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1. BBEJAEHUE

IOBenunbhbii  aptpur (KOA) — apTpuT HEYCTAaHOBIEHHOW MPUYHUHBI,
JUINTENBHOCTBIO Oosiee 6 Hellelb, pa3BUBAIOIIMICA y IeTEN B BO3pacTe He cTapiie 16
JIEeT NPU UCKIIFOYEHNUH IPYTOM NAaTOJIOTUHU CYCTaBOB.

2. AMIUAEMHUOJIOI'Us

OOUIEMUAOJIOTHSA IOPA — OJTHO u3 HanooJee JaCTBIX u
WHBAJIMIM3UPYIONIUX pPEeBMAaTUYECKUX 3a0oyieBaHUN y naeTeil. 3aboeBaeMOCTh
FOPA coctansier 2—16 ciydaeB Ha 100 000 geTckoro HaceneHusl B BO3pacTe /0
16 ner. Pacnpoctpanénnocts FOPA B pasubix crpanax coctasisier 0,05-0,6%.
Pacnpoctpanénnocts FOPA y nereit mo 18 mer Ha Tepputopuu Poccuiickoi
deneparuun — 62,3 Ha 100 000, mepuunas 3adoneBaemocth — 16,2 Ha 100 000.
¥ noapoctkoB pacnpoctpanéHHocTh FOPA cocrasmisier 116,4 na 100 000 (y gereit
10 14 ner — 45,8 na 100 000), nmepuunas 3aboneBaemocth — 28,3 ma 100 000
(y nereit no 14 ner — 12,6 na 100 000). Yarie peBMaTOMIHBIM apTPUTOM OOJICIOT
neBouku. CmepTHOCTH cocTaBiset 0,5—1%.

3. 9THOJOI'sA 1 TATOI'EHE3

Otunonorust HKOA  HeusBectHa. [lepBUYHBIE aHTHUIEH  HEU3BECTEH.
UyxepoAHbI  aHTUT€H  TMOIJIOIIAeTCsl W IepepadaThiBaeTCs  aHTUTEH-
MPE3EHTUPYIOMHUMHE KJIETKaMUu (ICHAPUTHBIMU, Makpodaramu, B mumdonuramu u
1p.), KOTOpbIE, B CBOIO OYe€pelb, MPEe3eHTUPYIOT ero T mumdoruram (Win
uHdopmario o Hem). B3aumopeicTBHEe aHTUTEH-TIPE3CHTUPYIOMICH KIETKH C
CD4+-nmumdornuraMu CTUMYIUPYET CHHTE3 UMH COOTBETCTBYIOIIUX IIUTOKUHOB.
Wurtepnetikun 2 (MJI  2), BeipabaTwiBatomumiics mnpu  aktuBanuu  Thl,
B3anMMoJIelicTByeT co crnenududeckumu MJI 2-penentopamu, dYTO BBI3BIBACT
KIIOHAJTbHYIO JKCMAaHCHIO T JUMQOIUTOB W CTUMYIHPYET pocT B nmumdormTos.
[locnenqnee MPUBOAUT K MAacCHPOBAaHHOMY cHHTe3y mMmmyHornoOynuHa (Ig) G
MJ1a3MaTUYECKUMU KJIETKaMU, MOBBIIIAET AKTUBHOCTh €CTECTBEHHBIX KUJUIEPOB
(NK) u aktuBupyetr makpodaru. WJI 4, cunrtesupyrommuiics Th2-knetkamu,
BBI3BIBACT AaKTHBALMI0 TYMOPAJIbHOTO 3BEHA HMMMYHUTETa (UTO MPOSIBIAETCS



BO3pACTAIOLIMM CHHTE30M AaHTHUTEIN), CTUMYJLHMIO S03MHOPUIOB M TYYHBIX
KJIETOK, @ TaKXe Pa3BUTHUE AJUIEPrUYECKUX pPEaKIUi. AKTUBUPOBAHHBIE KIETKU
(makpodaru, T, B numdouuTsl U ap.) CHUHTE3UPYIOT MNPOBOCHAIUTEIbHBIC
uuroxkunsl WI 1, UJT 6, WUJI 8, I 17, daktop Hekpoza onyxoiei o (PHO o) u
ap. ['unepnpoaykuuss TPOBOCHATUTENbHBIX LHUTOKMHOB JIEKHT B OCHOBE
HEOAHTHOT'€HEe3a; MOBPEXKICHHUsS CHHOBHAJIBHON OOOJOYKM CycTaBa, Xxpsma (a
BIIOCJIEICTBUM M KOCTH), TaKK€ B OCHOBE pPAa3BUTHUSl CHCTEMHBIX HPOSBICHUM
00ne3HU U TpaHC(hOpPMAIMM OCTPOr0 UMMYHHOI'O BOCHAJEHHS (CBOWCTBEHHOTO
paHHEN CTaJuM IOBEHWJIBHOTI'O apTpHUTa) B XPOHHUECKOE C pa3BUTHEM NaHHyca U
HEOOpaTUMBIM  pa3pylIEHUEM CYCTaBHbIX CTPYKTYp. CHCTEMHBI BapuaHT
oBeHmwibHOro aprputa (CHOA) — ocobas ¢opma HOA, ero cuenyer
paccMaTpuBaTh Kak ayTOBOCHAJIUTENbHBIM CHHIPOM, a HE KaK KJIacCHYECKOe
ayroummyHHoe 3a0osieBanue. [lpu CHOA akTUBUPYIOTCA MYTU BPOXKIECHHOTO
UMMYHUTETa. DTU MYTU OOBIYHO MHULMHUPYIOTCS MOCPEACTBOM paclo3HaBaHUS
NaTOr€HACCOIIMUPOBAHHBIX MOJIEKYJSIpHBIX CTPYKTYp (PAMP) Toll-mogoGubiMu
peuentopamu (TLR), sxcripeccupoBaHHBIMHM Ha KJIETKAaX CUCTEMbI BPOKIEHHOTO
UMMYHHTETA. [Tono6HOE pacro3HaBaHUe BBI3bIBAET aKTHUBAIUIO
BHYTPUKJIETOUHBIX CUTHAJIBHBIX TYyTEH, TPUBOAS K aKkTuUBalMu (akropa
tpanckpuniuu NFkB. Tpancnokarus aktuBupoBanHoro NFkB B sipo BbI3bIBaeT
NOBBIIIEHUE YPOBHS SKCIPECCUU TE€HOB, KOAUPYIOIIMX MMPOBOCHAIUTEIbHBIE
uutokunbl, Bkirovyas NJI 6, NJT 1, UJI 18, ®HO o u KOJOHUECTUMYIUPYIOIINE
dakTopbl. OTH UMTOKMHBI Onarogaps cBoMM d(dQexraM, oKa3bIBa€MbIM Ha
TUNIOTAJIAMYC, KOCTHBIM MO3r, NE€YEHb W KIETKM COCYAMCTOrO 3HAOTEINNS,
UHUIMUPYIOT KAcCKaJl BOCIHAJIUTENbHBIX peakiuil. OCHOBHBIMH 3P (dEKTOPHBIMU
kiaetkamMu npu CHOA SBISIIOTCS MOHOIIUTHI U HEUTPOUIIBI, a HE JTUMMOIUTHI.
Bricokue ypoBuu 0enkoB S100, mpoayupyeMbix HeMTpoduiaMu 1 MOHOIIUTaMH,
oTnu4aroT cucreMHyro (Gopmy HOA or MHorumx aApyrux 3a0oJieBaHUU,
nporekawmux ¢ Jmxopaakod. KanmeruiicBsaspiBatomme Oenku S100AS8
(cBsizannbl ¢ MuenonnoM Oenok wim MRPS), SI00A9 (MRP14) u S100A12
CEKPETUPYIOTCS TPH aKTUBAIIMM HEUTPO(PHIOB MU MOHOIMTOB W YYACTBYIOT B
MOAAEPKAHUM BOCHAIUTEIBHOIO OTBETA CO CTOPOHBI BPOXKIECHHOW HMMYHHOU
cucteMbl. OTHUM M3 LEHTPAJbHBIX IUTOKMHOB Ipu cucTteMHOM FOA sBnsercs
NJT 6. C ero runepnpoayKIUEH CBS3bIBAIOT TAKHE BHECYCTABHBIE IMPOSBICHUS
OONe3HM, KaK JIMXOpajJKa, THUIOXPOMHAs aHEeMHUs, TPOMOOIMTO3, CHHTE3
octpoazoBbix O6enkoB (C-peaktuBHbIll 6en10k — CPb, dubpunoren, ammionn),
3aIepKKy pOCTa, a TaKKe T[PO3HOE OCIOKHEHHE 3Toro BapuaHta FOA —
aMUJION03.

3. KIACCU®PUKALIUA

B nHacrosuuii MomeHT oOuienpuHaTo cuutaetcs Knaccudukanus
IOBEHUJIBHOTO uauonatuyeckoro aptputa (FOMA) MexnyHapoaHoilt muru



peBmatonorundeckux accouuaruii (ILAR 2007). Cornacuo knaccudukanuu ILAR
BBIIENAIOT clienyromue BapuanTel FOMA:

1. CucreMHbI

Omnpenenenue. ApTpUT, CONPOBOXKIAAKOIIUNCA WIA C HPEIIIECCTBYIONICH
JOKYMEHTUPOBAHHOW JIMXOPAJIKON B TEUEHUE MUHUMYM 2 HEZAENb B COUYETAHUM C
IBYMs WK 00Jiee HUKENEPEUUCIEHHBIMU TPU3HAKAMMU:

1) nepemesxaroniasics, JeTyqasi, 3puTEMaTO3Hasl ChlIlb;

2) cepo3uT;

3) reHepanu3oBaHHas JUM(]aaeHONATUs;

4) rematoMeranus U/Win CIUICHOMETaJusl.

Kpurepun nckminroueHus:

1) ncopuas y pebeHka WM poJICTBEHHUKOB MEPBOM JTMHUU;

2) aptput, accouuupoBaHHbli ¢ HLA B27 aHTureHom, y mMaiabuuKoB cTapiie 6
JIET;

3) aHKWIO3UPYIOUIMN CIOHAWIUT, apTPUT, ACCOLMUPOBAHHBIN C HSHTE3UTOM,
CaKpOWJICUT MPU HAIMYMUU BOCHAIUTEIbHBIX 3a00JI€BaHUN KHUILIEYHUKA, CUHIIPOM
Peiitepa, nepeHuii yBEUT y POJICTBEHHUKOB IIEPBOI CTETIEHU POJCTBA;

4) Hanmu4re peBMaTOUIHOTO (paKTOpa HE MEHee YeM B JBYX aHaJU3ax B TEUCHHE 3
Mec.

2. OnuroapTHKYJISPHBIHI

Onpenenenue. ApTpuT ¢ nopaxeHuemM |—4 CycTaBOB B TE€UEHUE MEPBBIX 6
mecsieB Oone3nu. Mmerorcs 2 cyoBapuaHTa:

1. OauroapTuKyJIsipHBIN EPCUCTUPYIOMINI: apTPUT C TOpakeHUEM 1—4 cycTaBoB
B TEUECHHE BCeil 00se3HU.

2. OnUroapTHKYJISPHBIA PaCIPOCTPAHUBIIUNCS: MMOPaXeHUE 5 1 0oJiee CyCTaBOB
rociie 6 MecsieB OOJIE3HU.

Kpurepun uckirouenus:

1) ncopuas y pebeHKa Win poJCTBEHHUKOB IEPBON JTUHUH,

2) aptpur, accoruupoBanHbii ¢ HLA B27 anTureHoMm, y MajbuUKOB cTapiie 6
JeT;

3) aHKWJIO3UPYIOWUK CIOHIWIUT, aPTPUT, ACCOLUMUPOBAHHBIA C BSHTE3UTOM,
CaKpOWJICUT TPU HAIMYMUH BOCTATUTEIHHBIX 3a00JI€BaHUN KHUIIIEYHUKA, CHHIIPOM
PeitTepa, nepeiHU yBEUT Yy POACTBEHHUKOB IIEPBOM CTEIIEHU POJCTBA;

4) Hanmu4re peBMATOUIHOTO (pakTOpa HE MEHEe YeM B JABYX aHaJIN3ax B TeUeHUE 3
MECSIIIEB;

5) Hanu4Yue CUCTEMHOIO apTpUTA.

3. Tommaptukynspusiii (PD-HeraTuBHBIN)

Omnpenenenne. ApTpUT ¢ TOpaKeHUEM 5 WM OOJiee CYCTaBOB B TEUCHHE MEPBHIX
6 MmecsiteB 00se3HH, TecT Ha PO — oTpuiaTeNnbHbIN.

Kpurepun ucknrodyeHus:



1) ncopuas y pebeHKa WK poICTBEHHUKOB MIEPBOM JIMHUH;

2) aptput, accouuupoBaHHblii ¢ HLA B27 aHTUreHoM, y MalbuMKOB cTapiie 6
JET;

3) aHKWIO3UPYIOIIMA CIOHIWIUT, apTPUT, ACCOLMUPOBAHHBIA C 3HTE3UTOM,
CaKpOWJICUT MPHU HAJIMYKUU BOCHAJIUTENbHBIX 3a00JI€BaHUN KHUILIEYHUKA, CUHIIPOM
Peiutrepa, nnepeiHUN yBEUT Yy POACTBEHHUKOB IIEPBOU CTEIIEHU POJICTBA;

4) Hanmu4Kre peBMaTOMIHOTO (paKTOpa HE MEHEe YeM B JABYX aHaJIM3ax B TeueHue 3
MEC;

5) HanM4YMe CUCTEMHOTO apTpPUTA.

4. TlonmaptuxynsapHeiil (PD-no3uTuBHbIM)

Omnpenenenue. ApTpuT ¢ nopakeHueM 5 uiau 0ojiee CyCTaBOB B TEUEHUE MEPBBIX
6 Mecs1eB 00Je3HHU, aCCOLMUPOBAHHBIN € MOJIOKUTENbHBIM PD B IBYX Tectax B
TE€YEHUE 3 MECSALICB.

