSIBIISIOIEToCs UX (YHKIIMOHATIBHOW HECOCTOSTEIbHOCTBIO.

HccnenoBaHusIMM MOCJEIHUX JIET YCTAHOBJIEHO, YTO Y J€Te 0COOEHHO C cH-
cteMHbIMU (opmamu FOPA BBIABIAIOTCS 3HaYUTENbHbIE HapylleHUs] (pyHKUUN MU-
rpauuu 3(Q(EKTOPHBIX KJIETOK, B YACTHOCTH MOJUMOP(HOSACPHBIX JECHKOLMTOB U
MOHOHYKJIeapoB. Ux aucynkuus y 6onpHbIx ¢ KOPA mposBisercs B OCHOBHOM
CHI)KEHHEM aKTHMBHOCTH XeMOTaKcuca (HampaBiieHHasi MUTpalus JEMKOLUTOB B o4ar
BOCHAJICHUS) U XEMOKMHEe3a (Murpauus, crumyiaupoBanHas Cs-ppakuueil komruie-
MEHTa) JIEUKOLUTOB, YTO HOCUT XapaKTep MEPBUYHOIO (F€HETUYECKOro) nedexra u
CYILIECTBEHHO BJIMSET HA TEYEHHUE UMMYHHOT'O BOCTIAJICHUS, Cpa3y OPUEHTUPYS €ro Ha
XPOHU3ALMIO TTpoLiecca.

Kinnunveckue nposisienust FOPA

Knunuueckast kaptuHa FOPA 3aBucuT ot MHOXecTBa (PaKTOPOB — OT BO3pacTa
peOeHKa, HacJeICTBEHHOCTH, I0Jla, HWCXOJHOTO COCTOSIHUS HUMMYHHOM CHCTEMBI,
YCIIOBUN OKPY>KaIOIIEH ero cpejibl, 0COOEHHOCTEHN ObITa, ICUX0IMOIIMOHAIBHOTO CO-
CTOSIHUSA, OTHOLIEHMSI K OOJIE3HN CaMOT0 ManueHTa U OJU3KUX POJICTBEHHUKOB, CBOE-
BPEMEHHOCTH IMarHOCTUKH, aJICKBATHOCTU TEPAIHH.

Cnenyer oTMeTuTh, 4TO B 95% citydyaeB FOPA — 370 Tsxenoe XpoHHUYECKOE 3a-
0ojieBaHMEe C PEUUIUBUPYIOLUIMM U IPOrPECCUPYIOUIUM T€UECHUEM, PAHbILIE WU 103~
K€ TPHUBOJIAILEE K NHBAIUIHOCTH.

OCHOBHBIMM KJIMHUYECKUMHU TPOSBICHUSIMHU OOJE3HU SIBISIOTCS MOPaXEHHUE
CyCTaBOB, CHeIU(UUECKOe MOPaKEHUE TJ1a3 U «OOIIHMN pEeBMATOUIHBINA CHHIPOMY,
XapaKTEPU3YIOMIUICS JTUXOPAJAKON, TAMUYHBIMUA PEBMATOUIHBIMH CHIMSIMU, MOJIHCE-
PO3UTOM M MOPAXKEHUEM BHYTPEHHUX OPTraHOB, YTO OOYCIOBJIEHO CUCTEMHBIM «PEB-
MaTOUJIHBIM BACKYJUTOM.
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B OonpmmHCTBE Cily4aeB KIMHUYECKYIO KapTHHY 3a00J€BaHUS OMIpEnesseT
Mopa’keHHe cycTaBoB. Hauamo 0oyie3HN MOKET OBITh MEIJICHHBIM, Majl0 3aMETHBIM C
MOSIBJICHUS] HE3HAUUTEINbHBIX 00JIEH U MPUITYXJIOCTH B KAKOM-TTMOO OJHOM CYCTaBe —
yaiie KOJEHHOM WJIM rojeHocTonHOM. CIycTs HECKOJIbKO HeZAelnb Wiu 1-2 mecsna
IIPOLIECC Pa3BUBAETCA MATOJIOTMYECKUIN MPOLIECC B APYTOM CUMMETPUYHOM CYCTaBe.
DTa CUMMETPUYHOCTh TTopaxkeHus xapakrepHa st FOPA. Kpome 6oreit u orpanuye-
HUS OJABUKHOCTH CYCTaBOB, JIETH JKaJyIOTCSl Ha 00Illee HeIOMOTaHue, cabocThb, Te-
pSIIOT B Bece, oTMeuaeTcs cyodeOpuibHas TemmepaTtypa tena u ysenudenue COD 1o
10-15 mm/yac. [Tpu OTCYTCTBUM CBOCBPEMEHHOMN TUArHOCTUKU M aJCKBATHOTO JiCue-
HUA B JTaJIbHEWIIIEM B MPOLIECC MOTYT MOCTENEHHO BOBJIEKATHCS U JPYTUE CYCTABBHI.
Takoe momocTpoe TeueHHe OOBIYHO HAOJIONACTCS Yy JeTeH crapiie 5 jeT. Y JeTei,
3a00seBIIMX B Bo3pacte 1-4 Jer, yaiie HaOJII0JaeTCsl OCTpoe Havaylo 0O0JIe3HH, CO-
MPOBOXKAAIOIIEECS JIMXOPAIKON, BBIPAKCHHBIMU apTPAITUSIMHU C BOBJICUCHHEM B
MpolLIecC cpa3y YeThIpex U 0ojee CyCTaBOB, HEPEAKO C MOPAKEHUEM MEJKHX CyCTa-
BOB KHUCTH U cTombl. Hepenko Ha GoHe NMXOpagKku OTMEYAOTCS MOJUMOP(HBIEC BbI-
CBhINIAaHUS HAa KOXKE, YBEJMUEeHHUE nepudepruyeckux JuMEPaTUIeCKuX y3JIOB, IEUCHU U
cenezeHku. Octpoe Havyano IOPA B psne ciydaeB HE CONPOBOXKAAECTCS OTUETIVBBIM
MOpakeHUEM CYCTaBOB. Beaymumu KIMHUYECKUMHU MPOSBICHUSIMU MOTYT OBITh
CTOMKAsi THTEPMUTTUPYIOLIASA JIMXOPAJIKA C IOJAbEMaMU B YTPEHHHUE YacChl, YIIOPHBIC
OJIMMOPGHBIE CHINTM U BBIPAKEHHBIE apTPAITUH, MPEUMYIIIECTBEHHO B KPYITHBIX CY-
ctaBax. [Ipm 3ToM B OOIICKJIMHUYECKOM aHAIU3€ KPOBU OTMEYACTCS BBICOKUMN
HEUTPOPUIBHBIN JTEHKOIUTO3 C MaJOYKOSIEPHBIM CABUTOM (DOPMYJIIBI KPOBHU, 3HAYH-
tenbHoe yBenuueHrne COD (10 50-60 mm/gac). OTCYTCTBUE OTUYCTIUBBIX W3MEHCHHM
B CyCTaBaxX 3HAYUTENILHO 3aTPYIHIET TUAarHOCTUKY 3a00JIE€BaHUA.

[Ipu FOPA, Takke Kak U IpU pEeBMATOMTHOM apTPUTE Y B3POCIBIX, MOTYT IO-
paxkaThCsl BCE CYCTaBbl, UMEIOIINE CUHOBHAIbHYIO 000104Ky. OIHAKO €CIu y B3pOC-
JIBIX TIAIIUEHTOB HauOoJIee YacTOM JIOKaIU3allel CUnTaeTCsl KUCTh, TO Y JeTel yaile
BCETO MmopaxkaroTcsi KosieHHbIe cycTaBbl (80-90%). KiimHu4YecKu nposSBICHUS apTpUTa
KOJIEHHOT'O CyCTaBa 3aBUCAT OT OCTPOTHI Ipoliecca U Bo3pacTta pedenka. M3BecTHo,
YTO CEpPO3HBbIE 000JIOYKU, B TOM YHCIIC U CHHOBUAJIbHBIC, Y JIETEH MEPBBIX JIET KU3HU
Oorato BackyjsipuzoBaHbl. [[0aTOMy BocmanuTenbHas peakiysi B HUX COMPOBOXKIA-
€TCSl 3HAUUTEIILHOM dKCCyAaluel, 4To 0ObsICHSAET 0oJiee BBIPAKEHHBIC SIBICHUS CH-
HOBUTA y AeTeH 10 4 JerT.

OTYyeTnMBBIM MPU3HAKOM HAJWYUs JKCCYJlaTa B KOJEHHOM CYCTaBE SIBIISECTCS
OaIIOTUPOBAaHME HAJKOJEHHUKA, a TAaKXKE BBIpAKEHHAs NPUITYXJIOCTh B 00JIacTH
BEPXHETO MOJIFOCA CYCTaBa U 3alOJHEHHE KUAKOCThIO HApY>KHOTO U BHYTPEHHETO 3a-
BOPOTOB OKOJIOCYCTaBHOM CYMKH. DKCCyJallUs B MOJIOCTh CYCTaBa BBI3bIBAET PE3KYIO
00JIe3HEHHOCTh M OIpaHWYCHHE JBMKEHHUI B HeM. PeOeHOK mpujaeT cyctaBy (pyHK-
[IMOHAJIBHOE TOJIOKEHHEe, 00ecreunBaroniee HaMMEHbIIYI0 O0JIE3HEHHOCTh — 4Yallle
BCEr0 3TO CrubaHue Mo MPSAMBIM yrJIoM. [Ipu JIMTENBHO COXPAHSIOMIMXCS 00X
ATO TIOJIOKEHHUE 3aKPEIUISETCS KOHTPAKTypaMU COOTBETCTBYIOIIMX TPYIIN MBIIII] U
IIPU OTCYTCTBUU JICUEHUS JIETU MEPECTAIOT XO/IUTh.
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[Ipu pa3BuTHU CMHOBHUTA, CHHOBHAJIbHAS 000J0YKa Ha0yXaeT, CTAHOBUTCS TH-
MEpEMHUPOBAHHON, MPOAYIUPYET OOJIBIIIE KUJKOCTH, COCTAB KOTOPOW 3HAYUTEIHLHO
OTJIMYAETCSI OT COCTaBa HOPMAJIBHOM KUAKOCTU. KUAKOCTh UMEET HU3KYIO BSI3KOCTD,
MOXET OBITh CBETJI0-COJIOMEHHOW WM MYTHO-XXEJITOU, MOBBIIIEH IIUTO3, MOTYT Ipe-
o0JnagaTh JICUKOIHUTHI, HEUTPODHIIBI, CHIDKEH OeloK. B 9TOT mepuo B 1e1sX TuarHo-
ctuku FOPA npu uccnejoBaHUM CHUHOBHAIBHOW KUIAKOCTH HEOOXOIUMO H3YUYUTh
HaJIM4YKUE ParoluToB, KpUOTIO0OYyIHHOB, PD, onpenenuTs ypoBEeHb JIM30COMAJIbHBIX
dbepMeHTOB. DTO MO3BOJISET PaHO MOCTABUTH JMATHO3 M HA3HAYUTH aJIEKBATHOE Jie-
YEHUE.

[Io mepe mporpeccupoBaHusl MPOILECCa NPOUCXOAUT MUKPOBOPCUHYATOE pa3-
pacTaHue CMHOBHAJIbHOW O0OJOYKHM B BHJIE MaHHycCa (CKOIUICHHUS TPaHYJISIMOHHON
TkaHu). OH pacnpoCTpaHseTCss Ha CYCTaBHYIO MOBEPXHOCTh M MPOHUKAET B XpSI,
BbI3BIBAsA B HEM JUCTPOPUUYECKUE U IECTPYKTUBHBIC U3MEHEHUS, YTO PEHTTE€HOJIOT -
YECKM MOXET TMPOSBIATHCS SIYEUCTOCTHIO M TMEPUAPTUKYISPHBIM OCTEOMOPO30M.
[To3xke pa3BuBaroTCs PUOPO3 Karcysbl U GUOPO3HBIE CHANKK B CycTaBe. DNU(HU3bI
KOCTEH ApO3UPYIOTCA U Pa3pylIalOTCA. ITOT MPOIECC OOBIUHO MPOrPECCUPYET U
JanpHeliee pa3Butue pudposa BeAeT K U3MEHEHUI0 KOH(PUTYpalluu CycTaBa, orpa-
HUYEHUIO €r0 MOJBWKHOCTH U K aHKHUJIO3Y.

[Ipy nopaxxeHUH KOJIEHHOTO CyCTaBa MHOIZA BO3HHMKAET MPUITYXJIOCTh B MO/JI-
KOJICHHOM SIMKE, TIPEJICTaBIIAIONIasi COOOM BOCTAIMTEIBHBIN IKCCYAaT B CYMKE UKPO-
HOKHOW MBI, IPOHUKAIONINI B HEE U3 CYCTaBHOM MOJOCTU. DTO 0Opa3oBaHUE,
Ha3bIBaeMoe KuCTOM belikepa, COMyTCTBYET NIUTEIBHOMY BBIPAKEHHOMY CHHOBUTY
U TNpU CHATUU HAIpPSHKEHUS B CaMOM CyCTaBe (HampuMep, B PE3yNIbTAaTe MyHKIIMH)
MOJKET MOBEPTaThCsi 0OPATHOMY Pa3BUTHIO.

["oneHOCTOMNHBIN CycTaB U CTOIBI Y JETEH CTPaJaroT JOBOJBHO YaCcTO, OCOOCH-
HO B JIONIKOJBbHOM Bo3pacte. Ilpunyxsiocts oOpaszyercss B 00JacTU HapyXKHOU H
BHYTPEHHEH JIOJBDKEK, a TaKXKe B MEPEIHEM MeIUalibHOM OTJese cycTaBa. Beposit-
HO, 3Ta MPUITYXJIOCTh B 3HAYUTEILHON Mepe 00yCIOBIECHA BOCTIAJICHUEM CYXOKHUIIHIA.
VY neBouek mepBbIX 3 JIET JKU3HU JIOBOJBHO YacTO TMOPAKAIOTCSA IUIFOCHEBBIC U
TIrocHe(halaHroBble CyCTaBbl. Tak)kKe MOTYT BOBJIEKAThCSl MPOKCUMaJIbHbIE Mex(pa-
nanroBele cycrtaBsl, yamie |l-111-1V manbies, koTopbie 0TeKalOT, KpacCHEIOT, UHOTIA
HAITIOMUHAIOT COCHUCKH, IBU)KEHUS B HUX OOJIC3HEHHBIC. Y JETEH 3HAUYUTEIHHO PEXKeE,
9YeM Yy B3pOCIBIX HAOIOJAIOTCS TPYObI€ MOABBIBUXM, YTO OOYCIIOBIEHO OOJIbINIEH
3JJACTUYHOCTBIO TKAHEN y JETE€U, MEHBIIEN CKIIOHHOCTBIO K JIECTPYKTUBHBIM U CKJIE-
POTHYECKHUM MPOLIECCAM.

[TopaxkeHue JIy4e3arsiCTHbIX CYyCTaBOB U CYCTaBOB KMCTEH MO YaCTOTE 3aHUMa-
eT TpeThe MecTo y aeteit ¢ FOPA. Buavasie B 001acTH ThUTHHOM TTOBEPXHOCTH JTyde-
3aMsICTHOTO CyCTaBa MOSIBIISIETCS «TECTOBATOCTHY MM OYEPUEHHBIM «OyTrOpOK», UTO
CKOpee BCero 00yCJIOBJIEHO TECHOCMHOBUTAMHM MTPOXOISIINX 3/1€Ch MBI CrudaTesieit
U pasrubOateneil. J[BuxkeHUs B CcycTaBe orpaHuueHbl M Ooje3HeHHBI. [locteneHHo
KHCTh OTKJIOHSIETCS KHAPYKH, GOPMHUPYETCS TaK Ha3bIiBaeMasl yJbHApHAsl ICBUAIIMS.

Yamie Bcero mopaxaroTcst msctHo-¢pananroseie cycrassl |1-1V nmansues. Kiu-
HUYECKH BOCIAJIEHHE MSICTHO-(aJaHTOBBIX CYCTABOB XapaKTEPU3YETCS MX IMPHUITYX-
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JIOCTBIO KaK C ThUIbHOM, TaK U C JIAJIOHHOW CTOPOHBI KUCTU. C THUILHON CTOPOHBI CY-
CTaBbl HEPEJIKO TMIIEPEMUPOBAHBL, & B MOCIEAYIOIIEM TUTMEHTHPOBaHbI. Halie Bcero
OJTHOBPEMEHHO MOPaXaroTCsl M MPOKCUMaJbHbIE MeX(aTaHTOBbIE CYCTaBbl ITUX K€
najpueB. OHU TNPUITYXarT, KPacHET, MPUOOPETAlOT BepeTeHooOpaszHyo (opmy,
PE3KO OTPaHUUMBAIOTCS JBIKEHUS B HUX. PeOCHOK HE MOXET coOpaTh KHCTh B KY-
JIaK, TaK KaK Pe3Ko 3aTpyJAHEHO MaKCUMaJIbHOE CTHOaHNe U pa3rubaHue NaibleB.

BoBnedenue B mporecc CycTaBOB LIEWHOrO OTHAENIa MO3BOHOYHHUKA SIBIISIETCS
OJIHUM M3 HauOoJyiee paHHUX W 4acThiX nposineHud FOPA. Jletu xamyrorcs Ha 6o-
JIE3HEHHOCTh UM OTPAaHUYECHHE JBM)KCHUN B IIEHHOM OTJIENIC€ NMO3BOHOYHHMKA, T'OJIOBA
NPUHUMAET BBIHYXKJICHHOE IOJIOKEHUE — HAKJIOHEHa BIepena wid BOOK. PanHee Bo-
BJICUCHHE B MPOIIECC CYCTAaBOB IIIEU MPU JJIUTEITLHOM TEUCHHH 3a00JIEBAHUSI MOKET
IPUBECTH K 3HAYUTEIIBHOMY OIPAHUYECHUIO €€ MOJBHKHOCTH M Pa3BUTHUIO TaK HA3bl-
BA€MOM BOJYBEH II€H, KOTJa MOBOPOTHI I'OJOBBI BO3MOKHBI TOJBKO BMECTE C TYJIO-
BHILEM.

JlokTeBOU CcycTaB BOBJIEKAETCSA B MPOIECC MPU MOJTHAPTUKYISIPHON dopme 3a-
OoneBanud. [Ipyn HaIMYUKM 3KCCYTaTUBHOTO KOMIIOHEHTA JIOKTEBOM CyCTaB yBEIUYH-
BaeTCsl B 00beMe, CTAHOBUTCS PE3KO 00JIE3HEHHBIM. BypCUThI B 3TOI 00J1aCTH HEPEI-
KO HOCAT YIOPHBIN, pEUUIUBUPYIOIINI XapaKTep U MJI0XO0 MOJAAIOTCS KOHCEpBAaTHB-
HoM Tepanuu. Hepenko y manueHTOB KajloObl U BHEIIHUE U3MEHEHUSI OTCYTCTBYIOT,
HO TOSIBJISIIOTCS] TMPU3HAKK HapylIeHUs (YHKIMK B BUJE OTPAHUYCHHUS CTHOAHUS U
pa3ru0aHusi, HHOI/1a 3HAYUTENIBHOE.

Tazo00enpeHHbIil cycTaB BO BceX MEpHOAaxX AETCKOTO BO3pacTa CTpajaeT 3Ha-
YUTEJBHO Yallle, YeM Y B3pOCibIX. BO3MOXKHO, 3TO 00BSCHAETCS 00JIee BHIPAKEHHOU
CKJIOHHOCTBIO K DKCCYJIATUBHBIM MPOSBICHUSIM y nereil. HecMoTps Ha HeOObIION
IPOLEHT CHHOBUAJIBHON TKaHU B Ta300€IpEHHOM CyCTaBe, apTPUT MPOSIBISIETCS BbI-
paXEHHBIM OOJIEBBIM CHHIPOMOM Pa3IU4YHON CTENEHH MHTEHCUBHOCTH. boib oTme-
4aeTcs B MaxXOBOM, peke B ATOAMYHOM 00JIaCTH, COMPOBOXKIAETCS XPOMOTOM WIIH
ITOJTHOW NOTEPEN BO3MOKHOCTH XOJWTh. PE3K0O HapylmaroTcs OTBEAEHUE, pOTAlUs U
apyrue GyHKUIUU CyCcTaBa.

[InedeBoii cycTaB BOBJEKAaeTCA B MPOLIECC HEYACTO, MPEUMYILIECTBEHHO Y Jie-
BOYEK, CTPAJIAI0IIUX TeHEPpAIM30BaHHOU (opmMoii 3a0oeBanus. [Ipu 7 ToM BO3HUKAET
PUIYXJIOCTh B TEpeAHeNaTepaibHON 00yiacTu TIeda, 00yCIIOBIIGHHAs CyOaKpoOMu-
aJIbHBIM OypcuToM. [IBukeHUs B cycTaBe O0JI€3HEHHBI U OTPaHUYECHHBI.

[TopaxeHHe 4YeIOCTHO-BUCOYHOIO CyCTaBa JOBOJBHO TUIMYHO s HOPA,
ocobenHo npu cunapome Ctuia. Jletn xanyroTcs Ha 00U pU JKEBaHUU, UHOTA C
UppaJuanrend B yxo, OrpaHU4YeHNE OTKpbIBaHUS pTa. B paHHeM Bo3pacTe 3To 3amen-
JSIET POCT HIDKHEH YeNIOCTH, B pe3yJibTaTe Yero pa3BUBAeTCs TUIHWYHas aedopma-
LY JTULA C IPOTHATHU3MOM, COXPAHSIOIIUMCS Ha BCIO JKU3Hb.

['pyAMHO-KIIIOUMYHBIN CycTaB mopaxaeTcsi peako. [Ipumyxsiocts u 0ose3HeH-
HOCTb B 9TOM 00JIaCTH MaJlo BJIMSIOT Ha (PYHKIIMIO CyCTaBa.

XapakrtepHo 111 FOPA Hanuume peBMaToUIHBIX y3eiaKoB. OHU OOBIUHO JIOKA-
JU3YIOTCS MO XOJy CYXOXKHJIMW, Oypc B 00JIACTU JIOKTEBBIX, KOJEHHBIX U T'OJIEHO-
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CTOITHBIX CYCTaBOB. ¥Y3€JIKH, KaK MMPaBUJIO, IUIOTHBIE, TOJIBUXKHBIE, 00JIE3HEHHBIE PU
naneranuu. [1o mepe ctuxanus ocTporo npouecca OHA UCYE3ak0T.

Bognieuenue B mporecc BHyTPEHHUX OpraHoB y nanueHToB ¢ FOPA Bceraa ro-
BOPHUT O TSDKEJIOM MMMYHHOM BOCHAJIEHHUH, T.€. O T€HEPAIU30BAHHBIX MPOSIBICHUSIX
PEBMATOMIHOTO CUCTEMHOTO BACKYJIUTA, KOTOPBIA COMPOBOKIAETCS BBICOKOM KJIU-
HUKO-UMMYHOJIOTHYECKON aKTUBHOCThIO. Yamie mopakaercsi cepaeyHO-COCYIHUCTast
cucrema. [1o maHHBIM pa3HBIX aBTOPOB, YacToTa nopaxeHus cepaua npu FOPA co-
cTaBisAeT 25-75%. B 3HaUMTENbHON CTENEHU XAapaKTEP CEPACUYHO-COCYAUCTON MaTo-
joruu onpenensiercss ocooeHHoctsimu Teuenust FOPA, B Tom uucne u ¢popmoit 3a00-
neBanus. Hanbosee yacTo M3MeHEHUsI CO CTOPOHBI Cep/illa HAOII0AAI0TCA Y JIeTeH C
OCTpBIM HauajoM 3a00JI€BaHUs B COUYECTAHUU C IPYTMUMU BHECYCTAaBHBIMU M3MEHEHU-
SMH, TAKUMH KaK JIMXOPAJKa, ChIllb, JUM(DAJICHONATHSA, TenaTo/CriicHoMeranus. Y
TAaKHX MALMEHTOB MOXXET PAa3BUTHCS KIMHUYECKas KapTUHA MUOKAPIUTA, OOBIYHO C
TOPNUIHBIM TeueHHeM. KIIMHUYecKkH y MmanueHTa MOSBISIIOTCA IMAHO3 T'y0, U aKkpo-
LIMaHO3, TaXU-, peKe OpaauKapIvs, yBeIUUEHUE Pa3MEPOB CEP/ILIA, IPUTITYILIEHHOCTh
TOHOB, MSITKUM CUCTOJIMYECKUI 1IyM Ha BEpXylIke. Pe3ynbTaThl HHCTPYMEHTAIBHBIX
METO/IOB MCCIEAOBAHMS MOATBEPKIAIOT KIMHUYECKUI HarHo3 Muokapaura. B Ts-
KEJBIX CIydasx MOSIBISIIOTCA NMPU3HAKH HApYLIEHUS KPOBOOOpPAIICHHMS: MOSBIIAECTCS
[ACTO3HOCTH I'OJICHEH, YBEIMYHUBAECTCS II€UYEHb. B Mponecc MoryT BOBJIEKATHCS 3H]I0-
KapJ ¥ IepUKap, 4yTo TpedyeT npoeacHus auddepenuaibHoi nuarnoctuku KOPA
C BO3MOXHBIM €TI0 COYETAHUEM C PEBMATU3MOM.

Jlerkue BOBIIEKAIOTCS B MpoOLECC peliko. YacToTa ux Mo JaHHBIM Pa3HbIX aBTO-
poB koznebiaercs ot 4 10 6% y MaMeHToB ¢ CUCTeMHbIMH (hopmamMu. OOBIYHO 3TO
MPOSIBJISIETCS] THEBMOHUTOM U (WJTH) MaJIOCUMITOMHBIM TIJIEBPUTOM, YTO B MOCIEY-
IOLIEM XapaKTepHu3yercss oOpa3oBaHUEM IUJIEBPAJbHBIX craek. bonee penko y aerei
BCTPEYAETCS] MHTEPCTUIUAIBHBIA JIErOUHbIA (uOpo3 ¢ OeqHbIMU (PU3UKAIbHBIMU
JAHHBIMHM — JKECTKOE JIbIXaHHE, pacCesHHbIE CyXue Xpumbl. B ciydyae mporpeccupo-
BaHUS ¢ (POPMHUPOBAHUEM OUYAroBOro Wi AUG(PY3HOTO MHEBMOCKIIEPO3a y MalUEeH-
TOB HapacTaeT OJbIIlIKa, HApyIIaeTCs JeroyHasi BEHTUISIUUS CO CHUKEHUEM rnepdy-
3UM KUCJIOPOJA, PEHTICHOJOTMYECKH OTMeYaeTcsl 3M(u3emMa JIETKHX, MOCTENeHHO
MOSABJISIFOTCS. CHMIITOMBI «JIETOYHOTO cepaa». 1o mepe pa3BuTus opraHHoON maTomno-
MU U3MEHEHMSI B CyCTaBaxX OTCTYIAIOT HAa BTOPOW IUIaH, a JIETOYHO-CEPACUYHBIE U3-
MEHEHUS HEYKJIOHHO ITPOrPECCUPYIOT.

['enaTocniieHOMeranus O4eHb YacTO COMPOBOK/IAET CUCTEMHBIE BAPUAHTHI TE-
yenust FOPA. Crnmenomeranus 0ObIYHO Yallle BBISABISICTCS] B TIEPBBIC TOBI OOJIE3HU U
KOPPEIUPYET CO CTENEHbIO 00IIEeH aKTUBHOCTH Mpoliecca. B ciaydyae 6onee nmurens-
HO COXpaHsoIIeics crimeHomeranuu (6onee 1,5-2 ner mociie Hadana OOJIE3HU) ITO
CJIeyeT paclieHUBaTh KakK TMPU3HAK aMWIOWAHOW WMH(uibTparuu. ['emaromeranws
BCErJla pacCMaTPUBAETCS KaK OAWH U3 MEpBbIX NMpU3HAKOB cucteMHocTu FOPA y ne-
Tell. [leyeHb yMeHbIIaeTCs mapayuiesIbHO CHUKEHUIO aKTUBHOCTH nporecca. Croiikas
rernaToMerajgusi mpu OTCYTCTBUM APYIMX MPU3HAKOB CUCTEMHOCTH TpeOyeT HCKIIIO-
YEHUS! BEPOATHOCTHU BIIUSHUS TE€pAlUH, a B HEKOTOPBIX CIIy4asiX U MEpecMOTpa Oc-
HOBHOTO JIMarHO3a.
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OnnuM u3 HauboJee HEOJArONPUITHBIX Y JIETEH CleyeT cCunTaTh BapHaHT Te-
yerust FOPA ¢ BoBneueHnueM B mporuecc mouek. [1o qanHbIM MOp(doIOruuecKkux muc-
CJIETIOBAaHUM MOYKHO BBIJICIUTH TPU THUIA MOPAKEHHS] MOYEK — TIIOMEPYIOHEDPHT,
MHTEPCTUIIUANBHBIN HEQPUT U aMHJIONI03, KOTOPBIM SIBJsieTCsT HanOoJiee YacThiM U
rpo3HbIM ociiokHeHHeM FOPA u cTOMT Ha mepBOM MeCTe Cpeu NMPUUYHUH JIETAIBHOIO
ucxoja 3aboneBanus. Crneyer OTMETUTh, YTO BACKYJIHMT B COCyAaxX MOYeK HEeoOXo-
muMo auddepeHupoBaTh € MEPCUCTUPYIONIEH TemaTypuell W NpoTeMHypued Ha
¢dboHEe TPOBOUMOM Teparnuu, MOCKOJIbKY MHOTHE TIPernapaThl U3 TPYNIbl «0a3UCHBIX
00Ja1at0T HEPPOTOKCUYHOCTHIO. DTO OOJIBIIMHCTBO HECTEPOUIHBIX MPOTUBOBOCIIA-
JUTEIBHBIX TPENapaToB, METOTPEKCAT, HUKIOCIIOPUH U Jp. Hepenko mpu mporpec-
CUPOBAHHUM TPOLIECCa U PA3BUTUU TEHEPATM30BAHHOTO OCTEONOPO3a C OBICTPOU MO-
Tepel MUHEPAJIBHOW IJIOTHOCTU KOCTEW HJIET MOBBIIICHHOE BBIBEJACHUE COJIEN Kallb-
LM C MOYOH, YTO TaKkE COMPOBOXKJIAETCSA MO0 U30JIMPOBAHHOM remMaTrypuel, 1mbo
€€ COYETaHHUEM C JIPYTMMU MPU3HAKAMU MOYEBOro cuHapoma. Hanbosiee ceppe3Hol B
MIPOTHOCTUYECKOM OTHOIIECHHH SBIISIETCS MPOTEUHYPHUS, OCOOEHHO MPHU OTCYTCTBHHU
SPUTPOLIUTOB U JIEUKOLMTOB B MOUEBOM OCaJIKe. bynyun ake MUHUMAIIbHON U He-
CTOMKOW, POTENHYPHUS MOKET YKa3bIBaTh Ha HAYAJIO PAa3BUTUS BTOPUYHOIO aMUJIOU-
103a.

TsKensIM U HE COBCEM SICHBIM 110 CBOeW npupoae cuutaercs BapuadT IOPA c
BOBJICYEHHUEM B IIPOLIECC OPraHOB 3peHusd. ['1a3a HEpeaKO BOBJIEKAIOTCA B IIATOJIOTU-
yeckuid mpouecc npu FOPA. Oty nokanuzanuio peBMAaTOMIHOTO BOCIIAJIICHUS CBSI3bI-
BalOT ¢ 3MOPHOHAJIBHBIM POJCTBOM TKAHEW CYyCTaBOB M COCYAMCTOIO TpakTa IJias,
UMEIOIINX 00Illee ME3CHXUMAJIbHOE POUCX0KIeHUE. TUITMYHBIM MIPU3HAKOM 00J1e3-
HU Yy JIETEH SIBJISETCS XPOHUYECKUN YBEUT, XapaKTEePHBIN ISl IEBOYEK, 3a00JICBIINX
qauie B paHHEM WIM JOLIKOJIBHOM BO3pacTe. Y HHUX HEPEIKO BBIABIISETCS IOJIOKHU-
TENBbHBIA aHTHHYKJICApHbIH QakTop (AH®D). B psne ciyyaeB BOCHAIUTENBHBIA MPO-
LIECC MOKET PACHPOCTPAHATHCSA HA PANYKKY U HA PECHUYHOE TENO, IPUBOJS K Pa3BH-
TUIO0 upuaonukiInTa. Hauano nponecca, kak npaBuiio, 0€CCUMITOMHOE U JIMILb HEKO-
TOpBIE JIETH MOTYT KaJOBaThCsl Ha JIETKYIO 00Jb B rja3y, TUIEPEMHUIO, TOBBIIICHHYIO
CBETOYYBCTBUTEINBHOCTh U HapyILIEHUE 3peHUs. Hepenko yBEUT MOXKET 3a HECKOJIBKO
JIET MpeIecTBOBaTh apTpury. Yamie Habmonaerca IByCTOPOHHUN yBeuT. Ero mpo-
IPECCUPOBAHUE MOXKET MPUBECTU K CIUIIAHUIO PATYKKH C XPYCTAIUKOM U K ITOJTHOU
notepe 3penus. Y nereit ¢ FOPA Bo3MokHO pa3BuTHEe MO3AHUX O(TaTbMONaTHH, K
KOTOPBIM OTHOCSITCS JICHTOBUIHASI KEPATONATHsl, BTOPUYHAS KaTapakTa U riiayKoma.

[Topaxenue Ml Habmoaaercs y 70-75% nereit ¢ FOPA. Meieunsie atpo-
¢uu, Kak TpaBUIIO, BTOPUYHBI M CBSI3aHBI C HApyIIeHHEM (QYHKIWUA CYCTaBOB.
HaunbGonee otuernmBa aTpodusi MBI IPOKCUMalbHEe O0IBHOTO CycTaBa U 0COOCH-
HO BBIpAKEHA NPU TI'E€HEPAIM30BAHHOM IIPOLIECCE CO 3HAYMTEIBHBIM CHUKEHHUEM
(YyHKUIMOHATBHOU CIIOCOOHOCTH CYCTaBOB M MPHU HAJIMYMU MBIIIIEUHBIX KOHTPAKTYD.

Bce npuBenennsie npusHaku KOPA y G0JIbHBIX JieTel B TOW WJIM MHOM CTENeHU
COUETAIOTCSI MEX]Y COOOIA.
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®opmbl 1 BapuaHThl Tedennus FOPA

Cucremnas ¢opma cocrtapisieT 4-17% Bcex ciaydaeB FOPA. Mosxer HabIio0-
JaThCS B JTIOOOM BO3pacTe, HECKOJIBKO Halle y neren 2-6-metnero Bo3pacta. Mopdo-
JIOTUYECKH TPEACTABISIET COOOM CHCTEMHBIM BacCKYJIUT, C MOJHUCEPO3UTOM M BbIpa-
KEHHBIMH OpraHHbIMU MopaxkeHussMu. /[narnos cucremuoro FOPA ycranaBnuBaercs
[IPY HAJIMYUHU APTPUTA, COMPOBOKAAIOLIETOCS JIMXOPAIKOW WM € IIPEAIIECTBYIOIIEH
JMXOPAJKON B T€UEHHE 2 HENEIb B COUETAHUM C JByMs Win Oosiee MpU3HAKAMH —
IPEXOSAIINE, HECTOMKNAE YPUTEMATO3HBIE BBICBHIIAHUS, CEPO3UT, I'€HEpPATU30BaHHAsS
nudaneHonaTys, rematoMeranus u/wim cruieHomeranus. [lpu cuctemHoi (opme
FOPA nmeroTcsi 0co0OEHHOCTH CYyCTaBHOTO CHHApOMa. YacTo CycTaBHOM CHUHIPOM I10-
ABJISIETCS. B TO K€ BPEMS, YTO M BHECYCTaBHbIE MposiBiIeHUA. OJHAKO BO3MOXHO OT-
CPOYEHHOE TOSABJIEHUE CYCTaBHOT'O CUHAPOMA C MPEBaJIMPOBaHUEM B J1e0r0TE 3a00I1€e-
BAaHMSI JIMXOPAJKH, ChIIU, TUM(paJeHONATHH, T€NaTOCIIICHOMETaINH, OJUCEPO3UTA.
MHoroo0pa3ue KIMHHYECKUX CHUMIITOMOB HEPEJIKO BBI3BIBAET CIOKHOCTH B JIMArHO-
ctuke cucteMHor (popmel FOPA 1 B BEIOOpE paBUIIbHOW TaKTUKHU JieueHus. Cienyer
muddepenunpoBaTh cucteMuyto popmy FOPA c¢ cencrucoM, 310KkauyecTBEHHBIMU HO-
BOOOpa3zoBaHusIMU, NUPDY3HBIMU OOJIE3HSIMU COCIUHUTEIBHOW TKaHU. B cooTBeT-
CTBUU C MPUHATOMN KiaccuduKkalueil B coctaBe cucteMHoil popmel FOPA Beiensitor
aJUIEPrOCENTUYECKUNA BapyuaHT U BapuaHT CTuiuia.

Cucmemnas popma FOPA ¢ oepanuuennbiM CycmasHbiM CUHOPOMOM (allepo-
cenmuuecKkutl CUuHOpom u annepeocencuc Bucciepa-Dankonu) KIAHAIECKU MTPOSBIIS-
€TCsl BBICOKOW YTOPHOM JUXOPaJKOH, MOIUMOP(PHBIMUA AJJIEPTUYECKUMH ChIMSIMH,
auMdazeHonaTHEN, OTCPOYEHHBIM CYCTaBHBIM CHHJPOMOM (OT HECKOJBKHUX HEIEIb
710 HECKOJIbKMX MECSIIEB U JIaXke JIET), 3HAYUTENIbHBIM HEUTPODUIbHBIM JEUKOLUTO-
30M 1 noseimieHneM COD.

s aroit popmel FOPA cBOICTBEH 0COOBIN XapaKTep JHMXOPAIKH — OOBIYHO
OHa TMOSBJSETCA B paHHUE YTPEHHHUE 4Yachl, HAYMHAs C 5-6 4acoB, MOCIE€ CHIBHOIO
03H00a. [IpogoKUTENBHOCTD JTUXOPAJTKH MOXKET COCTABIATh 3-4 yaca, 3aTeM HacCTy-
MaeT TeKTUYECKOE MaJICHUE TEMIIepaTyphbl TeJa, COMPOBOXK/IAOIIEECsS MPOJMBHBIMU
notamu. Hauano nuxopaaku 4acTo COBMAIAET C MOSIBICHUEM KOKHBIX BBICHIITAHUM.

