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Bsenenne
Cucremuasi kpachas Bomuanka (CKB) — 3710 HamOosnee TsDKenoe CHCTEMHOE
3a00/IeBaHie COEJIMHUTE/IbHON TKaHH, MOpPAKarollee NPaKTUYeCKH BCE OpraHbl M
CUCTEMBI OPraHn3Ma.
3aboneBaHue  XapaKTepulyercss XPOHHYECKHM  ayTOMMMYHHBIM  BOCIIAlIEHHEM,
BO3HHMKAIOLMM BCJIEJICTBUE HAPYLIEHUS I'YMOPAJIbHOIO U KIETOYHOrO MMMYHMTETa,
YTO NMPHUBOAMT K CUHTE3Y AyTOAHTUTEN K LIIMPOKOMY CIEKTPY SJepPHBIX 2y TOAHTHI€HOB.
AYTOUMMYHHOE BOCTIAIeHHE 0DYCIIOBIEHO B3aUMOJIEHCTBUEM NEHETHUYECKUX U BHELIHE
CpeloBbIX (PaKTOPOB, JIeKAILMX B OCHOBE MHOTOOOPa3HbIX HApYILIEHUH BPOAKIEHHOIO 1
MpUOOpETeHHOro  UMMyHHWTeTa.  MHorooOpasue — HapyllueHWi  WMMYHHUTETa
xapakrtepusyer  rereporeHnocts  CKB, 4ro  nposiBasercss — upe3BblYaiHBIM
pa3sHooOpa3sHeM KIMHUYECKUX MPOSBICHUH, Pa3HbIMU BapuaHTamy [1e010Ta 1 TeHEHHs
00JIe3HM.
Onpenenenne
Cucremuast kpacuast Bonmuanka (MKB 10 - M32) — cuctemMHoe ayTOMMMYHHOE
3a00JieBaHHE HEM3BECTHOM HTHOJOIMH, B OCHOBE KOTOPOIO JIEKUT TIEHETHUYECKH
00YCJ/IOB/ICHHOE HapyllleHHe WMMYHHOH peryJisiliid, onpezesnsitollee oOpa3oBaHHe
OpraHoHecrneuM(pUUECKUX aHTHTE]l K aHTUreHaM siep KIeTOK M HMMMYHHbIX
KOMILJIEKCOB C pa3BUTHEM UMMYHHOT'O BOCTIANIEHUSI B TKAHAX MHOTMX OPraHoB.
IMHAEMHOIOT U
Cucremnas kpacHas BodaHka (CKB) — naubornee 4acTo BCTpevaroLascs naTroJioris u3
rpynrbl  CHCTEMHBIX — 3a00jieBaHUN  COCAMHUTENIBHOW  TKaHW;  [OpaxaeT
MPENMYIIECTBEHHO JeBylIeK U Mojoabix xeHlinH. CKB pejiko HaunHaercs y aered B
JIOLIKOJILHOM BO3pacTe; MoAbeM 3a00j1eBaeMOCTH OTMedaeTcs ¢ Bo3pacta 8-9 jer, a
nuk ee npuxoautcs Ha 14-25 ner. Cpeayn GonbHBIX B Bo3pacTe 10 15 JieT COOTHOIIEHHE
JIEBO4EK ¥ MAJIbYMKOB COCTaBIISIET B cpeHem 4,5:1.
Pacnipoctpanennocts CKB y nereii ot 1 roga no 9 ner konebaercs B npeaenax 1,0-6,2,
a B 10-19 ner — or 44 no 31,1 cinyyas na 100 ThiC. AETCKOro HaceeHHs.

3aboneBaemocTh cocraBisier B cpeaneM 0,4-09 ciyuwas na 100 ThIC. AETCKOro

HaceJ/lICHHs B 'O .
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ITHOJIOTHS M TATOreHe3
Otuonoruss CKB 10 HacTosilllero BpeMEHHM OCTaeTcsi HEsCHOM, HTO ONpeaesseT
TPYJAHOCTH AMAarHOCTHKKA M JjedeHus. [lpeanonaraercss posib pasmuuHbIX SHIO- U
IK30MeHHBIX (haKTOPOB.
I'eHeTHyeckast npeapacnol0KeHHOCTh
O posnu HACNEICTBEHHOCTH CBHJIETENLCTBYIOT Bbicokasi uactota paszsutvsi CKB B
ceMbsiX OONTbHBIX, MHOTOKpaTHO OoJjiee BBICOKMM TMOKazare/lb KOHKOPAaHTHOCTH
(4acToTa nopakeHus: 0OOMX MapTHEpOB OJIM3HELOBOW Mapbl) CPE/I MOHO3HUTOTHBIX
OJIM3HELIOB 110 CPABHEHMIO C IM3UIOTHBIMM, BbISIBIEHHE Y KIMHUYECKH ACHMITTOMHBIX
POJCTBCHHHUKOB OOJBHBIX aHTHHYKJIeapHbIX AT, JT0XKHOMONOKUTENLHOH peaKinuH
Baccepmana u ap. [Tpu nanm4un 3abonesanus y marepu puck passutusi CKB y noqepn
cocranasier 1:40, y ceina — 1:250.
Hocurenscrso HLA-DR2 unun HLA-DR3 ne3zasucumo nositnaet puck passutis CKB
B 2—3 pasa, a Hanmuue ramnotunoB Al, B8, DR3 onpenensier 10-kpaTtHoe noBbilleHHEe
pucka y npeacraButesied epporneouaHol pacbl. CKB cBsizana ¢ reHETHYECKH
00yCIIOBIEHHBIM JAe(ULIMTOM OTAENbHBIX KOMIIOHEHTOB KoMmitiemenTa (Clqg, C2, C4), a
TAK/KE aCCOLMUPYETCs ¢ MOIMMOPHOU3MOM TeHOB LIMTOKMHOB (B yacTtHoctH, PHO-),
reHoB FcyRIIA- u FeyRIIIA- penentopos, casizbiBaroimx nojiiacest 1gG u ap.
[Nopmonasibhbie pakTopbl
Cpeay narmentoB ¢ CKB npeobnanaroT KeHIMHBL Y JeBOUEK-NOAPOCTKOB HA4aiio
3aboseBaHusi  CBA3aHO C  HACTYIUICHMEM MeHapxe, aKTUBHOCTH 3abosieBaHus
[OBBILLIAETCS BO BpeMs OepeMEeHHOCTH M MOCTe POAOB. JTO CBS3bIBAIOT € PA3IUYHBIM
BO3/IEHCTBHEM T10JIOBBIX MOPMOHOB Ha MMMYHHbIH OTBeT (3CTPOreHbl CrOCOOCTBYIOT
MOBBILIEHUIO CHHTE3a aHTHUTE], a aHJAPOTeHbl CHUXKAIT O00pa30BaHME AHTUTEN U
MOJABJISIOT KJIETOYHble peakiu). Y JKeHIIMH penpoaykTuBHoro sospacta ¢ CKB
HaOJIIOAAIOTCSl TIOHWKEHHbIE YPOBHHM TECTOCTEPOHA, IMPOreCTepOHa M BBICOKMH —
3CTPOreHoB; y GONbHBIX 00OWX TMOMOB MOBBILIEH YPOBEHb MPONAKTHHA M MOHWKEH —
JIerMJIPOATIHAHIPOCTEPOHA.

DaxkTopbl BHELIHEH cpe/ibl



[lepBocTerienHoe 3HaueHHe UMeeT uHComsIHs. YibTpaduosetooe obmyuenue (YPO)
CrocoOHO M3MeHsATh aHTureHHsle cBorcta JIHK kineTok koxu, UHAYLMPYs pa3sBUTHE
ayTOUMMYHHBIX PEaKLUMU Yy MpeapaclioNoKeHHbIX WHIAWBUIYYMOB, a TAKKe YCUITHBACT
BbiCBOOOKIeHe uHTeprerkuHos (MJI) 1, 3, 6 u ®HO-0, crnocoOGCTBYsI pasBUTHIO
JIOKATBHOTO BOCHAICHHUSI.

Nudexuus

Wmeetcs psil KOCBEHHbBIX TMOATBEPKIACHUHA BO3MOXKHOHW ITyCKOBOM POJIM HEKOTOPBIX
BUPYCOB, B TOM YHC/IE€ TaK Ha3bIBAEMbIX MEJUIEHHBIX BHUPYCOB (pETpPOBHPYCOB), B
pa3sBUTHKM MATOJOTHUECKOro poLiecca.

[lpu CKB wHapyuiaercs MMMyHHas peryJsiliisi, 4TO COMNPOBOXKIAETCS YTPaToM
MMMYHOJIOTMYECKOH  TOJIGPAHTHOCTH K COOCTBEHHbIM AQHTUI€HAM W pa3sBUTHEM
ayTOMMMYHHOIO OTBETa C IPOAyKLMeNH UpOoKoro cnekrpa AT, B nepByto ouepesb K
XpoMaTHHY (HyKJIeocoMe) M ero oTjielbHbIM KommnoneHtam, HatuHod JIHK u
FUCTOHAM.

OyuaameHTadbHbiM - 3BeHOM — matorene3a  CKB  gBAsilOTCS  reHETHYECKH
JNETePMUHUPOBAHHBIE WIIM WHYLIMPOBaHHbIE Ae(eKThl aronrtosa, crnocoOCTBYHOLIHE
BbICBOOOXKJIEHUIO  HYKJIEOCOM M3  KJIETOK, [EPCUCTUPOBAHUIO W IKCIIAHCHH
ayTOpeakTUBHbLIX KJIOHOB T- 1 B-Ki1eTOK, YTO MPUBOAMT K aKTUBALIMH MOJIMKIIOHAIbHBIX
B-numdouuro  u  (opmupoBaHuto  T-3aBUCMMOrO  MMMYHHOTO  OTBETa Ha
ayTOAHTUTEHBI.