Kpurepun uckitoueHus:

1) ncopuas y pebeHka Win poJICTBEHHUKOB MEPBOM JTMHUU;

2) aptput, accounrpoBaHHbiii ¢ HLA B27 aHTUreHoM, y MajlbuuKOB cTapuie 6
JeT;

3) aHKUIO3UPYIOIIMUNA CIOHAWINAT, apTPUT, ACCOIMUPOBAHHBIA C DHTE3UTOM,
CaKpOWIEHUT MPHU HAJMYMM BOCHAIMUTEIbHBIX 3a00J€BaHUI KUIIEUYHUKA, CUHAPOM
Pelitepa, nmepeHuil yBEUT Y POJCTBEHHUKOB IIEPBOM CTEIIEHU POJICTBA;

4) Hamu4Yue CUCTEMHOTO apTPUTA.

5. Ilcopuarnueckuit

Onpenenenue. [lopaxkeHue, XapakTepU3yrOUIEeCs apTPUTOM M TICOPHUA3ZOM WU
apTPUTOM M JIBYMsI U3 HHIKETIEPEUHNCICHHBIX CUMIITOMOB!

a) JaKTUJIUT;

0) U3MEHEHHUE HOTTEH (CUHJIPOM «HAIIEPCTKAy, OHUXOJINU3HUC);

B) CEMEHHBIN Tcopuas, MOJATBEPKACHHBINA JIEpMATOJIOTOM Y JIMI] TIEPBOM CTEIICHU
pOJCTBA.

Kpurepun uckinroueHus:

1) aptpur, accounnpoBannubii ¢ HLA B27 anTureHom, y Majip4uKOB ctapuie 6
JeT;

2) aHKWJIO3UPYIOUIUNA CHOHAWIUT, apTPUT, ACCOLUMUPOBAHHBIA C SHTE3UTOM,
CaKpOWJICUT TPU HAIMYMUU BOCTATUTEIHHBIX 3a00JI€BaHUN KHUIIIEYHUKA, CHHIIPOM
Peittepa, nepeiHuil yBEUT y pOACTBEHHUKOB NIEPBOM CTEIIEHU POJICTBA;

3) Hanu4KMe peBMAaTOUIHOTO (haKTOpa HE MEHEE YeM B JIBYX aHAIHM3aX B TCUCHHE 3
MECSIIIEB;

4) Hamu4Yue CUCTEMHOTO apTpHUTa.

6. ApTpHUT, aCCOIMUPOBAHHBIN C YHTE3UTOM



Onpenenenne. OCHOBHBIM KJIMHUYECKUM MPOSBICHUEM SIBISETCS apTPUT H
DHTE3UT, WIA APTPUT WU DHTEZUT C ABYMS U3 CIEAYIOIINX IPU3HAKOB:

a) OOJIE3HEHHOCTh WJIEOCAKPAJIbHBIX COWIEHEHUH TNpH MNajgbHaluyd W/ WIH
BOCHAJINTENbHAs O0JIb B CIIMHE;

0) nanimune HLA B27;

B) HAYaJIo apTpUTa y MaJIbUYMKa MOCHE 6 JIET;

I) CEeMEHHBbIM aHaMHe3, CBMJETEIbCTBYIOLIMH O HAJIUYUU MOJATBEPIKICHHBIX
Bpauamu HLA B27- accouuupoBaHHbIX OoJe3HEeW  (aHKWIO3UPYIOIIHI
CIIOHAWINT, apTPUT, ACCOLIMUPOBAHHBIN C SHTE3UTOM, CAKPOWJIEUT MPU HAIUYUH
BOCHAJIMTEIBHBIX 3a00JIEBaHUN KUIIEYHHKA, CUHApPOM PeiTepa) mim octporo
NEPEAHETO YBEUTA Y POJICTBEHHUKOB NIEPBOM CTEIEHH POJACTBA.

Kpurepun nckmnroueHus:

1) ncopuas y peObeHka WK POJICTBEHHUKOB MEPBOM JTMHUU;

2) HanM4Kre peBMaTOUIHOTO (paKkTOpa HE MEHee YeM B JABYX aHajIu3ax B TeueHue 3
MECSIIIEB;

3) HanTU4YMe CUCTEMHOIO apTPUTA.

7. HemuddepenunpoBaHHbI apTpUT

Onpenenenue. ApTpuThl HEM3BECTHOW MPUYMHBI y JIeTE€d, HE OTBEYAIOIIHE
HOJHBIM KPUTEPHUSIM KaKOM-TnO0 KaTeropuu WM OTBEYAIOUINE KpUTEpUsM OoJee
YeM OJHOM U3 IPEJCTABICHHBIX KaTETOPUH.

4. KIMHUYECKAS KAPTHHA

4.1. JOBeHWIbHBIA aPTPUT C CUCTEMHbIM Havyajiom, M08.2
(Knaccupuxkanus ILAR CucreMHbIH 10BEHUIbHBIH
HIUONATHYECKUI APTPUT)

Berpewaercs B 10-20 % cinywaeB. PasBuBaercss B m1000M BoO3pacTe.
Manbuuku U JeBOYKH OOJICIOT C OJMHAKOBOM dacToTol. Havamo — octpoe unu
nonoctpoe. Temneparypa — QedpuibHasi, TeKTHUECKas; MOBEMBI TEMITEPATyPhI
— TMPEUMYIIECTBEHHO B YTPEHHHUE Yachl, YacTO COMPOBOXKIAIOTCS O3HOOOM,
MaJicHue TeMIIepaTypbl — MPOIUBHBIM NOTOM. Cblllb — MOSTHUCTAsE U (WJIN)
MATHUCTO-TIANYJIe3Hasl, JIMHEWHAas, HE CONpPOBOXKIAETCS 3YyIOM, HECTOIKasl,
MOSIBJIIETCSL M UCUYE3AET B TEUEHUE KOPOTKOIO BPEMEHHU, YCUIIMBAETCS Ha BBICOTE
JTUXOPAJKU, JIOKaJU3yeTcsl MPEUMYIIECTBEHHO B 00JIacCTHM CyCTaBOB, Ha JIHUIIE,
OOKOBBIX MOBEPXHOCTAX TYJOBHINA, SATOMMUIIAX W KOHEUHOCTSIX. B psige cimydaes
CBIIIb MOKET ObITh YPTUKAPHOW WUJIU TEMOPPATUUYECKOM, COMPOBOKAATHCS 3YIOM.

[Topakenue BHyTpeHHUX opraHoB. [lopaxeHue cepjia: — MUOKAPIUT; —
MEPUKAPANT, — OHHAOKAPAUT (PEeNKo); — TOpaKEeHHWE KOPOHAPHBIX apTepuit
(penko). IlopaxkeHue JErKux: — TMHEBMOHUT, — IUIEBPOIIHEBMOHHUT;
¢ubposupyronuii anbBeonut. [loaucepo3ut: — mNepUKApIUT, — IUIEBPUT;, —



[IEPUTENaTUT; — TNEPUCIUIEHUT; — CEPO3HBIM IEPUTOHMUT. Backymur: —
JAJOHHBIM KANWUIAPUT, — TOJOIIBEHHBIM KalWUIAPUT; — JIOKAJbHBIE
AHTMOHEBPOTHYECKUE OTEKH, Yalle B 00JacTH KMCTHU; — LIMAHOTUYHAS OKpacka
MPOKCUMAJIbHBIX OTJEJIOB BEPXHUX M HWKHUX KOHEHYHOCTEH (JlagoHeH, cTom); —
MpPaMOPHOCTh KOKHBIX MOKpOBOB. JIumbanenonatus. I'enarocrieHoMeranus.

CycTaBHOM CHHIpPOM: — apTpajiru¥, MHAITUU; — OJIATOAPTPUT; —
MOJIMAPTPUT; — KOKCUT, ACENTUYECKUN HEKPO3 Ta300€IpEHHBIX CYCTaBOB; —
aMuoTpodusi; — CToMKHE 1epopMalui U KOHTPAKTYPHI.

JlaGopatopHbie UCCIeA0BaHUS: — KIMHUYECKUM aHAIN3 KPOBH JICHKOIIUTO3
(1o 30-50 ThIc. neiiKOUTOB U 0o0Jiee) ¢ HEUTPOPUIBHBIM CIIBUTOM BIIE€BO (10 25—
30% maNoYKOsANEPHBIX JICUKOIIMTOB, WHOT/AA J10 MHUEJOIMTOB), 3HAYUTEIBHOE
NOBBILIEHUE CKOPOCTH ocenanus 3putpouutoB (COD), rumoxpoMHas aHemus,
TpoMOOoIMTO3. MMMYyHOJIIOTMUECKMIT M MMMYHOT€HETHYECKUH aHadu3bl KPOBU
noBeiieHue  koHueHtpauuu CPb, IgM wu IgG B CBIBOPOTKE KpOBH.
NucTtpymentanbuble  uccienoBanus: Onektpokapauorpadus (OKI). Ilpm
HAIMYUU MUONEPHUKAPAUTa — TPU3HAKU TEPEerpy3Kd JEeBBIX W (WJIM) TMPaBbIX
OTJIEJIOB CEep/lla, HapyIIeHHWEe KOPOHAPHOTO KpPOBOOOpAICHUS, TMOBBIIICHHUE
JIaBJICHUsI B CHCTEME JITOYHOU apTepuu. YapTpa3BykoBoe uccienaopanue (Y3U):

VY31 opraHoB OpIOIIHON MOJOCTH — YBEJIMYEHHE DPA3MEpPOB U HU3MEHEHHS
HapeHXUMbl TI€YEHW U CEJEe3€HKH, OCOOEHHO TpU CHUCTEMHOM BapUaHTE
3aboneBanus. Y3W cepaua — auimaTanus JIEBOTO OKEIYJOYKa, CHIDKEHHE

¢pakiuu BbIOpOCA JIEBOTO >KETyJ0YKa, TUIIOKMHE3US 3aJHeW CTEHKH JIEBOTO
KEMyA0UuKa U (MIU) MEXKEITyI0UYKOBON MEePEropoaKy; MpU3HAKU OTHOCUTEIHHOM
HEJOCTATOYHOCTH MUTPAIBHOTO UM (WJM) TPUKYCIUJAIHHOTO  KIIAIMaHOB,
MOBBILIEHUE JIaBJICHUA B JITOYHOM apTepuu; MpU NEpUKApAUTEe — cenaparus
JUCTKOB TIEPUKAp/Ia, HaTU4YHe CBOOOTHON KUIAKOCTH B TOJOCTH. OCIOXHEHHUS:
CeplIeYHO-TIErOYHasi HeJJOCTATOYHOCTb.

CunapoM akTHBaluu Makpodarop (Wiau reModarouTapHbId CUHIPOM): —
pe3Koe YXYAIICHHE COCTOSIHUS; TEeKTHYEeCKas TeMIiepaTypa; MOoJuopraHHas
HEJOCTATOYHOCTh; TeMOpparudeckas Cbillb; KPOBOTEYCHHE U3  CIMU3UCTHIX
000JI0Y€eK; HapylieHue CO3HaHMS, KOMa; mumbaaeHonaTHs,
renaToCIyICHOMETanus; TpoMOouToneHus (JiIndo CHMKEHUE Yncia TPOMOOITUTOB
BJIBO€ 3a CYTKH), JielKkorneHus, cHmwkeHne COD, MOBBIIIEHHE CHIBOPOTOYHOTO
YPOBHS TPUTIHUIEPUIOB, (EppUTHHA, TPaHCAMHHA3, MOBBIIICHUE COJCPKAHUS
¢ubpuHOTeHa W TPOAYKTOB Jerpajanuu (QuOpuHa (paHHUN MTOKIMHUYECKUN
MpU3HAK), CHUXEHUE YpoBHS ¢aktopoB cBepTeiBanms kposu II, VII, X; B
MyHKTaTe€ KOCTHOTO MO3Tra — OO0JbIIOe YUCIO Makpodaros, (GparormuTHPyOMNX

reMOMNO3THYECKHE KIIETKU; — MPOBOLMPYETCS BUPYCaMH (LIMTOMETATIOBUPYCOM,
OnmireiiHa—bapp, repmeca U Jp.),  JEKAapCTBEHHBIMU  MpenapaTaMu
(HectepouHbIMU TIpoTHBOBOCTanuTenbHbIMU — HIIBII, comsimu 3050Ta,

cyJib(pacasazHOM U JIp.); BO3MOXKEH JICTAJIbHBIA UCXO/.



AmMunionsio3. Yacrtora amuiongo3a MNPy  OBEHWIHBHOM PEBMATOUIHOM
aptpure coctaiseT oT 0,14 (8 CILIA) no 20 % (B EBpone u Poccun). Amumnonn
OTKJIAaJbIBAETCA B CTEHKAX COCYIOB, IMOYKaxX, MEYEHU, MHOKApHE, KUIICYHUKE.
Yamie Bcero amMuiaoua03 MOpakaeT MOYKHW. J[MarHocTHKa OCHOBBIBAeTCS Ha
HCCIIEIOBAHUM OWoNTaTa TOYEeK, MEHEe JIOCTOBEpHA OWONCHUS CIIM3UCTHIX
000JI0YeK JECHBI U MPSAMON KULIKH.

3aiepkka pocTa 0OCOOEHHO BhIpaXk€Ha MpU Haudajie 3a00JIeBaHUSI B pPaHHEM
JIETCKOM BO3pacTe U MOJIMAPTUKYIISIPHOM CYCTaBHOM CHHJIPOME.

Nudpexumonnsie ocioxHeHus: (0akTepuaabHbIil Cercuc, reHepain30BaHHAas
BUpYCHast MHPEKLINA).