Chlnb, KaK MPaBUIIO, MSATHUCTASE WM MSTHUCTO-TIAIYJIE3HAs, HE COMPOBOXK/IA-
€TCs 3yI0M, KOPPEIUPYET MO IPKOCTH U PACIPOCTPAHEHHOCTHU C TEMIIEpATypoOH Tena,
HE CTOMKas, MOSABIISIETCS U MCUYE3A€T B TEUYEHUE KOPOTKOTO BPEMEHH, JIOKAJIU3YETCS
NPEUMYILECTBEHHO B 00JIACTH CyCTaBOB, Ha JIMIIE, HA OOKOBBIX MOBEPXHOCTSX TYJO-
BUIIA, ATOJUIAX U KOHEYHOCTSIX, MOKET ObITh YPTUKAPHOU WM Ja)Ke reMopparude-
CKOM. XapaKTepHa TAKKE THIEPECTE3US KOKHU.

[TopaykeHrne CycTaBOB MOXET Pa3BUTHCA YEPE3 HECKOIBKO MECSLIEB WA JAXE
JeT mocie 1e0rTa CUCTEMHOTO BaCKyJIUTa U MPOTEKAET MO TUITy ojauroaprputa. Kak
paBuiIo, B MPOLIECC BOBJIEKAIOTCS KPYIHBbIE CYyCTaBbl (KOJICHHBIE, Ta300€ApEHHEBIE),
peXke TOoJICHOCTONHbIE U OYEHb PEIKO CYCTaBbl KHCTEH U cTom. J[OBOIBHO OBICTPO
Pa3BUBAIOTCS I€CTPYKTUBHBIE U3BMEHEHUS — PA3BOJIOKHEHHUE XPAIla, KOCTHBIE 3PO3UH,
IPUYEM 3TOT Ipoliecc OBICTPO MPOTPECCUPYET, MPUBOAS K 3HAUYUTEILHOMY pa3pyliie-
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HUIO. Y psia MalMeHTOB, HECMOTPSl HAa aKTUBHBIN, HENPEPHIBHO PELIMIUBUPYIOLINN
XapakTep 3a00J€BaHus, CTPYKTYPHBIX U3BMEHEHHI B CyCTaBaX HE OTMEYAETCS.

C camoro Hauazna Ooyie3HH HaOIIOAAETCA BBHICOKUH JIeWKonTO3 A0 30-50 ThI-
CS1Y JICHKOIIMTOB, HEUTPOPUILIE3 ¢ MATOUYKOSIIEPHBIM cABUTOM 10 25-30%, uHoraa 1o
MuenonuTos, noseimenrne COD go 50-80 mm/gac. OT™MeUaeTcs 3HAYUTEILHO MTOBEI-
menue CPb u ummyHorno6ynuHoB (ocooeHHo 1gG) B CBIBOPOTKE KPOBH.

W3 BucliepaiIbHBIX MOPaKEHUI JOBOJBHO YAaCcTO Pa3BUBAETCS MHO- U MHOIIE-
PUKApJIUT, KOTOPBIM 3HAUUTEIHHO YTSDKENseT TeueHue 3aboseBanud. [lopaxeHue
JIETKUX TMpOTeKaeT B (hopMe MHEBMOHUTA WIH TUIEBPOITHEBMOHUTA, C YYBCTBOM He-
XBaTKH BO3/yXa U HEMPOIYKTUBHBIM KaljieM. Bo3MOKHO pa3BUTHE CEpO3HOr0 NEpu-
TOHHUTA C MPUCTYNOOOPA3HBIMU OOJISIMU B )KHBOTE.

Teuenue 3a0oneBanust ObicTporporpeccupytomiee. Y 10-12% nanueHtoB ¢op-
MUpYETCsl BTOPUYHBIN amMuiionao3(yanie novek).llpu mo3gHeil quarHoctuke W He-
aZiekBaTHOM Tepanuu 3TOT BapuaHT FOPA nmaet GOJbIION MPOLEHT WHBAJIMAU3ALNU
MalKEHTOB.

B ciywae, korma aineprocenTUYECKMid CHHIPOM NpPOTEKAaeT 0e3 MOopaKeHHs
CyCTaBOB, MOHO TOBOpUThH 0 Oosne3nu Buccnepa-dankonu 6e3 TpaHcpopMalnuu B
IOPA.

[Ipu cucremuoM FOPA wacto pa3BuBaeTCs BACKYJUT: JIAJAOHHBIA U (MJIM) TO-
JIOIIBEHHBIN KAMWLISIPUT, JTOKAJIbHbIE aHTHOHEBPOTUYECKUE OTEKH, Yallle B 00JIacTH
KHCTEHN, MAaHOTUYHASA OKPACKa U MPaMOPHOCTb KOXHU U JUCTAIBHBIX OTHEIIOB HUXK-
HUX U BEPXHUX KOHEUYHOCTEN.

Cucmemnasn ¢oopma ¢ nonmuapmpumom (curnopom Cmuiia) 4acTo uMeeT ObICT-
PONPOTpECCUPYIOIIEE TEYEHUE C BOBJIICUEHUEM B IPOLECC HECKOJIBKUX TPYIII CyCTa-
BOB. B murteparype Takoit Bapuant TeueHus IOPA oObr4HO Ha3bIBarOT 0O0JIE3HBIO
Crunna, B 4ecTh OPUTAHCKOTO NIEANATPa, BIIEPBHIE onKcaBliero ero B 1897r. V nereit
¢ 3TuM BapuaHToM TeueHust FOPA noctatouno ObicTpo (duepe3 2-4 roaa) pa3BUBAIOT-
Csl CTOMKHE KOHTPAKTYphl U aHKUJIO3UPOBAHKUE CycTaBOB. OOBIYHO AUArHO3 CTABUTCSA
M0 KJIMHUYECKUM MpOosiBIIeHUAM Ooiie3Hu. [loauapTpuT ¢ nepBbIX JHEN 3a00J€BaHUs
ABJISIETCSI OJHUM M3 BEAYUIMX CUMIITOMOB. B mporiecc BOBIIEKAlOTCA KaK KpPYIHBIE,
TaK 1 MEJIKUE CYyCTaBbl, B TOM YUCJIE MEJIKUE CYCTaBbl KUCTEW U cTON. TUIMUYHBIM SB-
JI€TCS BOBJICYEHHE IIEHHOTO OTHENa IMO3BOHOYHUKA M BUCOYHO-HHUKHEUYEITFOCTHBIX
CYCTaBOB. CYCTaBbl, KaK MpPaBHJIO, MPHUIYXIIHE, PE3KO OOJIE3HEHHbIE, B HUX MOTYT
OBICTPO pa3BUTHCS 0OJIEBbIE KOHTPAKTYPHI. B0JIb U KOHTPAKTYpbl IPUBOJAT K MOTEPE
(YHKIIMH ¥ BBIHYKJICHHOMY MOJIOKEHHUIO MOPAKEHHOT'O CyCTaBa Mo/ OMpPeIeICHHBIM
YIJIOM, B p€3YyJIbTaTe YETo JAETH TEPSIOT MOABUKHOCT.

Jlist atoro Bapuanta FOPA xapakTtepna nuxopazka, damie (peOpuibHas, KOTO-
pas mpojoiikaerca He 6osee 3-4 Heaenb. [lo Mepe mporpeccupoBaHusi CyCTaBHOTO
CUHApPOMA JINXOPAJKa CHIXKAETCS, HO MOTYT COXPAHATHCS OTHEIbHBIE TObEMBI TEM-
nepaTrypbl, COMPOBOXKAAIOUIMECS KOXHBIMU BbICHITAHUSAMU. ChbIllb Yalle MEJKOTO-
YeyHasi, HAIOMUHAET CKapJIATUHO3HYIO, peXe KOPErnoAOOHYI0 M MCYE3aeT BMECTE C
JIUXOPATKOM.
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VY nereit ObICTpO pa3zBuBaeTcs obmas auctpodus. OTMedaoTCs yBEIUYECHHBIE
nepudepudeckue TMMQPOY3ibl, UHOTAA JOCTUTAIOIIUE Pa3MEPOB JIECHOTO Opexa, 0Co-
OCHHO B MOAMBIIICYHBIX U MAaXOBBIX 00JIACTAX. YBEIMUMBAIOTCA B pa3Mepax MeueHb
u ceneszeHka. Y 75% nereit pazBuBaeTcs MUOKapAuT, 10 20% ciaydaeB conpoBOKIa-
€TCsl IePUKAPIUTOM, KOTOPBII MpOTEeKaeT 0€3 3HAUUTEIHLHOTO BBINOTA B MOJOCTH Iie-
pukapaa. [Ipu stoit popme 3abosieBaHMsI HanboJiee YacTO Pa3BUBACTCA BTOPUYHBIMN
aMUJIOU]I03 C MPEUMYIIECTBEHHBIM MOpakKeHUeM TNouek. TedeHue 3a00JieBaHUs, KakK
npaBuiio, OBICTPO Mporpeccupymoliee. Yxe Ha 2-3 roay 00JIe3HM MOTYT pa3BUTHCA
JNECTPYKTUBHBIE U3MEHEHUS XPsIla, KOCTHBIE 3PO3UH, B OTJACIBHBIX CIIy4asiX - aHKU-
JI03bI MEJIKMX KOCTEH 3aIsICThs, ONPEe/sieMble PEHTI€HOJIOTUYECKHU.

Cpenu nabopaTopHBIX MOKa3aTesield XapaKTepHbIM SIBJISETCS PE3KO MOBBIIICH-
Hast COD (60 mm/4 1 6oJee), TOBBIIIEHHUE BCEX KJIACCOB UMMYHOIIO0YIMHOB (00JIb-
me 1gG), yBemuuenue CPB. beicTpo HapactaeT anemusi, TpOMOOITMTO3, OTMEYACTCS
CKJIOHHOCTb K JIEHKOTIEHUH, YEM K JICUKOLIUTO3Y.

VY OoNbIIMHCTBA MAMEHTOB 3HAYUTENIBHO YBEIUYEH YPOBEHb LUPKYJIHUPYIO-
X UMMYHHBIX KoMiuiekcoB (IIMK) u pe3ko cHmkeH ypoBeHb KoMIUieMeHTa. Yarie
Bcrpevarorcs LK tuna «IgG- antu- IgG», Ho MoryT BeisiBiAThes U LIUK, B cocrase
KOTOPBIX OOHApYXUBAIOTCS KPUONPELUNIUTUPYIOUIUE aHTUTeNna kiaccoB IgG, IgM u
antu-/IHK-anturena. MUK unmeroT cnocoOHOCTh OTKIAIbIBAaTHCS B COCYJIUCTOU
CTEHKE, BbI3bIBasi TaM KMMYHHOE BOCHAJICHUE, YTO MPUBOJIUT K HAPYLIECHUIO IIPUCTE-
HOYHO-TPOMOOLIUTAPHOIO U TE€MOKOATYJISILIMOHHOTO 3BEHBEB FEMOCTa3a. JTO BEAET K
CEpPBhE3HBIM HAPYILICHUSIM MHUKPOLMPKYISIUU, yrpoxas pasButueMm J[BC-cunapoma
(CMHAPOM aKTUBAIMK MaKpo(aroB), YTO 3HAUUTEIHHO YTSKEISIET TeUeHUe 00JIe3HU U
3aTPyAHSIET JICYEHUE 3TUX NALMEHTOB.

Ocnoxnenus IOPA ¢ cucteMHbIM Hauanom:

- CepieuHO-JIEroYHasl HEJOCTATOYHOCTb.

- AMuiion103 (aMUJIOM] OTKJIAIbIBAE€TCA B CTEHKAX COCYAOB, B MOYKAaX, Neye-
HU, MUOKap/€, KUILIEYHUKE).

- 3agepkka pocta (0COOEHHO BBIpaKEHA MPHU Haudalie 3a00JI€BaHUS B paHHEM
JI€TCKOM BO3pacTe U MOJUAPTUKYJISIPHOM CyCTaBHOM CHHJIPOME).

- Undeknmonnble ocnoxxHeHus (OakTepuaabHBIM CENCUC, TeHEepaIn30BaHHAS
BUpYyCHast HHMEKIIHS).

- Cungpom aktuBanuu wmakpodaroB (MAS-cunapoMm, reMmodaromuTapHbIi
CHUHJIPOM).

CHUHIIpOM aKTUBAIIMM MakpodaroB MOXET Pa3BUTHCS Ha JIFOOOW cTamuu 3a00-
neBanus cucteMHbIM FOPA. Tpurrepusim ¢GakTopoM sSBISIETCS MPUCOSANHEHHUE OaK-
TepuanibHOU, BupycHou (LIMB, repmerudeckoit u mp.) uHpexuu, a TakKe JeKap-
CTBEHHBIE TpenapaThbl, TAKME KaK HECTEPOUAHBIC MPOTUBOBOCHAIUTEIbHbBIC JIEKAp-
CTBEHHBIE CPEJACTBA, CyJib(pacanasuH, COIM 30J10Ta. DTOT CUHAPOM BBI3bIBAETCS AK-
TUBalMen u nponudepanneid makpodaroB u T-TuMPOUUTOB U ABISETCA CIEICTBHEM
JUTUTEILHON MPOAYKIIMUA ITUTOKUHOB aKTUBUPOBAHHBIMHU T-TUM@OIIUTAMU U MaKpO-
daramu. B kocTHOM MoO3re akTUBUpOBaHHBIE Makpodaru (HaroruTUPYIOT TeMOIO0d-
TUYECKUE KJIETKU, YTO BEJET K OBICTPOPA3BUBAIONICICS LUTONEHUU. AKTUBUPOBAH-
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Hble Makpodaru HHOUIBTPUPYIOT TAKKE PA3TUIHBIC OPTaHbl U TKAHH, YTO MPUBOIUT
K Pa3BUTHIO MACCUBHOI'O BOCHIAJIUTEIBHOTO OTBETA.

KnuHanueckast kapTuHa MPOSIBISETCS B OBICTPOHAPACTAIONIEM YXYIIMIEHUN CO-
CTOSIHUSI MALMEHTA, COMPOBOXKAAETCS TEKTUYECKON JTMXOPAAKOWU, TOJTUOPraHHON He-
JNOCTATOYHOCTBIO, TEMOPPArnyeCcKON ChIIbI0, KPOBOTEYEHUEM U3 CIU3UCTBIX 000JI0-
YeK, HApPYIICHHEM CO3HAHHUA, pa3BUTHEM KOMBbI. JIabopaTOpHO OTMeuaeTcsi pe3Koe
CHUKEHUE KOJUYECTBA JICHKOIMTOB U TPOMOOLMTOB (BABOE 3a CYTKH), CHI)KCHHE
COD, ypoHs (pakTopoB cBepThiBanus kposu II, VII, X, noBelilieHre CBIBOPOTOYHOTO
YPOBHSI TPUTIULEPHUIOB, (EeppUTHHA, TPAHCAMUHA3, MTOBBIIICHUE cojepkaHus Puo-
PUHOT€HA M MPOAYKTOB Jierpajanuu GuOprHa (paHHUNA JOKIMHUYCCKUH TPU3HAK).

CuHJipoM akTUBalMK MakpodaroB MOKET PELUUIUBHUPOBATH, BO3MOXKEH Jie-
TaJbHBINA UCXO/I.

Honuapmuxynsapuviu eapuanm FOPA Bctpeuaerca B 18-30% cnydaes. Boine-
JSI0T 2 cyOTuma — cepono3utuBHbIN o PO u ceponeratuBHsiil o PO.

CepOono3UTUBHBIN CYOTUI pa3BUBAETCS MPEUMYILIECTBEHHO y JI€BOYEK 8-15 neT
Y MO0 CBOMM KJIMHUYECKUM, UMMYHOJIOTHUYECKUM U UMMYHOTE€HETUYECKUM OCOOEHHO-
CTAM (DaKTUUYECKH COOTBETCTBYET PEBMATOMIHOMY apTPUTY B3POCIBIX C PaHHUM
HayajgoM. XapakTepHO CHMMETPUYHOE MOPaKEHUE MPOKCUMAIbHBIX MeXK(anaHro-
BbIX, MSACTHO-(aJaHTOBBIX, JYUYE€3alsICTHBIX CYCTAaBOB, @ TaK)K€ T'OJIEHOCTOIHBIX H
MEJIKUX CyCTaBOB CTOM. [[aliMeHThl OTMEUAIOT YTPEHHIOK CKOBAHHOCTh, HApacTaro-
1iee orpaHUYeHHe MOJABMXKHOCTU CYCTaBOB. JlabopaTtopHasi akTUBHOCTh YMEpPEHHaAs.
NMMYHOT€HETHYECKUM MAapKEpPOM CEPOITO3UTHUBHOIO MOJIUAPTPUTA, KaK U MPHU PEB-
MaTOUJHOM apTpuTe y B3pocibiX, sBisieTcs HLA-DRA4. TlopaxkeHue cycTaBoB Xapak-
TEPU3YETCS OBICTPBIM PA3BUTHEM JIE€CTPYKTUBHO-TIPOIU(DEPATUBHBIX N3MEHEHUH.

CepoHeratuBHbIA CYOTHIT Hallleé BCTPEYAETCS Y MaJCHBKUX JE€BOYEK. Xapak-
TEPHO MHOYKECTBEHHOE BOBJICUECHHE B IPOLIECC MEIKUX U CPEIHHUX CYCTABOB, YACTO
MPUCOEIMHACTCS MEHHBIN OTAEN MO3BOHOYHMKA. 3a00JIeBaHHE HMMEET TOPIHIHOE,
MEJIJIEHHO Mporpeccupyrollee TeueHue. FimeeTcss puck pa3BUTHs yBeUTa pu Ae0r0Te
B paHHEM BO3pacTe. DTOT BapHAHT XapaKTEPU3YETCs CTAOMIBHOW CEpOHEraTHBHO-
CTBIO.

Onueoapmuxynapuvi eapuanm FOPA sBnsieTcss camMoll pacnpOoCTpaHEHHOU
dbopmoit u BcTpeuaercs ¢ yacToton 27-56% Beex cimydaeB FOPA. Takxke kak u npu
MOJIMAPTUKYJSIPHOM BapuaHTE BBIACIAIOT 2 cyOTHIIa.

[lepBbiii cyOTHIT BCTpEUAETCS MPEUMYLIECTBEHHO Y MAJICHbKUX JIEBOYEK B BO3-
pacte 1-5 neT u HauMHaeTcs ¢ MOHO- WM aCHMMETPUYHOTO OJIMTOapTPHUTA CYyCTABOB
Hor. Yame Bcero mopaxaercsi KOJICHHbIM CycTaB. MOXKET MopaxaTbCs TOJIEHOCTOM-
HBI1 U JIyde3anscTHbIN cycTaB. B nanbHeimem y 45% mauueHTOB CyCTaBHOW CHH-
JIPOM PaCIpPOCTPAHSAETCS W MPUHUMAET XapakKTep OTrPaHWYEHHOIrO MOJIUApPTpUTa, Y
OCTAJIbHBIX MAIMEHTOB MPOAOJHKAET PELMAUBUPOBATH B BUE onuroaptpurta. Haubo-
JIe€ YacThIM M HEOJIaronpusTHBIM BHECYCTABHBIM MPOSBICHUEM OJMTOAPTUKYJISPHO-
ro Bapuanta FOPA sBnsiercst upuaouukiut. Pazputue yBeuta rnpu 3toi popme 3ab0-
neaHusi orMmevaerca y 50% mnaunenTtoB. B 40% cinydaeB y manueHTOB BBISBIISIIOT
AH® B HeBbicokux tuTpax (1:40-1:80). Takoit BapHaHT OJUTrOapTPUTA YACTO HA3BI-
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BAIOT «OJUTOAPTPUTOM MAJIEHBKUX JE€BOYEK)», KOTOPHIA HE UMEET aHAJIOTOB Y B3pOC-
JBIX TIPU PEBMATOMIHOM apTpute. UMMYHOT€HEeTUUECKUMHU MapKepamMu JTaHHOTO BHU-
na FOPA sastores HLA-A2 u HLA-DRS.
Bropoii cyOTHI onuroapTpuTa XapakTepeH I MabYMKOB MPEmyOepTaTHOTO
Bo3pacrta (8-12 ner). PazBuBaeTcss aCHMMETPUYHBINA OJUTOAPTPUT MPEUMYILIECTBEHHO
CYCTaBOB HIKHUX KOHEUHOCTEH, COMPOBOXKIAIOIIUIICS MOPaXKEHHUEM CYCTaBOB CBOJIA
cTor, OOJISIMU B MATKaX (TaJanruu), OOJISIMU WU OOJIE3HEHHOCTHIO MTPU TaJbIaIluU B
00JIaCTH MPUKPEIJICHUS CBSA30K U CYXOXKWIUH (PHTE3UTHI), BOBICUEHUEM KPECTIIOBO-
MOJIB3JOMIHBIX cowieHeHH. CycTaBHOW CHAPOM OTIMYAETCS TOPIHUIHOCTHIO, MPO-
IPECCUPYIONINM XapaKTepoM, 0COOCHHO HEOJAronpusTHO MPOTEKAET MOpaXKEHUe Ta-
300€/IpeHHBIX CYCTaBOB. DTOT BapHaHT 1o kinaccudukanuu ILAR MoxeT ObITh OTHE-
CeH K HHTe3uTHOMY BapuaHTy FOMA wu, mo cyTu, MOXKET paccMaTpuUBaThCs Kak
HayalbHas CTaJus I0OBEHWIBHOIO CHOHAWIOApTpUTA. /{151 3TOr0 BapraHTa Xapakrep-
Ha acconuanus ¢ HLA-B27, xoTopsrit BesiBisiercs y 50-80% manuentos. y 10% ma-
IIUEHTOB MOXXET Pa3BUBATHCS MEPEAHUIN YBEUT, COMPOBOXKIArOUIUiCcS OO0JbI0, IMO-
KpaCHEHHUEM TIJ1a3, CBETOOOS3HBIO.
[IposiBiennem nopaxenus oprana 3penus npu IOPA saBnsieTcs yBeut — Bocma-
JUTENbHOE 3a00JI€BaHUE COCYAMCTOrO TpakTa ria3a. Yacrora ero pa3BUTHS COCTaB-
nsiet 15-20%. MHBaIMIHOCTh IO COCTOSIHUIO OpraHa 3peHus pa3zsuBaercs y 20% ma-
nueHToB ¢ FOPA.
Knaccugpurayus yseumos
[To nokanuzanuu:
® TIepeAHUN YBEUT (MPUT, MEPETHUN [TUKIUT, UPUAOLUKINT) — BOCIIAJICHUE PATyK-
HOM 000J7104KH U (WJIM) [UINAPHOTO Tea;

e nepudepruiecKuil yBeuT (3aHUI LIUKIUT) C BOBJIEYEHUEM LUJIMAPHOIO Tena, Ie-
pudepruecKrx OTAEIOB COOCTBEHHO COCYIUCTON 000I0UKY;

® 33HUIA YBEUT (XOPHOUIUT, XOPUOPETHUHUT) — BOCHAJICHHE COOCTBEHHO COCYH-
CTOM 000JIOYKH,

® TIaHYBEUT.

B 3aBucuMoCTH OT T€UEHUS:
® OCTpBIi;
® [OJOCTPBHIi;
® XPOHUYECKUM (BSUTOTEKYIIMM WA PEIUANBUPYIOIINMA YBEUT).

B 3aBHUCUMOCTH OT 4KCIIa MOPAXKEHHBIX TJIa3:
® OJIHOCTOPOHHUU;
® JIBYCTOPOHHUHU YBEUT.

VYBeuT pa3BUBACTCS MPEUMYIIECTBEHHO Yy MAJIEHbKUX JEBOYEK C OJUTOAPTPH-
ToM. MokeT ne0roTUpOBaTh 3a HECKOJBKO JIET JI0 TIOSIBJICHUS! CYyCTaBHOTO CHHJIPOMA.
Yare yBeUT MPOTEKAET MO THUITY MOJOCTPOTO WIIM XPOHUUECKOTO, pexke - nmepudepu-
YECKOTO UPHUIOIMKIINTA WU TTaHyBeuTa. Yarie ObIBaeT 0JTHOCTOPOHHUM.
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[TaneHThl TPEeABABIAIOT KaJTOO0BI Ha OOJEBON CHHAPOM M MPU3HAKU pa3pa-
KEHUSI TJ1a3, CHI)KEHUE U (MJIM) 3aTYMaHUBAHUE 3PECHMUS, MOSABICHUE TUIABAIOIINX TIsI-
TEH IepeNl IN1a3aMH.

JInarHocTuyecKue KpUTEpUN YBEUTA:
® UHBEKINS KOHBIOHKTUBBHI;
® U3MEHEHMS DHAOTENMS POTOBUIIBI B BUJAE PEAKIMU 3aMOTEJIOCTH, OTIOXKEHUS Ha

HAO0TETUU (OPMEHHBIX IJIEMEHTOB;

e 00pa3oBaHWEe POTOBUYHBIX MPEIUIUTATOB (arperaT BOCHAIUTEIbHBIX KIETOK, KO-
TOPBIE PACTIONATAOTCS B HUKHEH TIOJIOBUHE POTOBHIIBI, (HOPMHUPYS TPEYTOJIHLHHUK);

e uctpodusi pOroOBUIIEI B BHUJE JEHTOBUAHOU TUCTPOPHUHN C PA3TUIHON CTETICHBIO
KaJIbLU(PUKALIUUA U YTOIIIEHHUS] POTOBUIIBI (KIACCUYECKUH MPU3HAK PEBMATOUIHO-
ro YBEHTA);

® THUIEPEMHS U OTEK PaJAy>HOM 000JOUYKH, CTIAKEHHOCTh €€ PUCYHKA, MOSBIICHUE
AKCCYJIaTUBHO-(OUOPUHO3HBIX OTIIONKEHUN, MHOTJa TeMOpparui;

e (popmupoBaHUE NMEPUXPYCTATUKOBBIX MJICHOK B 00JaCTH 3pauka, 3aITHUX CUHEXHH,
CBSI3BIBAIOIIUX Kpall pajy>KHOU O0OJIOUKH C MEPEIHEN MOBEPXHOCTHIO XPYCTaU-
Ka;

e u3MeHeHue GopMbl 3padka.

OcCOXXHEHUAMH yBEUTA SBJISIOTCS OCJIOKHEHHAs KaTapakTa, TUCTpOoQusi poro-
BUIIbI, ((UOPO3 CTEKIIOBUHOTO Teja, BTOpUYHAs Tiaykoma, cienorta (y 10% manuen-
TOB).

Juarnocruxka u auddepenuuanbuas guarnocruka FOPA

s muarnoctuku FOPA ucnonssytot auarnoctuyeckue kpurepun ACR:

- HayaJo 3a0ojeBanus 10 16 jer;

- MOpaX€HUE OJIHOTO WJM 0O0Jiee CYCTaBOB, XapaKTEPU3YIOIIEECs MPUITYXJIO-
CTBIO (BBIMIOTOM) JIMOO HMEIOIIEEe KaK MUHHUMYM JIBa U3 CJICAYIOIIMX IMPU3HAKOB:
orpaHuyeHue QyHKUUHU, O0JIE3HEHHOCTh NPHU MaJlblIalliH, MOBBIIIIEHHE MECTHON TEM-
epaTypsl;

- JUTUTEILHOCTh CYCTaBHBIX U3MCHECHHUI He MeHee 6 Heaenb (0T 6 Hemenb 10 3
MECSIIIEB);

- HCKJIIOUEHHUE BCEX APYTUX PEBMATUYECKUX 3a00JI€BaHUM.

JIJis TOCTaHOBKM OMPEEIEHHOr0 TUarHo3a Heo0X0AMMO HaJIMYUe BCEX YEThI-
pex MPU3HAKOB.

Kpurepuu panneit aimarnoctuku IOPA

Kiunnyeckue npu3sHaku PeHTrenoJiornyeckue nNnpu3HaKku

1. ApTpUT NPOAOIKHUTENBHOCTBIO 3 Mecsla u
6oree.

2. ApTpUT BTOpOro CycTaBa, BOZHHKIIUN uyepe3
3 MecsIa 1 Mo3xe.

3. CUMMETPUYHOCTh MOPAXKEHUSI MEJIKUX CYCTa-
BOB.

1. Ocreonopo3, MENKOKHUCTO3HAsl NEpeCTpoiKa
KOCTHOU CTPYKTYpHI 31U (H30B.

2. CyxXeHue CyCTaBHBIX IleJel, KOCTHBIE 3pO-
3UM, aHKUJIO3 CYCTaBOB.

3. Hapymenue pocta KOCTEH.

4. ITopaxkeHne MEHHOro OT/Iea MO3BOHOYHHUKA.
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4. KoHTpakTtypa. JlabopaTopHble NpU3HAKH

5. TeHOCUHOBUT WJIU OypCHT. 1. [TonoxxuTenbHbBIN peBMaTOUIHBIN (HaKTOP.

6. MepIueunas atpodus. 2. TlonoxuTenbHbIC JaHHbIC OUOTICMM CHHOBH-
7. YTpeHHssI CKOBAaHHOCT. ATHHOM 000JIOYKH.

8. PeBmaTouiHOE TOpayKEHUE TJ1a3.
9. PeBMaTOoWgHBIE Y3EIKH.
10. BBITIOT B OJIOCTH CyCTaBa.

Ipumeuanue: OPA BeposaTHBIN — 3 pu3HaKa;
KOPA onpenenennsiii — 4 npusHaka;
FOPA xnaccuueckuii — 8 mpu3HAKOB.

[Ipn npoBeneHUM PEHTIEHOJIOTMYECKOTO MCCIEIOBAHUS CYCTAaBOB BBIIACISIOT
CICAYIOIIUE CTAUN aHaTOMUUECKUX u3MeHeHui (o IreitH-bpokepy):
- | cTagus — pacmmpenue CycTaBHOM 1€, MU (PU3APHBIN 0CTEOTIOPO3;
- |l crangus — >nudu3apHbBIi 0CTEONOPO3, Pa3BOJOKHEHUE XPAIA, MMOSBICHUE SYCH-
CTOCTH, Y3ypallull BHYTPUCYCTABHBIX CTPYKTYp, CY>KEHUE CYCTaBHOM I, €AUHUY-
HBIE 3PO3UH;
- Il cranus — 3HaUUTEIBLHOE CYKEHUE CYCTaBHOM IIENH, AECTPYKIIUS XPsIla U KOCTH,
dbopMupoBaHrE KOCTHO-XPSIIEBBIX IPO3UH, TOJBBIBUXU B CYCTaBaX;
- IVcranus — xkpurepuu Il cragum + GuOpO3HBIIA UM KOCTHBIA aHKUIIO3.
[Ipu3naku nporpeccupoBanus FOPA:
e BosneueHue B Mpolecc HOBBIX CyCTaBOB;
e Ilepexon Ha HOBYIO PEHTTE€HOJIOTUYECKYIO CTAIUIO ApTPUTA;
e [lporpeccupyromue (yHKIHOHAIbHBIE HApyUIEHUS ONOPHO-ABUIATEILHOIO
anmnapara.

BeicTpornporpeccupyroiiee TeYeHUE XapaKTEPU3yeTCsl HAIUYUEM BBIIIEHU3IIO-
KEHHOW AMHAMUKH MpOLEcca Ha MepBOM roAy 3adoseBanus. Eciu 3TH npu3HaKu
uMmeroTest B nepuoi ot 1,5 mo 3 nmet ¢ MoMeHTa 3a00jeBaHusl, TCUCHHE HA3bIBAIOT
MeJIJIEHHOTporpeccupytomuM. 1 eciu Ha TpoTsHKEHUW 3 JIEeT y MalMeHTa HEeT Mpu-
3HAKOB MPOrPECCUPOBAHUS APTPUTA, TEUEHUE CUUTAIOT MAJIOMPOrPECCUPYIOITUM.

OreHka BBIPaKEHHOCTH 00JIEBOTO CHHAPOMA MPOBOJIUTCA IO BU3YAIbHOM aHa-
noroBoit mikane (BAILL). BAII mpeacraBisieTcss B BUAE€ TOPU3OHTAIBHOW JIMHUU
mmHoM 100 MM, OTpakaromeil CreKTp WHTEHCHUBHOCTH OO0JIM, MPOTUBOIOJIOKHBIC
KOHIIbI KOTOPOM COOTBETCBYIOT MOHSTHSIM «HET 00JU» U «00JIb HACTOIBKO CHIIbHAS,
HACKOJIbKO 3TO MOXHO ce0e MpeacTaBuThy. [laineHTy HeoOX0AuMMO OTMETUTh TOUKY
Ha JJaHHOW JIMHUU, COOTBETCTBYIOIIYIO YPOBHIO €ro 00su. CoOTHECEHHUE B JalbHE-
€M JTaHHOW TOYKHU C MUJUIMMETPOBOM pa3MeTKOW JMHEHKH NaeT 1udpoBoe BhIpa-
KEHUE UHTECHCUBHOCTH OO0JIH.

Onenka uHAEKca (QyHKIMOHANbHOW HemoctaTouHocTu (PH) mpoBomutcs c
MIOMOIIBI0 POAMTEIbCKON Bepcun crnermaibHoro onpocauka CHAQ (the Childhood
Health Assessment Questionnaire) (cM. npuaokeHue). ITOT OMPOCHUK COCTOUT U3 2
pasnesnioB: oleHKa (GyHKIIMOHAIBHOTO cTaTyca W ypoBHS auckomdopta (6omm) y ma-
nueHTa. @yHKIUOHANIbHASL aKTUBHOCTD MAIlMEHTOB OLICHUBAETCS 1O 8 IIKaJaM: «Ofe-
BaHUEY», «IOJBEMY, «EIa», «X0/Ib0a», «TUTUEHAY, «JIOTATUBAHUEY», «CHJIA CHKATH,
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«AaKTUBHOCTH». OLEHKY MPOBOJAT MO TPEM HAIMPABIEHUSAM: TPYAHOCTH MPU BBINOJ-
HEHUU €XEJIHEBHBIX JCHCTBUI, HEOOXOAUMOCTh MCIOJB30BaHUS JOMOTHUTEIbHBIX
npucrnocoOaeHnid /v oMoy apyrux jun. Ha kaxkaelii Bompoc cymiectByer 4
BapHaHTa OTBETOB — 0€3 3aTpyJHEHHUI, YMEPEHHbIE 3aTPYJHEHUS, CEPbE3HbIE TPY/I-
HOCTH, HE MOJKET BBINOJHUTH. [IpM HEBO3MOKXHOCTH JaTh OTBET HA MOCTAaBJICHHBIN
BOIIPOC CYLIECTBYET BapUAHT OTBETA «HEJb3sl OLCHUTHY». MHHHMAIBHOE 3HAYCHHE
UH/EeKca (PYHKIIMOHAIBHON HETOCTaTOYHOCTH — 0, MakcuManbHOe — 3. YUeM MeHble
3Ha4YeHHE, TeM JIyulle (yHKIMOHATIbHAs CIIOCOOHOCTD MAIlMEHTA.

Junarsoctuka nonuapTUKyIspHbIX popm KOPA Gosnbiiol TpynHOCTH HE mpen-
CTaBJISIET, HECKOJIBKO CJIOYKHEE MPOBECTH NU(DPepeHInaNbHYI0 JUArHOCTUKY OJIUTO-
apTUKYJISpHBIX BapuaHTOB FOPA.

Huarnoctuka FOPA Haumbonee ciokHa B cilydae pa3BUTHUS aJlJIeprocentuye-
CKOI'0 CHHJIPOMA, KOTJa CyCTaBHOW CHHJPOM OTCYTCTBYET WJIM €JIa00 BBIPAXKEH, a B
KJIIMHAUYECKOW KAapTUHE JOMHUHHUPYET TeKTHYeCKas JIMXOpPaJKa, CBIMH, MOPAKEHUS
BHYTPEHHUX OpraHoB. Tak Kak 3TOT CUMITOMOKOMIUIEKC MPUCYIL HE TOJIbKO peBMa-
TUYECKUM, HO U JAPYTUM 3a00JIEBaHUAM, JUArHo3 cucteMHoil opmbl FOPA craButcs
METO/IOM HCKIIFOUEHHSI CIIETYIOIINX MaTOJIOTHil:

e CEICHC;

o uH(peKuuu (MePCUHN03, TOKCOILJIA3MO3 U . );

e T'€MaTOOHKOJIOTUYECKHUE 3a00JI€BaHUs, COIUIHBIE OITYXOJIH;

o 1ud¢y3HbIe 00JIC3HN COCTUHUTENIBHON TKaHU (CUCTEMHasi KpacHas BOJYAHKA,

UAMONATUYECKUN IEPMAaTOMHO3UT, CUCTEMHbIE BACKYJIUTHI);

o IepHoanuYecKas 00JIe3Hb;
e XPOHMYECKHE 3a00JIEBaHMS KUIIEYHUKA (Hecrennruueckuil s3BEHHBIA KOJIUT,
6one3np Kpona).

[Ipn npoBenenuu auddepeHanbHON TUarHOCTUKH HEOOXOJUMO HCIOJIb30-
BaTh CJIEAYIOLINE METODI:

- IOCEBBI OAKTEPUOIOTUYECKUX Cpell Ha (IIopy C ONpPeaeIeHUEM YyBCTBUTEb-
HOCTH;

- CEpOJIOTMYECKUE METOIbI 1JIs1 UCKITFOUEHUS UHPEKIN;

- IYMMYHOJIOTHYECKHE UCCIIEI0BAHUS

- OMOIICHIO KOCTHOI'O MO3ra;

- KOMITbIOTEPHYIO TOMOrpauio U (MJIM) MarHUTHO-PE30HAHCHYIO TOMOTpaguio
TPYAHOM, OPIOIITHOMN MOJ0CTEN, TOJIOBHOTO MO3Ta;

- SHJIOCKOITMYECKUE UCCIIEI0BAHNUS;

- IPOKAJIbLIUTOHUHOBBIN TECT.