Cpeau mmpoxoro criekrpa AT ocHoBrasi ponbs npuHauiexur AT k JIHK, koropsle
o0pa3yloT ¢ aHTUreHaMH UMPKYJUPYIOIIME HWMMYHHbIe KOMIUieKebl. OHu
OTKJIabIBAIOTCS B CYOSH0TENHAIBHOM clioe Oa3aabHONM MeMOpaHbl COCY/10B PasHbIX
OpPraHoOB, BbI3bIBasi BOCHAIMTE/ILHYIO PEAKLUIO, aKTUBUPYS KOMIUIEMEHT, MHUIpalyio
HEUTPO(UIOB,  BBLICBOOOXKJIEHWE  KHHHHOB,  TPOCTAarfiaHJMHOB M JPYTHX
MOBPEeKIAIOLMX  (PAKIOPOB M, KaK CJIEACTBUE, IIOBPEKIEHWE TKAHEH pasInvHbIX
opraHoB u cuctem. CnucteMHoe nmmyHHoe Bocnanenue npu CKB taxoke moxer ObITh
ceizaHo ¢ nurokdHzaBucumbiM  (MJI-1 w1 ®HO-0) nospexaeHueM SHAOTEINHS,
aKTUBAlLIME JIGMKOLIMTOB U CHCTEMbl KOMILIEMEHTa, YTO MMeeT OOJIbllioe 3HAaYeHue B

MOPAKEHUN OPraHOB, HEJOCTYITHbIX /I MIMMYHHBIX KoMiuiekcoB, Hanpumep LTHC.
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Kaacendpunkaums

AKTHBHOCTb

® Bwicoxas akmuserocmy (111 cmenens):
- BbICOKas1 JIMXOPA/IKa;
- BBIPOKEHHBIE HM3MEHEHHs CO CTOPOHLI BHYTPEHHUX OpraHoB (He(puT C
Hedpornyeckum curapomom (HC), sHmoMHOKapaMT, SKCCYNATHBHBIM MEPUKAPAUT
W/WIM TIeBpUT), Tsokenoe nopaxenue L [HC, koxu (aepMatuT), OnopHO-ABUTraTeIbHOTO
annapara (OCTpbIi MOJUAPTPUT W/ UK MOJTUMHUO3UT);
- COD Gonee 45 Mm/u;
- AH® u AT k JIHK B BbICOKOM THTpE;
- 3HAQUUTEIbHOE CHU)KEHWE ODIIEeH reMOJUTUYECKOW aKTHBHOCTH KOMIUIEMEHTa U €ro
xoMmrnonenToB C3, C4).
«Boruanounbiii Kpuz».:
— (hyHKIIMOHANIBHAS HEAOCTATOYHOCTh KAaKOro-Mbo oOpraHa Ha (oHe 4Ype3MepHO
BbICOKOH aKTUBHOCTH MaTOIOTHHYECKOTO0 Mporiecca.

o Viepennaa akmusnocms (Il cmenens):
- JIuxopajka o0bIvHO cyOdedpuibHas;
- IOJIMAPTPAITUHU WU MOJIMAPTPUT;
- JIepMaTHT;
- YMEpEeHHast peakLi1si CO CTOPOHbI CEPO3HBIX 000I0UEK;
- HeppuT 6€3 HehPOTUUECKOro CHHAPOMA M HAPYLLEHUS TOYEUHbIX (DYHKIIMH,
- COD nogeiieHa B npezaenax 25-45 mv/yac;
- AH®, AT k JIHK, LIUK B ymepeHHoM THTDE.

o  Huskas akmuenocms (I cmenens):
- ob1iee cocTosiHUE OOTBHBIX O0BIYHO HE HAPYIIIEHO;
- 1abopaTopHbIe 110Ka3aTen W3MEeHEeHbI MaJo;
- TNPU3HAKK [OPaKEHMs BHYTPEHHUX OPraHoOB OIPEENsiOTcs TOJbKO MK
KOMITJIEKCHOM WHCTPYMEHTAIbHOM 00CII€/I0BAHUM;

- OTMEHarOTCs HESPKHE NMPOsBIICHUS KOKHOTO U CYCTaBHOT'O CHHIPOMOB.



e Penuccus:
- OTCYTCTBHE y OOJILHOTO KIMHHUYECKHX M 1ab0paTOpHbIX MPU3HAKOB AKTHBHOCTH
npouecca.
Jlnst Gonee TOUHOM OLEHKH COCTOSIHMSI MALMEHTOB MPU JMHAMUYECKOM HaOIioIeHNH
MCTIONB3YIOT pa3iuyHble OalIbHbIE MHIEKCHI.
Ounenka aktuBroctn CKB
OueHka BpayoM akKTHBHOCTH DOJIE3HM 110 BU3YaIbHOM aHATIOrOBOM LIKae.
WHuexcbl aKTUBHOCTH:
* SLEDAI (The Systemic Lupus Erythematosus Disease Activity Index);
* SLAM (The Systemic Lupus Activity Measure);
* BILAG (The British Isles Lupus assessment Group Index);
* ECLAM (The European Consensus Lupus Activity Measured) (tab.1).
B nenmarpuueckoit pemaTosioriy yanie ucnosb3yrotes mkainsl SLEDAI u BILAG.
Ouenka noBpexIeHHsi BHYTPEHHUX OPraHOB U CHCTEM
Muneke oprandoro nospexaenus (SLICC/ACR Damage Index).
Tabnauua 1.
Ouenka aKTHBHOCTH CHCTeMHOH KpacHoii Boquankn no mkaide ECLAM

(European Consensus Lupus Activity Measurement)

1. O6mue nposis/iennsi ((obbie H3 nepeuncIeHHbIX Hinke X 0,5 6ania)

Jluxopaska VYrpeunsis Temneparypa Bbile 37.50C, He
CBsi3aHHas! C MH{peKImei

Yeranocts CyObeKTuBHOE ouryleHue MOBBIILEHHOM
YTOMIIIEMOCTH

2, CycraBnbie nposs/ienns (/modble u3 nepeuncieHHbIx Hmke % 0,5 6aiia)

Aprpurt HesposuBHbIH apTpuT ¢ MOPaKEHHEM JIBYX H
Oostee  mepudepuuecKuX  CYCTaBOB  (3amsiCTbs, |
JIHCTATBHBIX WITH [POKCUMATHHBIX
MEK(ATAHTOBLIX CYCTaBOB, MICTHO-(DAIAHTOBBIX
CYCTaBOB)

Aprpaiiruu JloxanmzoBannas  Gomb  Oe3  OOLEKTUBHBIX

CHMIITOMOB ~ BoOcTianenms  AByX W Oojee
neprepHIECKHX CyCTaBOB)

3a. AKTHBHbBIE KOKHO-C/IM3UCTBIE POSIB/ICHHS
DpHTemMaTo3Has Chillb B CKYIIOBOI 061acTH OukeupoBaHHAs HpuTeMa —  [UIOCKas WK
BO3ZBBIIAIOLIAACH B Cl{}/J'IOBOf-l obnactu (&
TEHJICHIMEH K PacripocTPaHeHHIO Ha HOCOryOHYIO
- obracTh )

| 'enepaim3oBanHas Chlilb I IsrtHucTO-Nanysie3xHast Chilib, HE CBs3aHHas ¢




[IPHEMOM JIEKAPCTB.
Moxer ObITb Ha MODOM VUacTKe Tela BHE
3aBHCHMOCTH OT NpeObIBaHMs HA COJIHIE

Juckouninast ceinb OpuTeMaTo3Has WJIH JEMUIMEHTHPOBAHHAs
BO3BbIIIAIOIIAsCS  Ojsilika ¢ NPUPOCILIER
KepaTHuecKol deryikod uin (hoamMKyISpHON
pobKoi

Koxubiii Backy Bxmowas  jpruTanbHble  SI3BBL  IYPILYDY.