CuctemHbIii apTputr 0€3 aKTHMBHOTO CYCTaBHOTO CHHApOMa: (PaKkToOpsI
HEOJIaroNnpUATHOIO TIPOTHO3a: AaKTUBHBIE CHUCTEMHBIE TMPOSBICHUS OOJIE3HU B
TeueHne 6 MecsueB (IMXOpajJika, BBICOKME JabOpaTOpHBIE MOKa3aTesu);
HEO0OXOAMMOCTh B IOBTOPHOM Ha3HAYEHUM CUCTEMHBIX TTTIOKOKOPTHUKOUIOB.

Kpurepun akTMBHOCTH: aKTHBHAs JUXOpajKa U OICHKA aKTUBHOCTH OOJIC3HU
Bpadom o BAIII < 7 u3 10 6a1oB; akTUBHASI JIMXOPAJKA IITIOC JKU3HEYTPOIKAIOIITNE
POSIBJIICHUST 00JIe3HU (CEPO3UT) U OLICHKA aKTMBHOCTHU 00je3HH BpauoMm mo BAIII >
7 u3 10 Gannos.

CuCTeMHBII apTPUT C AaKTUBHBIM CYCTaBHBIM CHHAPOMOM 0€3 aKTHUBHBIX
CUCTEMHBIX MPOSIBICHUI: (PaKTOpbl HEOIATONPUITHOTO IPOTHO3a (HAIMYHME XOTS OBl
OJIHOTO KpUTEpHSs): MOpaKEHHE Ta300€IPEHHBIX CYCTAaBOB; IECTPYKIIUS CYCTaBOB IO
JAHHBIM PAJUOJIOTUYECKOTO HCCIEOBaHUs (IPO3UU CYCTaBHBIX IOBEPXHOCTEH,
CY’KEHHE MEKCYCTaBHBIX IIIEJIEH ).

Kpurepun akTMBHOCTH:

1. Hu3kast akTHUBHOCTH (HAJIMYUE BCEX KPUTEPHUEB): YHCIIO TTOPAXKEHHBIX CYCTaBOB 4;
nokazatens COD wim ceiBopoTouHoro ypoBHs CPb B mpenenax HOpMalbHBIX
3HAYCHUH; OIlCHKa aKTUBHOCTH Ooiyie3Hu BpadoMm mo BAIIl 4 u3 10 Gamnos;
OIICHKa OOIIEero COCTOSHUS TMallMeHTOM Wiau poauTtesneM mo BAII < 2 uz 10
0aJIoB.

2. CpenHsisi akTUBHOCTh: Haynuuue Oosee | Kpurepusi HU3KOW CTETIEHH aKTUBHOCTH
U MEHee 3 KpUTEpPUEB BBICOKON aKTUBHOCTH.

3.Bbicokasi akTHBHOCTH (HalIM4We HE MEHee 3 KPUTEPHUEB): YHCIO MOPAKEHHBIX
cyctaBoB > §; mokazatenab COD uiu cbiBOpoToUHOTrO YpoBHS CPB BbIllle HOpMBI
B 2 pasa; OIEHKa akTUBHOCTU Oosie3HH Bpaduom mo BAIIl 7 u3z 10 6amnos;
OIICHKa OOIIET0 COCTOSHMS ManueHToM win poauteneM mo BAII 5 w3 10
0aos.

4.2 JOBeHUIbHBII peBMAaTOWIHbINH apTPUT, cepono3uTuBHbIii, M08.0
(Kinaccupurkauus ILAR TlomapTukyasipHblid 0BUHUIbHBII
UAMONATHYECKUH aPTPUT CEPONO3UTUBHBIN)



Bcerpeuaercs okonmo 10 % cnyuaeB. Pa3BuBaeTcs y neter B Bo3pacte OT 8
1o 15 ner. Yame 6onerot neBouku (80 %). ITOT BapuaHT SIBISIETCS pEBMATOUIHBIM
apTPUTOM B3pOCIBIX C paHHUM HayaioMm. Havaso nmoxocrpoe.

CycTaBHOM CHHAPOM: CHMMETPUYHBIA MOJIUAPTPUT C TOPAKEHUEM
KOJIEHHBIX, Jy4€3allsICTHBIX, TOJIEHOCTOIHBIX, a TAKKE MEJKUX CYCTaBOB KUCTEW U
CTOMN; CTPYKTYPHBIE U3MEHEHHUS B CyCTaBaX MOTLYT Pa3BUTHCA B TEUEHHE INEPBBIX 6
Mec 00JIE3HH C BO3MOXKHBIM (POPMHUPOBAHMEM AHKHUIIO30B B KOCTSX 3aIACThS YXKE K
KOHIly 1-ro roja Oosie3HU B cilydae HeaJekBaTHOU Tepanuu; — y 50 % mainueHToB
pa3BUBAETCS JECTPYKTUBHBINA apTPUT.

JlaGopaTopHbie UCCIEeN0BaHUS: KIMHUYECKUN aHaJIU3 KPOBH THIIOXPOMHAS
aHEeMUsl, HEBBIPAKEHHBIM HEUTpopMIbHBIN JelikouuTo3, mnosbiieHue COD.
NMMyHOJIOTMUECKU W UMMYHOTE€HETHYECKUW aHalu3bl KpPOBU MOXET OBITh
NOJIO)KUTENbHBIM aHTUHYKJIeapHbld aktop (AH®D) B ceiBopoTke KpoBu, PD
noJIokuTenbHbIN. [ToBbIIeHa chiBopoTOUHas koHHeHTpaus [gM, I1gG, CPb. Yacro
onpenensercs HLA DR4.

Ocnoxuenusi:  crubarenbHble  KOHTPAKTypbl B CycTaBax;  TsDKesas
UHBaIMAM3anus (0cOOEHHO MpU Hayane 3a0oJieBaHMs 0 5 JIEeT); 3aJiepKKa pocTta
(npu panHem Hauase 3a00yieBaHus U BbICOKOU akTUBHOCTH FOPA).

4.3.1OBeHWIbHBIH MOJHAPTPUT, cepoHeraTuBHbII, M08.3
(Knaccupurkanus ILAR TloaunapTukyasipHblid I0BEHWJIbHBIT
UIMONATHYECKUH APTPUT CEPOHETraTUBHBIN)

Bcerpeuaercs menee B 20-30 % cmydaeB). Pa3BuBaetcst y aeteil B Bo3pacte oT 1
rogra 1o 15 ner. Yame Ooneror aeBouku (90 %). Hawamo — momoctpoe,
xpoHnuyeckoe. CyCTaBHOW CHUHIPOM: CHMMETPUYHOE TMOPaXEHUE KPYIHBIX U
MEJKHX CYCTaBOB, BKJIIOUas BUCOYHO-YEIIOCTHBIE COUIEHEHMS M IIEHHBIM OTIEN
NO3BOHOYHMKA;  TEYEHHE apTpuTa y OONBIIMHCTBA OOJBHBIX OTHOCUTEIHHO
noOpokauectBeHHoe; v 10 % mManuMeHTOB Pa3BUBAIOTCS TSHKENbIE NECTPYKTHUBHBIC
U3MEHEHHS, B OCHOBHOM B Ta300€JPEHHBIX M YEIIOCTHO-BUCOYHBIX CYCTaBax.
Nmeercss puck pa3BuUTHsA yBeWTa B ciiydae ae0roTa B paHHeM Bo3pacte. B psne
ciydaeB (Ipy Hayajie B paHHEM BoO3pacTe) 3a0o0JieBaHME COMPOBOXKIACTCS
cyO0heOpmIbpHON TeMIiepaTypoil 1 TuMdaaeHonaTueH.

JlaGopaTtopHbIe WCCIIEOBAHUS: KIMHUYECKUN aHaMM3 KpPOBU THIIOXPOMHAs
aHEMUs, HEBBIPAKEHHBIM HEUTpOPMIBHBIN JelkonuTo3, mnosbimieHue COD.
NMMyHONIOTHUECKU M WMMYHOT€HETHYECKHH aHalu3bl KPOBU MOXKET OBITh
nonoxurenbibiM AH® B ceiBopoTke kpoBu, PD oTpuuarenvhsiid. [loBbimieHa
ceiBOpoTouHas koHueHtpamus [gM, IgG, CPb.

Ocnoxuenusi: crudaTenbHble KOHTPAKTYPhl B CYCTaBax; TSOKEAs MHBATUIH3AIUS
(ocobenHo mpu Hawane 3a0oiieBaHMs JO 5 JET); 3alepkka pocta (IIpU pPaHHEM
Hayase 3a00JeBaHusl U BhICOKOW akTUBHOCTU FOA); CHUMKEHHE OCTPOTHI 3pEHHUS U
pa3BUTHE CIIEMOTHI BCJIEACTBUE aKTUBHOT'O TEUCHUS YBEUTA.



®dakTophl HEOJIATONPUATHOTO MPOTHO3a (HAIMYMUE XOTSI Obl OJHOTO KPUTEPHSs):

MOpa)kKeHUEe Ta300€pPEHHBIX CYCTAaBOB WJIM ULIEHHOr0 OTAeNa I[03BOHOYHUKA;

noyiokuTeNnbHbld P®D, wim  aHTUTENa K LUKIMYECKOMY LHUTPYJIHMHHUPOBAHHOMY

nentuay (antu-CCP), necTpykuusi CycTaBOB IO JaHHBIM PaJHOJIOTHYECKOTO
oOcnenoBanusi (3pO3UU CYCTABHBIX IMOBEPXHOCTEH WM CY)KEHHE MEXCYCTaBHBIX
esen).

CreneHp aKTUBHOCTH

1. Huzkass (HanuuWe BCEX KPUTEPUEB): YHUCIO TMOPaKEHHBIX CYCTaBOB < 4;
nokaszarenbs COD wmnm cbiBOpoTOYHOM KoHUeHTpauuu CPb B HOpme; olLieHKa
akTUBHOCTU OosiesHu BpayoMm 1o BAIIl 4 u3z 10 GamioB; oueHka oO1ero
COCTOSIHUSA ManueHToM uin poaurenem no BAIIL 2 u3 10 Gamnos.

2. Cpeansiss (M0 HaJIMYUIO KPUTEPUEB HE COOTBETCTBYET HU3KOM W BBICOKOM):
Hanuuue 6osiee 1 KpUTEepuUsi HU3KOM CTENEHU U MeHee 3 — BBICOKOM.

3. Bricokas (Hamuyue He MeHee 3 KPUTEPHUEB): YUCIIO MOPAXKEHHBIX CYCTaBOB > §;
noka3atenb COD unu celBOpTOUHON KOHLeHTpauuu CPb B 2 pa3a Bblle HOPMBI;
OIlCHKa aKTUBHOCTU OoJie3nu BpadoMm mo BAII 7 u3 10 6amioB; oreHka o01iero
COCTOSIHUS TTalieHToM WiH poautesnem mo BAII 5 u3 10 6anmnos.

4.4 Ilcopnatuveckuii aprpur, M07 (Knaccupukanusa ILAR
IIcopuaTnyeckuu apTPHUT)

Berpeuaercs B 2—-15 % ciyuaeB. Cpegnuii Bo3pact aebrota — 6 jet. Yarre
00JIEIOT AeBOYKH, YeM Manbyuku (2:1). Yacto BCcTpedaroTcst ciiyyau ncopuasa y
POJICTBEHHUKOB.

CycTaBHOM CHHIpPOM: — 4alle aCUMMETPUYHBIA OJUTOAPTPUT MEJIKUX U
CpPEeAHUX CYCTaBOB IPEAIIECTBYET IMOSBICHUIO MCOPUATUYECKUX BBICHIIIAHUN B
33-67 % cnyyaeB; — JaKTHIIHT.

AcumnTomusbiil yBeuT y 20 %. Ilcopuatuueckue Bbickinanud. [lopaxenue
HOT'TEH 0 TUITY «HAMEPCTKA», OHUXOJIU3UC.

JlaGopaTopHbIe MCCIENOBAaHUS: KIMHUYECKUNA aHAIU3 KPOBU THIIOXPOMHAS
aHEMUs, YMEPEHHbII HEUTPODUIBHBIN JTEUKOIUTO3, TPOMOOIIUTO3, TTOBBIIIICHUE
CO3. HNMMyHONOTMYECKUA W HUMMYHOT€HETHUYECKUN aHanu3bl KpoBu PO
oTpunaresbHbiii, AH® B CBIBOPOTKE KpOBH MOJOXKUTENIbHBIN. [loBbIIIEHA
ceiBOpoTOoUHasi KoHueHTpamus CPb.

OcnoxHeHusi: crubaTenbHbIE KOHTPAKTYphl B CYCTaBax; pa3BuTHE
AHKUJI030B B MEepU(EPUICCKUX CyCTaBaX; CHUKEHUE OCTPOTHI 3pCHUS U Pa3BUTHE
CJIENOTHI BCIIE/ICTBUE AKTUBHOTO TEUEHUSI YBEUTA.

4.5.ApTpHUT, accoUNPOBaHHBII ¢ IHTe3UTOM (Knaccudpukanus
ILAR)



Berpeuaercst B 4-15% cnydaeB. PazBuBaetcst y nmereil crapuie 8 jer, yamie y
noApocTkoB. Yaie 0oyietoT Manbyuku, yeM JeBouku (9:1). Bo3aMoxHO Hamuuue
CUCTEMHBIX IPOSIBICHUN 00JIe3HU (TUXOpajiKa, MOTEPsl MACChI Tena).

CycTtaBHOM  CHHApPOM:  ACUMMETPUYHBIM  OJUIO-  WIM  T[OJUAPTPUT
MIPEUMYIIIECTBEHHO CYCTaBOB HIDKHUX KOHEYHOCTEH; SHTE3UTHI B O0JACTH CTON U
KOJEHHBIX CYCTaBOB, peXe B 00JlacTU Tas3a; MOpPAXKEHUE HIICOCAKPATbHBIX
COWJICHCHHM; SHTE30MaTUW U PUTHIHOCTb TMOSICHUYHOTO U TPYIHOTO OTIEIOB
MMO3BOHOYHUKA. VIMeeTcst pUCK pa3BUTHUS YBEUTA.