Oco0oe 3HaU€HUE B MOCIEIHUE TObI IPHOOPEN METOJT ONPEAEIICHUS TPOKAIb-
IIUTOHWHA, KOTOPBIHA MO3BOJSET AUPPEpEeHINPOBATh BOCTIAUTENbHbBIE PEAKIUH, CBSI-
3a"Hble ¢ FOPA, 0T BocnanuTenbHBIX peakiiii, 00yCIOBIEHHBIX OAKTEpUAIbHON HH-
dekuueil. I3BecTHO, 4TO MPU CETCHUCE U JaXe MPU JOKATbHOM MH(DEKIIMOHHOM IPO-
[IECCe€ OTMEYAETCs] TOBBILICHUE YPOBHS MPOKAIBLIMTOHMHA, B TO BpeMs Kak IMpu
IOPA, naxe B ciy4yae BBICOKOW KIMHHKO-JIA0OpPATOPHOW AKTUBHOCTH CHUCTEMHOM
dbopmel FOPA, ypoBeHb MpOKaNIBIIMTOHUHA OCTAETCS B HOPME.
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FOPA cnenyer muddepenuupoBats ¢ 3a00J€BaHUSIMU PEBMATOIOTHYECKOTO
npodums, B KIMHUYECKONW KapTHHE KOTOPBIX MPHUCYTCTBYET CyCTaBHOU cHHApoM. K
HUM OTHOCSITCSI CUCTEMHAasl KpacHasi BOJYAHKA, PEBMATU3M, JI€PMAaTOMHUO3UT, IOBE-
HUJIbHAS CKJIEpoaepMus (cucTteMHbii ckiepo3). FOPA y mereit muddepeHmupyror
TaK)XXE C «PEAKTUBHBIMU apTPONATUSIMU», C 3a00JEBaHUSIMH, OOBEIUHEHHBIMU O]
HAa3BaHUEM «OCTEOXOHIPOIATUN», C ICOPUATHUECKON U MOJArpuYECKON apTponaTH-
AMH, ¢ TyOepKyJIe3HbIM MOPAKEHUEM CYCTaBOB U C LIEJIBIM PsIIOM HaclI€JICTBEHHBIX
IF€HETUYECKUX CHUHAPOMOB, IIPH KOTOPBIX IIPUCYTCTBYET IIOPaKEHHE OIOPHO-
JBATATEJIBHOIO aIlapara.

Ecnu cucremuasi kpacnas Boryanka (CKB) mporekaeT ¢ sipkod KIMHUYE-
CKOM KapTUHOM CYCTaBHOI'O CUHAPOMA M OTCYTCTBHUEM KOXHBIX IPOSIBICHUN, TO 3TO
BBI3bIBAET 3HAUUTENbHBIE MU (PepeHInaIbHO-IUarHOCTUYECKUE TPYAHOCTH. B Takoi
CUTYallMM TIOMOTAET MOSBJICHUE HAa PAHHUX dTanax O0JE€3HU MPU3HAKOB MOPKEHUS
koxu («6aboukay), [IHC u mouek, uro He TunuuHo s FOPA, a Takke HE 3pO3UB-
HBI Xapaktep apTpuTa. JonoiHaoT augdepeHuanbHblii JUarno3 HAIMYUe JIEUKOo-
MEHUHU, TPOMOOIIMTOIIEHUH, HU3KUW YPOBEHb KOMILIEMEHTa, Hanuuue antuten Kk JJHK
u LE-KJ€eTOK B KpOBH, YTO OTHOCUTCS K JUarHocTuYeckuM kputepusim CKB.

Ocrtpas peemaTnueckas Juxopaaka (OPJI) usmenuna csoe teuenue. Hepen-
KO IEPBBIM €€ NPU3HAKOM SIBISIETCS apTpUT, HO B oTuinuue oT FOPA oH umeer He
APO3UBHBIN XapakTep U ObIcTpoe oOpaTHMMOEe TeueHue Ha (oHe Tepanuu. APTPUTY
OpU peBMaTU3ME BCETJa MPEALIECTBYET CTPENTOKOKKOBas MHPEKLUsA, OcTpas (aHIH-
Ha, CKapJlaTUHA) WIK OOOCTPEHHE XPOHUYECKOTO TOH3WILIMTA Ha (POHE BUPYCHOMH
MHQpEKLMU, B aHAMHE3€ €CTh YKa3aHHs Ha HaJMYMe «CEMEWHOM arperauuu» peBMa-
TU3Ma U, HAKOHEIl, y’)K€ Ha PAaHHUX CTaJIUsAX pEBMAaTHU3Ma OOHApY>KMBAETCs MOpaxe-
HHUE cepilla — MUOKApIUT U (WJIM) SHAOKAPAMUT. Y YacTH JAeTeld UMEEeT MECTO peBMa-
TUYecKas xopes. B kpoBH onpenensieTcsi BBICOKH ypOBEHb aHTHUCTPENTOKOKKOBBIX
anturen (ACJIO, ACT u ap.), yTo He XapakTepHo st 60JibHBIX ¢ FOPA.

IOBenunbHas ckiepoaepmusi B popme cucremHoro ckiieposa (CC) npakTu-
YECKU BCET/Ia MPOTEKAET ¢ BOBJICUYEHUEM B MPOLIECC ONMOPHO-ABUTaTEIBHOTO arapa-
Ta. B nocranoBke nudpepeHnnanbHoro AMario3a NoOMOorarT HalIu4ue XapaKTepHbIX
st CC BazocnacTMUECKUX HapyUIEHUU MO TUIy cuHApoMa PeitHo, 330¢arurta, uH-
OypaTUBHO-aTPO(UUYECKUX TPOSIBICHUNH KOXKHOTO CHHIPOMA, TE€HEPATU30BAHHOTO
IPOrPECCUPYIOIIET0 CUCTEMHOIO OOJIMTEPUPYIOIIEro 3HaapTepuuTa. M3sectHo, uTo
CC, xak u KOPA, 3a0oieBanne KIMHUYECKH MOJUMOP(GHOE, YTO TMO3BOJIMIIO BBIfC-
JUTHh HECKOJIBKO caMocCToATeNbHBIX (opM. HekoTopble 3 Hux, Hanmpumep, overlap-
CUHJIPOM (TIEpEKPECTHBINA CUHIPOM) TPEOYET yKe Ha CaMbIX HayaJbHBIX dTamax pas-
BUTHUS TIpoBeAeHUs auddepeHimaibHoi nuarnoctuku ¢ FOPA.

PeakTuBnbie apTponatun (PeA) — 3To BocnanutensHble HETHOWHBIC 3a0071e-
BaHUs CYCTaBOB, Pa3BUBAIOLIMECS BCIAEACTBUE UMMYHHBIX HapylIeHUH nociie (WK Ha
(doHe) OCTpOH WM MEePCUCTUpYIOLLEH YHTepoKoauTHYeckoi (Yersinia enterocolitica,
Yersinia pseudotuberculosis, Salmonella enteritidis, Salmonella typhimurium,
Shigella flexneri, Shigella sonnei, Shigella Newcastle, Campylobacter jejuni) unu
yporenutainbHoi (Chlamidia trachomatis, ypeannasmo3s u np.) undexuuu. Hudek-
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MU PECHUPATOPHOTO TpaKTa, cBsizaHHbIe ¢ Mycoplasma pneumoniae, 1 0COOEHHO
Chlamydophila pneumoniae, Takxe MOTYT CIIy>KUTb IPUYUHAMU Pa3BUTHS PeA.

WHpekunoHHbIN areHT B ciy4yae pa3BUTHUS apTpUTa, U3 CHHOBUAIBHOMN XKHUIKO-
CTH HE BbIceBaeTcs. B curyanmsx, koraa uHGEKIUOHHBIA BO3OYAUTEND, HAIIPUMEP
XJIAMHJIMS, [IATEIUIA, CAJTbMOHEIUIA, XJIAMHUIASA U Ap., OOHAPY>KMBAETCS B CHHOBHAIb-
HOM J>KUJKOCTH, apTPUT paccMaTpuBaeTcs Kak WHQEKIHMOHHBIN (XJIaMUIAUITHBIN,
CaJIbMOHEJIJIE3HBIN U JIp.).

[lo nutepaTypHbIM JaHHBIM, Y psJia MalUEHTOB MOCTUEPCUHUO3HBIM apTpUT
NPUHUMAET PELUIMBUPYIONIEE MHOTOJIETHEE TE€UECHUE U CITYCTS TOJbl MOXET TpaHC-
(bopMHpOBATHCA B KIIACCHUECKUI aHKUIIO3UPYIOIIUNA CIIOHAMIOAPTPUT.

B nocnegnue roapl yoeauTenbHO 10Ka3aHO, UTO PEaKTUBHBIC apTPUTHI (apTpoO-
NaTuu), KOTOpbIE pa3BUBAIOTCA Ha QoHE (WM IMOCHE MEePEHECEHHBIX) KUIICUYHBIX U
MOYEToJIOBBIX MH(peknmii accouuupoBanbl ¢ HLA-B27. Ects npenmnonoxxenus — mu-
60 HLA-B27 sBnsercst peuentopom Jjisi MUKPOOOB, UTO BEJET K Tr'eHepau3aluy UH-
(dexuuu, MO0 3TOT AaHTUIE€H NMPUHUMAET HEMOCPEACTBEHHOE y4acTHE B MHULMALUU
KJIETOYHBIX UMMYHHBIX PEaKIIUil, YTO BEIET K HEaIeKBATHOCTU UMMYHHOI'O OTBETA U
K IIEPCUCTEHLIUA MUKPOOpPraHU3Ma.

ApTpuThl (apTpoOIaTvi), BOZHUKAIOIIME Ha (POHE (WK MOCTIE) HOCOTJIOTOUHOM
UHPEKLUNU, TO €CTh T€, KOTOpPble B CBOE BpEMs HMMEHOBAJIUCH HH(EKIIMOHHO-
AJUIEPTUYECKUMH, a TAKXE aJUIEprU4eCKUe M INOCTBAKIMHAJIBHBIE apTPUTHI — IIO
MKBbB-10 oTHOCATCS K MOCTUH(EKIIUOHHBIM.

AKTyanbHON NpoOjeMol MenuaTpuu SIBJSIOTCS XJIaMMIUSA-UHIYLHUPOBAHHBIE
pEaKkTUBHBIC apTpUThI — OHHM Hepeako TpaHchopmupytores B FOPA (FOXA) u npu
IPOrPECCUPOBAHNN NPHUBOJIAT K PAa3BUTHIO SPO3UBHO-IECTPYKTUBHBIX U3MEHEHUH B
cycTaBax.

YcranosneHo, yto Chlamydia trachomatis — oOmenpusHaHHbI 1 HaubOoee
YacThli TPUITEPHBIM areHT YPOTr€HHBIX PEAKTUBHBIX APTPUTOB M YTO PEAKTHUBHBIN
apTpUT pa3BUBaETCs MeHee 4eM B 1% cirydaeB XJaaMUIUHHON MHPEKIUH.

N3BecTHO 19 cepoTunos xjaaMuani:

Chlamidia trachomatis (nepBu4HbBIN MATOTE€H YEIOBEKA):

3abosieBaHus 1J1a3 (Tpaxoma, maparpaxoma) — cepoTuisl ot A, B, Ba, C

[Topaxkenus yporenutaibHoro tpakrta — cepotunsl D, E, F, G, H, [, J, K

(reHUTAJIbHBIE IITAMMBI, HHOULIUPYIOLIUE HUIUHAPUUYECKUN AIUTENUN Move-
[IOJIOBOTO TPAaKTa, MPSMOM KHILIKH, TJIOTKA W JBIXaTEJIBHBIX ITyTEH, a TaKXe KOHb-
FOHKTHBBI)

Jlumdorpanynema Benepuueckas — ceporunst L1, L2, L2a, L3

Chlamydophila psittaci (mepBu4HBIit MaTOTeH KUBOTHBIX M YEJIOBEKA):

OpHHTO3 (TICUTTAKO3), KEPATOKOHBIOHKTUBUT, a00PTHI oBell — 13

Chlamydophila pneumonia (nepBu4HbIi MaTOreH YeIOBEKA):

naeBMoHus1, OP3, aTepockiepos, capkounos, actma — NWAR, 10L-207, KA,
CWL

dopmbl XJTaMUTUHHON UHPEKITNU:

BHYTpUKIETOUHBIE BETETATUBHBIE PETUKYJISIpHBIE TenbLa — 1200 HM
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BrekneTounbie, BBICOKOMH(EKIIMOHHBIE, METa00IMYEeCKH HEAKTUBHBIC, dJIe-
MeHnTapHble Tenbia — 200-300 M.

Bo3morkHa Tpanchopmanms xaamuanii B L-mogo6nyto dopmy (mo 40%).

IIpo6seMbl X 1aAMUIUIHBIX APTPUTOB

1. CTepToCTh KIMHUYECKUX MPOSBICHNN HH(MEKITUU U apTpUTa

VYporenuranpHas XJIaMUJIUWHAS UHQPEKIMs, KaK MPaBUIIO, MPOTEKAET Majo-
WIK acUMITOMHO. ManudecTHbie (GopMbl 3a00J1€BaHUsI PETUCTPUPYIOTCS OOBIYHO B
TeX HAOJIOJIEHUAX, KOTJIa UMEET MECTO aCCOLMUPOBaHHAsT UH(DEKITHS.

2. VI3MeHuBIIasICS KIIMHAYECKAsi KapTuHA 0oJie3HH: vaie noauaptput (50%) u
onuroaptput (30%), pexxe — cionaunoaptpur (10%), aprpanruu (8%), MOHOAPTPUT
(5%) u axunnoaenur (5%).

3. PaznooOpa3ue BapuaHToB TeueHust PeA

Octpoe (10 - 15%)- no 4 mec.

3atspxkHOE — 110 1 ronma

Xponunueckoe (nepcuctenius XN) — cpime 1 rona

Peunausupyromiee (peruaubl PeA)

4. Ilo3gusas muarnoctuka: 10 1 mec. — 13%; ot 1 1o 6 mec. — 30%; mocae 6
mec. — 50%.

5. CeponeratuBHOCTh. OTCYTCTBHE NPOIYKIUHU MPOTUBOXJIAMUIUUHBIX AHTHU-
ten IgA, IgM u IgG B nuarHoctuyeckux TUTpax noutu y 40% OOJBHBIX XJIaMHIUS-
WHYIIUPOBAHHBIM apTPUTOM, HO MPHU 3TOM XJIAMHUJIMM BBISBISIFOTCS Y BCEX MAalMEH-
TOB LIUTOJIOTHYECKUM MeTosioM, PUD u meTogoMm nocesa Ha cpeay McCoy.

6. MukctuHdekius. XapakTepHoil 0COOCHHOCThIO BOCHAIMUTEIBHBIX 3a00J1e-
BaHWI1 OPraHOB MaJoro Ta3a Ha COBPEMEHHOM 3Tarle SIBJISIETCS TEHICHIIUS K TEYEHUIO
M0 TUIY MUKCT-UH(EKIUN (XJTaMUIUH, ypearuia3Mbl, MUKOTUIa3Mbl, TPUXOMOHA/IbI —
1o 30%, Bupyc reprneca — 10 25%).

Bapuantel mnopaxkeHuss nepupepuyecKUX CYCTaBOB MPU  XJIAMHIMS-
WHJYIUPOBAHHBIX apTPUTAX: MO TUIY PEAKTUBHOTO apTpUTa U IO THUIY apTpHUTa C
JNECTPYKIUECH.

Onucan pan kimmHU4Yeckux ocodennocteit FOPA/FOXA (ocobeHHO y moapocCT-
KOB), TO3BOJISIONIUX MPEIoaraTth BEPOATHYIO aCCOLMAIMIO apTpUTa C XJIAMUIMU -
HOW MH(EKIIUECH:

[IpunyxJioCTh C TUIIEPEMHEN KOKHU HAJ OT/ICIbHBIMHU CYyCTaBaMHU.

AccUMETpUYHOE MOPAXKEHUE CYCTAaBOB KUCTEH /WM CTOTI.

Hannune y nanimeHTa SHTE3UTOB U TaJlalr UK.

JlnurenbHbiit cy0deOpunuTeT (MCKIII0UeH Han0oJiee BEPOSITHBIC PUIUHBI).

Coxpansitoniasics TeMreparypHas peakius pyu Ha3HAYEeHUHU METOTpEeKcaTa.

Bricokas nmabopaTopHas akTHBHOCTH MPOIIECCa MPU YMEPEHHBIX KIMHUYECKUX
npu3Hakax aptputa (Hanpumep-CO3 40-50 Mm/4ac; HO HET SPKUX OCTPBIX APTPH-
TOB/CUHOBUTOB).

[Iporpeccupyromuii A€CTPYKTUBHBIA apTpUT (B TOM YHMCIE U3MEHEHHS B CY-
ctaBax 4-5 manbleB ctom), 6e3 3pdekTa OT JEUeHUsT METOTPEKCATOM U BHYTPUCY-
ctaBsHoro Beenenus ' KC.
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[Tpu moarBepxknenuun y namuenta ¢ KOPA xnmamunuiiHoi nHpeKkuuu, TuarHos
nomkeH (popmynupoBaThes, kak FOPA, acconmmpoBaHHBIN ¢ XJTaMUAUIHOW MH(EK-
HAEH.

Cungpom Peiitepa (Oone3ns PeiiTepa mnm ypeTpooKyIOCHHOBHAIBHBIN CHH-
IPOM) XapaKTepU3yeTcs KIACCHYECKOW TPUAZOl CUMIITOMOB: YPETPUT, KOHBIOHKTH-
BUT, apTpuT. [Iporiecc 0ObIUHO BO3HUKAET B JIETHE-OCECHHUM MEPUOJI y JIUI, HAXOIs-
MIMXCS B HEOJIArONPUSITHOW CAaHUTAPHO-3IMUIEMHUOJIOIMYECKO cuTyaruu. Cauraercs
HEIMPABOMEPHBIM BBIAENATh «HEMOJIHBIN CUHAPOM Pelitepa», eciim OTCYyTCTBYET OJIUH
PU3HAK U3 KJIACCUYECKOMN Tprajbl (YpeTPUT WIH KOHbIOHKTHUBHT).

HauGoinee yacteiMu BO30yuTeIsIMU CUHIIpoMa Pelitepa sIBISIIOTCS XJIaMUJIUU.
3HAUUTENHHO Yalie OO0JCIOT FOHOIIU U MOJIO/IbIE MY>KUMHBI. XJIaMUIUMHAST MHPEKIIHS
nepeaaeTcs MoJOoBbIM ITyTEM U BCTpedaeTcs B 5-7 pa3 yalle TOHOKOKKOBOIA.

VYperput pazBuBaetcs uepe3 7-20 gHel nocine UHPUIUPOBAHMS, HE ObIBACT Ta-
KHUM OCTpbIM, KaKk OpH ToHopee. [[uzypuueckue sIBICHUS HEPEIKO OTCYTCTBYIOT.
[To3xe mpucoeauHsAeTcs MCEeBAONIOAArpUYECKas apTponaTus: 0TeK, 00U B CycTaBax
CTOIl C BOBJICYEHHUEM CYCTaBOB OOJIBILIOTO Najibla CTOMbI. XapaKTEpPHbI 0OJIM B IIST-
KaX (TEHAUHUT MSITOYHOTO CYXO0XKWIIUsA, OypCUT B 00JIACTHU MSATOK).

KOHBIOHKTUBUAT BO3HUKAET KaK B PE3yJbTaTe CaMOil XJIaMUJIMMHON MH(DEKIUH,
TaK U B CBSI3M C UMMYHOIIATOJOTUYECKUMH PEAKLIHIMH, XapaKTEPHbIMH 11 3TOrO
3a0oJsieBaHusA. Y psijia MAllMEHTOB MOXKET PAa3BUTHCS MOPAKEHUE KOXKU (KepaToaep-
MUS MOJOIIB, JIAJIOHEN), BHEIIHE HAIIOMUHAIOLIEE IICOPUATUUYECKOE, YTO 3aTPyIHSAET
IMarHoCTUKY cuHapoMa Pelitepa. Bo3MoxHO mosiBjeHHne OanaHuTa, OaJaHOIIOCTHUTA,
naxoBoi nuMmdaneHonatuu, nuenonedpura. Y 80-90% OONbHBIX OOHAPYKUBAETCS
HLA-B27, PO ne onpenensierca. Cunnpom Peiitepa ckiloHEH K pelMANBUPOBAHHUIO,
YTO yKa3bIBaeT Ha NEPCUCTUPOBAHNE XPOHUUECKON MH(EKINH.

B nuarHoctHke 3TOro 3a00Jj€BaHUs Ba)XKHOE 3HAUYECHHUE MPUIACTCS aHAMHE3Y,
KJIMHUYECKOW KapTUHE U BBISIBJICHUIO XJIAMUIUUHBIX aHTUTEN (1:32 1 BbIIE) B CHIBO-
POTKE KPOBHU OOJBHOTO.

JleyeHre HEOCIOKHEHHOM XJIAaMUJIMMHON UH(EKUHUNU OOBIYHO HE MPECTaBISET
OonpIIMX TpyAHOCTEH. JIeueHne XpOHMUECKUX U PeLUIMBUPYIOIIMX (POPM yalie Bce-
ro JOCTAaTOYHO CJIOKHAs U TpyJHas 3anada. K coxXaleHHut0 — eIMHON TaKTUKU B OT-
HOIIICHUH JICUCHHUS MAIMEHTOB C XPOHUYECKOW XJIaMUAUNHON MH(EKIHEe He cyIe-
CTBYeT. B mociieiHue rojibl aKkTUBHO HApacTAaE€T PE3UCTEHTHOCTh XJIAMUJIWWHON WH-
deknuu U apTPUTOB K MPOBOJUMOM aHTHOAKTEpUATbHOU Tepanuu. MaTepuanibHbIM
CyOCTpaToOM pPE3UCTEHTHOCTU SIBJISIIOTCS MOOWIIbHBIE CTPYKTYpBI, HPEICTABIISIONINE
co0oli 3aMKHYTHIE KosbIla AByxHUTHEBON JIHK — mX Ha3bpIBalOT «IU1a3MugamMm.

«IIna3mMuap»y W3HAYAIBHO HEBOCHPUUMYHMBEI K HECKOJBKUM aHTHOMOTHKAM,
WM K LEJIOM MX Ipynne. YCTaHOBIEHO, YTO IJIa3MHJIa MOXKET MHTETPUPOBATHCS B
XpPOMOCOMY U PEIUIMIIMPOBATHCS C HEH, Onarogaps aToMmy nepeaaetcs: nHhopMarus o
PE3UCTEHTHOCTHU K sy aHTUOMOTHUKOB HEMOCPEJACTBEHHO B F€HETHUYECKUH armapar
XJIAMUJIMAHOM KJIETKU W TaKasi XJaMHUIHsI CTAHOBUTCS HEUYBCTBUTEIBbHON K JaHHBIM
aHTUOHOTHKAM.
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AKTHUBHBI B OTHOIICHUH XJAMUIUHHOW WH(OEKINHU: TETPAIMKINHBI, MaKPOJIH-
161, GTOPXMHOJIOHBI U pU(PAMITUIINH.

Makponubl: pPOKCUTPOMULIMH, KIAPUTPOMHULIMH, a3UTPOMULIMH, CIIMPAMULMH,
MUJEKAMUIMH, JUKo3aMULIKMH. CIMpaMULIMH U J)KO3aMHULUH — UMEIOT BBICOKUI MpO-
¢unp GezonacHocTH. OHM HE B3aUMOJICHCTBYIOT C CHCTeMO# 1uToxpoma P450, mu-
HUMAJIBLHO CBSA3BIBACTCS C O€JIKaMU KPOBH U MAKCUMAJIbHO KOHIEHTPHUPYETCS B TO-
pPaXEHHBIX TKaHSIX U KJIETKaX, UMEIOT BO3MOXKHOCTh 0€30MacCHOT0 MPUMEHEHHS y Oe-
PEMEHHBIX Ha JI00OM CpOKe, 00Jaat0T «KMMMYHOMOTYJIUPYIOMIUMY 3G HEKTOM, Mpo-
SABJISIIOIIUMCSL YBEJIMYEHHEM XeMoTakcuca ¢arouutoB. Bo3MokHbI BHYTPUBEHHBIE U
BHYTpUCYCTaBHbIC MHDY3UNU pUDAMIUIIMHA U CIUPAMUIIMHA.

[IpenoTrBparnienue GopMHUPOBaHUS AHTUOMOTUKOPE3UCTEHTHOCTH: CMEHA TPy
pernapaTroB MpU MPOBEJECHUU MOBTOPHBIX KYpPCOB JICUEHUS, pallMOHAIbHbIE KOMOU-
HallMd aHTUOMOTUKOB (MakpoOJUIbl + AOKCUIMKIWH), HA3HAYEHHUE JOCTATOYHBIX IO
JUTUTEJIbHOCTH CPOKOB aHTUOAKTEPUATILHOM TepaIivu.

«Ilepcuctupyromasy xjaMuauiiHasg UHPEKIUS — 3TO COCTOSIHUE, IPH KOTOPOM
XJIAMHUJIMA HAXOASTCS B BUAE «(POPM-IJIA3MHI» BHYTPH KIJIETKH: OHH HE JIENSTCH,
CJIEIOBATEIBHO - HEIOCTYIMHBI 1Jis1 OAKTEPHUOCTATUYECKUX AHTHOMOTUKOB, HETOCTYII-
HBI JJISI aHTUTEN U Makpo(aroB U 3TOT MUKPOOPTaHU3M — MIPAKTUYECKUA HE Y3HABAEM
UMMYHHOM CHCTEMON MaKpOOpraHU3Ma.

«IlepcuctupoBanuey» XJIaMUIUWHON WHOEKIIUU MOXKET pa3BUBATHCS MPH HUC-
[OJIb30BaHUU 11€(DaIOCTIOPUHOB, OCOOEHHO 1-2 MOKOJEeHMH, OeTa-ITaKTaMHbIX aHTH-
OMOTUKOB, CyJb(paHUIAMUAOB, HU3KUX 103 TaMMma-uHTEpPEepoHa M HEOMpaBIaHHO
KOPOTKHX KypCOB M HU3KHX J103 aHTUOMOTHKOB. [Ipu 3TOM pa3BuBaeTcs Tak Ha3bIBa-
€MBIN «QHEPTreTUYECKU-3aBUCUMBIN ITapa3UTU3M.

[Tarmmentam ¢ FOPA/KOXA, acconuupoBaHHBIM C XJIAMUIUHHON WHQEKIIHEH,
cienyeT ObITh BECbMa OCTOPOKHBIMU MPU HA3HAYEHUU UM HMMYHOMOJIYJIATOPOB.
ObocTpeHne XpoOHMYECKON XJIaMUAUMMHON MH(PEKIIMN Y HEKOTOPBIX OOJBHBIX MOXXHO
CIIPOBOLIMPOBATH J1ake BU(PEPOHOM, HUKIODEPOHOM MIIM OUOJIOTMYECKH aKTUBHBIMU
no0aBKkaMu. DTOM KAaTErOpUU MalMEHTOB MOXHO PEKOMEHJIOBAaTh KypC 3H3UMOTEpa-
nuu (BOOCH3UM, (PIIOTEH3UM) B CpEIHUX /103aX — 6-8 TabieTok B cyTKH (Kypc 3-4 Mme-
csilla), 4TO OKa3bIBa€T KOCBEHHBI UMMYHOMOIYJIUPYIOIIUH 3P (DEKT.

YCTaHOBJICHO, YTO A0 ITOJHOW JIMKBUAALMU XPOHHUYECKOW U «IEPCUCTUPYIO-
mIev» XJIaMUIUMHOW WHOEKIUU - U3JEYUTh OOJBHOTO OT PEAKTUBHOIO XJIAMHIUS-
UHAYLHPOBAHHOTO apTPUTA - HEBO3MOXKHO.

Ilcopuaruueckuii apTput / ncopuatnueckas aprponatus (IIcA) gacto code-
TaeTCsl ¢ KOKHBIMU MPOSIBJICHUSIMH TIcopuasa. 3abosieBaHre MOKET 0OHAPYKUBATHCS
B JIFOOOM BO3pacTe. DTUOJIOTHS U MaTOreHe3 NCopra3a OKOHYATEIbHO HE BBISICHEHHBI.
Jlokazan ¢akT HaACJIEICTBEHHOW MPEIPaclOI0OKEHHOCTH K Pa3HbIM BapuaHTaM K-
HUYECKUX MPOSIBJICHUI Ncopras3a. Y CTaHOBJIEHA acCOLIMMPOBAaHHAsA CBA3b 3a00JieBa-
HUSI C aHTUT€HaMU ructocoBMecTumocTu HLA.

VY nanueHToB ¢ KoxkHOU dopmoii icopuasa npeodnanatoT anturensl HLA-B13
u HLA-B17, a y O0JbHBIX C KOXHBIM CUHAPOMOM B COYETAaHUU C MCOPUATHYECKOM
apTporatheil daiie BcTpedaroTcs ramoTunsl antureHoB HLA-B17, HLA-B27,
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HLA-B33, HLA-B40, HLA-DR4, HLA-DR7. Ilonumop¢u3M KIMHUYECKUX BapUaH-
TOB TICOPUATHYECKOTO TIOPAKEHHSI CYCTaBOB (OT JIETYYHMX apTPaNTUd J0 TSHKEIBIX
WHBAIMIU3UPYIOIIUX apTPO30B) CBS3aH C ITHUOMATOTCHETUYECKON WX T'eTepPOreHHO-
CTBIO.

[IcA yamnie HauMHAETCS NOCTENEHHO, & MHOTIa OCTPO, CPEAU MOJHOTO 30pPO-
Bbi. [IpumMepHo y Tpetu aeteit B n1ebroTe 3a001eBaHusl OTMEYaeTCs MPUCTYoo0pas-
Hasi pe3kasi 00JIE3HEHHOCTh, OTEK U CKOBAaHHOCTh B CyCTaBaX, BbIpa)KCHHAsl B YTPEH-
HUE Yachl XapaKTEepHA aCUMMETPUYHOCTh MOPAKEHUS Nepudepuyeckux CyCTaBOB:
JTUCTANbHBIX, MPOKCUMAIBHBIX MEX(aJaHTOBBIX CYCTAaBOB MaJbIEB KUCTEW, KOJICH-
HBIX CYCTaBOB, peXe IMACTHO- U IIIOCHE(ATaHTOBbIX, TUIEUeBbIX. B npuHnumne, nopa-
KAThCS MOXKET JI000M CycTaB, BKJIIIOYAash BUCOYHO-HIDKHEUETIOCTHOM. Yale cycras-
HOUM CMHAPOM MPEACTABICH MOHO- UM OJIUTOapTpuTOM. MHOTAa eMy npenecTByoT
TE€HJOBarMHUTHI Crudarteneil nanbleB, HENPUITHBIA XPYCT B CyCTaBax.

Beigensitor camoctositenbHyto popmy IICA y nereit — roBeHmibHyr0. Yaiie 60-
JICIOT I€BOYKH, MUK 3a00JieBaHus HabmogaeTcs B mybepraTHoM Bo3pacte — B 10-12
net. B 50% ciyyaeB apTpuT nmpeamecTByeT KOKHOMY MPOSIBIICHUIO nicopuasa. IIpo-
BoJs nuddepeHunaIbHYI0 AUarHocTuky, KOPA ¢ IOBEHWIBHBIM TNCOPUATUYECKUM
apTpUTOM, HEOOXOIUMO YUUTHIBATh, YTO IS OCJIEIHETO HE CBOMCTBEHHBI JIMXOPA-
Ka, TuMdaneHonaTus, renaToJMeHaIbHbI CUHIAPOM, CUMMETPUYHOCTh MOPAKEHUS
CycTaBoOB, Hannuue PO, sspkuii BoCAIIUTEIBHBIN XapaKTep J1a0opaTOpHBIX MOKa3aTe-
JIEH.

Haubonee pacnpoctpaneHno aenenue IIcA Ha 5 knaccuyeckux popm:

1) acHMMETPHUYHBIH OJIUTOAPTPHUT;

2) apTPUT AUCTAIBHBIX MEX(PaIaHTOBBIX CYCTABOB;

3) CUMMETPHUYHBIH PEBMATOUIHONOI00HBIN apTPUT;

4) MYTWJIHPYIOUINHA apTPUT;

5) mcopuaTHYECKHUI CITOHIHAIIUT.

Orta kiaccuukanys O4YE€Hb YCJIOBHA, (POpMbI 3a00J€BaHUS HECTAOWIbHBI U
MOTYT CO BPEMEHEM MEPEXOIUTh OJHA B IPYTYIO.

B 70% ciyuaes IICA mposiBisseTcs: aCHMMETPUYHBIM MOHO- WJIA OJUTOAPTPHU-
TOM (ACUMMETPUYHOCTh — XapaKTepHas yepTa 3Toro 3abosieBanus). JlaHHOW maToso-
I'MM CBOMCTBEHHO TaKXK€ BOBJICUEHHUE B J1€0r0Te 00JIE3HU TaK HA3bIBAEMBIX CyCTaBOB-
UCKJIIOYeHHUH (Mek(daaaHroBoro cycrasa | manblia ¥ MpOKCUMAJIBHOTO MexK(aaaHro-
Boro — V manbia kuctu). OcodbeHnocTrio IICA sBIsIeTCS OpaXKEHUE BCEX CYCTaBOB
OJHOTO Majblla KUCTU — aKCUAJIbHBIA, WIM OCEBOM, apTpuT. Hepeaxko mpu sTtom
HAO0JII0/IaeTCsl TEHJAOBAarMHUT CYXOXWJIHNA crudaresneil, 4To NmpuaaeT MOpakKeHHOMY
najiblly cocHckooOpa3Hblii BuA. Koka HaJx mopaxeHHbIMH CyCTaBaMH, OCOOEHHO
MajbIEeB KUCTEH U CTOI, HEPEAKO MpuodpeTaeT 0arpoByro Uiu 6AarpoBO-CHHIOITHYIO
OKpAackKy.

[nsa nmocranoBku auarHosa IICA uMerOT 3HaYe€HHWE ACMMMETPUYHBIA MOHO-,
OJINTOAPTPUT, OCOOEHHO C MOPAXKEHUEM TaIbIIEB KUCTEH UM CTOII, aKCUAJIbHBIN apT-
PUT, BOBJICUCHHE B JIeOI0TE O0JIE3HU JUCTATBHBIX MEX(alaHTOBBIX CYCTaBOB WJIU CY-
CTaBOB-UCKJIIOUEHUN, ACHMMETPUYHBIN cakpousienT. OnpeesieHHble TPYIHOCTH Aua-
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THOCTUKU BO3HUKAIOT MPH OTCYTCTBUU y OOJIbHBIX KOXKHOTO Tporecca. B atux ciy-
Yasx clIeyeT TIIATEIbHO 00CIe0BaTh MAIlMEeHTa C IENbI0 MOUCKA J1aXKe MUHUMAIb-
HBIX IPOSBJIICHUH IICOPHA3a.

JInsl MOCTaHOBKM JMAarHo3a HCIHOJb3YIOTCS BaHKyBepCKHME JHAarHOCTUYECKUE
kputepuu 1oBeHuIbHOro IIcA (1989). Onpenenennblil OBeHWIbHBIN 1ICA BBIABISET-
Csl IPU HATUYUH:

1) apTpuTa ¥ THITMYHOW TICOPUATUIECKOM CHIITH;

2) apTpuTa M XOTS OBl TPEX M3 CIEAYIOMIUX «MAaJbIX)» MPU3HAKOB:

— W3MEHEHUN HOrTel (CHHAPOM «HAIEPCTKa», OHUXOJIU3UC);

— [IcOpHa3a y pOACTBEHHUKOB 1-1 WM 2-i1 CTENIEHU pPOJCTBA;

— I[ICOPUA30I10100HOH CBHIIY;

— JaKTWINTA.

Beposatsblii roBeHWIbHBIA [ICA omnpenensercs npu HaIu4uy apTpUTa U XOTS
OBI ABYX U3 «MaJIbIX» MPU3HAKOB.

Teuenue IIcA B oOmem Onaronpusitoe: y 20-50% npeteit qocTuraeTcsi CTom-
Kas pemuccus, y 25-30% oTmeuaercs BsUIO MPOrPECCUPYIONIUNA XPOHUUYECKUN MO-
auaptput, y 10-15% mnpouecc paHo npuBOAUT K NHBATUAHOCTH.

FOBeHMWIbHBII AHKWIOHPYIOUIUH CHOHIMIOAPTPUT / DHTE3UTHBIA apTPUT
(FOAC) — 310 3a00€BaHNe ¢ HACIEICTBCHHOW MPEAPACIIONOKCHHOCTHIO, XapaKTepH-
3yIOLIeecs] XpPOHUUECKUM BOCHAIUTEIbHBIM MIPOLIECCOM B CyCcTaBax Kak nepudepude-
CKHX, TaK U B CyCTaBax OCEBOI0O CKEJETa, 4aCTO COYETAIOLIEEeCs C SHTE3UTAMHM, Ce-
poHeraTuBHOCTHIO 110 P® 1 AH®. ITockonpKy MopaxeHne CycTaBOB MO3BOHOYHHUKA
MO’KET OBITh OTCPOYEHO Ha TOAbl, 0053aTENbHBIM KPUTEPUEM JIMAarHo3a B JETCKOM
BO3pacCTe SIBJISIETCS MOPaXKEHUE KPECTLOBO-NOJAB3AOMIHBIX couleHEeHUH. OIMHAKOBO
4acTO BCTPEYAETCS Y JEBOYEK U Y MAJIBbYUKOB.

HaubGonee pannumu niposiBinenusimu FOAC dBnsieTcst apTpUT OJHOTO WA He-
CKOJIBKUX MEepUPEPUUECKUX CYCTaBOB, OOBIYHO HMKHUX KOHEUHOCTEH, COUETAIOIIHN -
Csl C DHTE30MATUSMHU Yallle MATOYHBIX KOCTeH. CUCTEMHBIE MPOSBICHUS BbIPAXKECHBI
MHUHUMAJILHO, HO MOXET UMEeTh MecTo cyOdeOpuabHas auxopanaka. [Ipusnaku nopa-
KEHUS TO3BOHOYHOTO CTOJ0a OOBIYHO JIMOO OTCYTCTBYIOT, JIMOO €1a00 BBIPAKEHBI U
Pa3BUBAIOTCS TOJIBKO BO B3pOCJIOM (PEIKO B MOAPOCTKOBOM) BO3pacTe, MPHUYEM HUX
IPOrpPECCUPOBAHNE NPOUCXOIUT MEMJIEHHO M TUIIMYHBIE PEHTTEHOJIOTMYECKUE U3MeE-
HEHUSI POPMUPYIOTCS TO3KE OOBIYHOTO.