KpariBHUILLY, 6}'."].1']63]—]]:16 BBICBITTAHAS

S13BBI POTORO# MOIOCTH

S13BBI  BO pPTY MM HOCOIIIOTKE. OOBIMHO
He300s1e3HeHHbIC, OOHAPYIKMBACMBIC BPAHOM

HabmoaeHus - + 1 da)

36. Passurue KOKHO-C/IM3HCTBLIX NPOSIB/ICHUI (X | Gail. ec/ii BbIIIEHA3BAHHBIC TIPU3HAKHA
NOSB/ISIIOTCS. BHOBb: €CITH OTMEYACTCsl HAPACTAHWE BBIPAKCHHOCTH IPU3HAKOB 110C/]E MOCIISTHEro

IHCTOJIONHYECKHM MCC/I€TOBAHUEM )

4. Muosur (X 2 Dasiia, eciii MOATBEIK/ICH MoBbIIeHHBIME YpoBHsMA KOK w/um DML, mm

UTyM TPEHHs! [IePUKa/Ia NPH ayCKy/IbTAIIH )

5. Hepuxapaur (* 1 Oasti, ecim nmoarBepkien ¢ nomomsio KD wimm DxoKI. wim BeICTyNmMBacTCs

6. Knmeunbie nposiBiiennst (J1o0ble U3 nepevnc/IeHHbIX Hike X 2 Gaiia)

Backymur KuineyHuKa

OueBuaHbe
KHIIIEYHWKA

NPU3HAKK  OCTPOTO  BACKYyJIMTA

AcernTnaecKuii NepuToOHUT

Bemor B OpromHONW noJjocTH IPH  OTCYTCTBHH
vHpeKimu

7. Jlerounbie nposisiienust (MoOble H NEPEUNCIICHHbIX HUKe X 1 Gaswn)

[TneBput AJINe3UBHbBINI WiIK IKCCY/IaTHBHBIII,
T10/[TREPIKICHHBIH ayCKy/IbTaTHBHO WIIH
PEHTTEHOIOTHYECKH )

[THeBMOHUT EMHuvHBIE WM MHOJKECTBEHHBIC 3aTEMHEHUS Ha
PEHTTeHOTpaMMe,  OTPAKAOUIHE  AKTUBHOCTH
3a007IEBAHNSA W HE CBA3aHHBIE ¢ HH(pEKIINEH

[ Iporpeccupyrotias oJibika -

8. IlcuxoneBposiornyeckne nposisjieHns (Jnodbie U3 cieyiomux X 2 damia)

["onoBHas GoL/MUTPEHE Henasno pa3BUBILIASCS, croikas WA
MEPCUCTUPYIOLLAS, MaJIOuyBCTBHTEIIbHAA K
AHAILTCTHKAM. HO YYBCTBUTEIbHAS K
KOPTUKOCTEPOUIAM

DNUITPUCTYTIbI Mameie  wim  Oonble  NPUNIQIKH  H
XOPCOKHMHETHYCCKUH CHHIPOM. HE ABISIONMECS
CAJCTBHEM TOOOYHOTO JICHCTBHA JICGKApCTB U
METabOIMHECKUX HapyIIEHWH

Wucynbt -

Dunedarnonarus CHuKeHHe MaMSTH, OPUEHTAIMH, BOCIIPHSTHA.
CIIOCODHOCTH K CUETY

[ leuxospl Ipu oTecyTCTBUN ACHCTBHS JICKAPCTB

9a. Ioueunpie nposiJienus (MmoObie U3 nepeumciieHHbIX Hke X 0,5 Gara)

I Tporennypusi CyTtoynast npoternypus dosee 0,5 r/cyr
| Mouegoit ocanok DPUTPOLUTYPHS, LIMIUH DY PHS
['emarypus Makpockonuueckas MM MHKPOCKOITHYECKas!

[loBbinienne ypoBHSI KpeaTuHUHA WITH
CHHIKCHHE KIIMPEHCa KpeaTHHHHA

| 96. PazguTHe noveunbIX NposiBaeHNIl (X 2 faiia, ecim jnodoi W3 BRIIEIIEPEUHCIICHHBIX MTPH3HAKOB
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NOPAKEHMS! TI0YEK BLISB/ISIOT BHOBb MM HAOMIOMAIOT YXYAUICHHE [0 CPABHEHMIO C MOCICIHNM |
Habmo/IeHHEM ) |

10. T'emaTo/ioruuecke npu3HaxH (J1100bIe M3 Hepeduc/IeHHbIX HipKe X | Dan)

| Heremosmmriueckas aneMust | Kymbe-nerarnsuads IHIIOXPOMHAs W
- HOPMOXPOMHast aHEMHsi 0€3 PETHKYIIOIHTO32)
I'emonTyeckas anemus KyMmOc-nno3utuBHas remMoivTHYecKas aHemMus ¢
| PETHKYJIOLHUTO30M
Jleiikonienus Menee 3500, wm mamdonenns meree 1500 B M
TpomboumTonenus Menee 100 000 B MK
11.COD

| > 25 MM/yac npy OTCYTCTBHH JIPYTHX PUYUH

12. N'imokomnuiemenTemus (J100bIE U3 NepeyurcieHHbIX Hike X | Hamn)

3 Pammansias juddysus win Hederomerpust

CHS0 CraniapTHeIif rFeMOJTMTHYECKHIT METOJT

126. PazsuBaiomasicss runokomivieventemust (X 1 Ganm npu 3HAYUTEILHOM CHUKEHUH YPOBHS
komruiemenTa (C4) 1o cpaRHeHHIO ¢ HoC/IeHIHM HabII0ICHIEM

MDuHANBLHBIH CYeT

Ecnu MuO3UT, NMCUXOHEBPOJIOrHYECKHE M TIOYEYHbIE CUMIITOMbI — @MHCTBEHHbIE

NposBIeHHs cpe/ myHkToB | — 10, cnenyer qo6aBuTh 2 Gasia. Ecnu cymmapHblit Oar

HE LIeNIoe YUCJI0, OKPYIIMTh 10 MEHBLIEro YMUCIa NpU 3HAYEHUH <6 U 10 OOJBIIETO

YUCIIa IpU 3HaueHun > 6. Eciiu cymmapnsiii 6ann > 10, oxpyriuts a0 10.
Kiananyeckas kapTHHa

Kmnandeckre cumnromsl CKB - xapaktepusyercss BbIp@KEHHBIM — KIMHUYECKUM

nonumoppuzmoM. [loutn y 20% jereli HaOMOAAOTCS MOHOOpPraHHbie BapHAHTHI

nebroTa.

O6mmue nposiB/jieHnst

JIuxopanxa (00bMHO HeNMpaBUIBLHOTO THIIA), HapacTarouas ci1abocts, HeJOMOraHue,

CHHYKEHHE armneTuTa, NoTepst MacChl TeJia, YCUIICHHOE BhiNaJeHHue BOJIOC.

ITopaskeHnue KOXKH U ee NPHUIATKOB:

Habmoaercs y 80-95% nereii.

Bonuanounas «babouray ormeuaercs y 80% perteit, uz Hux y 40% — yxe B gedrore

3abonieBanus. [IpezcraBnser coOON CUMMETPUYHBIE 3PUTEMATO3HbIE BLICHINAHUS HA

Koke smua. Pacnonaraercs Ha ckynoBoW obnacth M mepeHocuue. Moxert

pacrpoCcTpaHsaTHCS Ha KOXKy 10a, moadbopo;ika, CBOOOTHOTO Kpasi YIIHOH PAKOBHHbI U €€

MOYKH.
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Ipumemamosnsie GvICHINAHUA TAKKE MOTYT OTMEYATLCS HA OTKPBITBIX YdacTKax
KOKHM: B 001aCTH BepXHEW TPeTH Py U CITMHBI (00J1aCTh JIeKOIbTe), Hajl JIOKTEBBIMH,
KOJIEHHBIMM CyCTaBamMH H JIp.

Juckoudnsie ouazu — >5pUTeMaTo3Hble BBICHITAHUS € TUTIEPEMUPOBAHHBIMU KpasiMi U
JeNArMeHTallMed B 1ieHTpe, MH(pUIbTpaLdel, (QOLTUKYISIPHBIM TMIIEPKEPATO30M U
nocieaytoueil pyouosoit arpogueit. JlokanuzytoTcs MPEMMYIIECTBEHHO Ha KOXe
BOJIOCMCTOM 4acTH TONOBbI, JIMLA, 1IeW; HabmoaaioTesi 00bIYHO MPH XPOHUYECKOM
teuenun CKB.

Domocencudbwiuzayus — SpUTEMaTO3HbIE BBICHITIAHUS HA KOXKE [OSIBJISIOTCS Yy JIE€Tel B
BECEeHHe-J1eTHUH nepuod. VX sipkocTh yBenMuMBaeTcs nocsie npedbiBaHus Ha COJHILE
ui nederust Y @-o0ydeHueM.

Kanunaapum — orevnas sputema ¢ TeleaHIMIKTa3UsIMKU U aTpodueil Ha Mo/ yleyKax
NasibLEB, J1aJ0HIX U M0/I0IBEHHON NMoBepxHOCTH cTon. Habmoaaerces y OonbIIMHCTBA
JIETEH B OCTPOM Tiepuoie 3a001eBaHMsl.

I'emoppazuueckue gvicoinanua — TeTeXuaibHble WM I1YpPIIyPO3HBIE DJIEMEHTHI,
OOBIYHO PACoJIAralTesi CUMMETPUYHO Ha KOXKe JIUCTAIbHBIX OTIEIOB KOHEYHOCTEH.
Cemuamoe uee0o — cuHeBaTO-(OMOJIETOBBIE IISITHA, OOpasylollMe  CETKy.
Jlokanu3yroTesl Ha KOJKe HUKHUX, PeXkKe — BEpXHUX KOHEYHOCTEN U TYJIOBHILA.
Cunopom Peiino — nepuoinuecky pa3BUBAIOLLIASICS MILIEMMS NAIbLIEB, 00YC/IOBICHHAS
Ba30CIa3MOM M CTPYKTYpPHBIMU nopaxkeHusmu cocynoB. Y aereit ¢ CKB HabmonaeTcs
3HAYUTEITLHO PEIKeE, YEM Y B3POCIIBIX.

Anoneyua xapaxrepna s 6onbHeix CKB. HcroHuenne U MoBbillIeHHOE BblNa/ieHHe
BOJIOC TIPMBOJMT K TIHe3AHOMY WiM auddysnomy obabicenuto. [lo Kparo pocToBOK
30HBI HaZl0 0OM y OOJIBHBIX HEpPEIKO PacrojaraloTcs «CTOJNIOMKN», 00pa3oBaBLINeCs
13 00JI0MaHHBIX BOsioc. BO3MOKHO BbilajiecHue OpoBeH U PECHHULL.