JlaGopaTopHbie HCCIIEIOBAHUS: KIMHUYECKUM aHaIN3 KPOBU - THUIOXPOMHAs
aHEeMMs, YMEPCHHbIH HEUTPODUIbHBIA JEUKOIIUTO3, TPOMOOIMTO3, TOBBIIMICHUE
COD. VMMyHOJIOTMYECKMII W HMMMYHOT€HETMYECKHM aHanu3bl KpoBu PO
orpunarenbHbli, AH® B CBIBOPOTKE KpOBH OTpuLarenbHbld. [loBbIIEHA
ceiBopoTouHass koHueHtpauus IgM, IgG, CPb. Hammume HLA B27 y 90%
MaIUCHTOB.

OcnoxxHeHus: cruOaTebHbIe KOHTPAKTYPhl B CyCTaBaX; Pa3BUTHE aHKWIO30B B
MEXKITO3BOHOUHBIX CYyCTaBax, WJICOCAKPAJIbHBIX COUJICHEHHSIX, B MEpUPEPUICCKUX
CyCcTaBax; CHIDKEHHE OCTPOTHI 3PEHHUsI, Pa3BUTHE CJICTIOTHI BCJICACTBHE AKTHBHOTO
TEYEHHs]  YBEHMTa;  HEIOCTATOYHOCTh  AOPTAJbHOIO  KIAllaHa,  pa3BUTHE
a0JJOMUHAIBHBIX  CHUMIITOMOB, XapaKTEPHBIX JJI TaKUX  BOCHAJUTEIbHBIX
3a0o0seBaHUI KUIIEYHNKA, Kak 0o1e3ub KpoHa, Hecnenmduyueckuii s3BeHHbIN KOJIHT.

dakTopbl HEOIATOMPHUATHOTO MPOTHO3a (JJaH BCETO OJUH KPUTEPHUI): NECTPYKIIHUS

CyCTaBOB IO JIaHHBIM PaJHOJOTHYECKOro oOcneoBaHusl (IpO3UU CYCTaBHBIX

MOBEPXHOCTEN WM CYKEHUE MEKCYCTABHBIX ILIEIIEH).

CreneHp aKTUBHOCTH
1. Hu3kas (Hamuyue BCEX KPUTEpPUEB): OTCYTCTBHE PUTHIAHOCTH MO3BOHOYHHKA;

noka3zatenb COD wnm cbiBOpoToyHOM KoHUeHTpauuu CPB B HOpme; olieHKa

akTMBHOCTH Oone3nn BpauyomM mo BAIIl 4 u3z 10 OGamioB; omeHka oOIero

COCTOSIHUS TTareHToM miH poautesnem mo BAII 2 u3 10 6anos.

2. Cpennsisi (IO HAJWYUIO KPUTEPUEB HE COOTBETCTBYET HM3KOWM M BBICOKOM):
Hanmuuue Oonee 1 KpuTepus HU3KOM CTENEHW W MEHee 2 KPUTEPHEB BBICOKOM
CTEMEHU aKTUBHOCTH.

3. Bricokas (Hamuune He MeHee 2 KpuTepueB): nmoka3areias COD uin ChIBOPTOYHOM
koHneHTparm CPBb B 2 pa3a Beillle HOPMBI, OILIEHKAa AaKTHUBHOCTU OOJE3HU
Bpadom 1o BAIIl 7 u3 10 GamioB; olmeHKa OOIIEro COCTOSHUS MAIlMeHTOM HIIN
poautenem o BAIII 4 u3 10 6amnos.

4.6.IlaynmapTuky/JsipHbIi 10BeHWJIbHBIN apTpuTt, M08.4
(Knaccupurkauus ILAR OauroapTuky/JasspHbIi OBEHWIbHbBIH
HAMONATHYECKUN AaPTPUT NMEePCUCTUP VIO L)
Bcerpeuaercs B 50 % cnyuaeB). Pa3BuBaetcs y nereit B Bo3pacte ot 1 roaa

10 5 net. BerpeyaeTcst mpenuMyIecTBEHHO Y AeBouek (85 %).

CycTaBHOM CHHIpPOM: MOPAXAIOTCS KOJIEHHBIE, TOJICHOCTOIHBIE, JIOKTEBBIE,

JTy4e3alsACTHbIE CYCTaBbl; YacTO MOpaxkeHue acumMmerpuuHoe; y 40 % OOJIbHBIX



TEYEHUE CYCTaBHOTO CHHJpPOMa arpeCcCUBHOE, C PA3BUTHEM JIECTPYKIIMH B CyCTaBax.
WNpunouuknut — y 30-50 % OGONBHBIX.

JlaGopaTopHbie HCCIIEI0BAHUS : KIMHUYECKUN aHATU3 KPOBU - MOTYT BBISBIISTHCS
tunuuHbie 11 FOA BocnalnTenbHble U3MEHEHUSI T€MAaTOJIOTUUECKUX MMOKa3aTeNei.
Y HeKOoTOphIX OOJILHBIX JIaOOpaTOPHBIC MOKA3aTENW OCTAIOTCA B IpEjesiaX HOPMBI.
NMMyHOJIOrHUeCKU 1 MMMYHOT€HETHYeCKHil aHanu3bl KpoBU y 80 % O0JbHBIX
BBIBIIIETCS MOJOXKUTENbHBI AH® B chiBopoTke KpoBH, PP oTpuIaTENbHBINM,
BbICOKas yactota ooHapyxxenust HLA A2.

OcnoxxHeHUus1: aCUMMETPHUsSl pOCTa KOHEUHOCTEW B JUIMHY;, WHBAIMIM3ALMS IO
COCTOSIHUIO  OMOPHO-JABUTATEIBLHOTO ammapaTra; CHUXEHHE OCTPOThI  3pEHUs
BCJICJICTBUE AKTUBHOTO TEUCHUS YBEUTA.

®dakTophsl HEOJATOMPUITHOTO MPOTHO3a (HATUYUE XOTS Obl OJTHOTO KPUTEPHS):
MOpaXEHHE Ta300€IPEHHBIX CYCTaBOB WM IICHHOr0 OT/Aela IMO3BOHOYHHKA;
MOPAXKEHHUE TOJCHOCTOITHOTO WM JIy4e3arsiCTHOTO CyCTaBa M 3HAYUTEIBHOE WIH
IPOJIOJKUTENIFHOE TOBBIIIEHUE JTA00PATOPHBIX MOKa3aTeen; TeCTPYKIUs CYCTaBOB
0 JIAHHBIM PAJUOJIOTHYECKOTO 00CJIeAOBaHUS (IPO3UU CYCTABHBIX MOBEPXHOCTEH
WM CY>KEHHE MEXCYCTaBHBIX IIIENICH ).

CreneHb aKTUBHOCTH

1. Huzkas (Hanmuuue BceX KPUTEPUEB): UMCIIO MOPAKEHHBIX CYCTaBOB HE Oojiee

I; mokazatenr COD wnm cbiBOpoTOYHOM KoOHUEHTpanuu CPb B HOpMmeE;
olleHKa akTUBHOCTH Ooje3nu BpadoM 1o BAIIl 3 u3 10 GaminoB; oreHka
o011ero cocTostHUS ManueHToM win pogautesaem o BAII 2 u3 10 6anos.

2. Cpennss (10 HAJIMYUIO KPUTEPUEB HE COOTBETCTBYET HU3KOM M BBICOKOW):

Hanuuue OoJiee 1 KpUTEepusi HU3KOM CTENEHU U MeHee 3 — BBICOKOM.

3. Bricokas (Hamuune He MeHee 3 KPUTEPUEB): — UYUCIIO MOPAKEHHBIX CYCTABOB
2; noka3arenb COD unu ceiBOpoTodHOM KoHIIeHTpanuu CPB B 2 pasa Bhiie
HOPMBI; OIleHKa aKTUBHOCTH Ooje3Hm BpadoM 1mo BAIIl 7 u3 10 Gamnos;
OIICHKA OOIIEro COCTOSHHS MamueHToM Wik poautenaeM mo BAII 4 u3z 10
OaioB.

4.7. llopa:xxenue raa3 npu FOA — yBeur

Berpeuaercs B 15-20% cnydaes.

Knaccuduxkanus yBeuTos:
- 10 JIOKAJTU3AIIUHN
* TMepeaHuil yBeWUT (MPHUT, TEPEIHUN IMKIUT, WPHUAOLUUKINT) — BOCIHAJICHHE
pagy’KHOU 000JIOUKU U (UJIK) UUIIMAPHOTO TENa;
* mepudeprudeckuii yBeUT (3aJHUN IHMKIUT) C BOBJICUECHHUEM IMUIMAPHOTO Tea,
nepudepuIecKuX OTICIIOB COOCTBEHHO COCYIUCTON 000I0UKHY;
* 3agHUN yBEUT (XOPUOWIWUT, XOPUOPETHHHUT) — BOCIMAJCHUE COOCTBEHHO
COCYJIUCTON 00OJIOUKH; * TAHYBEUT.
- B 3aBUCUMOCTH OT TEUCHHSI:



* OCTPBIN;

* IOJOCTPBHIN;

* XpOHUYECKUM (BSUIOTEKYIIUHN WU PEIIUANBUPYIOIINIA) YBEHT.
- B 3aBUCUMOCTH OT YMCJIA IOPAKEHHBIX TJ1a3:

* OIHOCTOPOHHUY YBEWUT;

* IBYCTOPOHHUU YBEUT.

Kinnanueckass kaptuHa yBeuTa. Pa3BuBaeTcs y MalEHbKMX JEBOYEK C
OJIMTOAPTPUTOM, PAHHHUM J1€0I0TOM MOJUAPTPUTA CEPOHETATUBHOIO, y MALIUEHTOB C
apTPUTOM, aCCOLMMPOBAHHBIM C DHTE3UTOM U MCOPUATHYECKUM apTPUTOM. MOXKET
Ne0I0TUPOBATh 32 HECKOJBKO JIET 10 TMOSABICHHUS CYCTaBHOTO cuHApoma. Yarie
OPOTEKAEeT MO TUMY MOJOCTPOrO WM XPOHUYECKOTO, pexe — MNepruPpepruuecKoro
UPUJIOLUKIINTA WIK NaHyBeuTa. Yamie ObIBaeT 1BYCTOpOHHUM. JKanoObl: mpu3HaKH
pasapakeHus ry1a3 u 00JIeBOM CUHJIPOM; CHUKEHUE U (UJIM) 3aTyMaHUBAHUE 3PEHUS;
NOSIBJIEHUE JIABAIOIIUX IISTEH MEPE]T I1a3aMH.

JlnarHOCTUYECKUE KPUTEPUU YyBEUTA: HMHBEKIMS KOHBIOHKTHBBI; W3MEHCHMS
SHAOTEIUS POTOBUIIBI (B BHJIE PEAKIMU 3aMOTENOCTH, OTIOXKEHHUS Ha JHIOTEIUH
(OpMEHHBIX 3JIEMEHTOB); OOpa30BaHUE POTOBUYHBIX MPEHUITUTATOB (arperaTsl
BOCIIAJIUTENBHBIX KJIETOK, KOTOPBIE PACIIOIATral0TCsl B HUYKHEW MTOJIOBUHE POTOBUIIBI,
dbopMupys TPEYroJbHUK); TUCTPO(US POTOBUIILI B BUJIC JICHTOBUIHON AUCTpOduUu ¢
Pa3TUYHON CTENEeHBbI0 KalblU(DUKAIMKU M YTOJIICHHUS POTOBUIBI (KJIACCUYECKUN
NpU3HAK PEBMATOMIHOTO YBEUTA); THUIEPEMHs M OTEK paayXHOW 0O00I0UYKH,
CTJIQXXEHHOCTh €€ PUCYHKA, TMOSBIEHUE KCCYNAaTUBHO-(PUOPUHO3HBIX OTIIOKEHHH,
UHOTJa TreMopparuii; (GopMuUpoBaHHE NEPUXPYCTATMKOBBIX IUICHOK B 00J1acTH
3payka, 3aJHUX CHUHEXWM, CBA3BIBAIONIMX Kpal paxyKHOW OOOJOYKU C MepeaHei
MOBEPXHOCTHIO XPYCTAINKA; U3MEHEHHE (POPMBI 3payKa.

OcnoxHeHusi: OCJOXKHEHHAas KaTapakra; Jauctpodusi poroBullsl; ¢Gudpo3
CTEKJIOBHIHOTO TeJia; BTOpUyHas riaykoma; cienota (y 10 % 6onbHBIX).

dakTopbl HEOIATOMPHUATHOTO MPOTHO3a: CHIYKEHUE OCTPOTHI 3PEHUS; TUIIOTOHHUS;
[JIayKoMa; KaTapakTa; JereHEepaTUBHbINA OTEK; YIUIOTHEHHE CTEKJIOBUIHOIO TEa.

5. JMOPPEPEHIHNAJIBHAA IMAT'HOCTHUKA

KOnomeckuit  aptpur Heobxoaumo  muddepeHnupoBaTh  CO  CIEAYIOMIUMHU
3a00JICBaHUSAMU CaJbMOHEJIE3, XJIAMUJHUO3, TOKCOIUIa3MO3, TOKCOKappo3),
ayTOBOCTIAMTENbHBIN CUHAPOM, TUTIOTHPEO3, JT0OPOKAYECTBEHHBIC U 3JI0KAYECTBEHHBIC
OMyXOJIM CYCTAaBOB M MSTKUX TKaHEW, JEHKO3bl, HEOIIACTHUYECKUE MPOLECCHI,
HelpoOiIacToMa, capKoMa, OCTEOHWJHAs OcTeoMa, TeMOopwins, TUrnepTpoduuecKas
octeoaptponatus (cuHapom Mapu-bamOeprepa), BUpyCHBbIE apTpUTHI (TeprieTuyecKas,
nutroMeranoBupycHas uHdexnusa, rematut B u C), Oone3ns Jlaiima (cucTeMHBIN
KJICIIEBOM OOppenno3), TyOepKyie3, XpOHUUYECKUN HecTIen(pUIEeCKUN SI3BEHHBIN KOJIUT,
oone3nr Kpona, remopparmyeckuii BackynuT (Oone3np IlIénnsitna-I'enoxa),



IOBEHWIbHBI J1€PMATONOIMMHO3UT, CUCTEMHAsl CKIEPOJEPMUsS, CHUCTEMHas KpacHas
BOJIYaHKA, CENITUYECKUN apTPHUT,

[Inan oOGcnenoBanus MalKUeHTa ¢ MOJA03PEHUEM Ha FOBEHWIbHBINA apTPUT !