Yame (mo 80% ciydaeB) B 1e00T€ MOKET OTMEYATHCS M30JIUPOBAHHBIN TIEPH-
dbepudeckuii apTpUT WM U30JIMPOBaHHEIN HTE3UT. B 25% cinyuaeB FOAC nHaunnaeT-
Csl C OHOBPEMEHHOIO MOpakeHUs nepuepruuecKux CycTaBOB M 0CeBOro ckeiuera. U
OYEHb PEAKO C U30JIMPOBAHHOTO BOBJEYEHMS B IIPOLIECC OCEBOIO CKEJIETa WM TJIas.
st FOAC xapakTepHO OTHOCHTEIBHO JOOPOKAYECTBEHHOE TEYEHHE C BO3MOXKHO-
CTBIO TMOJIHOTO OOpPAaTHOTO Pa3BUTHA U CKIOHHOCTHIO K JJIUTEIBHBIM, B TOM YHCIIE
MHOTOJIETHUM, PEMHUCCHSIM, HEAECTPYKTUBHBIM XapaKTepoM apTpuTa (3a UCKIIOYEHU-
€M Tap3uTa U KOKCUTA).

Yame 3a0oneBaroT moaApocTku. Y 25-50% O0JIbHBIX MOXKET pa3BUBATHCS YBe-
ut. Y 75% onpenensercs HLA-B27. Becerna orcyrcrByet PO u AH®. XapakrepHbl
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0071 B KPECTIOBO-TIOAB3IOMIHBIX COWICHEHUSIX, OOJIM B MO3BOHOYHHMKE BOCHAIH-
TEIBHOTO XapaKkTepa, HATMYhe B CEMEMHOM aHaMHe3€ MEPEeTHEro yBeuTa ¢ O0JIeBbIM
CUHAPOMOM, CIIOHAWJIOAPTPONATHI WM BOCHAIUTEIBHOTO 3a00JI€BaHUS KUIIEUYHU-
Ka.

Ty6epkyJie3 cycraBoB. Y 80% OONBHBIX MPOTEKAET B BUIE XPOHHUYECKOTO
MoHoapTpuTa. [TopaxaroTcss mpeuMyIEeCTBEHHO Ta300€IpEHHbBIE U KOJIEHHBIE CyCTa-
Bbl. Yaiie O0ler0oT MaJIbYUKU U MY>KUUHBI. B mIocieiHuEe ro/ibl 3HAYUTENIBHO BO3POC-
Ja yactoTa TyOepKyJie3a y JeTeH, IpudeM HEpEAKO MEPBBIM €ro MPOsBICHUEM, MU-
Hys MOpPaXXEHHUE JIETKUX, ObIBAET MPOLIECC B CYCTaBaxX, [NO3BOHOYHUKE M B IOYKaX.
Heckonbko M3MEHWIICS M XapakTep Te4eHHs TyOepKyJie3a, OH HpUOOpen YepThl
OCTPOTO BOCHAJICHHUSI.

TyGepkyne3Hblii  mpouecc, MNPOTEKAIIUNA € MOPAKEHUEM  ONOPHO-
JIBUTATEJILHOTO aIlapara, IpOXOAUT HECKOIBKO cTanui. HavanbHas, npeapTputnye-
CKasl, CTaJIus XapaKTEPU3yeTCs] HEMOCTOSHHBIMU, Yallle MPU JBUKEHUHU, OOJISIMU B CY-
craBe. C mepexosoM B apTPUTHYECKYIO CTAJUIO0 PA3BUBAECTCSA KapTHHA OCTPOrO BOC-
MaJeHUsl B CYCTaBHBIX CTPYKTypax: pe3kas 00JI€3HEHHOCTb, OTEK, OIpaHUYEHUE JBU-
’KEHUS, BBIIIOT B CycTaBe. BBINMOT U NEepUAPTUKYISPHBIA OTEK PE3KO MEHSIOT KOH(DU-
rypanuio cycraBa. ¥ 00JpHOr0 Hapyuaerca noxoaka. Ilpu nopaxenun tazo0enpeH-
HOT'O CyCTaBa OHA CTAHOBUTCS «YTHHON», €CIIU IPOLIECC ABYX CTOPOHHUN WIH «IIPHU-
NaJaIui» — MpU MOPaXXEHUH 0JHOTO cycTaBa. Ha 3ToMm ¢one ObicTpo nosiBisieTcs
aTpodust MbILIL Aroaulbl U Oenpa. CiaenyeT MoAYEpKHYTh, UTO y JETEHl MOXKET BO3-
HUKaTh TaKKe TyOepKyJe3HOE MOopakeHue 1Mo3BoHouHuKa (Oone3ns [loTTa), mpu kxo-
TOPOM OCHOBHOM crielM(pUUECKUil MpoLece M0 TUIY Ka3€03HOTO OCTUTA Pa3BUBACTCS
B TeJIe MO3BOHKOB: OBICTPO (hopMHpyeTcs UX CIUIIOIIMBAHUE MPEUMYIIECTBEHHO B
nepenHeM otaene. [103BoHKM Ha OOKOBOI peHTreHorpaMMe UMEIOT KIMHOBUAHYIO
dbopmy.

Huddepenunansuas nuardoctuka FOPA ¢ TyGepKyne3HbIM apTpUTOM HEPEIKO
MPEACTABIISIET 3HAUYUTENbHbIE TpyaHOCTH. Kputepusmu nuddepeHnuaibHoro aua-
rHO3a MOTYT OBITh YKa3aHHsI B aHaMHE3€ Ha TyOepKyJie3 B CEMbE, MOJOKUTEIbHAs
peakuust MaHTy, HaJTu4Yle MUKOOAKTEpUu TyOepKyie3a B CHHOBUAJIbHON KUAKOCTH U
oTpunatenbHpil PO. [lns yTOYHEHMs nHarHo3a NpPOBOIUTCS PEHTTEHOJIOTHYECKOE
UCCIIEJIOBAaHUE CYCTaBOB (MPU HEOOXOIUMOCTH - KOMIIbIOTEpHAsi ToMorpadus cycra-
BOB) M apTPOCKOMHYECKOE HCCIIEJOBAaHHE C OMOICHEN CHHOBHAJIBLHOM 00OJOYKU U
xpsama. B npeaptputudeckoil cTaiuu TyOEpKyJIe3HOro apTpuTa - Ha (h)OHE HOpMaJib-
HOW KOCTHOW TKaHU MOXET BBISBIITECS O4YaroBasl MEPECTPOMKA PUCYHKA KOCTHBIX
Tpabekyn. B apTpuTudeckoil cramuy - ONMpenensroTcs KpaeBbie Ae(hEKThl KOCTEH.
[To3xe oOHapykuMBaeTCs OrpaHMYEHHAasi KOCTHAs MOJIOCTh C HAJMYKUEM CEKBECTpa Ha
(oHE cy>)KeHUs CYCTaBHOMW IIENU U U3bEJECHHOCTU KOHTYPOB MOIXPALIEBBIX CTPYKTYP
KOCTH.

OCTeoXOHAPONAaTHM — 3TO CAMOCTOSITENIbHAS TpyMa 3a00JI€BaHUI CyCTaBOB y
JeTel U MOAPOCTKOB C JJIMTEIbHBIM T€UEHUEM U yalle OJIArONPHUATHBIM HCXOJIOM.
DTHUONOTUSl MAJIOU3BECTHA, HO YCTAHOBJIEHO, YTO B OCHOBE Pa3BUTHUA 3THX 3a00JieBa-
HUM JISKUT aBACKYJAPHBIN (acenTUYeCKHil) HEKpO3 KOCTH M KOCTHOro mosra. s
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OOJBIITMHCTBA OCTEOXOHAPOIATUI JT0OKa3aHA WX HACIEICTBEHHAas npupoaa (060Je3Hb
[Inarrepa, 6onesns Illefiepmanna—May, 6omnesnp Ilepreca, 6osesnp Kemrepa I1).
Kax npaBuiio, 3ta rpynmna 3a0oyieBaHUI BBISIBISIETCS Y TAIMEHTOB C BBICOKUM YPOB-
HEM ME3CHXHUMAJIbHBIX CTUTM, YKa3bIBAIOIIMX HA COCIUHUTEIHLHOTKAHHYIO IUCIIIA-
CTUYHOCTb, YTO MOJTYEPKUBAET JU30HTOTCHETUYECKYIO MIPUPOTY OOJBITUHCTBA OCTE-
OXOHJIPOITATHH.

B psne cinydaeB TOpnuaHOE TEUYEHHE MOHOOJUrOapTpuToB y nereir ¢ FOPA
TpeOyeT npoBeAeHus Aud@epeHuanbHON JMarHOCTUKU € 3TOM TPYIoil 3aboseBa-
Hui. OCTEOXOHAPONATUU MOTYT IPOTEKaTh C JIOKAJIU3ALKMEN NaTOJOTMYECKOro Mpo-
recca B snuduze, anoduse, B TpyOUaTOi KOCTH, B KOPOTKUX TPYOUATHIX KOCTSIX HIIU
B CYOXOHAPAJILHOM CJIO€ CYCTaBHBIX CTPYKTYpP KOCTE.

bonesnr Kénura (F. Konig, nemenkuit xupypr, 1832-1910; cunonum: pacce-
KAl OCTEOXOHAPO3, OCTEOXOHAPUT pacCeKaroluil) — 3a00JeBaHnue, XapaKTepu-
3yIOLIeecs] OTPaHUYEHHBIM CYOXOHIpaJIbHBIM HEKPO30M CYCTaBHOW IMOBEPXHOCTU KO-
CTH Ta300€JpEHHOT0 WM KOJIEHHOTO cycTaBa. Yaille Bcero BCTpedaeTcsi y MyKUUH B
Bo3pacte 15-30 net. [Ipeapacnonararomum GakTopoM MOXKET ObITH TpaBMa WIH JUIH-
TesbHas (U3MYECcKas Harpy3ka Ha CycTaB. JTO IPUBOJUT K HAPYIIEHUIO KPOBOCHAO-
KEHUS OTACIIBHOI'O Y4YacTKa KOCTH, PACIIOJIOKEHHOTO IOJ XPSALIOM, Jajee pa3BUBa-
€TCS €r0 HEKPO3 U OTTOP>KEHHUE €r0 BMECTE C YYaCTKOM CYCTaBHOI'O XPsIILA B ITOJIOCTh
cycraBa. Bo3HHKaeT Tak Has3blBaeMas «CyCTaBHas MbIby». [Ipomecc oTrop:keHus
MIPOTEKAET MEJUIEHHO, & Pa3Mep «CYCTABHOM MBIIIN» MOKET OBITh OT IPOCSIHOIO 3€p-
HBIIIKA 710 (acomu.

B Hauane 3a0oneBaHHs, KOI/la HE MPOU3OILLIO OTTOPKEHUS y4acTKa TKaHU
Xpsillla OTMEYaeTCsl CKyAHOCTh €ro NposiBIeHU. B cycTraBe MokeT oTMedaThCsi Hemo-
CTOsIHHasi 00JIb, MHOT/A MOSIBIISIETCA BBINOT (CKOIUIEHHE KUAKOCTH B TIOJIOCTH CyCTa-
Ba). C mporpeccupoBanueM 3a0o0jeBaHus 00Jb MPUHUMAET 00Jiee MOCTOSHHBIA Xa-
pakTep, ycuiauBaeTcs Ipu xoan0e. OTMeuaeTcst TyronoJABUKHOCTE B cycTase. [locie
TOr0, KaK Y4acTOK Xpslla OTAEIUJICS B MOJOCTh CYCTaBa, MOKET BOSHUKHYThH OJIOKa-
Ja cycTaBa. JTO NMPOUCXOAUT B PE3YNbTATE YIIEMJICHHS OTOPBABIIETOCS Y4YacTKa
TKaHU MEXJY CYCTaBHBIMH MOBEPXHOCTSAMU KOCTEH. DTO BbI3bIBA€T 0OJb U PE3KOE
OorpaHUYeHue JBHKEHUHN B cycTtaBe. CO BpeMEHEM Pa3BUBAIOTCA aTpo(usi YeThlpex-
JIaBOM MBIIIIIBI Oenpa u nepopmupyromuii apTpo3. Ha peHTreHOI0rn4eckux CHUM-
Kax Kakux-1100 M3MEHEHM, Kak npaBuio, HeT. OCHOBHbIE MPHU3HAKU 3a00JI€BAHUS
MOXHO onpenenntb Ha MPT — 3HaunTeNbHBIN BHYTPUKOCTHBIN «OTEK» MOPAKEHHOTO
ydacTKa KOCTH. BriociencTBur BO3HUKAET OTBETHAs PEAKIIMs CyCTaBa B BUIE CHUHO-
BUTa (MPUITYXJIOCTh, OTEK CyCTaBa) U yCUJIeHUs 00JeBbIX olylieHuil. [lanee ormep-
M y4aCTOK MBIIIEIKA «OTBAJIUBACTCA» OT OEAPEHHON KOCTH C 00pa30BaHUEM XOH-
JPOMHOTO Teja («CYyCTaBHOM MBIILIN).

Ha nepBoii craguu BO3MOXKHO KOHCEpBATUBHOE JieueHUE (Ha3HAYEHHE COCYU-
CTBIX MPENApaTOB, IPENAPATOB YIYyUIIAIOMUX MUTAHUE U BOCCTAHOBJIEHUE CYyCTABHO-
ro xpsima, (Gu3NOTepanuu U HUCKIOUeHus (usnueckor Harpysku). Ecim monoxu-
TEIbHOW JTUHAMUKNA HE OTMEYAETCs, TO MALUEHTY TPOBOJUTCS ONEPATUBHOE JIEUECHHE
— apTPOCKONMYECKAsl TYHEIN3aLHsl OBPEKIECHHOTO ydacTKa 01 apTPOCKOIMMYECKUM
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KOHTPOJIEM U PEHTT€HOBCKUM MOHUTOpUpPOBaHUEM. OJTHOBPEMEHHO M3 MOJIOCTU CY-
CTaBa yJAJAIOTCS XOHJIPOMHBIE Tena («MBIIKKY). B Oosnee 3amynieHHONM cranuu 3a-
6oseBanus, ¢ 00pa3oBaHUEM y4acTKa HEKpO3a, €IMHCTBEHHBIM CIIOCOOOM, TO3BOJISI-
IOIIUM PAJUKAIBHO U3MEHUTh CUTYAIIUIO, SIBJSIETCS 3aMEIICHUE MOBPEXKICHHOU KO-
CTH C XPSIIIOM ITyTeM MO3auYHON XOHIPOIIACTHUKH.

bonesnp Jlerra-KanbBe-IlepTeca (Miau ocTeoxoHApomaTHsi dMudu3a roJoBKU
oenpa). To cyOXOHIpAIbHBIN HEKPO3 Spa OKOCTEHEHU dMrdu3a rojgoBku. boiae3npb
npakTudecku ogHoBpeMeHHo (1909-1910 r.) onucana Bcemu TpeMs aBTopaMu. BEI-
3bIBAETCA MHOYKECTBOM IMPHYHMH, CPEIW KOTOPBIX Ba)XKHEHIIEH SIBIISIETCS HACIE[I-
CTBEHHAsl MPEAPACIONOKEHHOCTh. [Ipeanonaraercs, 4To OHa 3aKIIOYAETCS B «Ie-
(deKkTHOCTU» psAlla OOMEHHBIX, TOPMOHAJBHBIX, OMOXUMHUYECKHX (akTopoB. EcTh
JaHHBIE, YyTO y AeTeil ¢ Oone3nbto Ilepreca 0OHapyKEeHO BBICOKOE COJEpNKaHUE IIie-
nouHoi (ocdaraszbl, Kablus, HeOpranmdeckoro Gocdopa B CHIBOPOTKE KPOBH, a C
MOYOU BBIJIENISICTCS MOBBIIICHHOE KOJUYECTBO TITyTAMUHOBOM KHUCJIOTHI M MPOJIMHA.
3a0oneBaHue BO3HUKAET MPEUMYIIECTBEHHO B Bo3pacTe 5-12 neT, kak mnpaBuio, Imo-
pakaeTcsi OJIMH, YaIle MpaBblil, Ta300eApEeHHBIN cycTaB. Manburku 3a00J1€BaloT B 5
pa3 yaie aeBouek. [lepBbiMu cumnTtomamu O0JI€3HU SABJISAIOTCS 00JIb U XPOMOTA, 3a-
TE€M MPUCOCUHSIOTCS MPU3HAKU KOHTPAKTYPHI B Ta300€IpEHHOM CYCTaBe: PaHHUE -
OrpaHUYCHHE BHYTPEHHEH M HAPYKHOW POTAllMU W OTBENCHHUs, OoJjiee TMO3JAHHE -
orpaHuveHue crudanusa u npusenenus. [Ipu nposegenun auddepeHmaiILHON aua-
rHOCTUKH ¢ FOPA HCKIIOYMTENbHOE 3HAYEHUE UMEIOT PEHTIEHOJIOTNYECKUE MPU3HA-
ku 1-i, TO ecTh HauanbHOU cTamuu Oone3nu llepreca, Tak Kak OT CBOEBPEMEHHOM
JTUAarHOCTUKH 3aBUCUT €€ UCXO/I.

1-s cragusi Gonesnu Ilepreca xapakTepu3yeTcsi HEKpO30M T'y04aToOil KOCTU
smudu3a U KOCTHOTO MO3ra. JTa CTaJus BBI3BIBACT HAUOOJBIIUE TUATHOCTUYECKHE
TpyaHocTU. Ha peHTreHorpaMmmMe B 3TOT Mepuoj 00JI€3HU BBISBIISIIOTCS PACIIMPEHUE
Y YIUIOTHEHUE TEHEW MITKUX TKaHEW, OKPYKAIOMIMX Ta300€pEeHHbIN CyCTaB, paciiu-
pEeHUE TEHU KaIlCyJibl Ta300€IPEHHOT0 CyCcTaBa BCJIEICTBUE CHHOBHTA.

B cBsi3u ¢ oTexkoM — popMupyeTcs pacIMPEHUE MEKMBIIICUHbBIX TPOCTPAHCTB
MEXAY CpPeAHEW, MaJol ArOAUYHON W MOAB3HOIIHO-TIOSCHUYHOM MbIlIaMu. Pa3Bu-
BaeTCA OCTEONOpPO3 KOCTEH Ta300€IPEHHOT0 CycTaBa U COOTBETCTBYIOLIEH MOJIOBU-
HBI KOCTEW Ta3a, U3BUIUCTOCTh U HEPABHOMEPHOCTH XPSIIEBOM snudu3apHOil 11a-
CTUHKH, HAJIMUME KPaeBOM y3ypbl Ha CMEKHBIX MOBEPXHOCTSAX SMU(HU3a TOJOBKH U
mieiiku Oenpa B o0macT snudu3apHOn 30HBI. BeIsBisieTcs: yromeHue cepruiecko-
ro KOHTypa dnudu3a U yBeJIMUeHNE BHICOTHI CyCTaBHOM IIEIN (CHHOBHT).

B xonrie 1-i craguu B mapasnudu3apHOi 30HE MEeHKH Oepa MOTYT BBISIBIISTh-
Csl Oouaru JECTPYKIIMH, B 00JIACTH KOTOPBIX CIyCTsI BpeMsi (POPMUPYIOTCS KHUCTHI,
melKa YKOpauuBaeTCs, CTAHOBUTCS IIUPE, CYCTaB MPAKTUYECKH pa3pyliaercs. JTa
CTaJusl MOXET MPoJ0JDKaThesl 4-6-8 Mec. B Hacrtosiee Bpems JieueHue 3Toro 3a00-
JIEBaHUSI TOJIBKO XUPYPrUYECKOE: YEM PAHBIIE, TEM JIyUIlle UCXO/I.

bonesns Ocryna-llngarrepa (ocTeoXoHapOmaTisi OyrpuCcTOCTH O0JIbIIEOepIO-
BOM KOCTH) BCTpEUYaeTCsl MPEUMYIIIECTBEHHO Yy Mainb4ukoB 13-15 net. [locie moBbI-
meHHoM (pusnueckoit Harpy3ku (Oer, xoap0a, npucenanus) uiu 0e3 BUIAUMOUN MpH-
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YUHBI TOSABISIOTCA 00JIM B 00JaCTH OYyrprCTOCTH 0O0JBIIE0EpIIOBOM KOCTH, YIUIOIIe-
HUE U BhIOyXaHUE Xpslla, JIOKajdbHas 00JIE3HEHHOCTh NpU nanbhanuu. PeHTreHosno-
TUYECKU OTpenensieTcss (pparMeHTaIs, pa3phIXJeHHe 30HBI POCTa, YMEHBIIICHUE B
pasmepe anoduza OyrprucTOCTH OOIBIICOSPIIOBOM KOCTH.

OcTteoxoHaponaTys JiaabeBUaHOW KocTu cTombl (Kemiepa 6onesnb ). Berpe-
yaeTcs y JieTed B Bo3pacte 5-12 neT, mpeuMyIecTBeHHO Yy ManbuukoB. [Iporiecc ya-
e 1ByXcTopoHHUH. [IoYTH BHE3amHO pa3BUBAETCS aCENTHUYECKUN HEKPO3 TyOuaTou
YacTHU KOCTH, HO TMPHU 3TOM COXPAHSAETCS CTPYKTypa MOKPOBHOro Xpsia. PeOeHka
OecriokosT 00 B 00JaCTH THIILHOW MOBEPXHOCTH CTOITBI, HEPEAKO OOJM yCHIMBa-
10TCSl HOUbIO. [loCcTeneHHO pa3BUBAETCS XPOMOTA, JETU XOJAT, ONMUPAsCh HA HAPYK-
HBIM Kpail ctombl. Ha ypoBHe NagheBUIHONW KOCTH TOSABIISETCS MPUIYXJIOCTH 0e3
npu3HakoB BocnasnieHus. IIponecc npogoimkaercsa 8-12 mec. mHorna o 2 aer. Bax-
HBIM JUArHOCTUYECKUM KPUTEPHEM CIY)KUT PEHTTCHOJOTHYECKas KapTHHA: B
HAYaJIbHOW CTaJMU BBISBISIETCS OCTEONOPO3 C MOCIEAYIONIMM YMEHBIICHHEM Spa
OKOCTCHEHUS JIaJIbeBUJIHOM KOCTH, MHOTJA MpUCOeAuHseTCs ee (PparmeHTanusg. B
IEJIOM TeueHue 0O0JIe3HH OJAronpusTHOE M MPU CBOCBPEMEHHOW MMMOOMIN3ALUU U
pasrpy3Ke CTOIMBI MPOIECC 3aKAHUYMBAETCSI BOCCTAHOBIIEHUEM CTPYKTYPHI U (POPMBI
KOCTH.

OcTeoxoHIponaThs roJd0BOK IUocHeBbIX Koctel (Kemnepa 6osesnp 1I). Bos-
HUKaeT B Bo3pacte 10-20 sieT, HECKOIBKO Yalie y A€BOYEK U Y KeHIIUH. OOBIYHO MO-
paxatorcs roioBku II u III mMerarap3anbHbeiX KocTeil. bone3Hbp pa3BuBaeTcsi mocre-
NEeHHO, HaunHaeTcsi ¢ Oosielt y ocHoBaHus II-III manblieB CcTOMBI, YCUIMBAIOIINXCS
npu xoar0e. B 3Toil 00s1acTH MOSBIISIIOTCA OTEK W MPUIYXJIOCTh. BoJIbHBIE XOIAT C
OTIOPOM Ha MATKY, pa3rpyskas 3TUM MepeaHuid oten cronbl. Hepenko B cBsi3u ¢ pas-
BUBAIOIIUMCS JIUM(PATUIECKUM OTEKOM MOXKET IMOSBUTHCS MPHUITYXJIOCTh B 00JIaCTH
TOJICHOCTOITHOTO CYCTaBa, YTO B MOCIEAYIOIMIEM CIOCOOCTBYET (hOPMUPOBAHUIO Jie-
dbopMuUpYyIOIIEro apTpo3a.

PeHTreHonornueckn xapakTepHbl YIUIOTHEHUE U CHUKEHUE BBICOTHI T'OJIOBKH
TUTFOCHEBOM KOCTH, OHa MOYKET MPUOOpEeTaTh MATHUCTHIN pUCYHOK. B KOHEUHOU cTa-
iy 3a00J1€BaHUs MIOJTHOTO BOCCTAHOBJICHHS CTPYKTYPBI KOCTH OOBIYHO HE HaO 012~
eTCHl.

KuemeBoii Oopesnsno3 (JaiiMmckasi 0ose3nb). BrnepBeie 310 3aboieBaHue
onucano B 70-x rogax B ropoze Jlaitm (CILIA), xorna y nereil mocie 3KCKypcUH B
Jec ObUTa 3apEeTUCTPUPOBAHA BCIIBIIIKA apTPUTOB, XapaKTEPUIYIOIMIUXCS KOPOTKUMU
PEIUIUBUPYIOIIUMHU aTaKaMi aCHMMETPHUYHOTO TIPHUITYyXaHUs 1 O0JIE3HEHHOCTH B He-
CKOJIBKMX KPYITHBIX CyCTaBax, MPEMMYIIECTBEHHO KOJeHHBIX. Kak mpaBuio, 3To co-
YEeTaJIOCh C MPU3HAKAMU CHCTEMHOTr0 3a00JIeBaHUs, MPOSBISIOUIETOCS MOPAKEHUEM
KOXH, B BUJE KOJIBLIEBUIHON MUTPUPYIOLICH 3pUTEMBl U XPOHUYECKOTO aTpoduye-
CKOTO aKpoJepMaTHhTa, WHOTAA HEBPOJIOTMUYECKMMH HAPYIIECHUSMHU (MEHHHTUT, 3H-
nedaiuT, KpaHuaibHbIE HEBPHUTHI, PAJUKYJIOHEBPUTHI, MUEIHUT) U MOPAKEHUEM CO
CTOPOHBI CEPJCYHO-COCYAUCTON cucTeMbl (Inpy3HbIN KapAUT, TOPaXKEHUE MPOBO-
JSIIeN CUCTEMBI Cep/la, MEPUKapInT).
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Bozbyautenem maiimckoit 6osie3Hu mipusHaHbl Ooppennu. OcoOeHHOCThIO OOp-
penuii ABISETCS WX TEHOTHIHYECKOE (OMMCAaHO 8 TEHOTUIOB) U (EHOTHUITHMYECKOE
pa3zHooOpasue, 4To OOYCIOBIMBACT KIMHUKO-UMMYHOJOTHUECKUNA MTOIUMOPHU3M
sToro 3aboneBanus. [lepeHocunky BO3OyIUTENSI — KIICIIH, KOTOPbIE MOTYT OOUTATh
MPaKTUYECKH BO BCEX Teorpapuueckux 30HAX, XOTS CYIIECTBYIOT SHIESMUYECKHE
oyaru ¢ mpeoOJajaHreM ONpeaeaEéHHON (PeHOTUNUYecKor rpymmsl 6oppenuid. Cuu-
TAeTCsl, YTO JIAUM-apTPUTHI Y JETell pa3BUBAIOTCS Yallle, YEM Y B3POCIIbIX, CTPaaaro-
KX JJaiMcKoi 00J1e3Hb10. B HacTos1iee Bpemsi 00ppenno3 perucTpupyeTcs: MpaKkTH-
YeCKU BO Bcex pernoHax bemapycu.

[Ipu npoBenenun nuddepernranbHon auarHoctuku ¢ KOPA BakHO 3HAThH
NPUOPUTETHBIC JIJIsl TaliM-apTpuTa MpU3HaKku. B panHeM nepuoje Habt01atl0TCs apT-
paIruy, 4TO SBJISIETCS] YaCThIO OOIIEBOCHATUTEILHOTO CUHJIpOMa (TIOBBILIEHUE TEM-
neparypsl Tena, 03HOO, dSpuTeMa, TOJIOBHbIE 00JHU, MOTAUBOCTh U T.1.). CIyCcTs He-
CKOJIBKO JHEH (Hemenh WU JaXe MEcAIeB!) pa3BUBAETCS KOPOTKasl aTaka WHTEPMH-
THPYIOIIETO MOHO- M OJIMTOAPTPHUTA KPYITHBIX MW CPEIHUX CYyCTaBOB, YaIlle KOJICH-
HBIX. APTPUT MMeeT J0OpPOKaueCTBEHHOE TeUEHHUE, XapaKTepU3yrolieecs MOCTeNneH-
HBIM YJIMHCHHEM WHTEPBAJIOB MEXKIY aTakKaMH W YKOPOYCHHEM ITPOIOJDKUTEIHHO-
CTH aTakK C MOCJEIYIOIINM BbI3ZOPOBICHUEM, HO TOJIBKO Ha (pOHE Tepamuu OCHOBHO-
ro 3a0oJsieBanus. B mociieqHue ropl 4acTo pErucTpUpyroTCs ciydau GoOpMUPOBAHMUS
XPOHUYECKOTO IPO3UBHO-IECTPYKTUBHOTO CHUHOBUTA/apTpHUTa, YTO 3aTPYAHSIET MPO-
BeJieHue MuddepeHaibHoN TMarHoCTUKU Ooppenro3Horo aptpurta ¢ FOPA yxe Ha
paHHUX cTaauax Oomne3nu. [IpakTuuecku 3TO CBUICTENBCTBYET O €ro OBICTPOM IPO-
IPECCUPOBAHUU, PA3BUTUU SPO3UBHO-ICCTPYKTUBHOIO apTUTa M TpaHcPopMaluu B
FOPA (FOXA).

Jlmarao3 Ooppenro3a CTaBUTCS HAa OCHOBaHWU aHaMHe3a (YKycC KIeia), KIH-
HUYECKUX TPOSBIICHUN, XapaKTePHBIX ISl TAHHOTO 3a00JICBaHUS U PE3YIbTAaTOB HC-
CJIEIOBAHUS JTOCTYITHBIX OHMOJIOTHYECKUX cpela (KpOBb, CHHOBHAIBHAS W CTUHHOMO3-
roBas JKUJKOCTh) Ha aHTUTeNa K 0oppenusam, metoasl MDA, TP u np.

[Ipu Ooppenmo3ax OIpeAeseHHe YyBCTBUTEIBHOCTH K aHTHOMOTHUKAM BO30Y-
JTUTENCH, BRI3BABIINX 3a00JICBaHUE Y KOHKPETHOTO TAITUEHTA, TPAKTUICCKU HE TPe/I-
CTaBJISIETCS BOBMOXHBIM. B mpouecce pa3BuTHs U TeUeHUs JalMCKON OOJe3HU Mpu-
3HaKW MH(OUIIMPOBAHHOCTH MMEIOTCS Ha JIFOOOM CTaauu, B CBS3HM C YeM, aHTUOUOTHKHU
IPUMEHSIOTCS] Ha BCEX ATanax 00JIe3HHU.

Borrelia burgdorferi uysctBurenbubl k 1edanocnopunam II, 1T u IV nokose-
Hu (nedypokcum, 1edTpruakcoH, 1eoTakCUM U Jp.), TETPAIMKINHAM, MAaKPOJIH-
71aM, HEKOTOPBIM MOJYCHHTeTHYeCKMM mneHunuuimHaM. Borrelia burgdorferi menee
YyBCTBUTEIbHBl K TNEHUIWILIMHY, OKCAalMJUIMHY, Xjopamdenukony. Borrelia
burgdorferi ycTOWYMBBI K aMHUHOTJIMKO3WAAM, HMUNpOQIIOKcannHy, prudaMIUIIHY,
TPUMETONPUM CYIb(OMETOKCa30dy. B Hacrosiee Bpems HET €IWHOTO MHEHHUS O
IIPOJIOJDKUTEILHOCTH JICUCHUS B KaXKJIOM KOHKPETHOM ciydae il 3()(PEKTHBHOTO
IPEIOTBPAIICHUS TICPCUCTCHIIMHA BO30YIUTEIS.
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CuHIpPOM reHepaTu30BaHHOM IMIIEPMOOMIBHOCTH CYyCTABOB.

OTO OOWH U3 T€X CHUHIPOMOB, BKJIIOYas (PUOPOMHUANTHIO, KOTOPBIN JIETKO MPO-
nyctuTh. Oxono 10% rozieil BBIXOJAT 3a MPeAesibl HOPMaIbHON MOABUKHOCTU CY-
CTaBOB B CTOPOHY runepnoaBuxHOCcTU. B cpennem y 10-15% Takux manueHTOB T'u-
MepMOOMIBLHOCTh HOCUT MATOJIOTMYECKUM XapakTep (Hampumep, cuHipom Mapdana,
cuHApoM Dnepca-/lanno, akpomeranus u ap.) CKpUHUHT-KOHTPOJIEM [IJIsl TeHEepasu-
30BAHHOU TUIMEPMOOUILHOCTH MOXKET ObITh MOAM(UIIMPOBaHHbBIN cueT baiiToHa, 06-
JIETYaloIIiA €e JTUArHOCTUKY:

1.Pasru6anne Mu3uHiia Ha 90 rpaaycoB u 6ojee (o ogHOMY Oauly ¢ Kax oM
CTOPOHBI).

2.IlpuBenenue OOJBIIOTO Majblla YEPE3 CTOPOHY M HA3al 10 CONMPUKOCHOBE-
HUS C IpeaIieybeM (M0 OTHOMY Oalily ¢ KaKJ10i CTOPOHBI).

3.Ilepepasrudanue ynokTeBoro cycraBa Ha 10 rpagycos (1o ogHOMYy Oaylty ¢
Ka)XJ10U CTOPOHBI).

4.Ilepepaszrubanue kojeHHOro cycraBa Ha 10 rpagycoB u Oonee (10 OJHOMY
0aty C KaXKJ10i CTOPOHBI).

5.JloTpoHyThCs JTaIOHSIMU 0 T0Ja, He crubas koseH (1 6amn).

MaxkcumanbHOe KOIU4ecTBO OaoB — 9.

Jlnarsos runepMoOMIILHOCTH CTaBUTHCA IpU 6 1 OoJiee Oaax.

OuopOMHAITHS XaPAKTEPUIYETCS CIECIYIONUMU YEPTAMHU:

1.IT;moxo¥ coH, ¢ YyBCTBOM YCTaJIOCTH MPHU MPOCHITIAaHUU.

2.HenomMoranue, COHIMBOCTb.

3.Pa3apaxkutenbHOCTD.

4 MHOXECTBEHHBIC pEeTHOHAJIbHBIC 00JIM, B TOM 4Hnciie U 0011 B 00JIacTH I0-
3BOHOYHUKA, HE YMEHBIIIAIOIINECS MPU MPUEME aHAITETUKOB.

5.I'unepuyBCTBUTEILHOCTS OMPEACICHHBIX TOUYEK TP Tajdblalud (HIKHSIS
JacTh MIEWHOTO OT/eNa MO3BOHOYHHWKA, CEepelHa HAJOCTHON MBIMIIKI, O0Ie3HEeH-
HOCTh MBIIIEYHOTO BaJIMKa HAJl TPAMCIIMEBUIHOW MBIIIIIECH, OOJE3HEHHOCTh B TOUKE,
Haxogdmeca Ha 1,0 cM guctaiibHEe JaTepagbHOrO HAIMBIIIEIKA, HUKHEOSCHUY-
HBI OT/AEN MO3BOHOYHWKA, BEPXHEITOAUMYHAS 00JIaCTh, MEAHAIIbHASI KUPOBAs IIO-
IyIIKa KOJEHHOTO cycTaBa). DuOpomuanrus MoKeT ObITh IEPBUYHOM (Yalle y JKeH-
IIMH CPEIHETO BO3pAcTa) U BTOPUYHON HA (JOHE PA3IMYHBIX PEBMATHUYECKUX 3a00I1e-
BaHUI, COMPOBOXKAAOIINXCSI O0JIEBBIM CYCTAaBHBIM WJIM MUAITUYECKUM CHHIPOMOM.
[TatiueHThI TpeOYIOT YyriIyOIeHHOTO 00CIeI0BAHMUS.

JleyeHne I0BEeHWIbHBIX APTPUTOB

Jleuenne FOPA 3aBucut oT popMbl 1 XapakTepa TeueHus 3a00IeBaHu.

enn Tepanuu:
- IOJIaBJICHUE BOCTIAJINTEILHON M MMMYHOJIOTHYECKON aKTUBHOCTH TIpoIiecca,
- KYITUPOBAaHWE CUCTEMHBIX MPOSIBJICHUHN M CYCTaBHOT'O CHHJIPOMA,
- coXpaHeHue (PYHKIIMOHAILHON CIIOCOOHOCTH CYyCTaBOB,
- TIPEIOTBpAICHUE WM 3aMEJICHUE TECTPYKIIMU CYCTaBOB, MHBAIMIW3AIUN TAIlH-
€HTOB,
- TOCTMDKCHHE PEMHUCCHH,
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- TIOBBINIICHUE KAYeCTBA JKU3HU OOJHHBIX,
- MUHIMH3aIUs T000YHBIX 3D (PEKTOB Tepamnum.

Peoicum

B mepuonbr o6ocTpenus 3a00ieBaHUs CIIEIYyEeT OTPAaHUYUBATH JBUTATCIIBHBIN
pexum pebenka. [lomnas nMMOOUIU3aIUsl CYCTaBOB C HAJIOXKEHHUEM JIOHTET MPOTHU-
BOIIOKA3aHa, TaK KaK CIOCOOCTBYET Pa3BUTHIO KOHTPAKTYp, MBIIIEYHOU aTpoduu,
yCYryOJEHHUIO OCTEONOpP03a, OBICTPOMY PA3BUTHUIO aHKUJIO3a.

duznyeckre ynpaxHeHUus CIOCOOCTBYIOT COXPAHEHHIO (PYHKIIMOHAJIBHOW aK-
TUBHOCTU cycTaBoB. [lone3Hbl e3/a Ha Benocuriene, riaBaHue, nporyinku. Hexena-
TEIbHBI O€r, MPBLKKU, aKTUBHBIE UTPBl. PEKOMEHAYETCS COXPAHSTH MPSIMYIO OCAHKY
npu Xoap0e U CUACHHUM, CIaTh HAa MKECTKOM MaTpace M TOHKOHM monyuike. OrpaHu-
YUTh TICUXOAMOIIMOHANIbHBIE HATPY3KH, TPEOBbIBAHNE HA COJHIIE.