Hecneyugpuueckue koxcuvie evicbtnanua HadmonaoTesi y OO0NbHBIX [P BbICOKOH
aktuBHoct CKB; mpencraBnenbl BceMM OCHOBHBIMH MOP(OJIOIMUECKUMH BHIaMU
KOXKHBIX JJIEMEHTOB — OT MSTHUCTO-Namyfe3Hbix 10 OyslessbiX. Pacronararores

CUMMETPHYHO, [IPHYEM Ha pa3HbIX YHacCTKax KOXKH OJHOBPEMCHHO MOI'YT HaOMOJIaThCs
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pazuvHbIe ieMeHTbl. B akTHBHOM repuo/ie 3a001eBaHms TaKKe 4acTo HAOIIHONar0TCs
Kcepoiepmus, Aedopmalius U TOMKOCTb HOI'TEH.

[Mopakenue cau3HeTbIX 000/104€K:

Huarnoctupyercs 6osee uem y 30% aetelt B akTHBHOM rieprojie Oore3HH.
Bonwanounas ynanmema — >puteMaTo3HO-OTEYHbIE MHTHA ¢ YETKUMM I'PaHULaMHU H
MHOT/IA C 9PO3UBHBIM LieHTpoM. [1sTHa pacrionararores B obmactu TBeporo néda. Ilo
rnepugepuu MiTeH HepeIKo 00pa3yrOTCs TelleaHI HAKTa3 K.

Apmosneiit cmomamum — 6e360J1e3HeHHbIE YPO3UBHBIE WK (pexe) Gosnee rimybokue
SI3BEHHbIE OvYark C KepaTOTHUECKUM O0OJKOM M MHTEHCHMBHOH — OPUTEMOH.
Pacnonararorest npeumMyiiecTBEHHO HA BHYTPEHHEH MOBEPXHOCTH LIEK U JAeCHAaX.
Xewium — nopakeHue KpacHOW KaiMbl Ty0 — MPOSIBIISIeTCsl NOAYEPKHYTOCTBIO 000/1Ka
Mo Kpaw TIyObl, OTEYHOCTBIO, TurepeMueii. Yaiie nopaxaercs HWKHAS TIy0a.
DopMUPYIOTCS TPELLIMHKH, FPO3UH KITH SI3BOYKH, MIOKPBIThIE CEPO3HBIMH WJIH CEPO3HO-
KPOBSIHUCTBIMU KOPOYKAMHU C MOCEIYIOLIMM pasBUTHEM PyOLIOBOI aTpodhum.
[Topaskenne cycraBos:

Y 90% 3abosieBlunx HaAOMOAAIOTCS apTpalrMK B KPYMHBIX WM MEIKHMX CyCcTaBax
KOHEYHOCTEH, apTpUT. APTPUT MOKET HOCHTH OCTPBIM, MOJOCTPbIA U XPOHUYECKHUH
Xapakrep.

Jins ocmpoeco apmpuma TMNUYHO MHOKECTBEHHOE U Hallle CUMMETPHYHOE MOPAKEHUE
cycraBoB. Haubonee vacto mopaxaroTcsi MPOKCUMalbHble Mek(anaHropbie CyCTaBbl
KHUCTEW, KOJIEHHBIE, FOJICHOCTOINHbIE U JIOKTEBbIE CYCTaBbl. XapaKTepHbl BbIpAXKEHHbBIS
NepUapTUKYJISIpHbIe peakuuu, OoseBble KOHTPAKTYpbl. CUMITOMBI OLICTPO UCUE3AIOT
nocine Havana jgeveHus ['K.

ITooocmperit apmpum xapaktepusyercsi ATUTENbHBIM, BOJHOOOPAa3HbIM M HEPEIKO
riporpeccupytoiim TedenueM. [lopaxkenHbie cyctaBbl 00/€3€HHbI, IKCCYAATHBHBIE
M3MEHEHMsI B HUX YMEPEHHbIE; OrpaHuyeHue (QYHKLUMW — TPEXO/sliee, yTPEHHSIs
CKOBAHHOCTh — HEMPOAOKUTETbHAS.

[Ipy  xponuueckom apmpume QGopmupyeTcs BepeTeHooOpasHas —Aeopmars
MPOKCHMATBHBIX MesK(daTaHroOBbIX CyCTaBOB najabLEB KHUCTEH. [Tpu

PEHTICHOJIOTHYECKOM HCCIICN0BAHHHA JHArHOCTUPYIOT OCTEOIOPOS.
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Ilopa:xxenue kocren

Y 10-15% 3aboneBiuinx pa3BUBaeTCs aceNTUYeCKUi HeKpo3 (KOCTHO-XpsLIeBas
CEKBECTpalMsl C BTOPUYHLIM OCTEOCKIEPO30M) AMHM(H3a FONOBKM OeIPEHHOH KOCTH.
Jpyrue xoctu nopakatores peaxo. KinHHuUeckH NpOsBISeTcs CTOWKOH O0mbio U
Hapyliennem (yHKLMU cyctaBa. Y Jleteil BO3HMKAeT 3HAUMTEILHO pexe, Yem y
B3POCJIbIX.

IMopaxkenue Mbln

Habmonaercs y 30-40% nereii B akruBHom repuoae CKB. Yame nopaxkarorcs
MPOKCUMAJIbHbIE MBILIIBI KOHEYHOCTEH: Ppa3sBUBAIOTCS MHAIIMM € BOBICYCHHUEM
CHMMETPHHHO PaCrOOKEHHBIX MbILLILL U OJTUMHUO3UT, XapaKTepU3YIOLLUKCs DONAMH B
MBILIAX, OOIE3HEHHOCTBIO UX PY MablaliK, YMEPEHHbIM MOBbILLIEHHEM aKTHBHOCTH
depmenTOB MbILIeuHOro pacnaja (KOK, ansaonaset).

[Mopaxenune cepo3nbix 000104€K:

[1neBpa, nepukaps uinu OproLlMHA BOBJIEKAIOTCs B marosorndeckuii npouecc y 30-50%
OOJIbHBIX.

ITheepum — cumMmeTpuuHbIH, uarie cyxoi. [Ipu BbICOKOM akTMBHOCTH 3aboneBaHms
MOXKET HOCUThb 9KCCYAATHBHBIA xapaktep. lIporexaer ©OeccHMMIITOMHO, HO MOXET
NpOSIBIATECA CyXHM KauuleMm, OosisiMmd B rpyaHod kinertke. Ilpu ayckymbraiun
BBISIBIISIETCSI IIyM TPEHHS TIEBPBI.

ITepuxapoum y nereii HabmonaeTes yaile, 4eM y B3pocibiX. B GonblinHeTBe Ciry4daes
nporexkaer 0e3 SIPKOM KIMHUUecKoW MaHudecTauuy U OOHAPYKUBACTCSA TOJBKO TIPH
OxoKI (yronileHue ¥ cemapanusi JIMCTKOB 3MU- M nepukapza). Ilpy BbICOKOH
aKTUBHOCTH 3a00JIeBaHUsl COMPOBOXKAAETCS CKOIJIEHMEM SKccyjara, B OTAENbHBIX
CITy4asiX Mpu TOSIBJICHUH MAaCCHBHOTO BBINOTA MOXKET BO3HUKHYTBH YIrpo3a TaMIoHa/ bl
cepJua.

Acenmuueckuil nEpUMOHUM COTNPOBOXKIAECTCS KIMHUYECKOW KapTHHOM OCTPOro
wuBota. (OrMmeuyaercss OrpaHMYEHHOE IOpaXeHWe  OpIoIWHbLI  (TIepUrenaTur,
nepucruieHuT). Moryt Habmoaateest 6011 B moapedepse.

[MopaskeHne pecniHpaTOPHOIo TPaKTa:

Habmonaetcs y 10—30%3aboneBmmx.
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Ocmpoiii  60.14AHOYHBIH  NHEGMOHUM PA3BUBAETCS [IPU  BbLICOKOW aKTHBHOCTH
3aboneBaHus.  KiuHuueckn  mposiBASieTCs — KalllleM,0/1bIIUKOH, — aKpOLIMaHO30M,
ocliabJieHHeM [IbIXaHusl ¥ BOSHMKHOBEHHUEM XPHIIOB B Jierkux. [Ipu peHTreHorpadum:
CUMMETPUYHO PACIONOKEHHble WHOWIBTPATUBHBIE TEHW B JIErKMX, JMCKOBHIHBIC
aTesneKTasbl, ruieBpoanadparmaibHble CriaiKu.

Xponuueckoe uHmMepCMUUUAIbHOE NOPANCEHUE NECKUX KIWHWYECKH NPOSIBIISETCS
MPU3HAKAMKM MEJUICHHO TpOrpeccHpyrollieil bixateibHoi HepoctatouHoeTd. [lpn
peHTreHorpaduu: ycuiaeHue 1 aeopmaryis HHTepCTULIMAIBHOIO PUCYHKA.

Jlezounvie (anveeonapuvie) cemoppazuu  KIMHWUHYECKH  [IPOSIBISIFOTCS  OCTPBIM
PeCrupaTOPHbIM AUCTPECC-CHHAPOMOM; COPOBOMK/IAIOTCS BLIPAYKEHHON I'HITOKCEMUEH.
Y nereli oTMeuaroTcesi O4eHb pefiko. MoryT NpUBecTH K NeTajlbHOMY UCXOLY.

Jlezounaa zunepmenzua GopMupyeTcss B paMKax aHTU(POCHOIMIUAHOIO CHHAPOMA
(ADC), y nereit HaOmo1aeTCS PEIIKO.