1. KnuHuueckuit aHaiu3 KpOBH.

2. VccnenoBanue KOAryJislMOHHOIO reMocrtaza (MpU HaJIWYUUM  CHCTEMHBIX

MPOSBIICHUN).

Koarynorpamma (npu HaJIMYUM CUCTEMHBIX MPOSIBICHUN ).

4. Ananu3 MoOuYM KJIMHUYECKUN, MUKPOCKOIMUYECKOE HCCIEAOBAHHE OCaJKa MOYH,
ornpejeneHue 0eaKa B MoYe.

5. AHanu3 KpoBU OMOXMMHYECKUH (CHIBOPOTOYHAS KOHIIEHTpalus oOuiero Oenka,

anbOymuHa, obuiero OunupyOuHa (mpsiMas, Hempsimas ¢pakuuu), KpeaTWHUHA,

MOYEBHMHBI, MOYEBOW KHUCIOTbI, TpaHCaMHHa3, jdakrataeruaporeHassl (JIAI),

kpeatunocdokunazpl (KOK), amunaspl, dSIEKTPOIUTOB, TPUTIHIEPUIOB,

beppuTuHa).

[TpokanbIIUTOHUHOBBIN TECT (MPU HATUUYUHU CUCTEMHBIX MPOSBICHUN).

7. VIMMyHONOTHYECKUIA aHAIU3 KPOBU (OIpe/IesIeHHe CHIBOPOTOYHOM KOHIEHTPALIMU
ummyHornooynmuaoB (Ig) G, A, M, C-peakTuBHBIM O€JNOK, PEBMATOUHBIHI
dakrop, antuctpentonu3uH O, aHTUHYyKJIeapHbd (akTop, aHTUTENA K
neycnupansHoit JIHK, aHTMTEna K HUKIMYECKOMY IUTPYJIWHOBOMY MENTHAY
(CCP), anTuTena K KapAUOJUNIMHAM, B2 rTUKONIPOTEHHY, KOMIIJIEMEHT).

8. UmmyHodeHoTn  nTUMGOIUTOB (I HCKIIOYEHUS HUMMYHOJIEC(PHUIIUTHOTO

w

o

COCTOSIHUS).
9. MonekynsipHO-TeHETUYECKOE HCCIIeIOBaHUE KpPOBU (NP HAIWYUU CHCTEMHBIX
IPOSIBJICHUN) — JUISI UCKJIIOYEHUs] ayTOBOCHANUTENbHBIX cuHApoMoB (FMF,

TRAPS, MKD, FCAS, MWS, CINCA, PAPA).

10. KBaHTH(EPOHOBBIA TECT.

11. Koxxnas po0a ¢ TyoepkyiInHOM (peakius Manty, /J{nackunrecr).

12. Onpenenenune anturen knaccoB A, M, G k canbmonesuie kumeyHoi (Salmonella
enterica), HWepcWHUU HIHTepokosuTHKa (Yersinia enterocolitica), HepcHUHUU
ncesnotyoepkyne3a (Y. pseudotuberculosis), Opyuenne, muremie DiaekcHepa,
3onne, Herokacn, xmamunusam (Chlamydia trachomatis, Chlamydophila psittaci,
C. pneumoniae), mukoruiazme (Mycoplasmae pneumoniae) B KpOBH.

13. Onpenenenne antuten kitaccop M, G k niuromeranopupycy (Cytomegalovirus) B
KpPOBH.

14. Onpenenenne B CRIBOPOTKE KpoBH aHTUTEN K Borrelia burgdorferi kimtacca M u G
METOJIOM HETMPSIMON UMMYHO(]IIFOOPECIICHITUN.

15. Ceponoruueckoe ucciea0BaHUE KpOBU Ha BUpychl renatutoB B, C, repneca | u
IT Tuma.

16. MonekynsipHO-O0MOIOTUYECKOe NCCIIET0BAHNE KPOBH, CIIFOHBI, MOYX HA BUPYCHI.

17. MonekynsipHO-OMOJIOTHUYECKOE MCCIEAOBAHNE KPOBH, CHHOBHAIBHON KUIKOCTH,
AMUTENATIBHBIX KIIETOK YPETPhl M KOHbIOHKTUBBI HA XJIAMUTUH.



18. MonekynsipHO-OUOJIOTUYECKOE  HMCCJIEAOBaHUE KPOBM HA  TOKCOIUIa3MBbl
(Toxoplasma gondii).

19. MonekynsipHO-OMOJIOTUYECKOE HCCIIEIOBAaHUE KPOBU Ha IMTOMETaJIOBUPYC
(Cytomegalovirus).

20. bakrepuonornueckoe UCCIEAOBAHUE CIM3U C MUHIAJIUH U 33JTHEH CTEHKHU TJI0TKU
Ha a’poOHbIe U (PaKyTbTaTUBHOAHAIPOOHBIE MUKPOOPTaHU3MBI.

21. MukpoOHOJIOTHYECKOE UCCIIEIOBAHNE KPOBU U MOYH.

22. UccnenoBaHue Kajga Ha KaJbIPOTEKTUH: BCEM IMALKUEHTaM C CHUCTEMHBIMU
MPOSIBJICHUSAMU; TMalleHTaM 0€3 CHCTEeMHBIX TMPOSBICHUNM — TIpU HaAIWYUU
HACJIEICTBEHHOM MPEeapacioyioKeHHOCTH, MPU3HAKOB MOPAXKEHUS KeIyA0YHO-
KUAILIEYHOI'O TPAKTa, BHIPAXKEHHOM aHEMHUH, BBICOKHUX JIa0OPAaTOPHBIX MOKa3aTeseu
aktuBHOCTH (COD, CPB), HE COOTBETCTBYIOIIUX TAKECTU CYCTABHOTO CUHIPOMA).

23. KommniekcHoe ynbTpa3BykoBoe wuccienoBanue (Y3M) BHYTpEeHHHX OpraHoB,
BKJItoUas Y3U opraHoB OpIOLIHOM MOJOCTH, OYEK, TUM(ATUYECKUX Y3JIOB.

24. Dxokapauorpadus.

25. Dnexrpokapauorpadus (OKT).

26. Kommnerotepnas Tomorpadus (KT) opranoB rpyaHoit mosoctu (C BHyTPUBEHHBIM
OOJIIOCHBIM KOHTPACTUPOBAHUEM 10 MOKA3aHUSM).

27. KommnblotepHast tomorpadus OpraHoB OpIOIIHON MOJOCTH, 3a0pPIOUIMHHOTO
IPOCTPAHCTBA U MAJOro Ta3a (C BHYTPUBEHHBIM OOJIOCHBIM KOHTPACTUPOBAHHEM
10 TIOKa3aHUSIM).

28. MarautHO-pe3oHadcHass Tomorpadus (MPT) ¢ BHYyTpUBEHHBIM OOJFOCHBIM
KOHTPAacCTUPOBAHUEM OpraHoB OpIOIIHOM  TOJIOCTH, 3a0pIOIMHHOTO
POCTPAHCTBA, MAJIOTO Ta3a, FOJIOBHOTO MO3ra (110 OKa3aHUSM).

29. D30daroracTpoayoACHOCKONHNsI, OWOMCHUS JKeNylKa U JIBEHAIIATUIEPCTHON
KUIIKHA C TIOMOIIBIO H/IOCKOIHUH.

30. UccnenoBanne wmarepuana JKeIyJAKa Ha HalWYde TEIMKOOAKTep IMHIOPH
(Helicobacter pylori).

31. ToncrokuieyHasi dHIOCKOMUS, BUIICOIHIOCKOINHUS, OMONCHUS TPSIMON KHUIIKH C
MIOMOIIBIO0 BHI€OAHIOCKOITMUECKUX TEXHOJIOTHI, TUCTOIOTUYECKOE UCCIIEI0BAHNE
mpemnapara CIM3UCTOW  OOOJIOYKM Pa3IUYHBIX OTIEJIOB TOJICTOM  KHIIKH:
MaIMeHTaM C CUCTEMHBIMHU TPOSBICHUSMH MPH MOJ03PEHUH HA BOCTIATIMTEIbHbIE
3a00eBaHUsl KUIICYHUKA; TalieHTaM 0€3 CHUCTEMHBIX MPOSBICHUA — TIpHU
MOJIOKUTEIIBHOM KaJILIPOTEKTHHE, HATHYUN HACJIEICTBEHHON
MPEAPACTIOIOKEHHOCTH, TPU3HAKOB MOPAXKEHUS KETYT0YHO-KHUILIEYHOTO TPAKTa,
BBIpaQ)KEHHON aHEeMHH, BBICOKUX J1a0OpaTOpHBIX Mokazareneil aktuBHoctu (COD,
CPDB), HE COOTBETCTBYIOIIUX TSIAKECTU CYCTABHOTO CUHAPOMA.

32. [IlyHKIMST KOCTHOTO MO3ra, LUTOJOTHYECKOE HCCIEAOBaHWE MaszKa KOCTHOTO
MO3ra, TUCTOJOTHYECKOE U HUTOXUMHUYECKOE UCCIIEI0BAaHNE MpenapaTa KOCTHOrO
Mo3ra, nojacueT (OopMysbl KOCTHOTO MO3ra: BCEM MalMeHTaM C CHUCTEMHBIMU
MPOSIBJICHUAMMU; MALIEHTaM 0€3 CUCTEMHBIX MPOSBICHUN — MPU TSHKEIOM 00IIEM
COCTOSIHUH, HE COOTBETCTBYIOIIEM TSXKECTU CYCTABHOTO CUHAPOMA.



33. buonicus nuMdaTtrueckoro ys3na (mepudepuyeckoro, Mo MNOKA3aHUSIM —
BHYTPHOPIOLIHOTO, BHYTPUTPYIHOT0), LMTOJIOTMYECKOE U THCTOJIOTHYECKOE
UCCJEeI0BaHME MpernapaTa TKaHed auMdoys3na: BCEM MallMeHTaM C CUCTEMHBIMU
MPOSIBIICHUSIMU U BBIP@KEHHOM JMM@aaeHonaTuel; nauueHTaMm 0e3 CHUCTEMHBIX
MPOSIBIICHUN — MPU HAJTMYUK BBIPAKEHHON TUM(DaTeHONaTHH U TSXKEIOM OOLIEM
COCTOSIHUU, HE COOTBETCTBYIOILLEM TSKECTU CYCTAaBHOTO CUHAPOMA.

34. Pentrenorpagus nopakeHHbIX CYCTaBOB.

35. KomnbroTepHass ToMorpadusi mopakxeHHbIX CyCTaBOB, B TOM 4YHCIIE€ KPECTI[OBO-
MOJAB3JOIIHBIX COWICHEHUH (y TAUMEeHTOB C IMOJO3PEHHEM Ha apTpuT,
aCCOLIMMPOBAHHBIN C SHTE3UTOM, U CAKPOUJICHT).

36. YabpTpa3ByKOBOE UCCIIEIOBAHUE MOPAKEHHBIX CYCTaBOB.

37. MarHuTHO-pe30HaHCHAasE TOMOrpadusi MOPaKEHHBIX CYCTaBOB, B TOM YHCIIE
KPECTIIOBO- MOAB3/IOIIHBIX COUJIEHEHUH (Y MAIlMEHTOB C MOJI03PEHUEM Ha apTPHUT,
ACCOLIMMPOBAHHBIN C DHTE3UTOM, U CAKPOWJIEHT), NPHU IJIUTEIBHOCTH OO0JIE3HU
MeHee 6 Mec.

38. PeHtreHoneHcuTOMETpHsl TMOSICHUYHOIO OTJEja IO3BOHOYHMKA TAIMEHTaM,
MOJTYYAIOIIUM TITIOKOKOPTUKOUIHYIO TEPAITHIO.

39. CuunTHurpadus KOCTel Npu HaTWYUK JECTPYKIMHA B CYCTaBaX U KOCTSX CKEJeTa,
He THNUYHBIX 11 FOA.

40. TpenanoOuomncust (Mpu HEOOXOAUMOCTH — OTKpbITasi) IPU HAIWYUH JAECTPYKLINUU
B CyCTaBaXx M KOCTSX CKeJleTa, He TUIMHYHBIX U1 FOA.

41. ApTpolieHTe3 — Kak C JMarHOCTHYECKOW, TaKk © C JIe4eOHOW IeNblo;
BBITIOJTHSAETCS TOJILKO Ha BOCIIAJIEHHBIX CyCTaBax.
42. ApTpockonuss — TOJIBKO TpPU HAIUYUKA CTPOTMX TIOKa3aHWl: B clydae

3aTpylHEHUsS] JUArHOCTUKU, TPU PEUUJIMBUPYIOUIEM reMapTpose (mocie
UCKITIOUCHUS 3200JIeBaHUN KPOBH).

43. KoHCynpTalu Apyrux CrenuagIucToB: OKYJIHUCT U MPOBEJeHNE OMOMUKPOCKOITUH
rJ1a3, SHAOKpUHOJIOTr (cuHApoM KymmHra, HapylieHue pocrta), OTOJApUHTOJIOT,
CTOMATOJIOT, OPTOJOHT (NIPH HAIMYMH TOKa3aHWi), GTrU3uaTp (MOJIOKUTETbHAS
peakuus Manty, numdaneHonaTHs), remMatrosor, OHKOJIOT (JuMdaneHonaTus,
OCCAJITMM W/WIN YTHOPHBIE apTpajTruu, W/WIH TOHKEIOoe O0Iee COCTOSHHE, W/HIIH
reMaTOJIOTUYECKUE HapYIIEHNUS), OpTOTEI-TPaBMAaTOJIOT, TCHETHUK
(MHOXKECTBEHHBIE ~ Majble  AHOMAJIMM  Pa3BUTHS, CHHAPOM  JHCILIA3UU
COCIMHUTEIHLHON TKaHU), UMMYHOJIOT (TIpHU MOAO3PEHUH Ha UMMYHOAE(PUIIUTHOE
COCTOSIHHE).