Jleuebnas uzkyromypa

HeoOxoaumbl exxeTHEBHBIC YIIPAXHEHUS TSl YBEIMUEHUS 00beMa JIBIKCHUN B
CycTaBaX, YCTPaHCHHS CTHOATEIbHBIX KOHTPAKTYpP, BOCCTAHOBJICHHS MBIIICYHON
Macchl. [Ipu mopakeHnn Ta300€APEHHBIX CYCTaBOB — TPAKIIMOHHBIE MPOICAYPHI HA
MOPaXEHHYI0 KOHEUYHOCTh TOCJE MPEIBAPUTEILHON KOHCYJIBTAIIMH OPTOIEaa, XOXK-
JICHUE Ha KOCTBUIAX. B mepwosa pa3BUTHS KOKCHUTA W aCENTHYECKOTO HEKpO3a Ta3o-
Oe/lpeHHBIX CYCTaBOB MEPEABMKEHHE MalleHTa 0e3 KOCTBUJIEH IpPOTHUBOIIOKA3aHO.
JleueOHas GuU3KyIbTYpa MPOBOJUTCA B COOTBETCTBUU C MHIUBUYAIBHBIMUA BO3MOXK-
HOCTSIMU TAI[MEHTA.

Jluema

Pexomennyetcst ynotpebieHrne MUK ¢ TOBBIIIEHHBIM COJIEPKAHUEM KaJbIIUs
U BuTaMuHa D myis mpouiIakTUKu OcTeornoposa. Y MalueHToB ¢ cuHapomom Ky-
IIMHTA 11eJIeCO00Pa3HO OTPaHUYCHUE TTOTPEOJICHHSI YTIIEBOAOB U KUPOB, PENOYTH-
TeabHa OeJIKoBas IHETA.

[ToxazaHus K TOCTIMTATA3AIIIH:
- Pa3BUTHE CHCTEMHBIX TIPOSBIICHUNA (JTMXOpaKa, MOPAKEHUE CEP/IIIA, JIETKHX ).
- BEIpOKEHHOE 000CTpEeHNE CYCTaBHOTO CHHIPOMA.
- TOA0OP UMMYHOCYIIPECCHBHBIX MTPETapaToB.
- oTcyTcTBHE (P deKTa mpu aMOyJIaTOPHOM JICUEHUN 000CTPEHMUS.
- IPUCOETMHEHNE UHTEPKYPPEHTHON UH(DEKITUH.
- HJIMYME COMHEHUI B MPABUJIBHOCTH YCTAHOBIIEHHOTO JHArHO3a.

CornacHo kiaccudukanuu, TpUHITON Ha 5-M 3aceannu MexyHapOoHOM Jn-
i o 6oproe ¢ peBmatusmoMm BO3 (1993 r.), Bce mpoTHBOpEBMATUYECKUE JIEKap-
CTBEHHBIE CPEJICTBA MOAPA3ACISAIOTCS Ha MOIUMUIMPYIONINE CUMITOMBI 3a00JieBa-
HUS, MOIUGUIIUPYIONINE TEYCHHE 3a00JICBaHUS W KOHTPOJUPYIONUE TeueHue 3a00-
neBanus. C ydyeTom 3ToH KiacCU(PUKAIMKA K CUMIITOM-MOIU(PHUITUPYIONIAM TTPOTHUBO-
PEBMATHUYECKUM CPEJICTBAM OTHOCST HECTEPOHUIHBIC MPOTHBOBOCIAIUTEILHBIC JIC-
kapctBeHHbie cpenctBa (HIIBJIC) u rmroxokoptukoctepouasl (I'KC). K Gomne3nsb-
MOJTU(PHUITUPYIOMUM TTPOTHUBOPEBMATUYECKUM CPEICTBAM OTHOCSTCS Oa3WMCHBIC TIpe-
napaTthl — IIMTOTOKCUYECKHE (METOoTpekcar, ukiodochamMu, XJaopaMOyIuia) U He-
IIUTOTOKCHYECKUE (aHTUMAJISIPUIHBIC TperapaThl (JIeNari, MIakBeHu ), cyabdaca-
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na3uH, J[-neHnnuiaMuH, cou 3010T1a). [Ipu nedyeHnn 10BEHWIBHOIO peBMATOHIHO-
ro apTpUTa NPAKTUYECKU HE HMCIOJIB3YIOTCS COJM 30J10Ta, /J[-MeHnIuiaMmud U XJIo-
pamMOyIIIIT B CBA3H C HU3KOW 3(PPEKTUBHOCTHIO U 3HAUMMBIMH MTOOOYHBIMU 3 eKTa-
Mu. Hu oguH U3 CymecTBYIONIMX COBPEMEHHBIX JIEKAPCTBEHHBIX CPEACTB B MOJHOM
Mepe JOCTOBEPHO HE MPEIOTBPAILAET Pa3BUTUE KOCTHOM I€CTPYKLUH, B CBA3U C YEM
HET HU OJHOTO Mpernapara, KOTOPbIA MOXHO ObLIIO Obl OTHECTH K 00JIE3Hb KOHTPOJIU-
pYIOLIEH TpyIIle aHTUPEBMATHUECKUX NpenaparoB. OnHaKo, B peBMarojgoruu ¢ 1994
I. YCIEIIHO MCIOJb3YIOTCS T'€HHO-UHXKEHEPHBbIE OMOJOTUYECKHE JIEKApCTBEHHBIC
cpenctBa (I'MBJIC), HanpaBieHHbIE Ha KIIOYEBBIE MEXAHM3MbI MPOrPECCUPOBAHUS
PEBMATOUIHOTO apTpUTa — MPOBOCHAIUTENbHBIE IUTOKUHBI, Takue Kak (akTop
Hekposa omyxoiiedt (PHO), unrepneiikun-1 (UJI-1), uarepneiikun-6 (MJ1-6) u npy-
THeE.

B Hacrosmee Bpemsa B neuenun IOPA wncnonbe3yercs arpeccuBHas TaKTHKa B
caMoM Havasie 6osie3nu (2-3-4 mpenapara Wi METO/Ia UX BBEICHHSI, C TIOCEAYIOMICH
OTMEHOM /10 OJIHOTO 0a3UCHOTO Mpemnapara nojajaepxkanus). B ciyyae TouHol mocra-
HOBKH JMarHosa nporpeccupytouiero reuenus FOPA, Ttepanus noikHa ObITh «ome-
pexaromen», T. €. BKIIYaTh B ce0s «O0a3uCHbIE» CPEICTBa, BIUAIOIINE HA MPOrpec-
cupoBanue. Tepamnus 100bIX (GOpPM apTPUTOB JOKHA OBITh KOMIUIEKCHON M BKIIIO-
4aTh OPTOIEIUYECKHE W PEaOMIUTALMOHHBIE MEPONPUSITHS, KOTOpPbIE CIEIyeT
HayaTh B CTAIMOHAPE U MPOJOJLKUTH B COOTBETCTBYIOIIEM CAHATOPUU U HA JIOMY.

HIIBJIC sBnsroTcst ojiHOM M3 HanboJjiee BOCTPEOOBAHHBIX I'PYII JIEKAPCTBEH-
HBIX CPEACTB, KOTOPHIE HAIIUIM CBOE HMIMPOKOE MPUMEHEHUE B PA3IMYHBIX 00JIACTSIX
MEJUIMHBI Onarofaps YHUKAJIbHOMY COYETaHUIO MPOTHUBOBOCHAIUTEIHHOTO, >Kapo-
MOHWKAIOIIETO U aHAJBIE€TUYECKOTO ICHCTBUS.

Cneundukoit ucnons3opanuss HIIBJIC nmpu FOPA sBnsercs HE0OXOAMMOCTD
JUTUTEJIbHOTO, YaCTO MHOTOJIETHErO, PEryJIPHOrO IpHeMa JIEKapCTBEHHBIX CPEICTB,
Ha (pOHE KOTOPOTO MOMHUMO MOJIOKUTEIBHBIX MOTYT BOZHHKATh MOOOUYHBIE 3(D(PEKTHI.
B uensx Tepanuu IS nalndeHTa HEOOXOIMMO MOAOMpaTh Hambosee 3(PPEeKTUBHBIN
npenapar ¢ Hauiy4dleld NepeHOCUMOCThI0. MI3BECTHO, YTO MPOTUBOBOCTIATIUTENbHBIN
a3 deKT oTcTaeT Mo BpeMEHU OT aHalbresupyromiero. O6e3001uBaHNEe TPOUCXOAUT
y>K€ B MEPBbIE YaChl MOCJIE MPUEMA, B TO BpeMs, KaK MPOTUBOBOCHAIUTENbHBIN (-
dext mosiBnsiercs Toiibko Ha 10-14-if neHB MOCTOSHHOTO, PETYJSPHOTO MpHeMa
HIIBJIC, a nmpu Ha3Ha4YeHUH HAMpPOKCEHA M MEJIOKCHKaMma elle Mmo3gaHee — Ha 2-4-i
HeZelle pueMa.

Jleuenrne HEOOXOAMMO HAYMHATH C HAUMEHBIICH JTO3BI, IIPH XOPOIIICH ITepEeHO-
CUMOCTH 4epe3 2-3 AHS J03y MOKHO NOBBICHTH. [IpH JyIMTEIbHOM KypCOBOM MpHEME
HIIBJIC npunumarot nocie enpl. [locne npuema HIIBJIC B Teuenue 15 MuHYT *e-
JATENBHO HE JIOKUTHCS B TENsX npoduiakTuky 330¢aruta. Bpems npuema jekap-
CTBEHHOT'O CpPEJICTBA MOXKET OIpPENeNATbCS BPEMEHEM MAaKCUMalbHO BBIPAXKEHHOU
CUMIITOMATUKA C YYETOM XpOHO(pApMaKoJIOTMM KOHKpETHoro mpenapara. Ilpu
YTPEHHEW CKOBAaHHOCTH IIeJiecO00pa3eH Kak MOXHO Oojiee paHHHUU MpueM OBICTPO
BcackiBaromuxcst HITBJIC unu Ha3HadueHue HA HOYb JJIMTENIBLHO JAEHCTBYIOIIUX Ipe-
naparTos.
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Baxxno momuuth, uro HIIBJIC oOka3pBaloT TOJBKO CHMIOTOMATHYECKHHA (-
dekT, He BIUAA Ha maTtoreHes3 3adosieBannsi. OHU HE CITOCOOHBI TPUOCTAHOBUTH TIPO-
IPECCUPOBAHNE PEBMATOMIHOTO TIPOIECCa, MPEAOTBPATUTH Pa3BUTHE AchHOpMAIIHA
cycraBoB. OmHako obneryenue, kotopoe npuHocat HIIBJIC, o6bsacHseT mmpokroe ux
MIPUMEHEHUE y JIeTe ¢ PEBMAaTUYECKUMU 3a00JI€BaHUSIMU, OCOOCHHO BO BpeMsl MPO-
BeJieHUsl U pepeHInalIbHON TMarHOCTUKN HOBEHUJIBHBIX apTPUTOB, MpU Moadope
0a3MCHOM MPOTUBOPEBMATHYECKON Tepariuu, BO BpeMsi 000CTPEHUN CyCTaBHOTO CHH-
npoMma. [Ipu gocTukeHun CTOMKON KIMHUKO-I1a00paTOPHON pEMUCCUU HEOOXO0UMO-
CTHU B IpoaobkeHun ucnosb3oBanus HITBJIC wer.

HIIBJIC, ucnoJib3yeMbie B IeTCKOH IPAKTHKE, H PEKOMEHAYeMbIe 103blI

JlekapcTBeHHOE Jo3a, MI/KI B CyTKH MakcumanbHas cy- | KparHocTs npuemMoB
CpeacTBO TOYHAs 1032 (Mr)
Jukinodenak HaTpus 2-3 100 2-3
MNunomeranuu 1-2 100 2-3
Hamnpoxkcen 15-20 750 2
[Tupoxcukam 0,3-0,6 20 2
No6ympoden 20-40 800-1200 2-4
Humecynua 5 250 2-3
MoBaiic 0,3-0,5 15 1

OcHoBHbIM HeraTuBHbIM JaericTBueM Bcex HIIBJIC sBiseTcss BBICOKMM PHCK
Pa3BUTHUS HEXKEIATENBHBIX PEAKIUN CO CTOPOHBI KETYyAOYHO-KHUIIEYHOTO TpakTa. K
MOOOYHBIM 3(PeKTaM JaHHOW TpYIIbI JIEKAPCTBEHHBIX CPEJICTB TAKKE OTHOCST
HapylieHus: PyHKIUHU NEYCHH, TOUYEK, FT€MaTOJIOTUUECKHUE, aJUIeprUieCKue peakiiuu u
np. IIpodunaktrka racrponatuii, Bo3Hukaromux npu npumenenuu HIIBJIC, sBnset-
Csl OJJHOM W3 HauboJiee aKTyalbHBIX MPoOJieM 0€30MacHOCTU MPUMEHEHUs Tpernapa-
TOB 3TOM rpynnbl. OHa 3akirovaeTcs B 3aMeHe HecelekTuBHBIX HIIBJIC Ha Giokato-
pol nukinookcurenassl (L{OIN) 2, a Takyke B UCMONIB30BAaHUU aHTUCEKPETOPHOU Tepa-
105058

B cBete mocnennei napopMamuu 0 moOOYHBIX ACHCTBHUAX U T€NAaTOTOKCUYHO-
ctu HIIBJIC He pexomenayeTcss Ha3HA4aTh UX JETSIM B Ka4eCTBE 0a3MCHBIX Ha MPO-
JNOJDKATENbHBI neprosl BpemeHu. Monotepanuto HIIBJIC crnenyetr mpoBOAWTH HE
Oosiee 2-4 Henelb, TO €CTh JI0 MOCTAHOBKHU J10cTOBepHOro auarto3a FOPA, nocne ye-
ro HazHaudaeTcs mMeToTpekcar. llemecoobpa3Ho MpPUMEHEHHE CEJIEKTUBHBIX WHTUOU-
topoB L{OI'-2 (HuMecynua, Menokcukam). JleTsim crapiie S5 JeT B KauecTBe Mpernapa-
TOB MEPBOM JTUHUM HA3HAYAIOTCS JTUKIO(PEHAK WIIU HAPOKCEH.

[ TFOKOKOPTUKOCTEPOUIBI 00JIaTAI0T MOITHBIM MPOTUBOBOCHIAIUTEIBHBIM d (-
dbexTom, momarisis Takue ¢akTopbl B matoreHese FOPA, kak mpoBocmanuTebHbIC
nutokunsl (WUJI-1, NJI-6, ®HO) u dakrops! pazsutss uMMmyHHOro otBeta (MJI-2 u
NJI-2-penientopsr). UMmmynocynpeccuBHoe BozaeictBue ' KC ocymectBnsercs Oma-
roJiaps BIUSHHUIO KaK HA KJIETOYHBIC PEAKIIUHU, B YACTHOCTU Ha T-TUMMOIUTHI, TaK U
Ha CUHTE3 UMMYHOTJIOOYJIMHOB, T.€. HA TYMOPaJIbHBIA UMMYHHTET. HecMoTps Ha Bce
cBou aocrouHcTBa I'KC mMeroT cepbe3Hble TOOOYHBIE EHCTBUS, YTO B IOCIICIHHUE
roJibl OrpaHUYMBAET UX UCIOIb30BaHUE B jeueHun IOPA. B nacrosiuee Bpems uc-
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MIOJIB3YETCSI B OCHOBHOM 2 Ipernapara — NPeIHU30J0H U METHIIIPEAHU3O0JIOH (METH-
npen, comomenpoit). O6a mpemnapaTa 00J1aal0T KaK MPOTHBOBOCTIAIUTEILHBIMHE, TaK
1 UMMyHoOcynpeccuBHbIMU cBoiicTBaMu. [Ipumenenune I'KC nnst mepopanbHOro mnpu-
€Ma B KayecTBE IpenapaToB NEPBOro psaa AJIs JEUYEeHUs OOJIbHBIX C CUCTEMHBIMH, U
0ocoOeHHO ¢ cycTaBHbIMH Bapuantamu FOPA, HenenecooOpa3zno. He xenatenbHO
HazHauyath ['KC netsm 1o 5 net (m ocoOeHHO 110 3 1eT), a Takke B MpenyoepTaTHOM
Bo3pacte. Haznauenne ['KC moskeT mpuBecTd K MOJHOM OCTaHOBKE pOCTa U T0JIaB-
JICHUIO IMyOEepTaTHOrO POCTOBOro ckauka. B ciywyae Haznauenus ['KC noza npegnu-
30JI0Ha HE JOJDKHA npeBbimath 0,2-0,5 Mr/kr/cyT, a cyrodHas go3a — 15 mr.

B nocneanue roxapl yamie Bcero I'KC ucnonb3yroTcss B BHJIE€ KYpCOB MYJIbC-
Tepanuu, KOTopas MoJApa3yMeBacT BHyTPUBEHHOE KaleJIbHOE BBEJECHUE OOJBIINX /103
I'KC 1 pa3 B neHb B TeueHue 3 aHeil. Y geteil mynbc-Tepanus MpoBOAUTCS U3 pacye-
ta 10-15 mr/kr (He 6omee 500 Mr) B TeueHue 3-5 mHEH B yOBIBaroIel JTO3MPOBKE.
[Ipenapar BBoAAT KameabHO B 200 M (PU3HONOTMYECKOTO PacTBOpa € reHapHHOM
(50-75 en/kr maccel) 1 pa3 B CcyTKM B yTpeHHHE Yachl. DTOT MeTox BBeaeHus ['KC
OBICTPO (B TeueHHUE 24 YacOB) MOJABIAECT aKTUBHOCTh BOCHAIMTEIHHOTO Mpoliecca U
KYIIUPYET OCHOBHBIE KJIMHUYECKHWE CHUMIITOMBI 3a0oJieBaHus. Eie omHMM npenmy-
IIECTBOM JIaHHOTO METOJla SIBIISIETCS OBICTPOE BBIBEJCHUE IIperapara, KpaTKoBpe-
MEHHasl CyIpeccus HaJAOYeUHNKOB, BOCCTAHOBJICHHUE UX (DyHKLUU yepe3 4 HeJenu.

[Tpu npoBeaeHUH MyIbC-TEPAIMN MOTYT Pa3BUThCS TPAHC(PY3UMOHHBIE HEXKETa-
TEJIbHBIC SIBJICHHUS:

- IIOBBIIIEHUE apTEPUAIIBHOTO JTABJICHUS;

- TUTICPTIIUKEMUS;

- IOKPACHEHHE JINLA;

- roJIoBHast 00J1b, TOJIOBOKPYKEHUE;

- U3MEHEHHUE BKYCa;

- cepiieOueHue;

- alipopusi.

JmurenpsHoe HeonpaBnanHoe nmpuMeHeHue ['KC compoBoxkaaercs pa3BUTHEM
TSDKEJIBIX TOOOYHBIX 3(PHEKTOR:

- 3aJIEP’KKOM POCTa U MOJIOBOTO Pa3BUTHS,

- pa3BUTHEM TSDKEJIOr0 CTEPOMIHOrO OCTEeonopo3a (Hambojee BBIPaKEH B
IPYAHOM M MOSICHUYHOM OTZENAaX MO3BOHOYHMKA, IPOSBIIIETCS CHU)KEHHEM BBICOTBI
T€1 IO3BOHKOB, KOMIIPECCUOHHBIMU IIEPEIOMaMH, COINPOBOKIAETCS CUMITOMAMHM
CIIaBJICHUS KOPEIIKOB CIIMHHOTO MO3Ta),

- 000CTpeHUEM XPOHHYECKON HH(EKIINH,

- pa3BUTHEM 3PO3HHM U SI3B B CIU3UCTOM O0O0JIOUKE KEITYAOYHO-KHIIEYHOTO
TpakKTa,

- MIOBBIIIICHUEM apTEePUATIBLHOTO IABJICHHUS,

- pa3BUTUEM OXXHUpEHUs (MMEET XapaKTepHbIE YEPThl — JIYHOOOpa3HOE JIUIIO,
OTJIOKEHHE KMpa Ha 11Iee, TPY/IU, KUBOTE, CTEPOUTHBIN «ropO», aTpodusi MBILIIL PyK
¥ HOT),

- HapYIICHUSIMHU TICUXHKH,
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- KOXHBIMH H3MEHEHUSMU (TUMEPTPUXO3, THOWHAS MH(MEKIHS KOXU, CTPHUH,
TpaBMaTH3alUs KOXKH, TpyOble pPyOIlbl, yXyAILICHUE 3a)XXUBJICHUS paH, CTEPOUJIHBIC
YIPU Ha JIMIIE U TYJIOBHILE),

- Pa3BUTHEM 33THEKAINCYJIbHON KaTapaKThl.

[Toatomy naznauenue I'KC npu FOPA BHYTph IOJKHO NPOBOAMUTHCS MO CTPO-
ruM 1nokazanusiM. Tem He MeHee, ipu Tsokenbix Gopmax FOPA, yrpose st sku3HH
pebeHKa Ha3HAYaloT MPEAHU30JIOH BHYTPh. Bbicokue 10361 pennu3oiona (6oiee 0,6
MI/KT/CyT) KyUPYIOT OCTPOBOCIATIUTEIBHBIC H3MCHEHUS B CYCTaBaX, KOHTPOIHUPYIOT
AKTUBHOCTb CUCTEMHBIX NPOsBICHUN. OQHAKO CHUYKEHHE 03bl MPEIHU30JI0HA U €r0
OTMEHa, KaK MPaBUJI0, MPUBOIAT K 000CTpeHUIO 3a001eBaHus. A MOBTOPHOE Ha3Ha-
YeHUE MPEIHU30JI0HA B MEPBOHAYAIBHOM /03¢ y OOJNBIIMHCTBA MAIMEHTOB y)Ke He-
JOCTATOYHO d(DPEKTUBHO.

B cBsi3u ¢ BBIIEH3J10°KEHHBIM TTOKa3aHueM K HazHaueHuto ' KC ns nepopaib-
HOTO TIpHeMa SIBJISIETCS TOJIbKO Hed((PEeKTUBHOCTh BHyTpuBeHHOro BBeAeHus ['KC,
MMMYHOCYIIPECCUBHBIX M OMOJOTMYECKHUX JIEKAPCTBEHHBIX CPEJICTB B KOMOMHALIMH
nim 6e3 BHyTpuBeHHOro BBeAeHus ' KC.

B cnyuyae naznauenus [’ KC niepopanbHO 1032 NpeaHU30JI0HA HE JOJDKHA TIpe-
BbImath 0,2-0,5 Mr/Kr B CyTKH, CyTo4Has J03a — 15 Mr. MakcuMmanbHast J103a JOJKHA
OpUHUMAThCS He OoJiee Mecslla Nocie TOCTHKEHUsl peMuccuu. B nanpHelinieM no3a
I'KC nocteneHHO CHUKAETCS 0 MOIACPKUBAIOIICH MO CXEME C MOCIEAYIOIIEN OT-
MEHOM.

Camxenne 1036l ['KC nomkHo ObITh MeIeHHBIM. CKOPOCTh CHUKEHUS 3aBU-
CUT OT UCXOJHOW CYTOYHOM A03bI: 70 15 Mr mpeaHu3osioHa CHWKAKOT 1o 1,25 mr 1
pa3 B 3-4 nus, ¢ 15 mr o 10 mr — mo 1,25 mr 1 pa3 B 5-7 nueit, ¢ 10 mMr go 5 mr —
aJIbTEpHUpPYIOIIEee CHUKEHUE (TI0 YeTHBIM JTHSAM PEOCHOK MPUHUMAET MPEIHU3O0JIOH B
WCXOIHOM J103€, M0 HEYSTHBIM — Ha 1/8 TabJeTKH MEHBIIIE; TAaKOW PeXUM IprUeMa Co-
XpaHsieTcs B TeueHue 7-10 mHel; mpu OTCYTCTBHHM CHHApPOMa OTMEHBI 1/8 TabmeTku
MO>XHO OTMEHUTh; B T€UEHHE clieaytomux 7-10 qHelt peOCHOK MPUHUMAET MOCTOSH-
HYIO0 J103y NMPETHU30JI0HA), C 5 MT' U JI0 MTOJIHOM OTMEHBI — aJIbTEPHUPYIOIIEE CHUMKE-
HUe (M0 YETHBIM JTHSAM PEOCHOK MPUHUMAET MPEAHU30JIOH B UCXOJIHOM J103€, O He-
YEeTHBIM — Ha 1/8 Ta0yieTKn MEHbIIIE; TAKOW PEXHUM MPHUEMa COXPAHSICTCS B TCUCHUEC
14 mHeit; mpu OTCYTCTBUHU CHHApPOMA OTMEHBI 1/8 TabJIeTKH MOXKHO OTMEHHUTH; B Te-
YeHHE CIenyIoMMX 4Henenb peOCHOK MPUHUMAET OCTOSIHHYIO 103y MPEIHNU30JI0HA).

[TpoTuBOMNOKa3aHa OTMEHA MPEAHU30JI0HA B TEUEHUE 2-4 MECSIIEB Y NAIUEHTOB
¢ cuctemMubiM FOPA, nonyuaBmmx ero B 1o3e¢ 1 Mr/kr u Bbime. /103y MOXXHO Hauu-
HaTh MENJICHHO CHI)XKAaTh TOJIBKO Ha (OHE yCTpaHEHHs] CUCTEMHBIX NPOSBICHHUH U
KJIMHUYECKH 3HAYMMOTro 3¢ (deKTa Tepaniuy UMMYHOJETIPECCAHTAMHU JUTUTEIHHOCTHIO
He MeHee | mecsna.

He pexomennyercst HazHauath ['KC netsim B Bo3pacte 110 5 ieT (0coOEHHO 110
3 ner) u B npenyoepratHoM Bo3pacte. Haznauenne I'KC B manHOM ciydae MOKeT
NPUBECTH K MOJHOW OCTAHOBKE pOCTa W MOJABIECHUIO MyOEepTaTHOTO POCTOBOIO
CKauKa.
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CHmKeHre 1036l U OTMEHA MPEAHU30JI0HA, KaK MPABUIIO, COMPOBOXKIAKOTCS
Pa3BUTHEM CHHJIPOMA OTMEHBI ¢ OOOCTPEHHEM KIMHUYECKHUX MPOSBICHUN U IMOBbI-
HIEHUEM J1a00paTOPHON AKTUBHOCTH, OCOOEHHO Yy MAlMEHTOB, JJIMTEIBHO €ro MoJy-
yaBmux. CHHIPOM OTMEHBI MPOSBISETCS MHUAITHUSMHU, apTPAITHUSMHU, MBIIICYHON
IPOKbIO, TUXOPAAKON, TOITHOTOW, PBOTOM, IETPECCUEN.

OTO0 SBJIEHHWE MOXHO IPENOTBPATUTh OAHOBpeMEeHHbIM BBeAeHreM ' KC BHYT-
pucycraBHo. JlokanpHas Tepanus I'KC ObIcTpo KynupyeT BocHaluTENbHbIE U3MEHE-
HUSl B CyCTaBax, COXpaHAET UX (PYHKIMOHAIbHYIO aKTMBHOCTb. biaromaps ux cu-
CTEMHOMY 3((exTy cHMKaeTcs o01asi BOCIAIUTENIbHAs aKTUBHOCTh 3a00J1€BaHMs U
aKTUBHOCTb CHCTEMHBIX IPOSBIICHUHN, KyIUPYIOTCS BOCHAJIUTEIIbHBIE U3MEHEHUS B
HE MMyHKTUPYEMBIX cycTaBax. [[is1 BHyTpucycTaBHbIX HHBEKIUI HUcnonb3ytores I'KC
IPOJIOHTMPOBAHHOIO JIEHCTBUS: METWINPEAHU30JIOH (METUIIPE, COIFOMENIPOIT) U JH-
MIPOCIIaH — KOMOMHUPOBAHHBIN Mpenapar, coaepkamuid ObICTpoaeiicTByoNy0 (Oe-
TameTazoHa gudocdar) U ITUTETHLHO NEUCTBYIONIYIO0 (OeTaMeTa3oHa JAUIPOIMOHAT)
coctapiswonme. JPdekt ot BHyTpucyctaBHoro BBeneHuss ['KC coxpansercs
B TeUEHHE 6 HeAenb. B KpyIHbIE CycTaBbl BBOAUTCS | MJI JUIIPOCIIaHA, a B CPEIHUE —
0,5 mn. He caemyer 3a0piBaTh, uTO jJokaibHOE BBeAeHHE ' KC maeT W cuCTEMHBIM
MIPOTUBOBOCTIANIUTENBHBIN 3P pekT. KpaTHOCTh BBEIEHHS B OJIMH CYCTaB OOBIYHO HE
npeBbllIaeT 2-3 pa3a B roj He yaiie yeM 1 pa3 B mecsi. [locne BBeaeHHst HEOOX0AUM
MIOKOM CyCTaBOB HE MeHee 48—72 .

Jo3b1 I'KC ni1st BBeieHHS B CYCTaBbI

CycraBbl IIpenapar (103a)
Kpynnsie Metunnpenan3oinos (1,0 vt — 40 mr)
e KOJICHHBIE beramerazon (1,0 mi — 7 mr)

e JIJICYCBBIC
e TOJICHOCTOIIHBIC

Cpennue Metwmmpenanzonon (0,5-0,7 v — 0-28 mr)
e JIOKTEBEIC beramertason (0,5-0,7 mi — 3,5-4,9 mr)
e  JIy4e3aISICTHHIC

Menkue Metunnpenausoios (0,1-0,2 mi — 4-8 mr)
e Mex(damaHTOBbIE beramerason (0,1-0,2 M — 0,7-1,4 mr)

e IsSICTHO(ATAHTOBBIE

He pexomennyercs BBe/ieHHE B Ta300€qpeHHbIE CYCTaBbl (MOTYT CIPOBOIIMPOBATH W/WIHU YCUIUTh
aBaCKYJISIPHBIN HEKPO3 TOJIOBOK O€IPEHHBIX KOCTEM)

[IpoTuBomnokazanus Kk jJokanpbHOU Tepanuu ['KC:
- JIOKaJIbHAsl WJIM CUCTEeMHAasi MHPEKIuS;
- BBIpQ)KCHHAs! KOCTHAs AECTPYKLIHS;
- BBIPQXKEHHBIA OKOJIOCYCTaBHOM OCTEONOPO3;
- CJIO’KHBIM JOCTYIH K CyCTaBy;
- IaTOJIOTUSI CBEPTHIBAaHUS KPOBHU;
- Hed(PPEeKTUBHOCTD MPEABIAYILIEN B/C TepaIUu.
[To6ounsbie 3 PexThl BHyTpUCyCcTaBHBIX HHBEKIMN ['KC:
- «CTEpOUJHAs apTPONATHUS» U OCTEOHEKPO3;
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- ATPOTCHHASI HHPEKIIHS ¥ TEMapTPO3;

- aTpodust TKaHEH, TUMOIUCTPO]IS, )KUPOBBIE HEKPO3bI, KATbITN(DUKAITUS;
- pa3pbIBBI CYXO0XKUJIUU;

- IOBPEXKJICHUE HEPBHBIX CTBOJIOB;

- KIIOCTUHBEKIIMOHHOE» 000CTPEHUE;

- 3pUTEMa, OLIYIICHUE Kapa.

HIIBJIC u I'KC oxa3biBalOT MPOTUBOBOCIIAIUTEILHOE M 00JICYTOJISIONIEE ACH-
CTBHE, HO HE OCTAHABJIMBAIOT MPOrPECCUPOBaHUE OOJIE3HU, AECTPYKIHIO CYCTaBOB,
MO03TOMY B KauecTBe OazucHoro npenapara B jieueHuu FOPA npeanoutenue otnaercs
IUTOTOKCHYECKUM MUMMYHOJIEIPECCAHTaM, B YaCTHOCTH — METOTpekcary. Ha mpots-
KEHUU MHOTruX AecsaTuwietuili merotpekcar (MT) siBiusieTcs «30J0ThIM CTaHAAPTOMY
JUIsl TAMEHTOB C PEBMATOUAHBIM apTPUTOM, KAaK B3POCIbIX, Tak U aereil. MT saBus-
€TCS aHTHUMETA0OJIMTOM U BJIMSIET HAa CHUHTE3 MPOBOCHAIUTEIBHBIX U UMMYHOpPETY-
JATPOHBIX IUTOKUHOB. MT uHrHOUpyer aerunpodonarpeaykrasy u aApyrue ¢osar-
3aBUCHMBbIE (EpPMEHTHI B OpraHW3Me 4YeJloBeKa (TUMUIAWJIATCUHTETA3y Hu 5-
aMUHOMMUAA301-4-KapOOKCaMUAOPUOOHYKICOTHT), YTO MNPUBOJUT K HAPYLIEHUIO
cunre3a JIHK B OwicTpomensimuxcs kineTkax. BrIcBOOOXKIEHHE aJ€HO3WMHA 3a CYET
MO/IABJICHHS] aKTHUBHOCTH (DOJIaT-3aBUCUMBIX (DEPMEHTOB CIIOCOOCTBYET PA3BUTHUIO
IPOTHUBOBOCHATIUTENBHOTO 3P deKTa METOTpeKcaTa Jaxxe B HU3KUX J103aX, PU OTCYT-
CTBUU MOAABJICHUS AerupodoiaTpenykrasbl. Moayssius MeTaboanu3Ma aJieHO3UHA
IPUBOJIUT K MHTMOUPOBAHUIO aKTUBHOCTH MPOBOCHAIUTEIBHBIX ITUTOKUHOB (MHTEP-
JeHKuHOB 1, 2, 6; mHTEpPEpOHOB U PaKkTOpa HEKPO3a OMyX0Jiel), CTOCOOCTBYET ajie-
HO3UH-UHAYLHUpPYyEeMOi Bazojuiatanuu. MmmyHocynpeccuBHOMY 3P deKTy HU3KHX
7103 METOTpeKcaTra CIOCOOCTBYET W IMOJABICHHUE MM BOCCTAHOBJICHUS METHOHHHA.
BrIsiBIEHBI TakXe €ro CBOMCTBAa MHIYUMPOBATH aroNTO3 KJIETOK U U3MEHSTh 3KC-
MIPECCUIO0 T€HOB, KOJAUPYIOUIUX CHUHTE3 IUTOKUHOB. AHTHU(ONATHBIM 3PHEKTOM Me-
TOTpPEKcaTa OOBSCHSIOTCS W Pa3BUBAIOIIMECS MPHU €r0 MPUMEHEHUU MOOOYHBbIE (-
(eKThI: JTUCIETICUYECKUE SIBJICHUSI, YTHETEHHE MHUEJ0N033a, IelNaToTOKCUYHOCTD,
nuMdazeHonaTus, MOPaKEHHUE JIETKUX, KAaHIIEPOTE€HHOE U TepaToreHHoe JelicTrue. B
CBSA3U C ATUM, 00S3aTEIbHO MPOBOJIUTCA TLIATENBHOE KIMHMYECKOE 00CIe0BaHuE
OOJIBHOTO JI0 €r0 Ha3HAYEHUS U PEryJISpHOEC MOHUTOPUPOBAHUE MU3MEHEHHUHN B MpPO-
1[ECCE JICYEHUS: UCKIIOYAETCS MEPCUCTEHIMS BUPYCOB I'EMAaTUTOB, KOHTPOIUPYETCS
peHTreHorpadusi OpraHoOB TPYAHON KJIETKH, OOUTUN U OMOXMMUYECKUM aHaJIU3 Kpo-
BU.

Tepanuio MT cneayer HauMHATH cpa3y Mocie BepuPpUKaUU JUArHO3a U MPO-
BOJWTH B TEUCHHUE MEPBHIX 3-6 MecsAieB 00JIe3HU B J103€, MOJAABISIONICH aKTUBHOCTh
nporecca (12,5-15 Mr/m® B Hezelmo BHYTPUMBILIEYHO). B moclienytoiiem coxpaHser-
CsI IO IePKMBAIOIIAs 1038 MeToTpeKcara (7,5-10 Mr/M® B HEZeIo, B 3aBUCHMOCTH OT
BO3pacTa, MIONIa1 MOBEPXHOCTHU TeJa U CTETIEHH aKTUBHOCTH 3a00JI€BaHMUS ).

Pacuer myomanu tena mpou3BOAUTCS MO HOMOTpaUYECKUM TalIuIaM MM
dbopmyne Koctedda: 4m +7

S= - , TJIe m — Macca TeJia ImanueHTa
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Merotpekcar Ha3HayarT | pa3 B HENENIO MEPOPAIBbHO WIM NApPEHTEPAIBHO.
DTO CBS3aHO C TEM, YTO 0OJIee YacThIi MpUEM Tperaparta, Kak MpaBuiio, aCCOIUUPY-
€TCA C Pa3BUTUEM OCTPBHIX U XPOHHUUYECKUX TOKCHYECKHX peakiuil. B cBsi3u ¢ BO3-
MOKHOU HETIEPEHOCUMOCTHIO OJTHOMOMEHTHOTO TIpUeMa Mpemnapara B O0IbIIHIX J03aX
MOXHO Ha3Ha4aTh €ro IpoOHO ¢ 12-4acoBBIM WHTEPBAJIOM B YTPEHHHUE W BECUEPHHE
Yachl.

Oddexr ot neuenuss MT HacTymaer He paHee yeM depe3 3-5 Henenb OT Havaja
nedyenus. Ha ¢pone npuema MT mMoryT ObITh Takue 1oOouHbIe 3P(DEKTHI, KaK TOITHO-
Ta, PBOTA, AHOPEKCHS, PA3BUTHUE OMIMOPTYHUCTUUYECKUX MHQPEKIN. ITH MOoOOYHbIE
3¢ (PEeKTh MOKHO CHU3UTh OJHOBPEMEHHBIM HCIIOJIb30BaHUEM (DOJIMEBON KHUCIIOTHI B
no3e 1-5 Mr/CyTku eXeIHEBHO, 32 HUCKJIFOUCHUEM JHS, KOTJa MAalUeHT MPUHAMACT
MT. Pekomennyemsbie 10361 MT Kak IpaBuiiO HE OKa3bIBAKOT HETaTUBHOI'O BIIUSIHUSA
Ha KpPOBETBOPEHUE W HE 00JIaIaI0T MOTEHIUPYIOUUM KaHIEPOT€HHBIM JCHCTBHEM.
[Ipu nmutensHOM ucnonb3oBaHud MT HE0OXOAMMO KOHTPOJHMPOBATH (YHKITUIO M-
yeHU U nodek. C 1eNbl0 MOBBIMICHUS! €CTECTBEHHON PE3UCTEHTHOCTU OPTraHU3Ma K
MHTEPKYPPEHTHBIM UH(EKIUSIM MOXKET OBITh MPEJI0KEHO OJIHOBPEMEHHOE Ha3Haye-
HUE IIpenapaToB HHTEPPEPOHOBOTO psia B TeueHue 1,5-3 mecsues.