Tpombos cocyooe u unghapkm nezkux HabIOAAIOTCS Y JeTeH KpaiHe peiKo.
Ilopaskenue cepiana:

PazeuBaercsi y 52-89% 3abonesiumx. Haubosee yacto nopakarorcs 0007104KH cep/iia
1 MUOKap/1, pexe — KOPOHAPHbIE COCY/IbL.

Iepuxkapoum (cMm. BbILLe).

Muokapoum xapakrepusyeTcsi paclIMpeHUeM IrpaHull cepALa, U3MeHeHUEM 3BY4HOCTH
TOHOB, CHWXEHHMEM COKpAaTUTEJIIbHOM CMoCOOHOCTM MHOKapaa, HapylleHWeM
Cep/IGYHOr0  pUTMA M TPOBOJAMMOCTH, TMOSIBIICHHEM TPU3HAKOB  CepIeYHOM
HenocTaToyHocTH. KnuHuueckue NposiBIeHUsl Yallle CKYIHblE W OOHapyXUBalOTCS
TOJBKO IPU KOMILIEKCHOM UHCTPYMEHTATBHOM UCC/IEOBAaHHH.

Inookapoum B 1iOcheHUE TOAbI HaOMomaercs pexe. BbISBISIIOT  BaJbBYJIMT
MUTPATILHOTO, peske — a0PTAIBHOTO WU TPEXCTBOPUYATOrO KIIANIAHOB, UJIH €T0 HCXOIbI B
BU/IE YIUIOTHEHHsI CTBOpPOK. (DopMUpOBaHHe IOPOKOB CepAlla HE XapaKTepHO M
BCTPEHAETCs KpalHe PesiKo.

Amunuunoiic  6opodasuameiii  Inooxkapoum Jluomana-Cakca — cnenUIHbIN
npuznak  CKB. Xapakrepuszyercs oOpazosaHueM OOpoJaBuaThbiX — HAJIOKEHWH

aametpoM |—4 MM B yyacTKax MeEJIKHX M3bs3BIEHUH 9HAoKapaa. Bo3MOKHBI
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[OsIBJIEHUE MeJIKUX nepopalii CTBOPOK KjlanmaHoB M pa3pbiB Xopi: rnpu IxoKI' B
STUX CJTy4asX BbISB/SIOT BereTalMy Ha kiananax. Habmopaercs Hevaco.

Koponapum y nereii  nabmopaercss penko. Ilporekaer  GeccHMIITOMHO,
JUArHOCTUPYETCS HA OCHOBAHMM HHCTPYMEHTATBHOro obciegopaHusi. B peakux
CITy4asx pa3sBUBAIOTCS aHEBPU3Mbl KOPOHAPHBIX apTepHii.

[Mopaxkenune novek

Hegpum npn CKB xnmnnveckn nuarnoctupytor y 7075 % nereit. Y OonplumHCTBA
OONbHBIX OH pa3BUBAETCsl B TEUEHHE TEPBBIX 2 JIET ¢ MOMEHTa Havalia 3a0osieBaHus, a
npumepHo y 1/3 — yxe B ero jgedrore. [lo knaccudukaupu BO3 Bbiaeastor 6 TUIIOB
nopaxenus nouek npu CKB (1abdn.2).

Tabauua 2.

Knacendukauns nopaxenns noyex npu CKB (BO3)

Tun Onucanne Kimmnuko-naboparopusie
N HPOSIBJICHHS
1 rmr OtcyterBe  m3Menenuit  mo | OreyTeTByOT

JTAHHBIM CBETOBOM.
HMMYHO(TIOOPECTICHTHON 4
JICKTPOHHOH

MHKPOCKOITHH

I i A MesanrnabHbIH Oreyrersyior
riomepy.ionedput (I'H) ¢

MUHUMAITLHBIMH  M3MEHEHHSIMH
(oTCYTCTBHE  CBETOONTHYECKHX
u3MeHeHnuit B OworrTare  1pH

HAITMYAH OTIOYKEHHH
MMMYHHBIX ~ KOMIUIEKCOB B
ME3aHTHyMe 1o JIAHHBIM

UMMYHO(TIOOPECIIEHTHOH |
WIEKTPOHHOH MUKPOCKOITHH)

I un B MesauruaibHbIi I'H | ITporeunypus < 1 r/eyTr
(paznuunas CTeneHsb | DputpounThi 5-15 B 1/3p
ME3aHIHaIbHOH

IHIICPKICTOMHOCTH ¢ HAIMHUEM
AMMYHHBIX JCHO3UTOB B

ME3AHTHH )
11 rym Ouaroseiii  nposnmreparuubii | [lpoteunypus <2 r/cyt
I'H (akTHBHOE Wi | DputpouuTst 5-15 B n/3p

XPOHMYECKOE,  CerMeHTapHOe
WM TOTAIBHOE, DHIO0- HIIM
KCTPAKAIIUILIAPHOE
[OBPEXKICHHE C BOBJICUCHHEM
menee 50% KIyDoYKoB)

1 _—




15

IV tun Jindysubiit [Iporeunypus > 2 r/cyt
npoimdeparusubii ['H (te ke | Dpurponntsl > 20 B 11/3p
u3Menenust, 4yro B kiacce 1l ¢ | Al

BoBiieyeHuem  Oosee  50% | Iloyeunas HeOCTATOUHOCTD

HE KITyOO4KOB)

V mun MemGpanosubiii I'H | [porennypust > 3.5 /eyt
(paBHOMEpPHOE yrojienue | CKy/IHbIH MOUEBOM 0CaI0K
DazabHOIM MeMOpaHb!
KI1yOOUKOB BCJIE/ICTBHE
CyOIMUTETHATTBHOTO H
BHYTprMeMOpaHHOTO
OTJIONEHUA AMMYHHBIX

- KOMILICKCORB) =

VI run XpoHHYECKHH Al

TII0MEpYJ/10CKIepo3 [Toueunas HE10CTATOUHOCTH

(midy3ubit U CerMEHTapHbIA
rIOMepyIocKIepo3,  arpodmus
KaHaJIbIEB, MHTEPCTUIMATLHBIN
(pubpo3, aprepronockneppos)

[Mopaskenue ey 109HO-KHIIIEYHOT O TPAKTA:

Habmopnator y 30—40% nereii ¢ CKB. KnuHuuecku oTMeuaroTCsi CHUKEHUE allleTuTa,
TolIHOTA, OOMM B JKUBOTe, MHOrAa auapes. IIpu 3HIOCKOMMHUECKOM HCCNEN0BAHHUH
BBISBJISIIOT 930(DaruT, TaCTPUT U (WIIK) JyOJICHUT; Y YacTH OOJBHBIX — SPO3UU U SA3BbI.
[lopakeHue KHILIEUHUKA TPOSIBISICTCS 2eMoppazuamu, VH(ApPKTAaMU U HEKpPO3aMu
nocieAyoumel nepdopauneil M pasBUTUEM  KHMILEYHOTO  KPOBOTEUEHWS WU
¢udpuHO3HO-THOMHOrO neputonuTa. Berpewaeres penko, CyLECTBEHHO YyXYALIAET
IPOTHO3, ONpe/IesseT pa3BUTHE BOITHAHOYHOrO abIOMHHANIBHOIO KpHU3a.

[TopakeHue reueHH XapakTepusyercs 2cenamomezanuen, zenamumom. 1lpu
couetannyt CKB u ADC pasBuBarotcst WH(ApPKTh! MeueHH, TPOMOO3 MEeYEHOYHBIX BEH
(curapom bagna—Kuapm).

Hopasicenue noddicery0ounoil dyucenesvl (RaHKpeamum) MOXKET ObITb CIICJICTBUEM
narosioruyeckoro mpotuecca B pamkax CKB nnn Bozaetictus Oonbimmx 103 ['K.
[Mopaxkenne HepBHOMH CHCTEMBI:

Juarnoctupyercs y 30-50% nereit.

Ilcuxuyeckue HapywieHus — OCTPbIA IICUX03 C [OSBIEHUEM [POJYKTUBHOM

CHMIITOMAaTHKH B BHJIE 3pUTEJIbHBIX H CITYXOBBIX F&J’[JIIOLIHH&U,HI‘:I;
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1m30(gpeHonoodHble  paccTpoicTBa; addexTHBHbIe CHHAPOMbI (MaHWaKalbHbIM M
JETIPECCUBHBIN ); IBUraTelibHOe DECOKOUCTBO; HAPYILIEHHS CHA U Jp.

Opeanuyeckui M032060i CUHOPOM — TIPOTPECCUPYIOLLEe YXY/ILIEHHE KOrHUTHBHBIX
(YHKIMA  (namsiTv, BHUMAHUWS, MBIIIJIEHUS), 3aMETHOE CHMKEHHME MHTEIeKTa,
yXy/lllIeH!e YCIeBaeMOCTH B IIKOJIE; yTpaTa OnpeAe/IeHHbIX HaBbIKOB; SMOLIMOHAIILHO-
JHYHOCTHBIE PACCTPOMCTBA (IMOLMOHAIIbHAS JTADUIIBHOCTD, araTHs, JICTIpeccusl, HHOTIa
siidopus 1 ap.).

T'onoenas 6016 MOXET HOCUTH MUTPEHENIONOOHBIH XapakTep W ObITh €IMHCTBEHHBIM
nposisiiennem CKB.

Cyoopodicubiit cuHOpom — reHepaliu30BaHHbIe AMAIENTH(HOPMHbIC MTPUTAIKH.

Xopest 00HOCIMOPOHNAA WU 2EHEPATUI0BAHHAA.