6. JJEHEHUE B CTALHUOHAPHBIX YCJIOBUAX

JletssM ¢  BBICOKOM W  CpEIHEM  CTENEeHbI0  AKTUBHOCTU  0OJIe3HU
CIICEIMATIM3UPOBAHHAS  MEIMIIMHCKAsg IOMOIIb  OKa3bIBAa€TCSI B YCIIOBUSX
KPYIJIOCYyTOYHOIO CTalMoOHapa. JleTsM C HHU3KOM CTENEHbIO AaKTUBHOCTH H



peMuccueit 00JIe3HU CIeUaTN3UPOBaHHAS MEAUIMHCKAs MOMOIh OKa3bIBAE€TCS B
YCIIOBUAX KPYTJIOCYTOYHOI'O U THEBHOT'O CTAllMOHAPA.

1.JOBEHUJIBHBIM APTPUT C CUCTEMHBIM HAYAJIOM (CUCTEMHBI
IOBEHWJIbHBIN UIMOTTATUYECKUI APTPUT; ILAR).
Hectepougnpie MpOTUBOBOCHANUTENBHBIE IMpenapatbl: — MpU  HU3KOU
AKTUBHOCTHU 0OJIE3HU U OTCYTCTBUU (PAKTOPOB HEOIATONPHUATHOTO MPOTHO3a; —
BCEM MAalMEHTaM Ha 3Tare 00CJeI0BaHus NMPU HAIUYUU JUXOPAIKH U O0JIEBOTO
CUHApPOMA; — MOHOTeparus He Oosiee 1 Mec y BceX MalueHTOB BHE 3aBUCHMOCTH
OT aKTUBHOCTU OOJIE3HUM U HaIW4us (PAKTOPOB HEOJIArompHUsITHOTO MPOrHO3a
(yposens D): auknodenak natpusi (MO1AB) 2—-3 mr/kr/cyTku, Win HUMECYIU]
(MO1AX) 3-5 wmr/kr/cytkn, wiam wMmenokcukam (MO1AC) 7,5-15 wmr/cyTku.
I'mokokoptukouasl (I'K) (HO2AB): — He Ha3HauawTcs (IepopalibHO,
BHYTPUBEHHO, BHYTPUCYCTaBHO) Ha 3Tane o0O0CJel0BaHUs, O YCTaHOBJICHUS
nuarHo3a  «CUCTEMHBIM  apTpuT» U HCKIIOYEHUS  reMo0Jacrosa,
aumbonponudepaTuBHOrO  3a00JIeBaHUS WM COJIMJIHOM  OMyXOJNu, 1O
NPOBEJICHUs: OUONCHHM KOCTHOTO MO3Tra; _ TpernaHoOHOIcuH (M0 MOKa3aHUsIM —
OTKpBITOM); Ouorncun JuM@paTHyeckoro ysna (nepudeprudeckoro u/uin
BHYTpUOPIOITHOTO — 10 noka3aHusiM); KT opranoB rpy/iHoil KJIeTKH, OpIOIIHOM
MOJIOCTH, MAajoro Ta3a, 3a0pIOMIMHHOIO MPOCTPAHCTBA, IO3BOHOYHHUKA (C
BHYTPUBEHHBIM OOJIOCHBIM KOHTpPAaCTUpPOBaHHMEM — 0 Toka3zaHusMm);, MPT
OpIOIIHOM TMOJIOCTH, MAaJIOTO Ta3a, 3a0PIOIIMHHOIO MPOCTPAHCTBA, TOJIOBHOTO
Mo3ra (C BHYTPUBEHHBIM OOJIIOCHBIM KOHTPACTUPOBAHUEM — M0 MOKA3aAHUSIM);
pPaguON30TONIHOE CKAaHWpPOBAaHME cKeiera (IpU MOJO3PEHUMUM Ha KOCTHBIE

METacTa3bl); — HA3HAYAIOTCS IMOCTE WUCKIIOYCHHUS OHKOJIOTMUYECKOW MaTOJIOTHHU
IpPU OMACHBIX Ui JKU3HW CHCTEMHBIX TPOSBICHHUAX (KapauT, MHEBMOHUT,
BAaCKyJIUT) —  IyJbC-TE€pamus METHIIpEaHn30J0HOoM B go3e 10-30
MI/KT/BBEJICHUE B TEUCHHE 3, TPU HEOOXOAMMOCTH — 5 pJHEH moApsI.

NmMyHoenpeccanThl M T€HHO-MH)XCHEPHbIE OMOJIOTUYECKHUE TMpenaparbl: He
Ha3HA4YaI0TCs Ha dTamne 00clieJoOBaHus, 10 YCTAHOBICHUS quarHo3a « CHCTeMHbBIN
apTPUT» U UCKIIOYECHHs TeMo0acTo3a, JuMbonpoiandepaTuBHOTO 3a001eBaHUs
WIM CONMUAHOM omyXonu. IIpm OTCYyTCTBMM CTOMKOTO CYCTaBHOI'O CHHAPOMA Ha
panHuX cranuax 6one3nu: tormindymad (LO4AC) 8 mr/kr/BBenenne — y aetei
¢ maccoit tena 30 xr; 12 mr/kr/BBenenue — y nerei ¢ maccoit tema < 30 kr
BHYTpUBEHHO 1 pa3 B 2 Henenu. [Ipy Hanu4uum CTOMKOro CycTaBHOTO CUHIpOMA U
/Ha PaHHHUX/TIO3HUX CTAAUAX OOJIE3HU: — TOUMIN3yMad 1Mo 8 MTI/KI/BBelICHUE
— y nerer ¢ maccort Ttena 30 kr, mo 12 MI/Kr/BBeicHHE — Y JIETeH ¢ Maccoit
tena < 30 kr BHyTpuBeHHO | pa3 B 2 Hemenu + metoTpekcar 15-25 mr/m2
/BBenenne | pa3 B HEACNIO BHYTPUMBIIIEUHO. [IpenmodyruTensHee MPUMEHSTH
pacTBOp JUISI MHBEKIMI B TpaaynpoBaHHBIX mmpurax. [Ipu wHeadexkruBHOCTH
Tonmn3ymaba (B TeueHne 3 Mec — HaJIMYHUe CUCTEMHBIX TPOSIBIICHUN, CYCTaBOB
C aKTHBHBIM apTPUTOM U BBICOKHX JJAOOPATOPHBIX MOKA3aTENEeH aKTUBHOCTH): —



putykcumad (LO1XC) 375 mr/m2 /BBefeHUe BHYTPUBEHHO 1 pa3 B HEAENIO B
TeueHue 4 nmocienoBaTeIbHbIX Helenb + MeToTpekcaT 1525 mr/m2 /BBenenue 1
pa3 B HEIENI0 BHYTPUMBIIIEYHO: IIOCJE MOJIY4YeHUs HHGOPMUPOBAHHOIO
corjacusi poAuTelied W MalMeHTOB B Bo3pacTe cTapwe 14 ner, coriacus
JlokanibHOTO ~ 3THYECKOTO U DOpPMYISIpPHOTO KOMUTETOB B  YCIOBUSX
CHEUUATU3UPOBAHHOTO  PEBMATOJIOTMUECKOr0  CTaluMoHapa  (eAaepalbHOTO
ypoBHs; 3a 3060 wMuH g0 Kaxaol uHy3uum — mpemMeauKanus
[JIIOKOKOPTUKOUAAMU  (METUINPEHNU30JI0H B jo3e 100 Mr BHYTPUBEHHO),
aHaJbIeTUKAMU M AHTUTUCTAMUHHBIMU  TIpernaparamMu  (mapareramon U
mudeHruapaMut). B ciydae peMuccul CUCTEMHBIX MPOSBICHUM B T€UEHHE Tojia
U peuuAuBUPYIOIIEM apTpure Ha (oHe JieyeHus TOUWIu3ymMaOoM WU
putykcumadbom — uaruouropst ®HO o — Toumnuzymad, purykcuMad OTMEHUTD
ananumyma6 (LO4AB), nns nereii ¢ 13 no 17 ner 40 mr 1 pa3 B 2 Henenu, s
nerer ¢ 4 nmo 12 7jer mpemapar Ha3zHayalT B J03¢ 24 Mr/M2 TUIOMIAaU
MOBEPXHOCTH TeJa, MPH 3TOM MaKcUMaibHas jo3a coctaiseT 40 Mmr, wim —
stanepuent (LO4AB) 0,4 mr/kr/BBeneHue MOAKOXKHO 2 pa3za B Henento. [lpu
Hea((HEKTUBHOCTH BCEX BBINIENIEPEUHCICHHBIX npemnapaToB: — ['K nmepopanbHo
0,2-0,5 MI/Kr/CyTKM B COYETaHUU C MIEPEUUCICHHBIMH BBIIIIE METOAMHU JICUCHUSI.
BuyTtpucycraBHoe BBeneHue riokokoptukouaoB: — B CIIA wu crpanax
EBpocoro3a s BHYTPUCYCTABHOTO BBEIICHHS PEKOMEHJOBAH TPUAMIIMHOJIOHA
reKkcaleToHu He dame 1 pa3za B 4 Mecdl; npenapaTel OeTaMeTra3oHa W
metunnpeanusoinona B CIHIA wu ctpanax EBpocoro3a st BHYTPUCYCTaBHOTO
BBEJICHUS HE MIPUMEHSIOTCA BCJIEJICTBHE OBICTPOTO pa3BUTHUSA
TOPMOHO3aBUCUMOCTH " KIJIACCUYECKUX m0OOYHBIX s dexToB
[IFOKOKOPTUKOUAHBIX TOPMOHOB; B Pocculickoit denepanuu TpUaMIIMHOJIOHA
TeKCalleTOHU/I HE 3aperuCcTpUpOBaH; OT BBEICHUs OeTaMeTa3oHa I11esecoo0pa3Ho
BO3JIEpKaThcsl. BBegeHne moka3zaHo B cilydae OYEHb BBIPAKEHHOTO OO0JIEBOTO
CHHJIpOMa He 4aie 1 paza B 6 mecseB (B CBSI3U C JIJIUTEIBHBIM MOJABJISIONIUM
BO3/ICHCTBUEM OeTaMeTa3oHa Ha THIOTajlaMo- TUNOo(U3apHO-HAATOYCYHUKOBYIO
cuctemy). CumMnroMaTrudeckasi Tepanmusi.

2. TEMO®AT OITUTAPHBIN CUH/IPOM. T MH0KOKOPTUKOUIEI: — ITYIbC-TEPAIINs
Metuanpeaau3zoaonom 10-30 mr/kr/BBenenue, uin aexkcameTazon 10-20 mr/m2
/cyTkM B TedeHWe 3—5 T1ocieIoBaTeNbHBIX JHEW + TPEIHU30JOH IS
nepopanbHoro mpuema 1—1,5 mMr/kr/cytku. ¢ B ciayyae BOCHAIMTEILHOTO OTBETA,
OakTepralbHON WH(MEKINHU, COMPOBOXKIAIOIINXCS COMHUTEIBHBIM (0,5—2 HT/MiT)
WIA TIOJIOKHUTEIBHBIM (> 2 HI/MJ) 3HA4YCHHEM MPOKATBIIUTOHMHOBOTO TeCTa
naxxe 0e3 ovara WHGEKINH, TMOATBEPKICHHON OaKTEPUONOTUYCCKUM W/WITU
CEPOJIOTHIECKUM METOJIOM: aHTHOAKTEepUaIbHBIC MpenapaTsl (AaMUHOTIUKO3H 3
Wi 4-TO TMOKOJCeHWUs, 11edaJoCTIOPUHBI 3 WK 4-TO MOKOJCHUS, KapOareHeMbl U
Ip.); UMMYHOTJIOOYJIMH HOPMAaJIbHBIA  YEJIOBEUECKUH, CTaHJapTHBIA U
cojiepKaluii UMMYHOT100yIuHbl ki1accoB G, A u M no 0,5-2,0 r/kr/kypc. B



Clly4ae CHHApPOMA JUCCEMUHHUPOBAHHOTO BHYTPHUCOCYAMCTOIO CBEPTHIBAHUSA:
renapul 100—150 EJI/kr/cyTku BHYTpUBEHHO (KPYTJI0CYTOYHO) WIIM MOJKOXKHO 4
paza B CYTKM TMOJ KOHTPOJIEM 3HAUYE€HHH aKTUBUPOBAHHOI'O YaCTHUYHOI'O
TPOMOOIUIACTUHOBOTO BPEMEHH, WM HaJponapuH kaiabius B ao3e 200-300
antu-Xa EJI/Kr/cyTku moakoKHO 2 pas3a B CYTKHM MOJl KOHTpOJIEM aHTH-Xa-
dakTopHol akTUBHOCTU ChIBOpOTKH (0,4-0,6 ME/Mn) B Teuenue 21-24 cyTox,
nanee — BapdapuH TOJI KOHTPOJEM MEXIYHApOAHOTO HOPMATM30BAHHOTO
orHomienuss MHO (2-3); — wunruburopsl pubpuHonm3a (B Ciiyuyac aKTHBAILlUU
¢ubpuHONIM3a); TpaHEKCAMOBAasi KMCIOTa 15 MI/KI/CYTKM BHYTPUBEHHO KaxKIble
6-8 4 co ckopocthio 1 M B MHH; CBEXE€3aMOPOKEHHas IulazMa (1o
MOKAa3aHUSIM); IPUTPOLUTHAS B3BECH C YJAJICHHBIM JICMKOLIMTAPHBIM CI0eM (IO
NOKa3aHMUsIM); TPOMOOKOHLEHTpaT (Mo mnokazaHusMm). CumnromaTHyeckas
Tepanus (J1e3MHTOKCUKALMOHHAs, KapAUOTPOIHAs U JIp.).