OTMEHUTH MpenapaT MOKHO B TOM CiIydae, €Ciii 00JIbHOW HaXOAUTCS B COCTO-
SHUM KIIMHUKO-1a00paTopHOM pemMuccun He MeHee 2-X jieT. OTMeHa UMMYHO/IeTpec-
CaHTOB y OOJIBIIMHCTBA OOJBHBIX BBI3BIBAET O0OOCTpEHUE 3a00eBaHus. Y O IUTEIHHO
JI0OKa3aHO, YTO METOTpeKcaT HauOoisiee >(PPEKTUBEH NpPHU CYCTABHBIX BapUaHTaX
FOPA: cHWKaeT akTUBHOCTH 3a00JIEBaHUsI, UHIYIIUPYET cepokoHBepcuto o PO. [pu
OJINTOAPTUKYJISIPHBIX U MOMUAPTUKYISApHbIX Bapuantax FOPA cpenuneli creneHu ak-
TUBHOCTU 0€3 BBIPAKEHHOTO MPOTPECCUPOBAHMS KOCTHO-XPSIIIEBOM NECTPYKIIUU HC-
nons3yetrcs MT per 0s u3 pacuera 10-15 Mr/M° B Hezento. Y GOJIBIIMHCTBA GOJBHBIX
¢ crucTemHbIME BapuanTamn FOPA mertorpekcar B mozax 10-15 mr/mM® B Hememio
MPAKTUYECKU HE BIUAECT Ha aKTUBHOCTb CHCTEMHBIX IposiBieHui. [Ipu cucteMHbIX
dopmax FOPA u pu ObICTPONIPOTPECCUPYIOIIMX CYCTaBHBIX (hopMax, a Takxke Hed (-
(PEKTUBHOCTH CTaHAAPTHBIX 103 PEKOMEH]IYETCSl MCIONb30BaTh /103y HE MeHee 15
MI/M® B HEJIEITEO BHYTPUMBILICTHO.

PanonaibHbIe MPUHITUIIBI TEPAMTUU METOTPEKCATOM
- Ha3HAYCHHE HA PAHHUX CTAIUAX 3a00JIeBaHUS,

- IPUMEHEHNE B TEUCHHE NIUTEIIBHOTO CPOKa,

- KOpPEKIIUS Tepanuu B cirydae Hed(HEKTUBHOCTHU TPU aJIEKBATHBIX CPOKaX JICUCHHUS,
- porTakTHKa TOOOYHBIX JIEUCTBUM METOTpEeKcaTa HazHadyeHUEM (OJIMEBOM KHC-
JIOTHI.

[Tyt mpeononeHust peppakTepHOCTH K TEPATTUU METOTPEKCATOM

* I3MECHECHHE TIyTHU BBEJICHUS Ha TApEHTEPaIbHBIN (11/K, B/M, B/B) WK yBeIUYe-
HUE pacyeTHOM 103bI 10 15-20 MF/MZ/HelleJIIO;

* KOMOMHAIIUSA C IPYTUMH Oa3UCHBIMHU IpernapaTtamMu (IUKJIOCIIOPUH A, CYJIb-
(acanazuH);

* IPUMEHEHHUE T€HHO-UHKEHEPHOU OMOJIOrMYeCcKOi Teparuu.
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Canazompenaparbl 00J1aal0T YMEPEHHOM CIIOCOOHOCThIO CHUXKATh AKTUBHOCTH
nepudepruyecKkoro CyCTaBHOr0 CHHAPOMA, KYIUPYIOT SHTE30IaTUH, PUTUIHOCTD TO-
3BOHOYHHKA, CHUKAIOT JJa00paTOPHBIE MMOKA3aTeNd aKTUBHOCTH, HHAYLIUPYIOT pa3BU-
THE€ KIMHUKO-1a00paTOpHOM PEMUCCUU Y OOJBHBIX C MO3IHUM OJIMTOAPTUKYISPHBIM
U MOJUAPTUKYJISIPHBIM BapUaHTOM HAuONaTU4YecKuX Gopm aptputoB. Knmnuueckuit
addext HacTymaeT Ha 4-8-i1 Hexene neueHus. Hasnauarorcs u3 pacuera 25-50
MT/KI/CYyTKU B 2 TIpyeMa IpH apTpUTe, aCCOMUPOBAHHOM C HPHTE3UTOM U MOJTBEp-
KICHHBIM CAKPOWJIEUTOM (J103y CIlEeAyeT MOBBIIIATh O PACYETHOM MOCTENEHHO).
Kypc nedenust noutenbHblii. MOXeT OKka3bIBaTh FeMaTOTOKCHUECKOE JACHCTBUE U BbI-
3bIBATh IIUTONEHUIO (TPEUMYILIECTBEHHO JICHKOMEHUIO).

[{uKJIOCTIOPUH BBI3BIBAET HE TOJBKO CHUMITOMATUYECKOE YIIyYIlIEHHE, HO U
OKa3bIBaeT 0a3MCHOE MPOTHBOpEBMATHUECKOE naeicTBHe. Tepamnus HMUKIOCIOPUHOM
BBI3BIBAET YMEHBUIEHUE NOKA3aTesiel aKTUBHOCTH 3a00JI€BaHUsI, BBIPAXKEHHOCTH 00-
JU U CUHOBHTA, MPOJIOJKUTEILHOCTH YTPEHHEN CKOBAaHHOCTH, YJIyYIIEHHE (DYHKIIU-
OHAJIBHOM CIIOCOOHOCTU CYCTaBOB. [IMKIOCHIOPUH TOPMO3UT MPOTrPECCUPOBAHKE Je-
CTPYKTHBHOT'O MPOLECCa B XPSIIEBOM U KOCTHOM TKaHU CYyCTaBOB, CTUMYJHUPYET pe-
MapaTUBHBIC MPOLIECCHI, CHIXKAET CKOPOCTh HApPaCTaHUS CTPYKTYPHBIX U3MEHEHUN B
CycTaBax BHE 3aBUCUMOCTH OT JUHAMHUKH JIA0OPATOPHBIX MOKA3aTeNeil aKTUBHOCTH.
[ukinocriopuH sIBIE€TCA MpenaparoM BbIOOpa IS JICYEHUS CHUHApPOMA aKTUBALUU
makpodaroB npu cucteMHom FOPA, a takxe > dekTrBeH s JIeueHUs peBMaTOU/I-
HOT'O YBEWTA.

CyrouHas J103a JUIs IpreMa BHYTPb cocTaBisier 3,5-5 mr/kr. HayanpHas mo3a
cocTaBiseT 3,5 MI/KT B CYTKH, pa3JiejicHHas Ha 2 npreMa. ECiii KoJMYecTBO Karcy
HE JISJIUTCS Ha JBa, TO OOJbINas J03a MPUHUMAETCSI BEUepOM, HO TIPU TOM BEUEPHSIS
71032 HE JI0JKHA TIPEBBINIATh YTPEHHIO0 /103y OoJiee yem Ha 25 mr. Tepanus uKIoc-
MIOPUHOM B Ha4yaJIbHOM J103€ MPOBOAMUTCS B T€UeHUE 4 HeNelb, B Cy4yae OTCYTCTBHUS
s dexTa B TeUeHHE NEPBOro MecsIa JIeUeHUs J03a NpernapaTa NOBBIIIAETCA Ha 25 MT.
Ilepuon BpeMeHM MeEXAYy MOBBILIEHUSMUA J103bl JOJDKEH COCTAaBJISATh HE MeHee 2
Henenb. [loBbllieHne 1036l TPOBOAUTCS MO KOHTPOJEM ToKazarenel nepudepuye-
CKOM KpPOBU (YHUCIIO IPUTPOILIMTOB, TPOMOOIIMTOB, JEHKOLIUTOB) U OMOXMMHUYECKUX
nokasareneld (KOHUEHTpalusi KpeaTUHUHA, MOYEBUHBI, OUIUPYOuHa, Kaaus, COAep-
KaHHUE TpaHCAaMHUHAa3 B CBIBOPOTKE KpoBH). He cieayeT mpeBbliaTh CYTOUYHYIO 03y
BBIIIIC 5 MI/KT.

[Ipu cucTeMHBIX BapHaHTaX MOKa3aHO BHYTPUBEHHOE HCIOJb30BAHHE HUMMY-
HornooynuHoB (BBUI). Tlpu cucremusix ¢opmax FOPA BBUI BBoasT B no3e 1—
2 T/Kr Ha Kypc (eXeIHEeBHO, He Ooyiee 5 T Ha BBEIECHUE). DTO KYMHUPYET CHCTEMHBIC
MIPOSIBJICHHUSI, TIOJIABIISIET aKTUBHOCTh MHTEPKYPPEHTHBIX nuHpekiuid. [Ipu monuaptu-
kynspHoMm Bapuante FOPA BBUI BBomsT B mo3e 0,6-1,0 r/kr Ha kypc (3-5 nHeit) — 2
pasa B Mecsll B T€YEHUE 2 MECSAILIEB, Jajee — eXKEMECIYHO B TEUEHHE MOCIEAYIOIUX
3-6 mecsieB. YCTaHOBJIEHO, YTO NpPU CUCTeMHBIX BapuaHTtax FOPA — BBeneHue
BBUI" naaynupyeT peMUCCHIO CUCTEMHBIX IIPOSIBJIICHUH, [IOAABISET aKTUBHOCTh MH-
TepKyppeHTHbIX HHpeknuil. [IpotuBonokazano BBeaenue BBUIL mpu cenexkTruBHOM
neduimTe UMMYHOTJIOOYIMHA A.
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OtcyrcTBUE 3 (dexTa TpaIuIIMOHHBIX OA3UCHBIX JEKAPCTBEHHBIX MpENapaToB
noOy’KJ1aeT Bpaueil K MOUCKY HOBBIX BO3MokHOcTel JieueHus FOPA. Ha ceronnsi-
HUH JIeHb PELICHUEM ITON MPOOJIEMbI CTAIU T€HHO-UHXEHEPHbIE OMOIOrnYecKue Jie-
kapctBeHHbie cpenctsa ([MBJIC). TUBJIC oTHOcATes K Kiaccy (hapMaKoJIOTHYECKUX
areHTOB, CO3/JAHHBIX C IOMOIIBI) COBPEMEHHBIX OMOTEXHOJOTHA M PEeaU3YIOIIHNX
CBOM TE€pANEeBTUYECKHUI TOTEHIMAI ITyTEM TOYHON aJpeCHON MOAYJALIMN UMMYHHOTO
orBeTa. [lo XuMHUUYecKoW MPUPOJIE OHU SBISAIOTCS OCNKAMU WU APYTUMH MaKpOMO-
JIEKyJIaMH, crielu(PrUueckd BO3JACHCTBYIONIMMHU Ha OMNPEICICHHbIC 3Tal Pa3BUTHS
BOCHAIMTENILHOTO mpolecca. JlaHHbIN MeXxaHU3M JIeUCTBUS BKIIOYAET OJIOKHMPOBAaHUE
[IUTOKMHOB, TaKUX Kak (pakTop Hekpo3a onyxonu ainbha (PHO-0) U UHTEpIEUKUHBI
(1JI) 1, 6, monabienue T-KI€TOYHOM aKTHUBAITUU U JCTIICIMU B-Ki1eTok.

0O0630pnas xapakrepuctuka 'MBJIC, ncnosb3yemMbIX B HACTOsILIEe BpeMsl B

PEBMATOJIOI'NH
[penapar 3aperucTpupoBaH- XapakTepucTuka
Hble MOKA3aHUs
Wuarnburopsl | Unpmukcumad* | PA, Bbonesns Kpona, | Xumepusie MAT k @HO,
DOHOw s13BeHHBIN KoauT, AC, | MexaHH3M IE€HCTBUS — MHIHOMILIMS CBS3bIBa-
IIcA, ossmeunsiit | Hust ®HO ¢ perienitopom,
rncopuas IIyTh BBEJCHUS — BHYTPUBEHHO.
OTaHeplenT PA, IOUA, IIcA Yenoseueckue MAT x ®HO, mexanusm neii-
cTBusl — uHTHOMIMS cBs3bpiBanus OHO c pe-
LENITOPOM,
MyTh BBEJACHUS — MOAKOXKHO.
Ananumyma0 PA, IOHUA, bone3nr | Uenoseueckne MAT k ®HO, mexanusm jei-
Kpona, SI3BEHHBIA | cTBUSI — uHTHOMIUs cBsizbiBanuss ®HO c pe-
komut, AC, IIcA, | uenTopom,
OJISAIICUHBIH TICOpHA3 MyTh BBEJCHUS — MTOAKOXKHO.
Leprommzymab PA, bone3ns Kpona Yenoseueckne MAT k ®HO, mexanusm nei-
cTBUs — UHrHOuIMs cBsazbiBanuss ®HO ¢ pe-
LENITOPOM,
MyTh BBEJCHUS — MTOAKOXKHO.
lNomnmyma6* PA, AC, IIcA Yenoseueckue MAT x ®HO, mexanusm neii-
cTBUs — UHrHOuIMs cBszbiBanuss ®HO ¢ pe-
LENITOPOM,
MyTh BBEJCHUS — MTOAKOXKHO.
WHTHOUTOPHl | AHaKWHpa PA, CUCTeMHBIN | PekoMOWHAHTHBIH aHTaroHUCT perenTopa
NI 1B IOUA WII1B, mexaHu3M JCHCTBUS — WHTHOUIUS
ces3piBanms UJI-1B ¢ ero penenropamu, myTh
BBEJICHHSI — TTOJIKOKHO.
Punonanent PA, CAPS Wuruburop WII1P, mexaHusMm pedcTBHA —
uHTHONIMS cBs3piBanus WJI-1B ¢ ero perern-
TOpaMH, IyTh BBEJCHUS — MOJKOXKHO.
Kanaknayma6 PA, cuctemublii | IlomHOCThIO yenoBeueckoe MAT k uHTEpIEH-
IOUA KUHY-1[, MEXaHU3M JAEHCTBUS — HHTHOWIUS

B3aumopeiicteus NJI-1B ¢ ero penentopamu,
MTyTh BBEJCHUS — IIOAKOXKHO.
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Wurnduropst
NJ1 6

Touunuzymad

PA, nonmaptukymsp-
HBIHI W CHCTEMHBIN

I'ymanusupoBannsie MAT k penentopam
NJI6, mMexanu3M neHCTBHUA — OJIOKHpOBaHHUE

IOUA cur"anuzanuu 1JI6,
ITyTh BBEJICHUS — BHYTPUBEHHO.
bnokartop aktuBanuu T-kneTok PA, IOUA PexkoMOMHAHTHBIN  BHEKJIETOYHBIA  JIOMEH
Aoararnenr CTLA-4 uemoBeka, coequueHnsiii ¢ CH2- u
CH3-nmomenamu 1gG1, MexaHu3M aelcTBUS —
uHrHOUIMS Koctumyssaiuu T-kinerox AlIK,
ITyTh BBEJICHUS — BHYTPUBEHHO.
WupykTop nemnenyu B-knetok PA, AHIIA- | Xumepusie MAT x CD20-antureny B-
Purykcumad* ACCOLMMUPOBAHHBIN KIIETOK,
BaCKYJIUT MyTh BBEJICHUS — BHYTPUBECHHO.

[Ipumeuanme: * - pa3pelieHsl K IPUMEHEHHUIO TOJIBKO B KOMOWHAITMH C METOTPEKCATOM.

['MBJIC 00BbIYHO OTHOCST K OJTHOMY U3 TPEX TUIIOB:

1. BemectBa, MOYTH WEHTUYHBIE COOTBETCTBYIOIIMM O€IKaM desioBeka. Takue
MOJIEKYJIbI MOJIYHaIOT ¢ ucnoJib3oBanueM JIHK-TtexHonorum.

2. MonoknonansHbeie antutena (MAT) — moHocmenuduueckue aHTUTENA,
KaXJI0€ U3 KOTOPBIX MPEICTABICHO UACHTUYHBIMU MOJIEKYJIaMH, HAIPABICHHBIMU K
OJIHOMY U TOMY K€ SIUTOITY «MOJIEKYJIbI-MUIIIEHN», IOCKOJBKY MPOAYLHUPYIOTCS OJ1-
HUM €JIMHBIM THIIOM ILIa3MaThYecKux KiaeTok. MAT npou3BoasTcsi ¢ MOMOIIBIO TH-
OpuOMHBIX TexHosioruil. Ha3BaHus Takux Te€HEpUUYECKHUX IpenaparoB, NMPUMEHsE-
MBIX B KJIIMHUYECKOW MpPaKTUKeE, copepikaT cyhukc «-mad», MpOU3BOAHBIA OT CO-
kpameHust «Monoclonal AntiBodyy.

3. PeuenropHble CTPYKTypbl — UCKYCCTBEHHO COEAMHEHHbIE OENIKH, MoITydae-
Mble ¢ momolisio JIHK-TexHonoruii, 00bIYHO Ha OCHOBE MPHUPOIHO-CYIIECTBYIOIIUX
peIenTOpOB, KOTOphIe coeauustoTcs ¢ FC-pparmernrom ummynorinooymuna G (1gG).
PeuentopHsiii parMeHT MOJIEKYJIbI MPUAAET MOAOOHBIM CTPYKTYpaM BBICOKYIO CIie-
UM(PUYHOCTH, B TO BPEMsI KaK UMMYHOIJIOOYJIMHOBBIN ()parMeHT 0OecrieunBaeT CTa-
OWJIBHOCTh BCcei MoJiekysbl. Ha3BaHUsl TakKMX reHEpUYECKUX MpenapaToB, MPUMEHS-
€MBbIX B KIIMHUYECKOU MPAKTUKE, COAEPKAT CYPPUKC «-LIETIT».

H0MeHKnaTypa IT'CHHO-HHKCHCPHBLIX 0OMO0JIOrHYEeCKHX JEKAPCTBCHHBLIX CPEACTB

Tun Cydduxc IIpumepsl

MOHOKJIOHAJIbHBIE -mab ananuMymal, KaHaKUHyMa0, LepToiIu3yMad, roJumy-

aHTHUTEA Ma0, MHpIUKCUMAa0, pUTYyKCUMal, TOLMIN3YMa0

PenentopHbie CTpyKTYpsl | -Cept a0aTarent, STaHepLeNnT, PUIOHAIETIT

(coennHEeHHBIE OCIKN)

AHTaroHmcT penenTopa -ra aHaKHHPA

HowmenknaTtypa (Buabl) MOHOKJIOHAJIbHBIX AHTUTEN

Tun Cocras IIpouent Nupuxc | IIpumepsl

MOHOKJIOHAJBHBIX | MOJIEKYJIbI MBILIHHOTO

aHTHUTEJ HMMYHOIJ100yJIHHA OeJsiKka

XuMepHbIe Fc-¢pparment  yenoBeueckui, | -33 -KCH- uHpIUKCUMAao,
Fab-¢pparment MprmmHbIi pUTYKCUMAO
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I'ymanusupoBanusie | FC-pparment u  wactes Fab- | -10 -3y- epTOIN3yMao,
(dbparMeHTa 4eI0BEUCCKUE TOIMIIN3YyMa0
[TonHOCTHIO Best monexkyna ummyHorinooOy- | O -y- aganuMymao,
YeJI0BEYECKHE JIMHA YeJI0BeYecKast KaHaKMHYMao,
roJIMMyMal

IMpumeuanue: Fab — Fragment antigen binding; Fc — Fragment crystalizable.

OnHolt u3 Hambosiee 3HAUMMBIX Uil natoreHe3a FOPA muieneil siBnsercs
®OHO-0 — UMTOKHH, BBIMOJHSIONUN O4Y€Hb BaKHbIC (PYHKIIMU B (HOPMUPOBAHUM CH-
CTEMHOT'0 BOCHAJIMUTENBHOTO Mponecca. [IepBUYHO OH pEryaupyer pocT, BbDKHBae-
MOCTh U (PYHKIIMM KJIETOK MMMYHHOW cucteMbl. buonornueckue gpynkunun OHO-ao
BKJTFOYAIOT MHAYKITUIO MPOBOCIATUTEIBHBIX ITUTOKUHOB, Takux kak WJI-1 u NJI-6,
YBEJIMYECHHUE MOABMKHOCTU JICMKOLIMTOB M MX MHUIPAllMd U3 KPOBEHOCHOrO pyciia B
TKAHH IyTE€M MOBBILIEHUS TPOHUIIAEMOCTH 3HIOTEIUAIBHOTO CJI0sI KPOBEHOCHBIX CO-
CYJI0B MUKPOILIMPKYJIATOPHOIO Pycia U YCHJIEHUS DKCIPECCUU MOJIEKYJ KJIETOYHOU
aare3un. PHO-o cnocoOeH MHIYIMPOBATh THOETh KJIETOK MYTEM arolro3a, 3amyc-
KaTh KacKaJ BOCHAJUTEJbHBIX peakluil, THTHOMpPOBAaTh KAHLEPOI€HE3 U perlInKa-
nuro BupycoB. ®HO-o urpaer o4eHb BaKHYIO pOJib B I'€HE3€ JECTPYKTHBHBIX IPO-
LIECCOB IPU PEBMATHUECKUX 3a00JIEBaHUAX, B KOTOPbIE BOBJICUYEHBI OCTEOKIACTHI, CHU-
HOBHAJIbHBIE (pUOPOOIACTHI U XOHAPOLUTHI, U C €r0 TUIEPIPOIYKIUEH CBS3aHbI Ta-
KH€ KIIMHUYECKUE NPOSBICHUS, KaK 00Jib, OTEK, (POPMUPOBAHUE KOCTHBIX 3PO3UN U
CyXXEHHUE CycTaBHOM 1ienu. M3 CUCTEMHBIX KIMHUYECKUX 3(PPEKTOB MPU pEBMATOU -
HOM BocnajieHuu Hauboiee sipko aerictue ®HO-o nposiBiseTcss B peHoMeHe noTe-
pHU Macchl TeJa, YTO J1aBaJI0 OCHOBAHUE HA3bIBATH ATOT LIMTOKUH «KaXEKTUHOM». M H-
rubunus aeiicteust ®HO-o mo3BOJISIET pacCCUMTHIBATHh HA YCTPAHEHHUE YKa3aHHBIX Ta-
TOJIOTHYECKHUX IMPOLIECCOB U 00ECNEUUTh NPEayNpPEKIECHUE HEOOPATUMBIX CTPYKTYp-
HBIX M3MEeHEeHHU cycTaBoB. [loatomy cpenm mmpokoro crekrpa ['MMBJIC, npumens-
IOIUXCS IS JIEYEHUH PEBMATOUJIHOTO apTputa, uHruouropst ®HO-o 3aHuMaror
ocoboe mecto. [Ipenapatsl 3TOro Kiacca (pakTUYECKH SBISIOTCS pOAOHAYAIbHUKAMU
HOBOI'O HaIlpaBlIeHUs1 (papMakoTeparvyd HE TOJbKO PEBMATOMAHOIO apTpuTa, HO U
IPYIMX PEBMAaTHYECKUX (CIIOHAMIOAPTPUT, ICOPUATUYECKUI apTPUT) HEPEBMAaTHYeE-
ckux (6one3ub Kpona, Hecnierupuyeckuii S3BEHHbIN KOIHT) 3a0071€BaHU.

[TepBbIM mpenapaTom ctasl UHPIUKCUMAO, MPECTABISIONUNA cOO0N XUMEPHbIE
IgG1 monoxknonaneubie anTUTena Kk ®HO-a, cocTosimue Ha 75% M3 4EI0BEUECKOTO
6enka u Ha 25% — u3 MeimHoOTO. [Ipenapar nomyden nmytem pexkomouHanTHou JJHK-
TEXHOJIOTUU U COEIUHSIETCS C PSS U p75 peuentopaMmu paCTBOPUMOIro M CBSA3aHHOTO
¢ memOpanamu ®HO-a. B 1992 r. unduuxkcumad Ob11 BiepBblE IPUMEHEH IS JIeue-
HUSI pEBMATOUIHOTO apTpUTa y YeJoBeka, a B 1994 r. Obl10 MpoBeAEHO NepBOE MHO-
TOLIEHTPOBOE PaHAOMH3UPOBAHHOE IJIAIICOOKOHTPOJIIMPYEMOE HCCIEI0BAHUE, TO-
CBAILIEHHOE OlIeHKE 3(h(PEKTUBHOCTU M O€30MacCHOCTH MHGIMKCMMala Mpu peBMaTo-
uaHoM aptpute. MccnegoBanus, MOCITyKUBIIME OCHOBAHUEM JJIsl €M0 PETUCTPAIUU B
1997 rony st neyenust PA, Obuin mpoBeieHbl MPAKTUYECKH BO BCEX CTpaHaX MHUpa.
ABTOpamu UCCIIeI0BaHUN ObLIN JJOKA3aHBI TPEUMYINECTBA Tepauu HHPIUKCUMAOOM
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B COYETAaHUM C METOTPEKCATOM (IO CPaBHEHHUIO C MOHOTEpAIMEd METOTPEKCATOM) B
OTHOIICHUY BJIMSIHUSI HA Ka4eCTBO JKU3HU, TUHAMUKY KIMHUYCCKUX MPOSBICHUN 00-
JIE3HU MO KpUTEpUSIM AMEPUKAHCKOW KOJUIETMH PEBMATOJIOTOB U MPOTPECCUPOBAHUE
JNECTPYKLMH CYCTaBOB.

B mae 1999 rona B CIIIA, 3atem B dheBpanie 2000 roga B EBpomneiickom Corose
nepBeiM [ MIBJIC nns nedenust KOPA Obu1 3aperucTpupoBaH 3TaHEPLENT — PACTBOPH-
Mmbie penentopsl K PHO-a. Cpenu Bcex OMOJIOTMUECKUX areHTOB, UCIOJIb3YEMbIX B
PEBMATOJIOTUH, B OTHOUICHUHU 3TaHEpIIeNTa HAKOIIIEH HauboJiee OOIUPHBIN B MUpe
OMBIT NMPUMEHEHHUS y JIETeH C IOBEHWIbHBIM apTpuTOM. DTaHepuent (DHOpen) mo
CBOEH CTPYKType NpEeNCTaBlsAeT cOO00M O€l0K, COCTOSIIMA M3 JABYX PELENTOPOB
OHO-a (p®HO-02/75) ¢ nobdasnenuem Fc-dparmenra yenoseueckoro IgGl, namu-
4yye KOTOporo B 5-8 pa3 yAJNuHSAET NEPHUO]] MOTYBbIBEICHHS JaHHOTO npenapara. Ta-
KHM 00pa3oM, OH COCTOUT U3 YEJIOBEYECKHX KOMIIOHEHTOB, HO B LIEJIOM IPEACTABIIS-
€T co00il MCKYCCTBEHHYIO MOJIEKYINY, HE CYIIECTBYIOIIYIO B MPUPOAE. DTaHEPLENT
cBsi3bIBaeTcs ¢ MoJiekyinoit ®HO-o, Ookupyst TeM caMbIM €€ B3aUMOJEHCTBHE C pe-
LENTOPaMU Ha KJIETOYHOU MOBEpXHOCTU. B orimume ot anturen k ®HO-a, sTanep-
LETIT HE BBI3BIBAET JIM3UCA KIIETOK, BOBJICYEHHBIX B IPOLIECC BOCHAJIEHUS, U CIIOCOOEH
HeWTpanu3oBaTh TOJBKO cBOOOAHBIN DPHO-0, He okaspiBas BiausHus Ha DOHO-q,
IIPE/ICTABIICHHBIN B CBSI3aHHOM C perienTopoM ¢Gopme. XOTs KIMHUYECKOE 3HAUCHUE
MOJIOOHBIX PA3IMYMIl MTOJHOCTHIO HE YCTAHOBJIEHO, OHO MOXKET OOBICHSTH Psijl OTIIH-
YUl B IEUCTBUM PTUX areHTOB, KaK B IJIaHE Pa3BUTHS TepareBTHUeckoro 3¢ dexra,
Tak U (GOpMHUPOBAHUS MOOOYHBIX peaKIMil. DTaHEepPIeNT, BOCIPOU3BOISI UHTUOUPY-
ot 3G(HEKT TPUPOIHO CYIIECTBYIOIIUX PAacTBOPUMBIX perientopoB k PHO-a oT-
JUYaeTCsl OT HUX 0oJiee MPOIOJDKUTEIBLHBIM TIEPUOOM BBIBEACHUS U, CIICIOBATEb-
HO, 0OnajaeT Oosee BBIPAXEHHBIM M JUIMTEIBHO CoXpaHstomuMmcs dhdexrtom, yem
€CTECTBEHHBIE pacTBOpUMBIE perienTopsl PHO-a.

CBoe nelicTBHE 3TaHEpPLENT HAYMHAET Peaan30BaTh BCKOPE MOCIEe MHBEKIUU,
OJIHAKO KJIMHUYECKHU SIBHBIM 3((PekT 0OHapyKUBaAETCs MPUMEPHO uepe3 2—3 HeHelnu
nim aaxe panee. BnpoueMm, y manuentoB ¢ FOPA, no-BuauMoMy, U3-3a CI0KHOTO
B3aMMOJICUCTBHSI KOMIIOHEHTOB LIUTOKMHOBOM CETHU B MATOreHe3e 3a00JieBaHUsl BO3-
MOXHBI ¥ WHIUBHyaJbHbIE OCOOCHHOCTH OTBETAa HA TEpaIUI0 ITaHEPIENTOM CO
3HAYUTETFHON OTCPOUKON B JOCTHKEHUHU d(DPEeKTa, YTO HE UCKITFOYAET BO3ZMOKHOCTU
JNAJTbHEUIIIETO YCIIEIIHOTO JICUCHHUS.

[To3nHee mporpecc T'eHHOW WHXKEHEPUM IO3BOJIMII CHHTE3MPOBATH Ipenapar
MOJTHOCTHIO YEJIOBEYECKUX MOHOKJIOHAIBbHBIX aHTuTen kK ®HO-o — amanumymad.
Ananumymab nipencrasiser coboit IgGl pekoMOMHAHTHBIE YeTOBEYECKHNE MOHOKIIO-
HaJIbHbIE aHTUTEJIA, KOTOphIe cocToAT U3 1330 amuHokucnor. B ornuuue ot xumep-
HOTO aHTUTeNa uHpIMKcuMaoa (25% wmpimuHOTO Oenka) aganuMymad (Xymupa) siB-
JII€TCSl TeHHO-WHXKEHEPHBIM MOHOKJIOHAJIBHBIM aHTUTENIoM K PHO-0, cocrosum
MOJIHOCTBIO U3 YEJIOBEYECKOTO Oesika, U COOTBETCTBYET MO CBOEMY CTPOEHHUIO YeJio-
BeueckoMy uMMyHOTNI0O0ynuHy G1. Takas cTpykTypa MO3BOJISIET pacCUUTHIBATh Ha
JY4YIIyl0 TEPEeHOCHMOCTh mpenapara. AganumMyMald CeJEKTUBHO CBSI3bIBAETCS C
®HO-a, HelTpanu3yeT ero ouosniorndeckre GyHkiuu. Aganumymad (xymupa) 6J10-
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KUPYET HE TOJIbKO LUPKYJIUPYIOIIUM, HO U YKE CBA3AHHBIN C KIETOUHBIMH PELENTO-
pamu @HO-a. B pesynpraTe mpOUCXOAMT JU3HUC KIETOK, coaepxkammx PHO-o Ha
cBOeit MeMOpane. MexaHu3M ero JCHCTBUS aHAJOTUYEH TAKOBOMY y XHMEPHBIX MO-
HOKJIOHAJIBHBIX aHTUTEIN. [IpenmyniecTBa npenapara 3aKiI04atOTCs B TOM, YTO MOJIe-
KyJa COCTOMT M3 YEJIOBEYECKOTo OesKa W K 3TOMY Ipenapary NpakTHYEeCKH He (op-
MUPYIOTCSI HEUTpAM3YIOIIUE aHTUTENA, a, CIIEOBATEIbHO, HE pa3BUBACTCS BTOPUY-
Hast HeAPPEKTUBHOCTD, KaK MPH JICUCHUH XMUMEPHBIMU MOHOKJIOHAJIbHBIMU aHTHUTE-
namu. [Ipenapar okaspiBaeT BIMSHUE HAa aKTUBHOCTH 3a00JIEBaHUS KaK Yy B3POCIbBIX,
TaKk U y JeTeH, a Takke BBICOKO d(PPEKTUBEH MPU PEBMATOUIHOM YBEUTE y JECTEH.
[Tomy4yeHHbIe pe3yabTaThl OTKPHITOIO MEXIYHAPOIHOTO UCTIBITAHUS 3(P(HEKTUBHOCTH
u 0e30MMacHOCTU MpernapaTa ajaauMymad y JeTed MO3BOJIAIOT MpeArnoiararb, 4To
agaIuMyMad MOXKET UMETh XOPOIIIYI0 EePCHEeKTUBY Jyis jeuenus aerei ¢ FOPA. Jlns
JETCKOM MPaKTUKU OCOOCHHO BaXKHO, UTO Mperapat BBOAUTCS MOJKOKHO, HE TpeOyeT
JUTUTEIBHBIX BHYTPUBEHHBIX MAHUIYJISIIIUNA, COCTOUT U3 UAECHTUYHOTO YEJIOBEUYECKO-
My HMMYHOTJI00yJMHA U, COOTBETCTBEHHO, UMEET O0jiee HU3KHUU PUCK Pa3BUTHUS
aHaduiaktuueckux peakuuil. [Ipenapar HazHavaeTcst neTsaM ¢ maccoi tena 30 kr u
6osiee o 40 Mr mojakoxkHO 1 pa3 B 2 Heaenu, IeTsIM ¢ Maccoil Tena Menee 30 Kr mo
20 Mr noakokHO 1 pa3 B 2 Helenu.

Dtanepiient u aganumyMad ogobpenst FDA (Food and Drug Administration —
VYrpaBiieHHe 0 CAHUTAPHOMY HaA30pPY 32 KQUECTBOM IMUILIEBBIX MPOIYKTOB U MEIHU-
KaMeHTOB MUHHCTEpPCTBA 37paBOOXpaHeHus] U coruanbHbix ciyxk0 CIIA) u EMA
(European Medicines Agency — EBporneiickoe areHTCTBO JICKapCTBEHHBIX CPEIICTB 110
OIICHKE JICKAPCTBEHHBIX IMPENapaToB Ha WX COOTBETCTBHUE TPEOOBAHMSIM, H3JIOKEH-
HeIM B EBpomneiickoii @apmakonee) nns npumeHenus: npu FOPA/FOUA ¢ nonuaptu-
KYJISIpHBIM T€YEHUEM B BO3pacTe >2 JieT.

Pe3ynbTaThl MHOTOYMCIICHHBIX UCCIEAOBAHUN MOKA3all, YTO MPUMEHEHUE MH-
ruoutopoB @HO-0. 00BIYHO MPUBOIUT K OBICTPOMY, 3HAYUTEIBHOMY U OOBEKTHUBHO-
My YMEHBIIICHUIO Kajl00, CAMITOMOB W/UU JTAOOPATOPHBIX TMOKa3aTesel, yaydla-
€TCs MJIOTHOCTh KOCTHOM TKaHW, BOCCTAHABJIMBAETCS CKOPOCTb POCTa y JETEH, YTO
IPUBOJUT K YIYUIICHHUIO KaueCTBa >KU3HU, CBI3aHHOTO CO 3JJOPOBBEM, U CHUKEHUIO
aktTuBHOCTH Oo0se3Hn. OgHako 50% OOJIBHBIX OCTAIOTCS HEYYBCTBUTEIBHBIMU K WH-
ruouropam ®HO-0, a OKOJIO TPETH MAIMEHTOB, JICUUBIIUXCS WHOIUKCUMAOOM, BbI-
HY>KJIEHBI TIPEKpaIiaTh JICUCHUE W3-32 PAa3BUTHUSI BTOPUYHONU HEIPGHEKTUBHOCTH WU
M0OOYHBIX AP(HEKTOB.

[Io maHHBIM MEXIYHAPOAHBIX KIMHUYECKUX HCCIIEIOBaHUMN, UCIIOIh30BaHUE
unruoutopoB ®HO-a y ngeteit ¢ cuctemuoit popmoii FOMA nanexo He Bceria mo3Bo-
JSI€T IOCTUYb JKEJIAEMOTro pe3yibTaTa. DTO CBA3aHO C Pa3HBIMH MATOT€HETHUYECKUMU
MEeXaHU3MaMHM pa3BUTHUs cucTeMHOM u cyctaBHO ¢hopm FOUA. NUuru6utopsr ®HO-a
MOTYT HUCTOJIb30BaThCs TIPH JieueHUU BapuaHTa CTWIIa ¢ aKTUBHBIM apTpUTOM, O€3
SIBHBIX BHECYCTaBHBIX MPOSBJICHUI. B TO jxe BpeMs JieueHue 3TUMU MIpenapaTaMu aj-
JIEPrOCENTUYECKOTO BapuaHTa (CHUCTEMHOW (OPMBI C BBIPAKEHHBIMU CHUCTEMHBIMH
MIPOSIBJIICHUSIMU 0€3 aKTUBHOTO apTpUTA) PEAKO OBIBAET YCIIEITHBIM, TAK KaK Pa3BUTHE
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CUCTEMHBIX TIPOSIBIICHU B OCHOBHOM OOYyCJIOBIIeHO rumniepnpoaykiueir NJI-6, a tak-
we NJI-1.