Tpansumopusie  napywienus M03206020 KpoGOOOPAU{CHUA  XaAPAKTEPU3YIOTCS
O01LIEMO3IOBOM, 04aroBOM WM CMELIAHHOM CMMITOMATHKOW, COXpaHSIOLIEHCs He
Oonee 24 y.

Hwemuueckuit uncyibm HadmoaeTcs y JieTel 3HaYUTEIbHO PEXKE, HEM Y B3POCTIBIX,
1 00b1yHO 11pu covetanun CKB ¢ ADC.

Buympumoszoesie KpogousiuaHusI.

Hopasxcenue cnunnozo moszea (nonepeunsiit muenumy) TIPOSBIACTCA HWKHAM
rapanapes3oM, HapylleHHeM 4YYBCTBUTE/IbHOCTH B HWKHEH TIOJIOBUHE TYJIOBHIIA,
Ta30BbIMH PACCTPONCTBAMMU, BIPAXKEHHOW OOJIBIO B CTIMHE.

Iopasicenue 4yepenHo-mM03208bIX HEPEOE —  TIA30]IBUTaTElIbHbIX, TPOMHUYHOIO,
JIMLIEBOTO WJTH 3PUTEIILHOTO.

Iopasxicenue  nepugpepuueckoit  HepeHOl  cucmemsl  TIPOTEKAET 110 TUITY
CUMMETPUYHON JIMCTATIBHOM, MPEMMYILECTBEHHO CEHCOPHOM, IMOJIMHEHPONaTHH, PeaKo
— MHOKECTBEHHOW MOHOHEHPOIaTHH.

B otrnensHbIX ciayuasix pazsuBaercsi cuHapom | uliena—bappe (ocTpasBocnainTebHas
MOJUPAAMKYIOHERPONATHS ).

Ilopaskenne oprana 3penus

Berpeuaercss nocratouno penko — y 3-5% 3aboneBiumx. KiMHHYECKM MOXET

NpoABIATLCA B BHJAE SIUCKIICpUTa, HWPHUIOLMKIWTA,HEBpUTA 3pUTEIIBHOIO HEPB4,
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PEeTHHOBACKY/INUTa (OKKITIO3Msl COCYIOB, CYOPETHHAIBHbIA M PETUHAIBHBIA OTEK,
remMopparuu), npoiaudepaTuBHON peTUHONATUH U HAPYLLICHUS 3PEHUS.
AHTHGOCHOIUNTHAHBIH CHHAPOM
V neteii ¢ CKB nipu pazsurun ADC namnbornee uacto (44%) Habntomaetcsi TpoM0O03
MeJKMX cocyaoB. Benosusle Tpom0Oo3bl pasBuBatorcss y 28%  IMalMEeHTOB,
aprepuaibHblie — y 25%, cMerannbie — y 3%. XapakrepeH pelnIMBHPYIOLINi TpoMb03
COCY/IOB J1H000TO Kanubpa M JIOKaTu3al|Ki. JTO OMpejensieT LMPOTY CIEKTpa €ro
KJIMHUYECKUX MPOSIBICHUH.

OcnoxHeHus
Mouesvioeiumensnas  cucmema:  aprepuanbHas — TMIEPTEH3Ws,  [OYEeYHas
HEJI0CTATOMHOCTb.
Cepoeuno-cocyoucmas cucmema: arepockiiepos, KapAUOMHOIATHS.
Hmmynnas cucmema: 4actble WH(EKIMOHHbIE 3a0oseBanus, (yHKIMOHAIbHAS
acTIJIeHus, 3JI0Ka4eCTBEHHbIE HOBOOOPA30BaHHSI.
CKelemHo-mMblie dHaa cucmema: 0CTeornopo3, KOMIPECCUOHHbIE NEPEIOMBI.
Opean 3penus: xarapaxra, rmaykoma, Cliernora.
IHOOKpunnan cucmema: nadet, 3anepkKa pocta, MoJOBOIO pasBUTHA, OXKHPEHHE,
HeBbIHAIIIMBAHUE OEPEMEHHOCTH.

JImarnocruka
JlaGopaTopHble ncclie10BaHuA
Knunuueckun ananuz Kposu: ysenwuenune COD, neiikonenus ¢ aumdonenuei,
TPOMOOLIMTOIIEHHS], FEMOJIMTHYECKAs aHEMUSI C TTONOXKUTENIbHOU peakimei Kymoca.
buoxumuueckue u UMMYHO/102UNECKUE UCC/T1E008AHUA KDOBU:
Anmunyrneapuoiit. ghakmop (AH®) BeisBasercs y 95% OonbHbIX; crielUUIHOCTH
MpU3HAKa HeBeJIMKa, MOCKO/IbKY OH HepeaKo OblBaeT IM0JI0KUTENIbHbIM Y OOJBHBIX C
APYTMMH PeBMaTHYECKUMU W HEPEeBMAaTHYECKUMHU 3a00eBaHUSIMU.
Aumumena k  osyenupansuot  JIHK — soissisiotres  y  40-70%  OoJbHBIX;
Beicokocrenmpuunbl st CKB, ux ypoBeHb OObIMHO KOPpEIUpyeT ¢ aKTHMBHOCTBIO

BOJIMAHOYHOT'O HG(prTa.
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Aumumena  k  cucmonam ~ 0onee  XapaKTepHbl Ul JIEKAPCTBEHHOIO-
BOJTHAHOYHOMO100HO0T0 cuHjipoma; 1ipu CKB — accorupoBatbl ¢ pa3BUTHEM apTPUTA.
Anmumena k Sm-anmuzeny BoisiBastorces y 20—-50% 00bHBIX; BbICOKOCHELM(DUYHBI
s CKB.

Anmumena k PHK-nonuvepase (Ro-anmuzeny) u npomeury, exoosuyemy 6 cocmas
PHK (La-anmuzeny), menee cnietuuunnl 1uisi CKB; accounupoBanbl ¢ iumdoneHuei,
TpoMOoLMTONIEHNEH, (POTOAEPMATUTOM U JIerovHbIM (pubdpozom. Mx oOHapy MBaroT y
60-80% Oombubix ¢ cunapomom lllerpena; xapakrtephsl st OOJBHLIX MOJOCTPOM
KOYKHOM M JIEKapCTBEHHOM BOJMMAHKOM.

Aumucpochorunuonsie anmumena (AT k kapouonununy, AT k [2-enuxkonpomeuny 1,
BONUAHOUHBLL anmukoa2ysiim) oonapyxcusaiomesn y 50-60% oemeir ¢ CKB u, kax u
NodCHOROAOMICUMeNbHad  peakyust  Baccepmana,  aensiomes  ceporocuteckumu
maprepamu emopuurnoco APC.

Pesviamouonviii ¢haxmop nepeoxo ewisensitom y oemeti ¢ CKB ¢ evipadicenHoim
CYCMABHBIM CUHOPOMOM.

CHuxcenue obwen cemonumuuecxkoil akmusrocmu komniemenma (CHS50) u ezo
komnonenmos (C3, C4) o00vluHO KOpperupyem ¢ aKMUBHOCMbIO BONHAHOYHOZO
Hedppuma, 8 OMOCTbHLIX CIVHASAX MONCem DOblmb  CIeOCMEUeM  2eHEeMmU4ecKu
OeMepMUHUPOBAHHO20 dehuyuma.

Knunuveckun — ananuz  moqu:  npomeunypusi, — cemamypus, — J1euUKoyumypus,
YUTUHOPYPUA.

HUHeTpymeHTAIbHBIE HCC/IeI0BAHHS

KT : npusnaku wemuu Muoxkapoa.

IxoKT: Y3-npu3Haku nepukapauTa, MUOKapuTa, SHA0KapAUTa, BajlbBYJIMTA.

Y3U opeanoe oOprownoi nonocmu, noyex: renatoMeraius, CruleHOMETalusl,
yBeJIMUYEHHUE TIO/PKENTY/I0OYHOM JKele3bl, YBEIUYEeHUE TOYeK, M3MEHEHUE 3XOI€HHOCTH
MapeHXWMaTo3HBIX OPraHoOB, HapyIIIeHWe KPOBOTOKA, JKUIKOCTh B OPHOLLIHOM TTOJIOCTH.
KT opeanoe epyonoit Kiemku: NHEBMOHWT, TUIEBPUT, UH(APKT J1ErKOro.

KT u MPT éprownon nosrocmu: vadapKThl NapeHXUMATO3HbIX OPraHOB, OKKITHO3Us

COCYJOB, renaroMeraius, CIUICHOMETalIMs, YBCJIHWYCHHE TIO,[l)KeJ'[y,ELO‘-IH()I;i ACEIIeshbl,
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YBEIIM4YE€HHE TMOYeK, U3MEHEHHEe CTPYKTYPbl MApEeHXUMATO3HBIX OPraHOB, JKUAKOCTh B
OPIOLIHON MOJOCTH.

KT u MPT 201061020 M032a: KPOBOW3ITASHHUS, HHCYIIBT.

Jeyxonepzemuneckan — PeHMZEHO6CKAA — OCMEOOEHCUMOMempus:  CHIDKSHHE
MUHEPaIbHOHI MJI0THOCTH KOCTHOM TKaHH.

Isopazocacmpooyodenockonus: ractput, 530(aruT, JAyOJSHUT; Y MALMEHTOB,
nonyyarouux tepanuio 'K, MOryT BBISBISTBCS 3PO3WM W SI3Bbl BEPXHMX OT/JENOB
KETYJI0YHO-KUILIEUHOro TPakTa.