3. IOHOIIECKWUH TIOJIMAPTPUT (ITOJIMAPTUKYJIIPHBIN IOBEHUJILHBIN
UJTMOTIATUYECKUN APTPUT CEPOHET ATUBHBIM,
CEPOITO3UTHBHBI; OJINTOAPTUKYJISIPHBIN
PACIIPOCTPAHUBILIMNMCS TICOPUATUYECKUII APTPUT; APTPUT,
ACCOLIUUPOBAHHBIMT C DHTE3UTOM [IIO KIJIACCUDOUKAILIUN
ILAR]). Hecrepouatsie nporuBoBochanutenabubie mpemnaparsl (HIIBII) (B Buge
MOHOTepanuu He Oosee 2  MecsueB). BHyTpucyctaBHOe  BBelEHUE
TITFOKOKOPTUKOHIOB. NmMmyHocymnipeccuBHas U reHHO-WH)KEeHepHas
ouonornueckas tepanus. Mertorpekcar (LO1BA): B moze 15-25 mr/m2 /Hen
MOJIKO’)KHO WJIM BHYTPHUMBIIIEYHO Cpa3y Tociie BepuPHUKalMU AUarHo3a: Mpu
BBICOKOW AaKTUBHOCTH OOJIE3HH BHE 3aBUCUMOCTH OT Halmu4usi (HaKkTopoB
HEOJIaronmpUATHOTO TPOTHO3a; MPH CpPeJHEH aKTUBHOCTH OOJE3HW U HAIUYUU
(dbakTOpOB HEOJArONMPHUATHOTO MPOTHO3a; B n103¢ 15-25 Mr/mM2 /Hen MOJIKOKHO
Ui BHyTpuMbIieuHo yepe3 1 Mec nedenus HIIBIL: npu HU3KONW aKTUBHOCTH
Oosie3HM W Haau4duu (HaKTOPOB HEOIArONPHUATHOrO MPOrHOo3a; B go3e 15-25
MI/M2 /HeJ TIOAKOXHO WJIM BHYTpUMBIIMIEUYHO depe3 1-2 mec nmeuenus HIIBII:
pyU CpeaHeH aKTUBHOCTU OOJIE3HH M OTCYTCTBUM (PAKTOPOB HEOJIATONMPHUSTHOTO
nporHosa. Jlehaynomun B no3e 0,6 Mr/kr/cyTku, He Bbiie 20 MT: TpU BBICOKON
AKTUBHOCTHU OOJIE3HU M OTCYTCTBUH (PaKTOPOB HEOIATONMPHUATHOTO MIPOTHO3a; MIPU
CpelHel aKTMBHOCTH OOJIe3HM H Haluyuu (HaKTOPOB HEOIATONPHUSTHOTO
nporHo3a. [Ipu HenepeHocumoctTu W/ HEdHPEKTUBHOCTH METOTPEKCaTa WITU
nedayHoMHUIa Yepe3 3 Mec: TP BBICOKOW MJTH CpeTHEeN aKTUBHOCTU OOJIE3HU BHE
3aBUCUMOCTH OT Hamu4usi ()aKTOPOB HEOIArONMpHUsITHOTO MPOTHO3a WHTHOUTOPHI
®HO o: uarnbutopst PHO wnu abaranent (L04AA24) o 10 mr/kr/BBeneHue
BHYTpUBEHHO 1o cxeme 0, 2, 4-s1 Hen, ganee Kaxiaslie 4 HEJ B KOMOMHAIIUM C
MeToTpekcaToM (mpeanouTtutenbHee mpu  cepono3utuBHoMm IOPA).  Ilpu
Hed(PPEKTUBHOCTH METOTpEKCcaTa WU JIEPIYHOMHIA B T€UEHHE 6 MeCALEeB MpU
HU3KOW aKTUBHOCTH BHE 3aBUCHUMOCTH OT HaJIWM4us (aKTOPOB HEOIATOMPHUATHOTO



nporHo3a uaruouropsl ®HO a. Ilepekntouenne Ha Bropoid uaruourop ®HO a:
HedppexTuBHOCTh NiepBoro unruduropa ®HO o B TeueHue 4 mMec: BbICOKAs WIH
CpEIHss CTENEHb aKTUBHOCTHU 0OOJIE3HH BHE 3aBUCUMOCTH OT HAIU4Us (PaKTOPOB
HEOIaronpusATHOrO MPOrHO3a; Hed(PEeKTUBHOCTH abaTalenTa B TeueHue 4 Mec
(ecnu ObLT Ha3HAYEH B Ka4€CTBE MEPBOI0 F€HHO-UHKEHEPHOTO OHOJIOTrHYECKOTO
npernapara):  BBICOKAas  aKTUBHOCTb  OOJE3HM M Hajmuuue  (HaKTOpoB
HEeOJIaronpuaTHOTO MPOTrHO3a; Hed((PEeKTUBHOCTH abartalenTta B TeyeHue 6 mec:
BbICOKAsi WJIM CpEJHSsS aKTUBHOCTh OOJE€3HW BHE 3aBUCMMOCTU OT HaJU4Us
(dbakTOpOB HEOIATONPHUATHOTO MPOTHO3a. Abarament B 03¢ 10 Mr/kr/BBeneHue
BHYTpUBeHHO 1o cxeme 0, 2, 4-1 Hen, nanee Kaxjablie 4 HeJ B KOMOWHAIUU C
MeToTpekcatoM: — npu HedpdekruBHocTH uHruoutopa ®HO o B TeueHnue 4
MeC: BBICOKasi aKTUBHOCTb OOJIE3HM BHE 3aBUCUMOCTH OT HaJIM4YUs (PAKTOpOB
HEeOJIaronpuATHOTO MPOTHO3a, WM CPEIHSISI aKTUBHOCTb MPHU HAJIUYUK (HAKTOPOB
HEeOJIaronpuATHOTO MPOTHO3a MpU HEIDPEKTUBHOCTU NBYX IOCIEI0BATEIBHO
Ha3HaueHHBIX UHruouTopoB ®HO o: mpu cpeaHeil wiM BBICOKOW aKTUBHOCTH
00JIe3HM BHE 3aBHUCHUMOCTU OT HalIM4us (PaKToOpoB HEOIAroNpHUSTHOTO MPOrHO3a
WIM HU3KOM aKTHUBHOCTH O0OJIe3HM U Haduuuud (aKTOPOB HEOJIArONPHUSTHOTO
nporHosa. [JIIOKOKOPTUKOMIIBI TEpopaibHO: Tpu HEIP(HEKTUBHOCTH BCEX
NEPEUNCICHHBIX BBIIIE MPOTUBOPEBMATUUYECKUX IPENapaToB B 03¢ HE Ooiee
0,25 MI/KI/CYyTKH B COUETAaHUM C NIEPEUNCICHHBIMU BBILIIE METOAAMHU JICUEHUS.

4. MTAYIIUAPTUKYJISIPHBIM IOHOLIECKW APTPUT (FOBEHWJIbHBIN
OJINT OAPTHUKY JISIPHBIN NJIMOITATUYECKHUH APTPUT;
[NEPCUCTHUPYIOIUMA  TICOPUATUYECKHII  APTPUT; APTPHUT,
ACCOLIMUPOBAHHBIN C SHTE3UTOM [I10 KJJACCUPUKAIIIU ILAR])
Hecrtepounnbie mpoTHBOBOCTIATUTENBHBIC MPENapaTsl (B BUAE MOHOTEpanuu, 6e3
BHYTpUCYCTaBHBIX HHBbeHKIMH ['K): MoHoTepamus (06e3 BHYTPHUCYCTaBHBIX
uabeknuil I'K) npu HU3KON akTMBHOCTH OOJIE3HH, NPU OTCYTCTBUU KOHTPAKTYP
B CyCTaBaX, MpPU OTCYTCTBUU (PAKTOPOB HEOIArONPHUSITHOIO MPOTHO3a: IMpHU
AKTUBHOM apTPUTE BHE 3aBUCUMOCTH OT ()aKTOPOB HEOIArONPUSITHOTO TIPOrHO3a
mmTenbHOoCTh MoHOTepanuu HIIBIT He Gonee 2 mecsameB. BryTpucycraBHOE
BBEJICHUE TIJIIOKOKOPTUKOMAOB. MMMyHOCYINpeccUBHAasE M T'€HHO-UHXXEHEpHas
OumoJsioruyeckas Tepamnus: Metorpekcar mo 10—15 mr/mM2 B Hemenro MOJKOKHO
WIK BHYTPUMBIIIEUHO. Ha3HaueHne cpa3y mociie YCTaHOBJICHHS Juarfoza 6e3
npeamectBytomieid tepanuu (HIIBIIL, T'K BHyTpucycTaBHO) mpH BBICOKOU
AKTUBHOCTH OOJIE3HH, TPHU HATWYUU (HAKTOPOB HEOIATONMPHUSTHOTO MPOTHO3A.
Hasnauenue cpasy nocne BHyTpucycTtaBHOTO BBeneHuss ['K: mpu BbICOKOM
AKTUBHOCTU OOJIE3HW U OTCYTCTBUU (PAKTOPOB HEOIATOMPUSTHOTO MPOTHO3A;
IpU CpeHEH aKTUBHOCTH OOJIE3HW W HATWYHH (PAKTOPOB HEOIATOMPHUSTHOTO
nporuHo3a. HazHauenue nociie moBTOPHBIX BHYTPUCYCTaBHBIX MHbeKIUK [ K mpu
CpeaHell aKTUBHOCTU OOJIE3HUM NPHU OTCYTCTBUM (HaKTOPOB HEOIArOMPUSITHOTO
MPOTHO3a, TMpPU HU3KOW AKTUBHOCTH OO0JIEe3HW W Hamuyuu  (aKTopoB



HeOmaronpusaTHoro nporuosa. Muruouropsl ®HO oy manueHToB ¢ apTPUTOM,
aCCOLIMMPOBAHHBIM  C  DHTE3UTOM, JICUMBIIMXCA  Cyidb(dacalasuHOM U
BHYTPUCYCTaBHbIMU MHBEKIMsAMU ['K mpu cpeaHell WM BBICOKOW aKTHBHOCTHU
00JIE3HH BHE 3aBUCUMOCTU OT HaJU4Msl (PAKTOPOB HEOIArOMPUSATHOI'O MPOTHO3A.
IIpu HesddexTuBHOCTH MeTOoTpekcarta uepe3 3 Mecaua (orcyrcrBue 30%
YIIYUILICHUS 110 KpUTEpUSIM AMEPUKAHCKOUN Kojuteruu pesmarosioroB [AKPrenun],
py HEOOXOAUMOCTH — PaHbIIE) U/UIN €T0 HENEPEHOCUMOCTH — UHTHOUTOPBI
®HO o: mpu BBICOKOW WM CPEAHEN aKTUBHOCTH OOJIE3HH U HANM4YUU (HaKTOPOB
HEeOJIaronpuaATHOrO TporHosza: mnepexntoueHue Ha Jjpyro ['UBIL  Ilpu
HeddpexktuBHOCTH TiepBoro wuHruoOuropa DHO o B Teuenwe 4 wMec
(HETOCTH>KEHHE CTaJJuu HEaKTUBHOM OOJIE3HU, IPU HEOOXOJIUMOCTH — pPaHbIIE)
U/WiK ero HenepeHocuMocTH — BTopoi uuruoutop ®HO o unu adbarauent. [lpu
HeadpexkTuBHOCTH BTOporo wuHruOuropa @®HO o B TeueHue 3 MecsleB
(HETOCTH>KEHHE CTaJluu HEaKTUBHOM 00Je3HHU, MpU HEOOXOJMMOCTH — pPaHbIIIE)
u/unu ero HenepeHocuMoctu — abararent. [lpu HeadpexkruBHOCTH abararenTa
B KauyecTBe BTOPOTO T'E€HHO-MH)KEHEPHOTO OHOJIOTMYECKOro Mpernapara
(HEIOCTM)KEHHE CTaJlud HEAKTUBHOM Oojie3HM B TedyeHwe 4—6 wmec, Mpu
HEOOXOAUMOCTH — paHbIIE) W/UIU €r0 HermepeHOCUMOCTH — uHruoutopsl ®HO
a.