[IpopbIBOM B Tepanuu peBMATOMIHOTO apTPUTA CTAJI CHHTE3 aHTUTEN K peler-
topy uHTepneikuHa-6 (MJI-6). Kak u3Bectno, NJI-6 sBiseTrcs oqHuM U3 IIEHTPAIb-
HBIX POBOCHAIUTENBHBIX IUTOKUHOB B pazsutun FOPA. On npoayuupyercs T- u B-
auM@oIMTaMyd, MOHOIIUTaMH, (GuOpodIacTaMu, octeodJacTaMu, KepaTHHOIUTAMH,
SHAOTENUATBHBIMU KJIETKAMH, ME3aHTUAJIbHBIMU KJIETKAMU U HEKOTOPBIMU OITyXOJie-
BbIMU KieTkamu. WJI-6 aktuBupyet nponudepanuto T-nmumdountos, nuddepeHiu-
poBKy B-nmumdornuToB, MerakapuonuToB, MakpodaroB U IMTOTOKCHYHBIX T-
TUM(}OIMTOB, a TaKKe YMEHbIaeT 4yucio perymupytoumx T-mumdonuron. MJI-6
CTUMYJIIUPYET NPOAYKIMIo remnarorutamMu C-peakTUBHOTO Oenka U amuiionaa A, ram-
ToryioouHa, (puOprUHOreHa, KOHKYPEHTHO MHTHOMpPYET CHHTE3 ajlbOyMHHA W TpaHC-
dbeppuHa.

Pa3BuTHE TakMX CHCTEMHBIX MPOSIBIECHUN PEBMATOMIHOIO apTpUTa, KaK ycTa-
JIOCTh, JACTIPECCHs, JINXOPAJKA, BHICOKAsl KOHIIEHTpalusa OEJIKOB OCcTpoil (pa3bl, CHU-
KEHUE KOHLEHTpAIMHU >Kele3a, aHEeMHUs, TPOMOOIUTO3, a TAKKE TAKOr0 TPO3HOrO
OCJIO)KHEHHUS] PEBMATOMAHOTO apTpUTa, KaK aMHIJIOMAO3, CBA3BIBAETCS C THIEPHPO-
aykmueir MJI-6. NJI-6 Taxke CTUMYJIHPYET KOCTHYIO PE30pOIMI0 M aKTUBAIIMIO
OCTEOKJIACTOB. BBICOKME CHIBOPOTOYHBIE KOHIIEHTPALMK CaMOI'0 [IUTOKMUHA U €ro pe-
LENTOpa KOPPENHUPYIOT C aKTUBHOCTBIO PEBMATOMAHOIO apTpUTa U IPOrPECcCUpOBa-
HUEM KOCTHO-XPSIIEBON TECTPYKIUU.

[Ipenaparom, cenekTuBHO Onokupyromum NJI-6, siBasercs Touunnuzymad (Ax-
tempa). Tommimuzymad (Akrempa) — mepBoe PEKOMOMHAHTHOE T'yMAaHU3UPOBAHHOE
MOHOKJIOHAJIbHOE aHTHUTEJNO K uernoBedyeckomy penentopy WJI-6 u3 moakmacca um-
myHor1oOynuHoB IgGl. Tormmnu3ymad CENeKTUBHO CBS3BIBACTCS M TMOMABIISIET Kak
pacTBopuMbIe, Tak U MeMOpaHHble perentopsl NJI-6. M3BecTHO, uyTo NJI-6 sBnsieTcs
MHOTO(QYHKIITMOHAIBHBIM ITUTOKMHOM, BbIpaOaThIBAEMbIM PA3JIUYHBIMU THUIIAMH KJI€-
TOK, YY4aCTBYIOIINX B MapaKpUHHON PETyJISIIIUU, CUCTEMHBIX (PU3UOJIOTHYECKUX U Ta-
TOJIOTHYECKUX MPOLECCaX, TAKUX KAK CTUMYJISILIUS CEKPELIMM UMMYHOTJI00YJIMHA, aK-
TUBaLMS T-KJIETOK, CTUMYJISIUSL BRIPAOOTKU OEIKOB OCTpOil (ha3bl B MEUYEHU U reMO-
o33a.

Oco0oro BHUMaHUS 3aCITy>KUBACT ONMBIT MPUMEHEHUS TOLUMUIU3ymMada B TeIu-
aTpUUYeCKOW peBMaTosoruu. B Hacrosiee Bpems elie HeT OOIIMPHBIX JAHHBIX TI0
JUTUTEIbHOMY TMPUMEHEHHIO Tolmin3yMada (AKTeMpsl) B 1eTCKoM Bo3pacte. Ha ce-
TOJTHAIIHUN JCHb OMyOJUKOBAHO HEOOJBIIIOE YUCIO WCCIEAOBAHMM, MOCBSIIEHHBIX
orieHKe PGEeKTUBHOCTH U 0€30MAaCHOCTH JICUEHUSI TONUIN3YyMaOoOM JeTelt ¢ moauap-
TUKYJSPHBIM U CUCTEMHBIM BapHaHTaMU IOBEHWIBHOTO apTputa. McciaegoBanus To-
nun3ymada JJIATCS OKOJIO 5 JIeT, U 3a 3TO BpeMst AKTeMpa 3apeKoMeH0Baja cels
Kak o4eHb 3(h()EKTUBHBIN Mpenapar UMEHHO JUIs JedeHust cucteMHoil popmel FOMA.
HaunbGonee monHass mHopmaruss 0 TPUMEHEHHHM TOIMIIM3yMala IMPU CHUCTEMHOM
dopme IOUA mnpexncraBieHa B paHIOMHU3UPOBAHHOM JBOWHOM CJENOM ILjiaiedo-
KOHTPOJUPYEMOM KIMHUYECKOM uccienoBanuu S. Yokota et al. B Hacrosiiee Bpems
y’Ke 3aBepuimiach 3-s1 (pa3a ucnbITaHUi, B KOTOPOH MPOJIEMOHCTPUPOBAHA BBICOKAS
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s dekTuBHOCTS U 6e30macHOCTh AKTeMphl. Uepes 48 Hea. MpUMEHEHHUs! TOLUIIU3Y-
Maba, 10 JTaHHBIM HCCIICOBAHUSA, OTMEUEHO KYITUPOBAHUE JTUXOPAIKHU, CHITH, CHU-
KeHue 1abopaTOpHON aKTUBHOCTU. B X0/1€ TaHHOTO KIMHUYECKOr0 UCIBITAHUS ObLIa
MPOJEMOHCTPUPOBAHA YOBIETBOPUTEIbHASI TEPEHOCUMOCTh Touuian3dymada (Ak-
TEMpBbl), YTO JIeJIaeT OINpPAaBJAHHBIM €ro NMPUMEHEHUE Y MAIMEHTOB C CHUCTEMHOM
dopmoii FOMA. B pesynbrare uccienoBaHuil Oblja moka3zaHa BbICOKas d(PQPeKTuB-
HOCTh Tpernapara, Kak B OTHOILIEHHWU CHUCTEMHBIX MPOSIBICHUM 3a00JeBaHUs, TaK U
AKTUBHOCTH CYCTaBHOT'O CUHIpOMA.

He meHee BakHBIM SIBISIETCS CMOCOO MpUMeHeHus mnpenapara. Touunuzymad
BBOJIUTCSI BHYTpUBEHHO | pa3 B 2 Heaenu npu cucteMHoM FOPA u 1 pa3 B 4 Hegenu
npu nonuaptuxkyssipaom FOPA, no3a paccunTeiBaeTcs HCXOAs U3 Beca nanueHTa. Je-
TsM ¢ Maccoi Tena 30 kr u 6ojee npenapaTr BBOJUTCA B 103€ 8 MI/KT, C Maccol Mme-
Hee 30 kr — B go3¢e 12 mr/kr. Pacuér 10361 JOKEH POBOJIUTHCS HA OCHOBAHUM Mac-
ChI TEJIa MAMEHTa MPU KaXJAO0M BBeJIeHUU. MI3MeHeHne 1O3UPOBKHU TOKHO OCHOBBI-
BaThCSl TOJIBKO HAa CTOMKOM M3MEpPEHHUU MAacChl Tesla nmanueHTta B auHamuke. [locre
pasBejieHus mpenapata AKTeMpa J0JDKEH ObITh BBEAEH B BHUJIE€ BHYTPUBEHHOW HHPY-
3UM B TEYEHHE OJIHOTO 4aca. Bo Bpems BBeaeHMs Mpenapara peOCHOK JOJIKEH Haxo-
IUTHCS B CTalMOHApE MOJ HAOJIIOJEHUEM Bpaya, JAJig TOr0 YTOObI B Clly4ae BO3HUK-
HOBEHUS OCJIOKHEHUN OHU OBUTM HEMEJICHHO KynupoBaHbl. bezonacHocTs u s dek-
TUBHOCTH IIpenapaTta AKTemMpa y MalueHTOB B BO3PAacTe A0 2 JIET HE UCCIEN0BAIUCH.

B TeyeHne HECKOIBKUX AECATUIIETU OCHOBHOM B pa3BuTuu PA cunranace na-
TOJNOTUA T-KJIETOYHBIX IMMYHHBIX peakiuid. OJJHaKo 3a MOCJIEIHHUE TObl MOKa3aHO,
yTo B-KJETKHM Takke yd4acTBYIOT B maToreHeze PA, mpuyem He TOJNBKO Kak MPOAY-
LEHTHI ayTOAHTUTEI, HO M KaK aHTUT€H-TIPE3CHTUPYIOIINE KIIETKH, PECTaBIISIS apT-
PUTOTCHHBIM ayToaHTUreH T-kinetkaM. B pesynbraTre Takoro B3aumoaeucTBus -
KJIETKHA aKTUBUPYIOTCSI M MPOAYLUPYIOT MPOBOCHATUTEIbHBIE IIUTOKUHBI. XapaKTep-
HO, 4TO Ha B-KjeTKax, Kak 1 Ha APYTUX U3BECTHBIX aHTUTCH-TIPECTABIISIONINX KIIET-
KaX, UMEITCS KOCTUMYJIATOpHBIE MoJeKyiasl CD80 nu CD86, yyacTByromue B akTH-
Bauuu T-nmumdonura mytem B3auMoAeicTBUs ¢ MoJiekyio CD28, naxozsuieiics Ha
€ro MOBEPXHOCTU. B-KieTku Takxke MOTyT MPOAYLUPOBATh TaKHE MPOBOCHATUTENb-
Hble IUTOKUHBI, kKak NJI-6, DHO-a u ap. Pe3ynbraThl 3KCIEpUMEHTAIBHBIX UCCIEN0-
BaHUI, CBUIECTEILCTBYIONMIKUE O (PyHIaMeHTansHOM ponu B-nmumdonutoB B Hapyte-
HUU T-KJI€TOYHOr0 MMMYHHOTO OTBeTa mpu PA, MOCIyX uUIu CTUMYJIOM IJis U3y4e-
HUs 3G(HEKTUBHOCTH aHTH-B-KiIeTouHOTO Mpemnapara — puTykcumMada — JJis JICHCHHUSI
3TOro 3a00JIEBaHUS.

Putykcumab® mpenctaBisieT coO0d TeHHO-WHXKEHEPHOE XHMEPHOE MOHOKIIO-
HaJbHOE aHTUTEJIO0, COCTOSAIIEE U3 YeoBeYecKoro (Ha 75%) u mpimuHOTO Oenka (Ha
25%). AHTUTENO HanpaBiaeHo npoTuB antureHa CD20, Haxoaserocst Ha MOBEPXHO-
CTH Tipe-B-kieTok u 3penbix B-ki1eTok, HO He Ha pa3BUBAIOIIMXCSA U3 HUX IIa3MaTH-
YECKUX KJIETKAaX, KOTOPBIEC SABJISIOTCS NpoayueHTamu aHntuten. B mapre 2006 roma
putykcumad owu1 paspenieH B CIIIA k npuMeHEeHHIO TIPU PEBMATOUIHOM apTPUTE U
ONpEeEIINCh OCHOBHBIE MTOKA3aHUs JIJIsl €r0 Ha3HAYEHUs — JICUEHUE CPEAHETSIKEIO0-
ro u tsxkenoro PA, pesucrentHoro k mHruoutopam ®HO-a. B 2007 roxy Owu10
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OMyOIMKOBAHO 00OOIIIEHHOE COTJIACOBAHHOE MHEHHE €BPOTIEHCKHUX DKCIEPTOB OTHO-
CUTEJBHO IPUMEHEHUSI pUTyKcuMaba y 00apHbIX PA, T11e yKa3bIBaeTcs, 4To LEeJIeco-
00pa3HOCTh HA3HAYEHUSI PUTYKCHMada MOXKET pacCMaTpUBATHCS HE TOJBKO IOCHE
Hed(h(HEeKTUBHOCTH TMpEAIIeCTBYOMIEro jJeduenus uaruoutopamu ®HO-0, HO U mpH
HAJIMYMU TPOTUBOIOKA3aHUM K 3TUM cpeactBam. Ha cerogHsAimHuN JeHb B MHPE
IIPOBEJICHO HECKOJIbKO KPYMHBIX KOHTPOIUPYEMBIX KIMHUYECKUX HUCHBITAHUMU, MOI-
TBEPAUBIINX JOCTATOYHO BBICOKYIO 3(h(PEKTUBHOCTH U 0€30MaCHOCTh PUTYKCHMMada
IpU PEBMATOUIHOM apTPUTE B3POCIbIX. PaHIOMU3MPOBAHHBIX JIAIIEOOKOHTPOIIUPY-
€MBIX KJIMHUYECKUX MCCIEAOBAaHUM MPUMEHEHUsI pUTyKcuMala y eTei He MPOBOIU-
noch. BenencTBue OTCyTCTBUSI PaHIOMU3UPOBAHHBIX KIMHUYECKUX HUCCIEAOBAaHUN U
HEJ0CTaTOYHOIO OIbITa UCIOJIb30BaHUs puTykcumada npu FOPA mecto storo 6mo-
JIOTUYECKOT0 JieKapcTBeHHOTO cpeacTBa npu KOPA noka He onpeneneHo. Kpome To-
ro, B paBHOW Mepe IS TSHKENBIX CIy4daeB MOJIUApPTPUTA, CUCTEMHOro Bapuanta FOPA
Y PE3UCTEHTHOIO K JIEYEHUIO PEBMATOUTHOTO YBEUTA UMEETCSI XOPOIIUK BBIOOp ApY-
THX CPEICTB, TakuX Kak nHruontropsr ®HO-o nm UJI-1 u NJI-6.

AOaranient  HpeAcTaBiIsSeT  cOOOW  IIMTOTOKCHUYECKUI T-nmumdouut-
accoruupoBannbiii aHnTureH 4 (CTLA4) — HaTypanbHbBIN (€CTECTBEHHO BCTpEYarO-
uiicsl) O€JoK, KOTOPBIA NPEICTaBIEH Ha MOBEPXHOCTU T-KIETOK B TEUEHUE He-
CKOJIbKUX YacOB WJIM JHEH mocie mojHoM T-KiIeToyHoW akTUBalUM U CIOCOOEH K
cesa3piBannio ¢ CD80/86 Ha aHTHreH-TIPE3CHTUPYIOIICH KJICTKE C OOJIBIIMM POJI-
ctBoM, ueM CD28. [Tockonbky Toapko CD28-0enok Ha MOBEPXHOCTU KIETKHU TMPH-
cyrctByeT Juib y 50% CD8-nosutuBebix T-kieTok (1uToTokcuueckue T-KIeTKH) U
6onee yem y 90% CD4-no3utuBnbix T-knetok (T-xenmepsr), abarament BO3aeHCTBY-
€T NIPEUMYLIECTBEHHO Ha T-xenmnepsl.

B anpene 2008 roga npenapart 6bu1 o06pen FDA 1t nedenus cpenne- u Bbl-
COKOAKTHMBHOIO NnoiuapTukyasipsoro FOMA B Buie MOHOTEpaNnUK UM B KOMOMHALIUN
¢ 0asucHBIMU TIpoTHBOBOCHAIMTEIbHBIME Npernaparamu (BIIBII) B ciyuae mpemme-
cTBytouleil HeadextuBHocTH MeToTpekcara. B CIIIA nmpenapar Takxe o100peH s
MpUMEHEHUs B cilydae npeauectyromeid Heapdexktusroctu apyroro bIIBII. B Es-
pore abarauent B KOMOMHAIIMM C METOTPEKCATOM IOKa3aH JJid JIEYEHUs! MOJIUapTH-
KyJisipHoro FOMA yMepeHHON WM 3HAYUTENIbHOM CTEIEHU BBIPAXKEHHOCTH y MallM-
€HTOB B BO3pacTe 6 JIeT U CTaplle B cllydyae HeI0CTaTOYHOM 3(h(HEKTUBHOCTU IPYTHX
BIIBII, Bkito4asi, Kak MUHUMYM, ouH aHTaronuct ®HO-q.

AlaranenTt npuMeHsieTCsl B BUJE BHYTPUBEHHBIX MH(Y3UN B J103€, COCTaBIIS-
fomer 10 Mr/kr pu Macce tena meree 75 mr; B g1o3e 750 mr mipu mMacce tena 75-100
kr u B 103¢ 1000 mr pu macce tena 6onee 100 kr. Bee 10361 MPpUMEHSIOTCSI BHYTPH-
BeHHO 110 cxeme 0, 2, 4 Heneis, a 3aTeEM €KEMECSIIHO.

[lepen naznauenuem ['MBJIC HeoOxomuMo moayduTh MHGHOPMHPOBAHHOE CO-
riiacue poauteneil u pedeHka crapuie 14 jer, a Takxke coryiacue JOKalbHOro dTUYe-
CKOT'0 KOMUTETA.

[Tepen naznauenuem ['MIBJIC HeoOX0AMMO MPOBECTH KIMHUKO-TA00pATOPHOE
oOcneoBaHUe MAlMEHTa, BKJIKOYAIOLIEe KIMHUYECKUN aHalu3 KpoBH (OIpeaesieHne
coJiepKaHUsl TeMOrJ0o0rHa, SPUTPOLUTOB, TPOMOOILIMTOB, JIEUKOLUTOB, JEHKOIUTAP-
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HOM popmyibl, COD), OMOXMMUYECKUI aHAIU3 KPOBH (OTpenesieHue KOHIICHTPAINH
MOYEBHHBI, KpEaTMHUHA, OMIMpyOrHa, TpaHCAMUHA3 B CHIBOPOTKE KPOBH), OMIpese-
neHue ceiBopoTouHOM KoHmeHntparuu IgA, IgM, 1gG, P®, CPb, nomHoe obcnenoBa-
HUE MallMeHTa Ha HaJM4Yue JIATEHTHOTo TyOepKyJie3a, BKIIoUaloliee OCTaHOBKY pe-
akiuu MaHTy ¢ 2 TyOepKyJHMHOBBIMH €IWMHUIIAMH, MPOBEACHUE pPEHTreHorpaduu
W/WJIM KOMIIBIOTEPHOU TOMOTrpaduul OpraHoB IpyAHOM KIETKH.

3HAYUTEIBHBIE TPYJHOCTH ISl IEAUATPUUECKON MPAKTUKH B CUTyalUsX, TPe-
oyromux nazHadeHuss ['MBJIC, mpencraBiser WHTEprpeTanus MaHHBIX peakluu
MaHTy ¥ OTCYTCTBHE B3aMMOIIOHUMAHHS MO 3TOMY BOIIPOCY JETCKUX PEBMATOJIOTOB
U Jerckux ¢ruznarpoB. OOUEnpuHATas B MEIUATPUH TPOLEIypa pa3rpaHUyuEHUs
MNOHATUN «TyOUH(PUIIMPOBAHHOCTb» M «IIOCTBaKUMHAJbHASA aJUIEPTHs» HE BCernaa
IpUroJIHa i nauneHToB ¢ FOPA, nmomydaronmx MHOTOJIETHIOIO UMMYHOCYIIPECCHB-
Hyto Tepanuio. C Ipyroi CTOPOHBI, PUCK aKTUBAILUU JATEHTHOTO TyOepKyJie3a U ero
HeKOHTpoaupyemoro teuenus: Ha Gone Tepanuu ['MBJIC, ocobeHHO MHTHOUTOpaMu
®OHO-0, HUCKIIOYUTENBHO BBICOK, MOCKoIbKy DPHO-o sBisieTcs 00s3aTEIbHBIM
CTPYKTYPHBIM KOMIIOHEHTOM TYOEpKYJe3HOU rpaHysembl. [I[puMeHeHne UHTruOuTO-
poB ®HO-a,, 0cOOEHHO MOHOKJIOHAJIBHBIX aHTUTEN (MHPIMKCUMAO, aganumymao),
KOTOpBIE HE TOJIBKO MHAKTUBHPYIOT PHO-0, HO M MOJABIAIOT €r0 MPOAYKIHUIO, CO-
3/1a€T yCJIOBUS JIJISl aKTUBAIIMK TYOEpKYJIe3HOU MH(EKIIUU U €€ TUCCEeMUHAIUH.

[Ipu BBISIBIIEHHH aKTUBHOT'O TYOEpKYJIE3HOTO Mpoliecca MoKa3aHa KOHCYJbTa-
must ¢pruzuarpa, HazHaueHue ['MIBJIC nmpoTtuBomnokazano. Ilpu monoxuTeabHOU Ty-
OepKyIMHOBO# TIpobe (mamyia 6osee 5 MM) HEOOX0MMO TpoBeacHue JlnackuHTecTa
WK TyOCpKYJIMHOBBIX MPOO € pa3BeeHUEM JJI ONpeIeICHUs] aKTUBHOCTU TyOepKy-
JIE3HOTO Tpoliecca, a TakKe MoKa3aHa KoHcynbTalus (rusuartpa. B ciydae BblsiBIie-
HUA TYOMH(QUUMPOBAHUS MOKa3aHa creluduyeckas NpOTUBOTYOEpKyIe3HasT XUMHUO-
Tepanus B TEYEHUE 3 MECSAILIEB C BO3MOKHBIM nocieAyomum HazHauenueM [ MBJIC.

[lepen BBeneHUEM ToOLMIIM3yMada TakKe HEOOXOIUM KOHTPOJIb KIMHUYECKOTO
aHanu3a kpoBH. [Ipyu cHMKEHUU yucia JEUKOIMTOB U HEUTPOPHUIOB BBEICHHE TOLIU-
nu3ymaba cieayeT OTI0XKHUTh 10 HOpMau3aluM rnokasarenein. Ha cnemnyronuii 1eHpb
nocie nHQY3uu ToImIn3yMada HeoOX0 MM KOHTPOJIh KIMHHYECKOTO aHAJIN3a KPOBH.
B cinydae cHmxeHHs aOCOMIOTHOTO uucia HeWTpoduioB Hike 1,5 ThIC. MOKa3aHO
BBEJICHUE PEKOMOMHAHTHOTO YEJIOBEYECKOTO TPAHYJIOIUTAPHOTO KOJIOHUECTUMYIIH-
pyroriero ¢akTopa B 103€¢ 5 MKI/KT 1 pa3 B CyTKU 10 HOpMAaJU3AIMK YUCTIA JEHKOIU-
TOB ¥ HEUTPODUIIOB.

[Tannentam, mony4darorum ['UBJIC, HeoOxomuMo npoBeneHre peakiuu MaH-
Ty, PEHTTeHOTpauy W/UN KOMIBIOTEPHOW ToMorpaduu OPraHOB TPYAHOU KIIETKU
Kaxaple 6 mecsueB. [Ipy BeISBIGHUM TMPU3HAKOB aKTUBHOM TyOepKyye3HOW HMH(pEK-
i HeooxoauMa otMeHa ['MIBJIC u koHcybTanus GpTuznarpa st penieHus BOpo-
ca 0 Ha3HAYECHHMH CTIEHU(PUIECKON MPOTUBOTYOEPKYIE3HON XUMHUOTEPATUH.

Bcem marmenTam, mosiy4aromumM TOIUIN3YMa0, MPOBOIUTCS KOHTPOJIb KIMHHU-
YEeCKOro aHajim3a KpoBH 1 pa3 B 2 Henelu (BO3MOXKHO Pa3BUTHUE BBIPAKEHHOM JIEHKO-
NEHUU U HEWTponeHuu). B ciyyae CHMXKEHHsI aOCOJIIOTHOIO 4HUCiIa HEUTPOPHUIIOB
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HIke 1,5 ThIC. IOKa3aHO BBEIEHHWE PEKOMOMHAHTHOTO YEJIOBEUECKOro I'paHyJIOLU-
TapHOTO KOJIOHUECTUMYIUPYIOLIEro (pakTopa B J103€ 5 MKI/KT MO KOHTPOJIEM YKCIIa
JeHUKOIMTOB U HeUTpoduoB. [Ipu mosiBIeHUN TUXOPAIKH, KAl TOKa3aHa CPOYHasI
TOCIUTAIM3ALMH B CHEUAIIM3UPOBAHHBIN CTALlMOHAP.

B nocnennue roasl B J€TCKOM PEBMATOJIOTUU MOIYYUIa PACIPOCTPAHEHUE IH-
3UMOTEpaNusl. JH3UMbl HA3bIBAIOT «KATAIM3AaTOPaMHU 300POBbS». XOPOIIO 3apEKO-
MeHJ0Bau ceOst BOOEH3uM, (iiorensuM, myicai. OHU YCHEUIHO HMCIOJB3YIOTCS B
peBMarosiorudyeckoil mpaktuke. ¥ nereir ¢ FOPA stu npenapatrsl (Jrydiie u3ydeHa
3¢ PeKTUBHOCTh BOOCH3MMA) TTOJAKIIOUAIOTCS K JIedeOHOM cxeMe yxke Ha (oHe Oa3uc-
HOW Tepanuu, MOoAABISIIONIEH aKTUBHOCTH rpoiiecca. Jlo3bl: 6-8 TabiieTok B CyTKH (B
3aBUCUMOCTH OT BO3pAacCTa), IJIUTEIBHOCTh KypCOB MHAUBUAYaNIbHA (3-4-6 Mec). DTH
npenapaTbl CTUMYJIHPYIOT UMMYHHYIO CHUCTEMY, CHUYKAIOT AKTHBHOCTH CHCTEMBI
KOMILJIEMEHTA, aKTUBUPYET MOHOLMUTHI — Makpodarv, yCuinBas ux (paromurapHyro
(YHKUMIO, MOBBIIAIOT (PUOPUHOIUTUYECKYIO AKTUBHOCTH, YJYUINAIOT PEOJIOrHYe-
CKHE CBOWMCTBAa KPOBU M MHUKPOLUUPKYJSLUIO, OKAa3bIBAIOT MPOTUBOBOCIAIUTEIBHOE
JICUCTBHE.

B coctaB BoOeH3MMa BXOAUT KOMILIEKC (PEPMEHTOB M MIPENAPaTOB Pa3IMYHOTO
MIPOUCXO0K/ICHUS, YHACTBYIOIIUX B (PU3HOJOTMYECKUX Ipolieccax MeTaboanu3Ma B Op-
rauusMe yenoBeka. BoOeH3uM — 3T0 KoMOMHaIUsl pacTUTENbHBIX (IanauH, Opomena-
WH) ¥ )KUBOTHBIX MPEMapaToB (TPUIICUH, XUMOTPUIICUH, TAHKPEATHH, aMHJIa3a, JIuIa-
3a), a TaKK€ HEIH3UMATUYECKOTO IIpernapara BUTaMUHA-PYTHUH. DH3UMOIPENApaThI
ATOW TPYIIIBI XOPOUIO MEPEHOCATCS, Ha UX (POHE 3HAUMTEIBHO YJIYYIIAalOTCs caMo-
YyBCTBUE U OOLIEE COCTOSHUE MAIEHTA.

V nereii ¢ FOPA B pe3ynbTare XpOHMYECKOTO BOCIAIIUTEIBLHOIO IIpoIlecca, KaK
PaBWJIO, Pa3BUBAIOTCS MPOIPECCUPYIOIIUE PA3pYLIEHUs B CTPYKTypax CyCTaBHOI'O
xpsia, popmupyercs GpuOpo3 CyCTaBHOM KarcCyibl, YTO CIOCOOCTBYET aHKUIIO3UPO-
BaHUIO CycTaBa. B CBA3M C 3THM Ba)KHBIM SBIISIETCS CBOEBPEMEHHOE BKJIIOUEHUE B
KoMIuieke Tepanuu jnereit ¢ FOPA npenaparoB, 00J1aatonuX XOHAPOIPOTEKTUBHBIM
NENUCTBUEM: XOHAPOUTUHCYIIb(]AT, CTPYKTYM, Tepaduiekc u apyrue. B ux cocras Bxo-
IUT XOHAPOUTUHCEPHAsT KHUCIOTa, TO €CTh OCHOBHOW KOMIIOHEHT IPOTEOTJIMKAHOB,
KOTOpbIE€ BMECTE C KOJJIAr€HOBBIMHU BOJIOKHAMH COCTABJISIFOT XPSIIIEBOM MATPUKC.

XOHIPOUTHHCYB(AT UMEET KpailHe HU3KYH0 TOKCUYHOCTb, HEe 00J1a1aeT MyTa-
TeHHBIM JIEWCTBHUEM, UTO MO3BOJISIET €T0 UCIIOJIb30BATh B OCOOEHHO TSKEIbIX CIIydasiX
IOPA.

JlokazaHo, 4TO JieyeOHOE NEeUCTBHUE XOHAPONPOTEKTOPOB peaIn3yercs B opra-
HU3ME TI0 HECKOJIbKMM HaIpaBJICHHUSAM: OyIydd HATYpaJIbHBIM TJIMKO3aMHUHOTJIUKA-
HOM, OHU HaIlpsIMYIO 3aMEHSIOT HEIOCTAIOIUNA XOHIPOUTUHCYJIh(GAT CYyCTaBHOIO
Xpsia, KaTaboJM3UPOBAHHBIN BOCIAJIEHUEM, HTHTHOUPYIOT (PEpPMEHTHI IeTpaaliiy B
XPSILIEBOM MaTPUKCE — METAUIONPOTEUHA3bl, B YACTHOCTU — JICHKOLUUTAPHYIO 3Jia-
CTa3y, CTUMYJUPYIOT (YHKIMOHUPYIOIIHE 3J0POBbIE XOHAPOILUTHI B TITyOOKHX CIOSIX
Xpsllla Py CHUHTE3€ KOMIOHEHTOB MATpUKCA. Y CTAHOBJIEHO, YTO Ha ()OHE MpuemMa
XOHJIPOTIPOTEKTOPOB YMEHBIIIAETCSI BBIOPOC MEAMATOPOB BOCHAJIEHUS U OO0JIEBBIX
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(akTOpoB uepe3 CMHOBHOIUTHI U Makpo(arn CHUHOBUAIBHON OOOJOYKU U CHHOBH-
AJbHOU KUIKOCTH.

B pe3ynbrate MHOrOCTOPOHHEIrO BIUSHUA ATOW I'PyNIbI MPENapaToB BOCCTa-
HABJIMBACTCsI MEXaHMUYECKas WU dJlacTHYecKas (pusmojormueckasl 1eI0CTHOCTh MaT-
pHUKCa, YTO YJIyYIIaeT MOOUIBHOCTh CYCTaBOB.

N3 npyrux METOO0B TEpanmuy UCIOIb3YIOTCS MECTHO aIllIMKAlUU C PAacTBO-
pom mumekcuna (15-25%) Ha cycraBbl, Ma3u, reidd, B COCTaB KOTOPBIX BXOMAST
HIIBJIC, o3oxeput, napadus, siaexkTpodopes ¢ muaa3zoil. 3HaueHue mpuaaeTcs mMac-
caxy, JIOK, tpynorepanumu.

Oco0oe BHUMaHUE cleAyeT YIelsaTh NPodUIaKTUKE U JICUCHUIO TeHEepaInu30-
BAaHHOT'O OCTEOIOPO3a — CEPHE3HOI0 OCIOKHEHUS BCEX PEBMAaTHYECKUX 3a00JIEBaHUM,
B ToM yucie u FOPA. CrepouaHslii OCTEONOpPO3 Pa3BUBAETCS y BCEX MALUEHTOB,
nutensHo JeunBimxcs ['KC. Haubonee ObicTpast moTepsi KOCTHOM Macchl Ha oHE
neyennsa ['KC pasBuBaercs B TedeHue INepBbIX 6-12 MecsneB OT Hadaja JCYEHUS.
[Tostomy npodunaktuky ['KC-uHIyIUpOBaHHOIO OCTEOMOpO3a CleIyeT HauMHATh
KaK MO>KHO panblue. [y npodunaktuku octeonopo3a Ha gone neyenust ['KC o0s3a-
TeJEeH NpUEM MpenapaToB Kajablus U BUTaMuHa D.

HeMenukamMeHTO3HOE JIeU€HHE OCTEONOpO3a BKIIOUAET 00pa30BaTEIbHbIE MPO-
rpaMMBbl JIJI1 TAIMEHTOB U MX poauTenel, perynspHeie 3ansatus JIOK, maccax (He
paHee yem yepe3 3-6 MecsLeB Nocie Hayajla MEIUKaMEHTO3HOTO JICUEHHMS] ), HOLLICHUE
KOpPCETOB (TIPU ATUTEIBHO COXPAHSIOIIUXCS OOJISIX B CIIUHE).

MenukaMeHTO3HOe JIEYEHUE OCTEONOpOo3a BKIKYACT HA3HAYCHHUE NPENapaToB
Kanbplus, BuTaMuHa D u aHTHpe30pOTUBHBIX ITPEenapaToB.

[TpenapaTsl kanblus U BUTaMuH D pa3pemieHsl K IPUMEHEHHIO B JETCKOM BO3-
pacTte, 001a/1al0T MUHUMAaJIbHOM aHTHOCTEONOPETHUECKON aKTUBHOCTBIO, 00s3aTeNb-
HO JOJDKHBI Ha3HAYaThCs MPH JICUEHUH aHTUPE30pPOTHBHBIMM mHpenapatamMu. CyTou-
Has 103a I JeTed B Bo3pacte 3-5 et cocTtaBisaeT 250 MI 2JIEMEHTAPHOTO KAJIBIIUS
u 100 ME Butamuna D, B Bo3pacte 6-10 net — 500 Mr anementapHoro kanpuus u 200
ME Buramuna D, B Bo3pacte ¢ 10 net — 1000 mr anementapHoro kansuusa u 400 ME
ButamuHa D B cyTku.

K aHTHpe30pOTUBHBIM MpenaparaM OTHOCAT KaJbIMTOHHUH JIococs U Oucdoc-
¢onatbl. KaabIIMTOHUH JOCOCS CHUKAET PUCK MEPEIOMOB [TO3BOHOYHUKA, YMEHbIIIa-
€T MHTEHCUBHOCTh OOJIEBOTO CHMHAPOMA, 3aMeJIsieT NOTeplo U (WIM) YMEPEHHO MO-
BBIILIAET MUHEPAIbHYIO MJIOTHOCTh KOCTHOM TKAaHM, OJHAKO MO aHTUPE30pOTHUBHON
aKTUBHOCTH YCTyHaeT mpemnaparam rpynmbl OuchochonatoB. Kpome TOro, omsit
IIPUMEHEHUS KAIBLINTOHNUHA JIOCOCS y IeTEl OTpaHUYEH.

[To XUMHUYECKOMY COCTABY KAIBIUTOHUH — MENTUAHBIA TOPMOH, COCTOSIINMN U3
32 aMHUHOKHCIIOT, BhIpadaThiBaeMblii C-KJIETKAMH IIMTOBUIHOM Kelie3bl, ObLT BhIJC-
neH Oonee yeM y 15 BUIOB KUBOTHBIX. X crieUPUUHOCTD ONpeesieTcs] pa3inyu-
AMHM B Trarjotune amuHokuciaor. Haubonee mpuroaHsIMU AJi MPAKTHYECKOTO HC-
M0JIb30BaHUSI OKA3aJIMCh — CBUHOM, YEJIOBEYECKUN U KAJIBLIMTOHUH JIOCOCS, IPUYUEM,
nocieaHuit okazancs B 20-30 pa3 akTUBHEE, YeM IMEePBHIC J1Ba.
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MexaHu3Mbl 1€MCTBUA KaJIbIIMTOHUHA HANpPaBJIEHbI Ha PETYJIALIMI0 TOMEOCTa-
3a KaJIbIHsl, HA TTOJABJICHUE MMOBHIIIICHHOW KOCTHON pe30pOIuy, Ha 3aMeJICHHIE pac-
naja KoJilareHa, cmoco0cTByeT yBenuueHuto nocrymienuss Ca u ¢ocdopa B KOCTb,
MOJABIISIET AKTUBHOCTh MPOBOCHAIUTEIbHBIX [TUTOKUHOB, YTO MPOSBIISIETCS CHUXKE-
HUEM 0O0JIEBOTO CHHIpOMA.

Jl71st 1edeHusi MHTEHCUBHBIX 0OJIeH B CIIMHE, BhI3BAHHBIX HEJAaBHUMHU CIIOHTAH-
HbIMU KOMIIPECCUOHHBIMH MEPEIOMAMU KAJIBLIUTOHHUH JIOCOCS MOXKET HAa3HA4YaThCs B
dbopme crpest HazanbHOTO B J103¢ 200 ME B cyTku KopoTkuM KypcoM (1-3 mecsia).
0oJiee JIMTEIHbHOE UCTIOIB30BAHNE HEIIeeCO00pa3Ho, TaK KaK OJJHO3HAYHBIX JaHHBIX
O BBIPQXKEHHOCTU aHAJIbIe€THUECKOro 3P ¢eKTa KaIbIIMTOHWHA IIPU XPOHUUECKUX 00-
JSX B CliMHE Ha (hoHE ocTeornopo3a He cyuiecTByeT. OIHOBPEMEHHO C KaJbIIUTOHU-
HOM HEO0OXOJMMO Ha3HAYaTh MOCTOSIHHBINA MPUEM Kajblus U BuTaMuHa D B Bo3pacT-
HOU JIO3UPOBKE.

bucdocdonarsl 3aHMMAIOT MEPBYIO JIMHHUIO B JICHEHUU OCTEOINOpPO3a Yy B3pOC-
JBIX. DTH JIEKApPCTBEHHBIE CPEACTBA CTUMYJIHMPYIOT 0Opa30BaHUE HOBOM KOCTHOM
TKaHU, MOBBIIIAIOT MUHEPAJIbHYIO MJIOTHOCTh KOCTH BO BCEX O0JACTAX M3MEPEHMS,
JIOCTOBEPHO CHIDKAIOT YacTOTy mnepenomoB. OmbIT npuMeHeHus OucdochoHaToB y
JeTel OrPAHUYCH.