Kononockonua: necnietduyeckoe BocnajieHue KAILIEYHNKA.

dnekmpomuozpaghus (N0 NOKA3AHUAM): MUO3HT.

JlnarHocTuyeckue KpUTepUH

Ja  yeranosnenust  gmarHoza  CKB  Haubonee  IMPOKO — MCHOJB3YIOT
KJlacCH(UKALMOHHBIC KpUTEpUH AMEPUKAHCKOH KOJUIErHH peBMaTosoros (Tabu. 3).
Tabauua 3.

Kpurepun Amepukanckoii kosuternn pesmartosioroB aisi auarnoctuxku CKB

(1997 1)

. Kpurepun Onpenenenne
1. Boicbimanus B ckyJi0Boit o0acTi DukcupoBaHHas ~ SpUTEMa:  TUIOCKas WM
HPHIOHUMAIOIIASCS. HA  CKYJOBBIX Jyrax ¢
TeHIeHLHMCH K pacIpoCTPAHEHUIO Ha

Ha30/1a0HaNbHbIC CKIAIKH
2. Jluckou/1Hbie BLICHITAHUS DpUTEMATO3HBIC TIPHITOJTHUMAIOLIHECS OMISIIKY ¢
KEpaTOTHYECKAM HapyUIeHUEM H

(OMHMKYIAPHBIMH 1IPOOKAMH; Ha CTaphiX ovarax
MOT'YT BCTPEHaThCsi aTpOpHUecKUe pyOuHKky

Lk

. DotoceHcHOMIM3AIHS KokHble BhICBINAHMS KaK Pe3y/IbTaT HEOOBIYHOM
PeaKIMy Ha WHCOJAIHNIO, N0 JaHHbIM aHaMHe3a
Wi HabJIOICHUSIM Bpaya

4. S13bI NOJI0CTH pTa S13BBI BO pPTY WM HOCOITIOTOYHOH 0OnacTH,
00brHO  Oe300/1e3HEHHbIC, BLISBIACT Bpad IIPH
OCMOTpE

th

. Aprpur Hesposusubiii  aprpur > 2 nepudepuueckux
CYCTaBOB, XapaKTepH3yIOIHIcs
D0JI€3HEHHOCTBIO, MPHITYXIIOCTHIO WITH BLIIOTOM

6. Ceposur [lnespur (nueBpaibHbie DO B aHaAMHE3E, HIYM
TPEHUS TUICBPHI NPH ayCKY T TAIIHH, TLICBPAILHBIH
BLIIOT) H/HITH

lepukaput (LuyM TpeHHst epHKap/a, BbIIOT B
rniepukape, DKI -npusnaxs)
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7. lopasenue rnovex Croiikast nporeutypust > 0,5 r/cyT uim
[wmaapypus (2pUTPOIIUTAPHEIE,
reMOrTIo0MHOBBIE,  3€PHHCTBHIE,  CMELIAHHBIC
LHJTHH/IPbI)

8. Hepporioruueckne HapyieHHs Cynoporu Wimm 1cuxo3, He CBA3aHHbIE ¢ IPHEMOM
' JIEKapCTB WM METAbOTMYECKUMH HAPYILICHUSIMH,
BCTIE/ICTBUE YPEMHUH, KeToalm/103a.
ANEKTPOIUTHOTO JicOananca
| 9. lemaTonorHHecke HapyCHHUsT ["emMonuTHYeCKask aHEMHS C PETHKYIIOLMTO30M

Jleitkonenus (< 4.0 x 109/1) npu 2-x wm dosee
'. OITpeJICIICHUSX

Jlumdonenus (< 1.5 x 109/1) npu 2-x i donee
HCCIIE/IOBAHMSIX

TpomGormronenns (< 100 x 109/1), He cBsi3aHBas
C [IPUEMOM JICKAPCTB

10. UnmyHHBIE HapylIieHAs Anturena k HartupHo# JIHK B 1moBBIIIEHHBIX
TUTpax
Hamuue anturen k Sm-antureny
Hamune ADJI:

1) nosenmenssiit Turp AKJT (IgM wmm 1gG);

2) BBIIBJICHUC BOJYAHOYHOIQ aHTHKOAry/LHTA
CTaH/IapTHBIM METOJIOM;

3) noxuononokUTeIbHAS peakiys Baccepmana B
TeYeHHe He MeHee O MeC mpu  OTCYTCTBHM
cummca,  TOITBEPHKICHHOM € TOMOLIBIO |
peakii IMMOOMITH3AINUY  OJIC/IHOH TPENOHEMBI
I B Tecte abcopbImu  (PmroopeciupyIOmmIX
AHTHTPEINOHEMHbBIX aHTHUTE

11. Antunykneapusiii (aktop (antunykieapable | [losplmenwe  TuTpa AHD B Tecre
aHTuTeNna) IMMYHO(ITFOOPECTICHIINH MJIH B

JPYTOM CXOTHOM TECTE, HE CBA3AHHOM C

MPHEMOM  JIEKapCTB,  CIOCOOHBIX  BbI3LIBATH
JIEKapCTBEHHYIO BOTYAHKY

Ilpu namuumu y GonbHOro 4-x wian Gosiee NMPU3HAKOB B JIIOOOM COUYETAHUM JAMArHo3
CKB cuuraercst A0CTOBEepHBIM, MNpPH HAIUYHUK 3-X TIPU3HAKOB — BEPOSITHBIM.
HyBCTBUTE/ILHOCTD JIAHHBIX KpUTEpHEB coctapisier 78-96%, a cneuuduunocts — 89-
96%.

Judpdepennnaibubii  QHArHO3  HEOOXOJMMO  MPOBOAMTL €O CIEIYIOLUMMH
3aboneBanusiMK:  peBmatHyeckue Oose3sHd  (cuctemubii  FOWMA,  roBeHWIIbHBIN
JIepMaTOMHMO3UT, OCTpasi peBMaTuyeckas Jmxopajika, OosnesHb lllenneiina—Ienoxa,
nepBuuHblii AMC, y3enKOBbIH MONUAPTEPUUT, MHKPOCKOTIMYECKUH TOJIMAHTHUT,
CHCTEMHBI CKJIepo3 M [p.), remMarojoruyeckde 3adoneBaHust (remMoIdTHYeCKas
aHeMusi, WMonaTHIecKast TpOMOOLIUTOIIEHYecKast nmyprypa),

numbonponudeparuBHbie 3adoneBanus (muMborpanyiemaros, Jumdoma), HHOEKIH
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(boppenuos, uiu OonesHs Jlaiima), BupycHble renatutel B u C ¢ BHeneueHOYHBIMH
MposiBeHUsIMHY,  TyOepkyne3, cubwunuc,uepcunnos, BUY-undexumus wu  ap.),
BOCTIAJIUTENIbHbIE 3a00/eBaHus KHIIeUHUKA (HecnelM(pUUecKri si3BeHHBIA KOJIMUT C
CHUCTEMHbIMH TposiBIeHUAMH, Gonesrs Kpowa), 6ome3tn nouex (riioMepynoHeppur u
1p.), MH(EKIIMOHHBIA SHAOKAPANT, JIeKapCTBEHHAsl BOJUAHKA U MapaHeor1acTU4ecKnuit
BOJTHAHOYHO-T0J00HbIA CHHAPOM.

[Ipumepsl AuarLo3os
- Cucmemnas Kpacuas eondanxa, ocmpoe meuernue. Jhonve-nedppum, [V mun,
Hegppomuueckuil cunopom. llanyumonenus.
- Cucmemnas Kpacmas 8om4anka, ymepenHas cmenerv akmusnocmu. llonepeunviil
muenum ¢ pacnpocmpanenuem ¢ yposus C6 0o nepughepuyeckux omoenos Ha ypoeHe
KOHYCA, HUJICHSAA 6ANAA NaApanie2us, HApyuwilenue @VHKYUU masoebixX OpeaHos No
nepugepuqeckomy muny, anecmesus ¢ yposHs TH-8.

Jleuenune

HemenkamenTosHoe jieuenne
* Pesrcum
B nepuoabl obocTpenus 3aboneBaHus clejlyeT OrpaHMuMBAThL [ABUIATEIbHBIA PEKUM
pebeHka.
Pexomenryercst COXpaHsITh NPSIMYIO OCAHKY ITPH X0/1b0€ ¥ CUACHUH, CIIaTh HA JKECTKOM
MaTpace W TOHKOM mnoayiuke. MCKIOUHMTE NCHXOIMOLMOHAILHBIE —HArPY3KH,
npeObIBaHNE Ha COTTHLIE.
* luema
Y GonbhbIX ¢ cuHupoMom KyuivHra Lenecoo0pasHO OrpaHWYeHHe MOTpedeH s
YIJIEBOIOB M KMPOB, TpeanodtutesnbHa OeskoBas auera. YnorpebieHuwe IHIIU ¢
MOBbILICHHBIM COJ/IePKaHUeM Kalbliks ¥ BUTaMuHa D Jutst npodunakTiky 0cTeonoposa.
« Jleueonaa huskyrvmypa (/1DK)
JleuebGHast (u3KyIbTYpa, Maccax B MEPUOJbl HM3KOW AKTHBHOCTH M PEMMCCHH
3a00/1eBaHUs.
*Xupypeuueckoe nevenue

[ lokazanusi:
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- I IpoTe3upoBanue CycTaBoB B Ci1ydae pa3BUTHUS ACEIITUYECKOIO HEKPO3a KOCTH.
- TpaHcruiaHTalms MoYeK Mpu OTCYTCTBMH BOCCTAHOBIEHWs ()YHKIIMM MOveK yepes 2

roza OT Havasna reMo/iMain3a npu HeponaTuu.