5. VBEUT, ACCOHI/II/IPOBAHHblﬁ C IOA. IOBeHUWJIBLHBINM UIMOIIATHYECKUI
OJIUTOAPTPUT  (MEPCUCTUPYIOMIMMA,  PACIPOCTPAHUBIIUMNCA);  MOJTHAPTPUT
CEpPOHETATHBHBIN; APTPUT AaCCOLUMHPOBAHHBIM C SHTE3UTOM; ICOPUATUYECKUI
aptpur; [no knaccudukanuu [LAR]). [TamueHT ¢ yBeUTOM TOKEH HAOII01aThCS
y odTanbMoJora U peBMAaToyiora — MECTHOE JIeYeHHE yBeuTa (IIPOBOIUTCS
opTasibmMornorom). JledeHne TpM  OCTPOM TEUEHHUU YyBeHTa: Qopcax ¢
JeKcaMeTa30HCoIepKAIIUMU KariaMu 1o 1 karuie 6 pa3 B I€Hb C MOCTENEHHBIM
cHkeHueM 11036l (1o 1 kamie 1 pa3 B 2 Heaento) + HIIBII-coneprkaiue kamiu
(muknodenak, WHIAOMETAMH) 1o 1-2 Karuie 4—6 pa3 B JIEHb C IOCTEIICHHBIM
CHIDKeHUEM 103kl (o 1 karmie 1 pa3 B 2 Heaenu) A0 MOJHOW OTMEHBI. Llenb —
HEAKTUBHBIN yYBEHT. [Ipy mOgOCTPOM U BAJOTEKYIIEM TEUEHUU yBeuTa. MecTHast
Tepanus: WHCTWUISALMM JeKcamera3oHa 1o 1 kamue 2-3 pa3a B J€Hb C
MOCTENEHHBIM CHUXEHUEM J03bl (o 1 kamne 1 pa3 B 2 Hemenu) A0 MOJHOU
orMmenbl + uHcTUAuu HIIBII-cogepxkamux kanens: no 1 kamne 2-3 pas3a B
JICHb C TOCTENEHHBIM CHWXXKEHHEM J03bl (1o 1 kame 1 pa3 B 2 Hemenu) 10
nosHoM oTMeHbl. llens — HeakTuBHBINA yBeuT. [Ipu HEdPdeKTUBHOCTH U TpU
TSOKEJIOM TIaHyBEUTE: — Mapalynp0apHbie HHBEKINH OeTtameTrazoHa (mo 0,5 mur)
1 pa3 B 10—14 nHeil: ocnoxHeHus: napaldynbOApHBIX UHBEKIUI (MIOBPEKICHUS
riia3Horo s010ka (MTO3, MEPHOKYISpHBIA (GUOPo3, GUOPO3 MEPHOKYITPHBIX
MBIIII, CcyOaTpodus TKAaHW KJIETYATKH B OpOUTE, PHO(PTAIBM; MUAPUATHKH
KOPOTKOTO JEHUCTBUS I TPODUIAKTUKH W JICYCHUS HWPHUIOXPYCTATUKOBBIX
CUHEXHI; — MUJpUALNI-COAEpKAIIMe KaIluii: no 1-2 karmie 2 pa3a B JICHb B
teueHue 1 mec. [Ipun HEOOXOAUMOCTH KYypC MOXKET OBbITh MPOJIEH 10 2 MECSAILICB;



— MpU HaJUYUM JUCTPOPUUECKUX HM3MEHEHUH — Mpenapathl, YIy4llIaroliue
TpOo(UKY POroBUIIBI: TaypHH Mo 1-2 Kamie 2 pa3a B I€Hb;, JAEKCIAHTEHOJ (Ma3b
3aKiaabIBaloT 1 pa3 B A€Hb MOJ BEKO, HA HOYb) KypcaMu IO 2 Mecdla, 3aTeM 2
MeC TEepephIB, 3aTEM MOBTOPHBIA Kypc — 2 Mecsua. llpu HeapdekTuBHOCTH
(HEIOCTH>KEHHE PEMHMCCHM YBEMTa uepe3 3 Mec, Npu HEeoOXOAMMOCTH —
panbie): —  Metorpekcat 10-15  Mr/mM2/Henenu  MOAKOXKHO WM
BHYyTpuUMbIIeyHO. [lpu He’IpHEKTUBHOCTH (HEJOCTUKEHUE PEMHCCHM YyBEUTa
yepe3 3 Mec, Ipu HEOOXOAUMOCTH — paHbIE) WM YBEIUYECHHH CTEICHU
AKTUBHOCTU TpPH CHM>KEHMM J103bl MecTHhIX 'K 1o 3 kamenb (Mau mosiBICHUU
HOBBIX MPHU3HAKOB BOCHAJICHMS WM HENEPEHOCUMOCTH): — ananumymad 40 mr
win 24 mr/mM2 1 pa3 B 2 Heaeld B COYETAaHUHM C METOTPEKCATOM WIIU
MoHoTepanus win 51 — undnukcumad 3—10 Mr/kr/BBeaenue no cxeme 1 pa3 B

4-8 wnen wumu — uukiocnopun (LO4AD) B nmoze 3 wmr/kr/cytku. Ilpu
HEAP(DEKTUBHOCTH (HEJIOCTUKEHUE PEMUCCHUM YBEeHTa uepe3 3 Mec, Ipu
HEOOXOAUMOCTH paHbIlle) W/WIA HENepeHOCUMOCTH: — abarament 10

MT/KT/BBEJICHHEC BHYTpHBEHHO 1o cxeme: 0, 2, 4-1 Heaens, nanee Kaxiplie 4
HEJACIM B KOMOWHAIIMM C MeTOoTpekcatoM. llpu HedphEeKTHBHOCTH Bcex
BBIIICTICPEYHMCIICHHBIX JICKAPCTBEHHBIX NpenaparoB: 'K mepopanbHo B J103¢ HE
6onee 0,25 MI/KT B CyTKM B COYCTaHHM C IIEPEUMCICHHBIMH BBIIIC METOIAAMH
neuenus. [lpum manyBeute: MeroTpekcaT 15 Mr/mM2 /Hen mnoOAKOXKHO (WiIH
BHYTPHUMBIIIEYHO) + amanumymad 40 mr win 24 mMr/mM2 /BBeieHHE MOAKOXKHO 1
pa3 B 2 Hep (ypoBeHb D). ¢ Ilpu HeadheKTUBHOCTH (HETOCTUKEHUE PEMUCCUU
yBeuTa uepe3 3 Mecsia, Opu HEOOXOJUMOCTH paHblue): abarauent. [lpu
aKTUBHOM yBeuTe 0e3 CyCTaBHOI'O CHHJIpOMA: METOTpeKcaT B 1o3e 15 mr/m2 /Hen
MOJIKO’KHO WJIM BHYTpUMBIIIEYHO (ypoBeHb D); MecTHOe nedyeHue yseuta. [lpu
Hed(DPEKTUBHOCTH (HEAOCTHIKECHHE PEMHUCCHH YyBEHTa dYepe3 3 Mecsia) —
ananmumymad. [Ipu HeaddekTuBHOCTH (HEAOCT)KEHUE PEMHUCCUHU YBEHTa Yepes3 3
MecsIa) adaTtanent. [ JTIOKOKOPTHKOUILI TMepopalibHO: TpH HedDPEeKTHBHOCTH
BCEX BBIIIETIEPEUUCICHHBIX MPOTUBOPEBMATUYECKUX MPEMapaToB — B JI03€ HE
6omee 0,25 MI/KT/CyTKM B COYETAaHUM C TIEPEUYMCICHHBIMH BBHIIIE METOJAMHU
nedyeHus (ypoBeHs D).

6. APTPUT C TIOATBEPXIEHHbBIM CAKPOWIENUTOM. Hecrepouansie
NPOTUBOBOCHIANIMTENbHBIE ~ TpemapaTtel (B BHIE  MOHOTepamuu,  0Oe3
BHyTpuUcycTaBHbIX uHBeHKIMNA ['K): MonoTepamus (0e3 BHYTPHUCYCTaBHBIX
unbekuil I'K) npu HU3KOM aKTUBHOCTU OOJIE3HH, MPU OTCYTCTBUU KOHTPAKTYP
B CyCTaBaX, MPU OTCYTCTBUH (PAKTOPOB HEOIATONMPHUSITHOTO MPOTHO3A: TMPHU
AKTUBHOM apTPUTE BHE 3aBHUCHUMOCTH OT ()aKTOPOB HEOIATOMPUATHOTO MPOTHO3A
nutenbHocTh MoHoTepanuu HIIBII He Oonee 2 mecsaneB. BHyTpucycTaBHOE
BBEJCHHUE TIIIOKOKOPTUKOUIOB. VMMyHOCYNpecCHBHAasT W TE€HHO-WH)KEHEpHas
ouonornyeckas tepanus: cyinbpacamazun (AO7ECO01) 25-50 mr/kr/cyTku, B 2
npueMa: npu HeapdexruBHocTu HIIBII; mocne mnepBoii BHYTpUCYCTaBHOM



MHBEKLNUN TTIOKOKOPTUKOUIOB; MIPU CPEIHEN UM BBICOKOM aKTUBHOCTH OOJIE3HU
BHE 3aBUCHMOCTH OT Hajauuus (HaKTOpOB HEOJIAromnpusiTHOro mnporHosa. llpu
HeappexTuBHOCTH cyibdacanasuHa uyepe3 3  wmecsua (orcyrcrBue  30%
yiayumienus 1o kpurepusMm AKPnenu, mpu HEoOXOAMMOCTH — paHbIIE):
metorpekcar 10-15 Mr/mM2 /Hen BHYTPUMBILIEYHO WM MNOAKOXHO. ¢ [lpum
Hea(DPEeKTUBHOCTU MeTOoTpekcara uepe3 3 mec (orcyrcerBue 30% ynydiieHus mo
kputepusim  AKPneau, npu HEoOXOIMMOCTM — paHblle) WWIH €ro
HenepeHoCUuMOCcTH — UHruouTopsl @HO npu BBICOKOH CTENEHH aKTUBHOCTH BHE
3aBUCUMOCTH OT HaJIU4Us (paKTOPOB HEOJATONMPHUATHOTO MPOrHO3a; MPHU CPEAHEH
CTENEHU AaKTUBHOCTU OOJE3HW U HaJW4YUM (PAKTOpPOB HEOJArONPHUATHOTO
nporuo3a: [Ipu HeappekTuBHOCTH MEeTOTpeKcara uepe3 6 mecsieB (OTCYTCTBUE
30% ynyumenuss no kpurepusim AKPnenu, npu HEOOXOIUMOCTH — paHbILIE)
unruouropsr ®HO o — mnpu cpegHeill cTeneHW AakTUBHOCTH OOJIE3HU U
OTCYTCTBUU (PaKTOPOB HEOIArONpHUSTHOIO MPOTHO3a: MpU HEIDPEKTUBHOCTU
cynbdacanazuHa yepes 3 Mmecsna (orcyrcreue 30% ynydiieHUs MO0 KpUTEPUSIM
AKPnean, npu HeoOxoauMocTH — panblie) nuaruoutropst ®HO o, mpu BeICOKOM
CTENEeHM  aKTUBHOCTHM  BHE  3aBUCUMOCTH  OT  Haiauuug  (aKTOpOB
HEeOJIaronmpUATHOTO MPOTrHO3a; MPHU CPEJHEH CTENeHW aKTUBHOCTH OOJIE3HU BHE
3aBUCUMOCTH OT Haiuuusg (aKTOpOB HEOJIArompusTHOIO MPOrHOo3a: IpHU
HeaddekTUBHOCTH cyhbdacanazuHa dyepes 6 wMecsaneB (orcyrctBue 30%
yayumienust mno kpurepusim AKPnenu, npu HeoOXOAMMOCTH — paHbLIE)
uHruoutopsl ®HO o, mpu HU3KOW CTENEHUM aKTUBHOCTH OOJE3HU U HAJIUYUU
(akTOpoB HEOIArONpPUATHOIO TMPOTHO3a: MHpU HEIP(HEKTUBHOCTU MEPBOIO
uHruouropa ®HO o B TeueHue 4 mecsieB (HEJOCTUKEHUE CTAIUN HEAKTHBHOM
00J1€3HU, MPU HEOOXOIMMOCTH — paHbLIE) W/WIM €r0 HENEePeHOCUMOCTH —
BTopoit uaruourop ®HO.

7. ACXOIbI U ITPOI'HO3

IIpu cucremnsix Bapuantax FOA 'y 40-50% npgereilt mporuos
OJIarompuATHBINA, MOXET HACTYIUTh PEMHUCCHUS MPOJOHKUTEIBHOCTHIO OT
HECKOJIBKAX MECSIEB 0 HECKONbKuX JeT. OmHako oOocTpeHue 3a0oiieBaHUs
MOXKET Pa3BUTBCS CIYCTS TOJABI IOCNIE CTOMKOW pemuccuu. Y 1/3 OOJNBHBIX
OTMEUAETCsl HEMPEPHIBHOPEIMANBUpPYIOIIEee TeueHue 3aboneBanus. Hawmboiee
HEOJIarompUATHBIN TPOTHO3 — y JeTed ¢  YHOPHOM  JIMXOPAaJIKOH,
TpoMOorTo3om, mmurensHor ['K-tepammeit. ¥ 50% O0npHBIX pa3BUBAETCS
TSDKEBIN AeCTpYKTUBHBIA apTpuT. ¥ 20% BO B3pOCIOM BO3pacTe OTMEUYaeTCs

aMuiaonno3, y 65% — Tsokenas (DyHKIIMOHANIbHAS HEJOCTaTOYHOCTh. Y BCEX
JeTel ¢ paHHUM J1I€0I0TOM MOJUAPTUKYISIPHOTrO cepoHeratuBHoro FOA mporso3s
HEOIaronpUsITHBIH.

VY NoApOCTKOB € CEPONMO3UTHBHBIM IMOJIUAPTPUTOM BBICOK PHUCK Pa3BUTHS
TSKEJIONO JIECTPYKTHUBHOIO apTPUTA, MHBAIUAM3ALUMU IO COCTOSHUIO ONOPHO-



neurarenpHoro anmnapara. Y 40% OOJbHBIX OJUTOAPTPUTOM C PAaHHUM HAYalioM
(dopMUpyeTCsl NNE€CTPYKTUBHBIA CHUMMETPUYHBIA TOJUAPTPUT. Y OOJBHBIX C
MO3/JTHUM HayaJloM BO3MOKHA TpaHc(opmalnus 3a007€BaHUs B AaHKWIIO3UP YOI
CIIOHJUJIOAPTPHUT.

VY 15% Oo0nbHBIX C YBEUTOM BO3MOXKHO pa3BUTHE cienoTbl. CMEpPTHOCTH
npu FOA HeBbICOKa. BONBIIMHCTBO JIETAIBHBIX UCXOJOB CBSI3aHBI C PA3BUTHEM
aMWIOU03a WM HMHQPEKUMOHHBIX OCJIOKHEHUH Yy OOJIBHBIX C CHUCTEMHBIM
BapuantoM [OA, Hepeako BO3HUKAIOIIUX B  PE3yJNbTaTe  JJIUTEIbHOMN
[VIIOKOKOPTUKOUAHOW — Tepanuu. llpy BTOpUYHOM aMWIOHWI03€ MPOTHO3
ornpeensieTcs: BO3MOKHOCTBIO M YCIIEXOM JIEYEHUSI OCHOBHOT'O 3a00JI1€BaHU.
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