B kauecTBe mpemapara ajisi MepoOpaIbHOTO MpUeMa y JETel MOXKET OBbITh HC-
MOJIb30BaHA AJICHAPOHOBAS KHUCIOTa B 03¢ 1 Mr/kr Maccel Teida 1 pa3 B Hemesro.
OO0s3aTenbHBIM YCIIOBUEM HA3HAUCHHUS aJeHJIpOHATa SBIsETCS WH()OPMUPOBAHHOE
corJlacHe POAMTENEH MalMeHTa u AeTell B Bo3pacte crapue 14 ner. ATeHApPOHOBYIO
KHUCIIOTY CJIETyeT MPUMEHATH B ciiydae Hed()PEKTUBHOCTU TPATUIIMOHHON aHTHOCTE-
OTIOPETUYECKON Tepanuu MpernapataMu Kajlblius, BUTAMUHOM D W KanblIUTOHUHOM
J0cocsl. YCIOBUEM JUIsl Ha3HAYEHUS aJ€HAPOHOBOW KUCIIOTHI SIBIISIIOTCS OTCYTCTBHUE
JAHHBIX 32 SPO3UBHBIE U SI3BEHHBIE MPOLECCHl B BEPXHUX OTAENAX KEITYIOUYHO-
KHUIIIEYHOTO TpaKTa, HOPMaJbHBIA CHIBOPOTOUHBIA YpOBEHb Kajibllus (OOIIEro u
MOHW3UPOBAHHOTO), MOYEBHUHBI, KpEaTMHWHA, MMApaTUPEOUTHOTO TropmoHa. [l
OLICHKM 0€30MacHOCTH Tepanuu HeoOXOJMMO MPOBOJIUTH PETYISIPHBIA KOHTPOJb
OMOXMMHUYECKHX TOKa3aTesne KpoBH 1 pa3 B 2 Hejeld, KIMHUYECKOr0 aHaJli3a MOYU
1 pa3 B 2 Heaenu, 330¢aroracTpoayoIecHOCKONuIo 1 pa3 B 6 MecAI1eB.

B cnyyae HeahPEKTUBHOCTH MM HEBO3MOXKHOCTH CTPOTOTO COOIIOICHMS TIpa-
BUJI TpUeMa NEPOpaIbHBIX (opM OMCPOCPOHATOB MAIMEHTAM C TSHKEIIBIM CHUCTEM-
HBIM OCTEOIIOPO30M BO3MOXKHO Ha3HauYeHHe OucdochoHaTa ajisi BHyTPUBEHHOTO BBE-
JeHus1 — noaHAPOHOBOM KuCHOTHL. [Ipenapar HazHayalOT BHYTPUBEHHO B J103€ 2 MT
Ha | BBemeHue kaxapie 8 Henenb. O0s3aTeIbHBIM YCIIOBUEM HAa3HAYCHUS MOAHAPO-
HaTa SBIACTCS MHPOPMUPOBAHHOE COTJIACHE POAMTENICH IMallMeHTa U JIeTed B BO3-
pacte crapuie 14 jer, HOpMaJbHbIA CHIBOPOTOUYHBIM YPOBEHb KaJIbI[Usl, MOUYEBUHBI,
KpeaTMHWHA W TapaTUpeouaHOro ropmoHa. Ha ciexyromuid 1eHb Mocie BBEACHUS
MOAHPOHOBOUM KHUCJIOTHI y MAIIUEHTOB OMPEACIISIIOT CHIBOPOTOYHBIN YPOBEHb Kallb-
s, Koppekiuo TUnokaibliueMUd TPOBOASIT BHYTPUBEHHBIM PACTBOPOM KaJIbIIUS
KapOoHaTa B BO3PACTHBIX JI03UPOBKaX.
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OnHOBpeMEHHO ¢ npuMeHeHneM OuchocpoHaToB HEOOXOAUMO HA3HAYATH TO-
CTOSIHHBIN MIPUEM MpenapaToB Kajablugd U BUTaMuHa D.

Oproneauyeckas KOPPEKIUs MPEAyCMATPUBAET IPUMEHEHUE CTATUYECKHUX Op-
TE30B THUIIA IIHH, JIOHTET, CTEJIEK U JUHAMUYECKUX OPTE30B B BUJIE JIETKHMX CHEMHBIX
anmnapaToB, 00ECTIEYUBAIOIINX BO3MOKHOCTh CTAOMIM3UPOBATH CYCTaB, CO3/1aBasi EMy
HOPMaJIbHOE OCEBOE BpauleHue. [ opTe3upoBaHus NPUMEHSIOT IUIACTUYECKUE, T1O-
JUMEpHBIE U TEPMOIUIACTUYECKUE MaTepUaibl TUIAa Te(IIOHA, TOJIUCTUPOJIA, TOTUBU-
Ka. J{7s craTnyeckux opTe30B HEOOXoAMMa MPEPHIBUCTAsT UMMOOWIIU3AIUS — UX CJIe-
JyeT HOCUTh WM HaJeBaTh B CBOOOJHOE OT 3aHATHI BpeMsl U B T€UEHUE JHS 00s13a-
TEIbHO CHUMATh ISl CTUMYJISIIMM MBIIMIEYHON CHCTEMBbI BO BpeMsi (DU3HUYECKUX
YOPaXXHEHUW, 3aHITUH, TPYAOTEpANUM, TyaleTa. B KOHCEpBaTUBHOM OpPTOIEIHYE-
ckoM JiedueHuun jaereit ¢ FOPA BaxkHOoe 3HaueHUE MMEET YCTPAHEHHE CrUOATeNIbHBIX
KOHTPAaKTyp KOJEHHBIX CYCTaBOB. J{JIsl 3TOro MCHOJB3YIOTCS YKIAIKUA C TPy3aMH, Je-
YEHHUE C MOMOUIbIO OANKAHCKHUX paMm, 3TalHasl peApeccalys THIICOBBIMU MOBS3KAMHU.

[Ipy BBIpa)KEHHOM OCTEONOPO3€ B IPYIHOM U MOSCHUYHOM OTHAENAaX MO3BO-
HOYHHMKA — HOIIIEHHE KOPCETAa WIA PEKIMHUPYIOUIEH CUCTEMBbI, IPH MOPAKEHUU CY-
CTaBOB IIEHOT0 OT/ieJIa MO3BOHOYHHMKA — TOJIOBOJIEPXKATENS (MSATKOT0, )KECTKOTO).

KocTHo-miacTruyeckue onepanuy y JeTei moka He pa3padoTaHbl, TaK KakK MpU
ATUX BMEIIATEIbCTBAX BCEI/Ia €CTh OMACHOCTh MOBPEXKACHHUS 30H POCTa TPyOUaThIX
Kocteil. OCHOBHBIE BUBI OMEPATUBHOIO JICUCHHUS — 3TO CMHOBIKTOMHSI HAa PaHHUX
ATarax akTUBHOTO apTpHTa, a IMO3KE TEHOTOMUs, Karcyinoromus. [lokazaHusmMu K
XUPYPTUUECKOMY JICUCHHIO SIBIISIIOTCS TsDKEJble AedopMalii CyCTaBOB, 3HAYUTEIb-
HOE OTPaHMYECHHUE IBHKEHHUI B CyCTaBax, aHKUJIO3bl CYCTAaBOB, Pa3BUTHE acelTHYE-
CKOTO HEKpO3a TOJIOBOK OCAPEHHBIX KOCTEH, BBIPAKEHHBIE KOHTPAKTYPhI CYyCTaBOB,
HE MOJIAI0IIHNECS] MEJUKAMEHTO3HOMY U KOHCEPBAaTUBHOMY OPTOIEINYECKOMY JieUe-
Huto. [llupokoe BHEAPEHHE MOIYUHII METOJ apTPOCKONUU U C JUATHOCTUYECKOH 11e-
JIbIO, U B KAUE€CTBE MAJIOMHBA3UBHOTO XUPYPruYECKOr0 BMEIIATENbCTRA.

OddexruBHoCcTh Tepanuu FOPA oueHuBaeTcs no neAMaTpUYECKUM KPUTEPHSIM
Amepukanckoil kosuieruu peBMatosoroB (AKP..,). g ouenku adpdexra no AKP
HCIIONIBb3YIOTCS CIEAYIOIINE MOKA3ATENH:

® YHCJIO CYCTAaBOB C MPU3HAKAMU aKTUBHOT'O BOCTIAJICHUS;

® YHCIIO CYCTaBOB C OTpaHUYeHUEM (YHKIINH;

e (COD unu ceiBopoTOouHas koHUeHTpauus CPb;

e 00I11as1 OLICHKA BpauOM aKTUBHOCTU 00Jjie3HHU ¢ momolpio BAIIT;

® OIllEHKa NAaIleHTOM WJIM €r0 pOoJIUTENIeM OOLIero CaMO4yBCTBHS C MOMOILBIO

BAII;

e olleHKa QYHKIIMOHAIBHOM CIIOCOOHOCTH ¢ oMotkio onpocHnka CHAQ.

[Tokazatenu AKP.., 30, 50 u 70 onpenensatorcs kak muaumym 30, 50 wim
70% yny4lieHue 1Mo CPaBHEHUIO C UCXOJHBIM 3HAYEHUEM HE MeHee 3 u3 6 mokasare-
Jied mpy BO3MOKHOM Hainuuuu yxyameHus Ha 30% He Oosiee yeM OJHOrO MmoKasare-
TSl
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HesdbdextuBHOCTS JNeUeHUsT KOHCTATHpyeTcss B ciydae oOTcytcTtBus 30%
yIIydiIeHus no neguarpudeckum kputepusim AKP B Teuenune 3 mecsues.

Kpurepun pemuccunu:

® OTCYTCTBME aKTUBHOT'O CUHOBUTA;

® OTCYTCTBUE JIMXOPAJKH, CHIIIH, CEPO3UTA, CIUICHOMETAINUA WM T€HEPaIU30-
BaHHOM JIMM(aJCHOINATUH;

® OTCYTCTBUE aKTUBHOI'O YBEUTA;

e HopmanbHbie nokazatenu COD u () CPh;

® OTCYTCTBHE aKTHBHOCTH 00JIe3HHU IO 0011Ie# oneHke Bpaya mo BAILL.

UToOBI KOHCTATHUPOBATh OTCYTCTBHE AKTUBHOCTH Oo0Je3HU (HeakTuBHas ¢aza
00JIe3HN) TAIMEHT JIOJKEH YIOBIETBOPITH BCEM MEPEUUCICHHBIM KputepusiMm. dap-
MaKOJIOTMYECKasl KIIMHUYECKasi pEMUCCUSl YCTaHABIMBACTCS B Cllydae, eclii 00JIe3Hb
HaXOAUTCA B HEAKTUBHOM COCTOSIHMM Ha ()OHE JIEKapCTBEHHOM Tepanuu B TeUEHHE 6
Mecdle noApsaa. HedapMakoIornyeckas KIMHUYECKasi pEMUCCHS YCTaHABIMBAETCS B
ciiy4ae, eciii 00JIe3Hb HaXOJUTCS B HEAKTMBHOM COCTOSIHUM B T€ueHHE 12 mecsues
nojapsA 0e3 MPOTUBOPEBMATHYECKUX MpernapaToB. [lokazarens «Ipo10KUTETBHOCTD
PEMHCCUN» BBIPAXKAETCS B MECSLAX, MPOLIEANNX C MOMEHTA HACTYIUICHUS HEAKTHB-
HOM1 (pa3bl OOJIE3HU.

JAucnancepusanus u peadunuranus aereu ¢ FOPA

OCHOBHBIE 3a/laud PEBMATOJIOTa B NOJHKIMHUYECKUX YCIOBHUAX: 3aKPEIHThH
3¢ ¢deKT Tepanuu, NOJABISAIOUICH AKTUBHOCTBH Ipolecca, NOJJEpKaTh KIMHUKO-
UMMYHOJIOTHUECKYI0 PEMHUCCHUIO, OINPENEIUTh U pealn3oBaThb NMYTH peadMIMTalun
(YHKIIMOHAIBHBIX HAPYLICHUH, UMEIOIIUXCS Y peOeHKa.

OTH 3ajaud pelIaroTcsl Mpu NPOBEACHUHM OOIIEr0 KOMILJIEKCA MEPONpPUSITHA,
UHAMBUIYaJIbHO MOJOMpPAaEeMbIX Ul KaKIOro manueHTa, crpaaaromero FOPA, Ttak
KaK OHH 3aBUCST OT BO3pacTa pedeHKa, POPMBI U JITTMTEIBHOCTH 00JIE3HH, XapaKTepa
HapylIeHU! CO CTOPOHBI ONIOPHO-ABUTATEIBLHOIO anmnapara.

Benenne OonbHbix FOPA B amMOynaTOpHO-NOJMKIMHUYECKUX YCIOBUAX TOJI-
KEH OCYIIECTBIISITH JETCKHM PEBMATOJIOT, JETCKUM KapAWOPEBMATOJIOT WM Bpad-
MeINaTp, TPOLIECAIINNA UK TEMAaTUYECKOTO YCOBEPIIEHCTBOBAHUS 10 IETCKOM PEB-
MAaTOJIOTHH, C YYETOM PEKOMEHAAIMN CHEHUAIM3UPOBAHHOTO PEBMATOJIOTHYECKOTO
otaenieHus. ['ocnutanu3anys MokazaHa BCEM JIETSM C BIIEPBBIE YCTAaHOBJICHHBIM A1 a-
THO30M, JUJISl €r0 MOJATBEP)KJIEHUS M BBIPAOOTKM TAaKTHKH Tepanuu. B manbHelmem
JETAM ¢ CUCTeMHbIMU BapuanTamMu FOPA rocnmranuzanus HeobxoauMa He MeHee 3
pa3 B roJl AJsl MPOBEIEHUS MOJHOTO OOCIENOBaHMs U MPU HEOOXOAUMOCTH CMEHBI
tepanuu. O0s3aTenbHa TOCIUTAIN3AIMS B ClTydyae 00OCTPEHHsI CUCTEMHBIX MPOsIBIIe-
Huil. [lereil ¢ onuro- u nonuaptukyisipabiM FOPA rocniuranu3upyroT He MEHee OJ1-
HOTO pa3a B IO/, a TaKXe Mpu 000CTpEeHUH 3a00JIeBaHNUs1, KOTOPOE HE yAAETCs KyMu-
pOBaTh B aMOYJIATOPHBIX YCIOBUSX.

®uzrkanbHOE 00CIIEeI0BaHNE BCEM MAIMEHTAM C MOPAKEHUEM CYCTaBOB IPO-
BOIAT | pa3 B Mecs.
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[Ipu neuyeHun uMMyHoJeNpeccanTaMu 1 pa3 B 2 HEJEIU MPOBOASAT KIMHUYE-
CKHI1 (coJiepKaHuEe IPUTPOLIUTOB, FTEMOIIOOMHA, TPOMOOIIMTOB, JIEUKOIIUTOB, JIEUKO-
nurtapHas Gopmyna, COD) u OGmoxumudeckuit (00muii 6emok, O0eaKoBbIe (DpaKiIum,
KOHIIEHTpAIUsi MOYEBUHBI, KPEaTUHWUHA, OMJIMPYOUHA, Kaaus, HaTpUsi, HOHU3UPOBAH-
HOTO KaJbIHs, TpaHCAaMUHA3, MEI0YHON (ocdaTasbl) ananu3 kpoBu. [Ipu cHIKeHUN
coliepKaHUsl JIEHKOLMUTOB, SPUTPOILMTOB, TPOMOOIIMTOB HUKE HUKHEH T'pPaHUIIbI
HOPMBI U TOBBIIICHUN KOHIICHTPAIIMK MOYEBUHBI, KPEATUHUHA, TPaHCAMUHA3, OWJIH-
pyOrHa BBIIIE BEpXHEW TI'paHUIIBl HOPMBI MMMYHOJETPECCAHThI OTMEHSIOT Ha S5-7
JHEW; MOCJIE KOHTPOJIBHOTO aHAJIN3a KPOBU MPU HOPMAaIU3alMK MOKa3aTelIel Mpuém
npenapara BO30OHOBIISIIOT.

AHanu3 HMMMYHOJIOTMYECKUX TMOKazaTenei (koHueHtpamus IgA, IgM, IgG,
CPB, PO, AH®) npoBoasT 1 pa3 B 3 mecsa.

Bcem mannenTtam nposoasat OKI' 1 pa3 B 3 mecsna.

VY3U opraHoB OpIOIIHOM MOJIOCTH, CEPJLA, TOYEK, PEHTTeHOTrpadui0 OpraHoB
IPYAHOM KIIETKH, MOPAXKEHHBIX CYCTaBOB (IMPU HEOOXOJIMMOCTH TMO3BOHOYHHUKA,
KPECTIIOBO-TIOJIB3/IOIIHBIX COUJICHeHU) poBoAsT 1 pa3 B 6 mecsies. [Ipu oboctpe-
HUW CHCTEMHBIX MposiBieHU Y3 BHYTpEeHHUX OpraHOB M PEHTIeHOrpaduio opra-
HOB TpyaHou kinetkd, OKI' ¥ mpoune MHCTpyMEHTAIBHBIE METOABl MCCICHOBAHUS
(KT, MPT) npoBoAST MO MOKa3aHUSIM.

[Tarmentam, nonyyaromum HITBJIC u I'KC, a5 uckimtoueHus: 5po3UBHBIX, S3-
BEHHBIX MIPOLIECCOB U racTponaruid, 1 pa3 B 6 mecsues nposoast ®II'/IC ¢ buoncu-
eil cnu3ucTol 000JIOUKH Kelly/lKa ¢ HocienyromuM TectupoBanreM Ha H. pylori u
MOP(HOJIOTUYECKUM UCCIIEJOBAHUEM.

KoHcynbpranuss oKyaucTa U OCMOTP C NOMOULIBIO IIEJIEBOM JAMIIOW MPOBOMST
BCceM OOJIbHBIM C TIOpakKeHHWEeM cycTaBoB | pa3 B 3 mecsiia.

Bcem netsm ¢ FOPA odopmiisitor uaBanuaHocTh. [larueHTaM ¢ CUCTEMHBIMU
Bapuantamu FOPA mokazaHo oOydeHue Ha JOMY IS U30€KaHUS KOHTAKTOB C MH-
(ekuusIMu, KOTOpble MOTYT CHPOBOLMPOBATH OOOCTPEHHE CUCTEMHBIX MPOSBICHUM.
JIeTsiM ¢ moAuapTpUTOM U OJIMTOAPTPUTOM OOYUEHHE HA JOMY MOKA3aHO B MEPUOAbI
o0ocTtpenusi. Bo Bpemsi mocenieHusl IIKOJbl 3alpelatoT 3aHATUS (PU3KYJIbTypod B
oOwe# rpynmne. Heooxoaumel 3ausatusa JIOK. IIpotuBonokazansl npopuaakTHYECKHUe
IPUBUBKH, BBEJICHHUE TaMMa-TJI00yJIMHOB

[TaneHThI U UX POAUTENN TOJDKHBI 3HaTh 00 OCHOBHBIX KJIMHUYECKUX TIPU3HA-
Kax, Xxapakrepe 3a0ojeBaHus, (pakTopax, IpoBOLHUpYIOIKX obocTpenue. Mx HeoOxo-
JTUMO JIETATbHO HH(OPMHUPOBATH O IOCTOMHCTBAX M mooouHbIX 3¢ dekrax JIC, HeoO-
XOJIMMOCTH PETYyJIApHOTO TipréMa mnpemnapaTtoB. CiaeayeT HHCTPYKTUPOBATH OOJBHBIX
0 BaXHOCTHU THIATEIBHOTO PETYISIPHOIO MOHUTOPUHTA MPOBOJUMON Tepanuu. I[lpu
MOSIBJICHUW TOOOYHBIX 3(PPEKTOB MAIMEHT JODKEH 3HaTh O TOCIIEI0BATEIHHOCTU
cBoux nerctBuit (BpemeHHoit otmene JIC u oOpamienuu k Bpauy). Heobxoaumo o0y-
YeHHWE CaMHUX TMAaIlMeHTOB M WX POJUTENed HaBbIKaM €XXEIHEBHBIX TPEHUPOBOK,
YOPAKHEHUSIM JIeueOHOU (PU3KYIBTYpHI.
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[Tocne BBIKMCKY U3 CTAllMOHApA B T€YEHHE | roJja KOHTPOJIb OCYIIECTBIISIETCS
KaKJple 3 Mecsla, B MOCIEAYIOIINE rO/Ibl, €CIIM pEMHUCCH CToWKas — 1 pa3 B 6 mecs-
1eB (MpU HEOOXOIUMOCTH — Yalle).

BpaueOHBIE  KOHTPOJL  BKJIIOYACT: OCMOTp  Bpada-lieauaTpa, Bpada-
PEBMATOJIOra, CMEXKHBIX CIEUUATUCTOB (OTOPUHOJIAPUHIOJIOL, OKYJHUCT, OPTOIE,
CTOMATOJIOT, HEBPOJIOT, UMMYHOJIOT U Ap.). JIabopaTopHBIil KOHTPOJIb HpPEayCcMaTpH-
BAeT paHHEE BBISABICHUE JMHAMUKHU Ipoliecca: oOUIMil aHaau3 KpoBU, MOYM, OMOXU-
MUYECKHAN aHaJIU3 KPOBH, IT0 BO3MOKHOCTH UMMYHOJIOTHYECKOE UCCIIEA0BaHUE.

Bo Bpems ocmotpa manuenta ¢ FOPA peBmarosior 10ykeH OLEHUTH Kajao0bl
peOeHKa, uX XapakTep, JMHAMHUKY, aHAMHE3 3a IPEIIECTBYIOIUNA OCMOTPY MEPUO/.
OneHuTh PyHKIMOHAIBHOE COCTOSIHUE CYCTaBOB (CKOBAaHHOCTh, 00JIM, CHHOBUT, IIPU-
3HAKM YJIy4IIeHHs WIK nporpeccupoBanusi). OnpeaenuTs peHTTeHOJIOTHYECKYIO CTa-
IUI0 apTpuTa (peHTreHorpamMma cyctaBoB 1 pa3 B ron). Onpenenurb Haaudue, Xa-
paKTep U CTENEHb OCTEONOpo3a (peHTreHonorudecku — 1 pas B roa). OueHuTs npu-
0aBKy B pocte (3a 6 Mec., 3a | rox) u AMHAMHUKY Beca, PU HEOOXOJAUMOCTH MPOBO-
JIUTh KOPPEKLUUIO aHEMHUHU U CKPBITOTO KeNe30AePUIUTHOr0 cOoCTOsHMS. OUEHUTH
3¢ pexTuBHOCT, 0a3ucHON Tepanuu (MOJOXKHUTENbHAsT TUHAMUKA, OTCYTCTBHE €€,
YXYALIEHUE), peuiaTh BOIMPOC O CBOEBPEMEHHOW 3aMeHe 0a3MCHOro mpemnapara Apy-
I'MM, HE JOXKUAAsCh YXYIIIEHUsI COCTOsIHUA peOeHka. [logoOparh anekBaTHYIO 103y
6asucHoro npemnapara. CBOEBPEMEHHO MPOBOJIUTH MPOQPHUIAKTUKY U JEUEHUE OCTe-
0Iopo3a.

Oco0oe 3HaueHue B KOMIUIEKCHOM Tepanuu neteit ¢ FOPA umeer ncuxorepa-
[IEBTUYECKAsI IOMOILb, TaK KAK Y BCEX 3TUX MALlMEHTOB YCTAHOBJICHBI IIPU3HAKU BBI-
COKHUX YpPOBHEH JIMYHOCTHOW W CUTYalMOHHOW TPEBOXHOCTU. OYeHb BaXHO, aJeK-
BAaTHO OLICHUB IICHXOJIOTMYECKUI NOPTPET MAlMEHTA U €ro POJUTENEH, 03HAKOMHUTH
UX C CyThIO 3a00JIeBaHUS U C COBPEMEHHBIMU MeToamMu ero JieueHus. FOPA — a1o k
COXKaJIEHUIO «OOJIE3Hb Ha BCIO JKM3HBY» U 3ajlaya Bpaya «HAYYUTh MalMEHTa C Hel
KUTh». Takoil MOAX0J YKPENUT COJIPY>KECTBO Bpaya U MAlMEHTa, YTO B MTOTE JACT
ontuMasbHbIN 3P dekt. O HerocTaTke MHPOPMALIMKU U O HEYTOBIETBOPEHHOCTH Bpa-
YOM TOBOPHUT TOT (DAaKT, YTO HEKOTOPBIE OOJIbHBIE (M UX POACTBEHHUKH) UILYT TOMO-
I B HETPAJAULIMOHHON MEIUIMHE Y SKCTPACEHCOB, KOJAYHOB, IPUMEHSIOT pa3iuy-
HBI€ «JIEKapCTBa» COMHUTEIIBHOTO IPOUCXOXKIEHUS, BCAKHE T00aBKH, OTMEHSSI cCaMo-
CTOATEIBHO 0A3MCHYIO TEpaIlrio, B MOCIEIYIOINIEM BO3BPAIIasACh K CBOEMY JOKTOPY
CO 3HAYUTEIBHBIM YXYIUIEHUEM COCTOSIHUS 300pOBbi. JUId AeTeil, cTpajarommx
IOPA, BaxXHBI TOBEPUTENIbHBIE OTHOLIEHHUS C BPadyoM, TaK KaK y MHOTHX M3 HHUX
MMEHHO C 3THM CBs3aHbl 3()()EKTUBHOCTD JICUCHUS U MICUX0-IMOLIMOHAIBHOE COCTOS-
HUE.

[Iporuo3 FOPA. IIpu cuctemusix Baprantax FOPA y nojioBUHBI JieTel MPOrHO3
JOCTATOYHO OJIArONPUATHBIN: MOKHO JOOUTHCS PEMUCCUU MPOJAOIKUTEIbHOCTHIO OT
HECKOJIBKUX MECSIEB J0 HECKOJBbKUX JIET, MOIACPKUBAS €€ COOTBETCTBYIOLIEH Oa-
3MCHOW Teparnueidl B KOMOMHAIMU ¢ CUMIITOMAaTUYECKUM JIEYEHUEM M peaduuTaiu-
OHHBIMU MeponpusTusiMu. OJIHaKO, HECMOTPs Ha 3T0, obocTperune FOPA moxer pas-
BUTBHCSI CITYCTS TOJIbI CTOMKOW peMuccuu. Y 1/3 GOJbHBIX OTMEYAeTCs] HEMPEPhIBHO-
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penauBHpymoiee TeueHne 6one3nu. Hanbonee HeGnaronpusTHeINA NPOTHO3 y ACTEH
C YIOPHOW JIMXOPATKOH, TPOMOOITUTO30M, MOTYUYAIOIMNUX JIUTCIBHYIO TIIFOKOKOPTH-
KOCTEPOHIHYIO TEPAIHIO.

VY 50% OoNbHBIX pa3BUBAETCS TSKEIbBIA N€CTPYKTUBHBIN apTpuT; y 20% — BO
B3pOCJIOM BO3pacTe pa3BHUBaeTCi aMuiono3; y 60% — Tskenas QyHKIHOHAIbHAS
HEJ0CTaTOYHOCTh OMOPHO-ABUTATENLHOTO amnmnapaTta. HeOnaronpusTHBIM CUMTAETCS
IIPOTHO3 y JIeTe ¢ paHHUM JIe0I0TOM MOJIMAPTUKYISIPHOTO CEPOHETATUBHOIO Bapu-
anta FOPA. ¥V noapocTkoB ¢ CepOnO3UTHBHBIM MOJIMAPTPUTOM (aHAJIOT B3POCIIOTO
PA) BBICOK pUCK paHHEro pa3BUTHUS TSKEJIOrO AECTPYKTUBHOIO apTpUTa, YTO OCTa-
TOYHO OBICTPO MOXKET MPUBECTH K UHBATUAN3ALINU.

V¥ 30-40% OGOJIBHBIX C OJUTOAPTPUTOM, OCOOCHHO HAYABIIUMCS B PAHHEM WJIU
JIOIIKOJILHOM BO3pacte, popMupyercs AeCTPyKTUBHBIA CUMMETPUYHBIN MOJIUAPTPHUT.
VY nmanueHToB C MO3HUM HayajloM — BO3MOXKHa TpaHchopmanus 3a00jieBaHUs B aH-
KWIO3UPYIOIUI CIOHAWIUT. Y 15% manmeHToB ¢ yBEUTOM BO3MOXKHO Pa3BUTHE ClIe-
MOTBHI.

CwmeptHOCTh Tipu FOPA OTHOCHTENIBHO HEBBICOKAS. BOJIBITMHCTBO JIETABHBIX
HCXOJIOB CBSI3aHO C Pa3BUTHUEM aMMJIOMA03a WM MHPEKIIMOHHBIX OCIIOKHEHUH y Ia-
HEHTOB C CUCTEMHBIM BapuaHTOM FOPA, HEpeAKO BO3ZHUKAIOIINX B PE3yJIbTATE JJIH-
tenbHOU ['KC-Tepanumu.

B 3akitoueHue cienyer OTMETUTh, YTO OOJIE3HU CYCTaBOB y JETEHl U MOAPOCT-
KOB — 3TO BE€ChbMa aKTyajibHas Ipo0sieMa He TOJBKO I IEJUaTPOB U TEPANIEBTOB, HO
U JUISI MHOTHX Y3KHX CIIEHHAJIMCTOB: HEBPOJIOIOB, OKYJINCTOB, SHAOKPUHOJIOTOB, Op-
TonenoB, Bpayeil JIOK, ncuxorepaneBToB U peabUIUTOIOTOB.

3HaHKEe BONPOCOB paHHEH NMarHOCTUKU, TAKTUKA CBOEBPEMEHHOW U HamboJee
a/IeKBaTHOW Tepamnuu B OOJILUIMHCTBE CIIy4aeB MO3BOJISET JOOUTHCS CTaOMIN3ALUU U
pemMuccun 00J€3HHU €lle JO MOSBIEHUS NECTPYKTUBHBIX U3MEHEHUH B CyCcTaBaX, TEM
caMbIM MpPeIOTBpalllas MHBAIHUIU3AIUIO MAUEHTOB.
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Ipunoscenue

OITPOCHBII JINCT COCTOSIHUS 3/I0POBbSI PEBEHKA (CHAQ)

B 570t wacTu MBI XOTMM THOJIY4YUTh MH(POPMAILUIO O TOM, Kak Ooje3Hb Bamiero peGenka
BJIMSIET Ha ero/ee MpUCIOCOOIIEHHOCTh K JKU3HU. BBl MoXeTe Aarh j1ro0ble 3aMedaHusi Ha 000poT-
HOM CcTOpOHE 3TOM cTpaHulbl. OTBeYast Ha BONPOCHI, BBl TOJI’KHBI OTMETUTH OJUH OTBET, KOTOPBIN
HauboJiee MOJHO OTpa)xkaeT (U3NYECKHE BO3MOXHOCTH peOeHKa (cpeiHee COCTOSHUE B TE€UEHUE
Bcero ausa) 3A TMOCJIEJTHIOIO HEJEJAIO. UMEWTE B BUJY TOJBKO TE IPOBJIE-
MbIl, KOTOPBIE OBYCJIOBJIEHbI BOJIE3HBIO. Eciu peGeHok n3-3a Bo3pacTa HE MOXKET
BBITOJIHUTH KaKyto J100 u3 QyHKImiA, mpumensiercs TepmuH “Henb3s onennts”. Hanmpumep, eciiu
Bam peGeHok HM3-3a Bo3pacTta ¢ TPYAOM BBINOJHSET HEKOTOPbIe (DYHKIIMUA HJIM HE MOKET BO-
BCe MX BBIIOJHUTH, HO 3TO He CBS3aHO C ero 0oJie3HbIO, HcnoJb3yiiTe Tepmud “HEJIb35
OLICHUTHL”.

Mosxete nu Bor? bes 3arpyn- | Ymepennnsie | Cepbe3nbie | He  moxer | Henb3s
HEHHI 3aTPYJHEHUS | TPYJHOCTH | BBIIIOJHUTH | OUECHHUTH

|. OneBanue u Tyaner

Mosxert i Bamm peGeHoK:

Onerbecs, BKIIIOYast 3aBs-
3bIBaHUE IIHYPKOB U 3a-
CTErMBaHuE MyroBuIl?

BBIMBITH TIaMITyHEM CBOU
BOJIOCKI?

CHATb HOCKU?

[ToacTpuub HOTTH?

Il. [Tonsem

Mosxet nu Bam pebeHok:

Berate ¢ HHM3KOTO Kpecna
Wiy mosa?

Jleys M BCTATh C MOCTENH
100 BCTAaTb B JETCKOM
KpoBaTKe?

Ill. Ena

Mosxet nu Bam pebeHok:

ITope3ats Kycok msca?

[TogHecTn ko pry 4amky
WJIU CTakaH?

OTKpBITH HOBYIO KOPOOKY
C KYKYPY3HBIMH XJIOIbSI-
MH?

1V. Xonr0a

Mosket niu Bamn peGeHok:

XOJWTh BHE JIOMa IO POB-
HOH 3emiie?

[Tomuarecs Ha S5 cryme-
Hen?
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Yxaxure, kakue IPUCIIOCOBJIEHUSA ucnoas3yer Bam pe0eHOK, BBINOJIHAA YKa-
3aHHbIe PyHKUIMM:

Tpoctb Xoauinku Koctbumm WNHBanmHOE Kpecio IIpu oneBanuu (my-
TOBUYHBIM KPIOYOK, KpIOYOK JJs MOJHHM, OOYBHOW PpOXOK € JUIMHHOM pydkoil U
T.J.) ToncTelii KapaHJam WM ClEMUATbHBIE MPUCTIOCOOICHUS CnenuanbHoe WU BO3-
BBIIIEHHOE KPECIIO0

Hpyrue (YTounure: )

Ykaxure, NIpU KaKHUX e’KeJHEBHBIX JeiicTBUsIX peOenka emy TpeOyercss U3-3A BO-
JIE3HMU nonosiHUTEIbHASI NOMOIIb APYTUX JIMIL:

OpneBanue u Tyaner IHonnem Ena Xonapba
Mosxete nu Bor? be3 3arpyn- | Ymepennnsie | Cepbe3nbie | He moxer | Henbss
HEHUI 3aTPYAHEHHS | TPYJHOCTH | BBIMIOJHUTH | OIIEHUTH
V. I'uruena

Mosxert i Bamm peGeHoK:

BbIMBITE U BBITEpETH BCE
TEI0?

Boiity 1 BBIATH U3 BAaHHBI?

CecTp U BcTaTh C yHHTa3a
WJTU TOpIIKa?

Yuctuth 3yon1?

[Ipuuecatbcs?

VI. JocTtaTk 4T0-1100

Mosxet nu Bam pebeHok:

B3ste Ha ypoBHE TOJIOBBI
Y OITyCTUTH BHU3 TSDKEITYIO
Belb  (OOJbIIyIO MDY,
KHHIH)?

Harnyrscs u nomsats ¢
[oJIa OACKIY WU JIACT

Ooymaru?

Haners cBurep uepes ro-
JIOBY?

IToBepHyB 1I€IO, MTOCMOT-
peTh Hazan?

VII. Cxarue

Mosxet nu Bam pebeHok:

IIucarts pyu-
KOM/KapaHaamom?
OTKpBITH J1BEPH ABTOMO-
ouns?

OTKpBITH paHee BCKPBITYIO
06aHKy?

OTKpBIT W 3aKpHITH BO-
JOTIPOBOJHBIN KpaH?
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OtBOpUTH NIBEPH, IpEJBa-
PUTEIBHO OBEPHYB IBEP-
HYIO Py4Ky?

VIIIl. ®ynkuun

Mosket 1 Bamn pebeHok:

BeimonHuTe  mIOpydYeHUs
BHE J0Ma, XOJUTh B Mara-
3uH?

BoiiTh 1 BBEINTH U3 Mallu-
HbI, JETCKOM MAaIIHHEI,
ITKOJILHOTO aBTOOYyca?

E3nute Ha Besocumnene?

Bemonuare  paboty 1o
oMy (MBITh TIOCYAY, BBI-
HOCUTBh MYCOp, IIbLIECO-
CHUTB, paboTaTh BO JBOpE,
youpaTh TMOCTEIh U KOM-
Haty)?

beratp u urparn?

Ykaxure IPUCIIOCOBJEHUS, HeoOxoqumble pe0eHKY NPH BHINOJHEHUH CJIeAYI0-
X pyHKumin:

[IpunoansToe cuaeHue yHuTa3a

CrneunanbHOE CUACHHUE B BAHHOM

KoncepBHbIi HOX (eciu 0aHKa y>Ke BCKPBITA)

CrneuunanbHasi nepeksaivHa B BAHHOM KOMHATe

[TpeameTs! ¢ IIMHHOM py4YKOH, 4TOOBI YTO-TMOO0 T0CTaTh?

[IpenMeTsl ¢ ATMHHOM PYyYKOH 711 MBITbSI B BaHHOW?

Ykaxkure noBceiHeBHbIe (DYHKLIMHU, NPH BbINOJHEHHH KOTOpbIX pedeHok U3-3A BO-
JIE3HMH nyxnaercsi B 10NOJHUTEIbHON MOMOIIY APYTUX JIMIL:

I'uruena

Jist TOro, yToOB! 4TO-HUOYIb AOCTATH

CixaTue 1 OTKpbIBaHUE TPEIMETOB

Beinonnenue nopyyeHuii u paboTa 1o 1oMy

BOJIb: kpoMe TOro, Mbl XOTeIH Obl YTOUHUTH CONPOBOXKAAeTCs U Oone3Hb Bamero pe-
OeHka 00JIbIO WK HET?

Ecnu “na”, onenure, kakyto 0onp ucnsiThiBan Bam pebenok 3A TTOCJIEJJHIOKO HEJIE-
JIIO?

Jaiite onienky 6omu Barero peGenka, oTMevast ee Ha CrieliMaabHON JTUHHUN

Bes 6omu 0 100 Ouens cunpHasa 00Ib

O®UHAJIBHAS OLIEHKA: YuntsiBas Bce HEraTUBHBIE CTOPOHBI 00JI€3HH, aiiTe 00TyIO
OILIEHKY COCTOSTHUS 3/I0pOBbs Bariero pebeHka, oTMeuasi 3TO Ha CIIeHalbHON TUHUH:

Ouenb xoporuee 0 100 Ouens mioxoe
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