MeaukaMeHTO3HOe JleyeHHe

Iirokokopmurouowt

- TIPU BLICOKOH 1 Kpu30Bo#i aktBHOCTH CKB 1032 npe/iHu300Ha BHY Tpb cOCTaBIseT |
(1,5) mr/kr/cyT (ne Oonee 70-80 mMr/cyT); JUIMTENBHOCTD MpUEMa MaKCUMalbHOM JIO3bI
cocrapiasier 8-10 Hepens, 3areM 103y [OCTENEHHO MEIEHHO CHMIKAKOT 10
noiepxusatonieit (0,2-0,3 Mr/Mr maccel Tesa B CYTKH), AJIMTENBHOCTH IpHeMa
cocrasisier Heckonbko Jier. [lpu  pasButuM  oOoOCTpeHust 3aboseBaHus 1038
[MPeIHN30I0HA MOYKET MOBBILIATLCS 0 MAKCUMATTbHOM;

- ipu ymepensoid aktuBHoctu CKB - 0,7—1,0 Mr/kr/cyT, IUMTebHOCTD Nprema — 6-8
HeJIeTb ¢ MOCTENEeHHbIM CHUKEHHWEM /10361 710 nojyiepxuBaronieii (0,2-0,3 mMr/kr Maccel
TeJla B CYTKH; JUIMTEIIbHOCTh ITPUeMa — HECKOITBKO JIET;

- npu Huskol axtuBHOCTH CKB - 0,3—0,5 Mr/kr/cyr, mmTeabHOCTh npuema — 4-6
Hee/Tb, 3aTeM J103bl CHMXKaeTcs A0 nomaepxkuBatoiieit 0,2-0,3 Mr/kr maccel Tejia B
CYTKH.

Iynvc-mepanus I'K

BHyTpruBeHHOE BBeJIeHHE CBEPXBBICOKMX 03 MeTHirpeaHu3onoHa B nosze 10—30
Mr/kr/cyr (He Oosee 1000 mr/cyr) B TedeHue 3-5 [ociie0BaTeNbHBIX JHEH B

3aBUCHMMOCTH OT TSHKECTH COCTOSIHUS O0JIbHOTO.

Lumomoxcuueckue u neyumomorxcuueckue cpeocmea (1{C)

I loxazanus:

- BbICOKOAKTHBHbII He(PPUT;

- Tskesioe nopaxkenue [ [HC;

- PE3UCTEHTHOCTD K npeziecTBytomei Tepanvu ['K;

- HeoOXOJMMOCTb YCWJIEHMS MMMYHOCYIIDECCUBHOW Tepanuu Ipy  HaJIWu4IuH

BbIp@KEHHBIX N0004HbIX AP dexToB ['K;



- peanu3anus crepounpocdeperatoiero 3phexra;

- nojyIepkanue Oosee CTONKON peMUCCHU.

L{uxioghochamuo (L{D)

[Tpu CKB BbICOKOH AaKTHBHOCTH, BOYaHo4HOM Hedpute, ropaxenun LHC,
nosnuceposute, pedppakrepom k 'K, npumensior uuiiiodochamun (LIP) B mo3e
1,0-2,5 Mr/kr macchbl Tejla B CyTKH per oS B TeUeHHE HECKOJIbKUX MECALIEB MITH B BUJIC
nyjbe-tepanud B goze 0,5 (0,75-1,0) r/m2 noepxHoct Tenma | paz B mecsil €
JanbHENUILIUM YBEIIMUEHUEM MTPOMEKYTKA MeA Ly UH]Y3USIMH.

Azamuonpun

B cnyuae namynmposantoi LI® wimm apyriumu LIC pemuccrn BoTHaHOYHOTO He(pUTa
JUISL  JICUEHHUS] CTEPOM/3AaBUCHMBIX M CTEPOMIPE3UCTEHTHBIX OONBHBIX € MeHee
TSKEIBIMU apuantamu  CKB  (TpomGouuTonenuen, BbIDAXKEHHBIM U
pacrpoCTPaHEeHHBIM KOYKHBIM CHHIPOMOM M JIp.) HasHadaroT asatrornpux 1,0-3,0 mr/kr
Macchl TeJla B CYTKH M0J1 KOHTPOJIEM Yrca JieWkouuToB (= 4,5-5,0 . 109/7).
Huxnocnopun

[luknocniopun B poze 2,0-5,0 MI/kr macchl Tena B CYTKM per oS [I0Ka3saH IpH
CTEPOMJIPE3UCTEHTHOM HIIM pPEelMAMBUPYIOLEM CTEPOUI3aBUCUMOM He(ppOTHYECKOM
CHHZIpOME, 00YCJIOBIEHHOM MeMOpaHO3HBIM BOJYaHO4HbIM Hedputom (V Kiacc), a
TaKKe [PU  TPOMOOLMTONEHUM, aHEMHUM, KOKHBIX W3MEHEHUsIX, TOJIMCEpO3uTe,
pedpaxreprom k ['K.

[Ipenapamol MuKkogheno1060 Kucaomsl

Mukodenonara moderun B noze 600 mr/m2 noBepxXHOCTH Tena 2 pasa B CYyTKH WIU
MUKO(EHONOBYIO KHC10Ty B no3e 450 mr/m2 nosepxHocTH Tena 2 pasa B CYTKH
IPUMEHSIIOT TIPU HEBO3MOYKHOCTH MPOBOAUTHL JsieueHue L[D B cBsA3M ¢ pasBUTHEM
noOO4HbIX HPHEKTOB UMK HEXKeNaHUEM MaLUeHTa, a TAKKe:

* JUlst OUAEpKaHus HHIyLuposanHoi LI peMuccrn BosMaHOYHOTO HepuTa;

* MHIYKLMM peMuccun B ciyyasx HeaddexrusHoctu LD unn npyrux 11C;

* KyNUpOBaHMs dKcTpapeHanbHeIX nposiBieHuid CKB rpu pe3sucTeHTHOCTH K APYTHM
LUUTOCTATUKAM.

Memomperxcam (MT)
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Merorpekcar B 103e 7,5-10,0 Mr/mM2 noBepXHOCTH Tesla B HEJIENIO per oS B TeueHue 6
mMec MU Oosiee MCHONB3YIOT MPU HETSDKENbIX «HerodeuHblx» BapuaHtax CKB c
PE3UCTEHTHBIM KOXHBIM M MBIIIEUHO-CYCTaBHBIM CHHIpPOMaMu i Gosee ObicTporo
JOCTHKEHUST peMuccu W cHwkenus no3bl K. s npodwnaktukn neduumra
(donmeBoll KHUCIIOTBI PEKOMEHJyeTCsi ee IIOCTOSIHHBIM TMpueM BO Bpemsi JIeYeHMs
METOTPEKCATOM.

AMUHOXUHOTUHOGbIE NPEnAPantbl (2UOPOKCUXTIOPOXUH U XJ10POXUH)
['mapoxcuxnopoxun B noze 100400 mr/cyr (mo 5,0 mr/kr macchl Tela B CYTKH);
xnopoxuH B fo3e 125-250 mr/cyr (1o 4,0 Mr/kr maccsl Tena B CyTKH) Ha3Ha4yaloT B
komOuHatmu ¢ ['K 15 nevenus Bcem 6obHbIME ¢ CKB.

Hmmynoeno0yiun ueiogeueckuii HOpMaabHbli

UmmyHOrodyMH 4enoBeuecknii HopManibHbId B no3e 0,2 1/Kr maccbl Tesla Ha Kype
BKJIFOUAIOT B CXEMY Tepanuu TpH TSHKeIoM OOOCTPEHHH, BHENOYEUHON MaTOJIOTuH
(tpomborronenus, nopaxenne [[HC, pacmpocTpaHeHHOE TMOpakeHHe KOXKH M
CM3UCTBIX 000J0ueK, ADC, NHeBMOHHUT), a TaKke NMPU MHPEKLIMOHHBIX OC/I0KHEHHSIX
—B 03¢ 0,4-2.0 r/kr.

Buonozuueckue acenmeot (anmumena k CD20 B-rumepouumos — pumykcumad)

[Tpu CKB BbicOKOI akTUBHOCTHM ¢ nopakeHueM nodvek, LIHC, nerounbiM BacKyJIMTOM,
TpOMOOLIUTOTIEHUEH, PE3UCTEHTHOW K CTaHJapTHOM KOMOMHWPOBAHHOM Teparuy,
MPUMEHSIIOTCST  FEHHO-MHJKEHEpHble ~ OMOJOrMYecKHe — Ipernaparbi:  XWMEpHBIE
MOHOKJIOHaTbHBIE anTuTea K CD20+ B-umdorumram — putykcnmab B o3e 375 mMr/m2
MOBEPXHOCTU Teja BHYTPMBEeHHO | pa3 B HejleNmo B TeueHwe 4 MocrienoBaTe/bHbIX

Henesb w750 Mr/M2 MOBEpPXHOCTH Tefia IBaX /bl C UHTEpBaIoM 14 1Hel.

IIpenapamol, okazvisaionue gauUAHUE HA MUKPOUUPKYIAUUIO

[lenmokcughuniun  — WHrHOMTOP KCAaHTHHOBOH (ocdoamuscrepassl, Ha3HAYAETCS
BHYTPUBEHHO KarelnbHO B jo3e 20 Mr Ha Toj KM3HM B CYTKH, BBEJEHWE nperapara
pasnensiercss Ha 2 mnpuema. [lpemapar BBomuTcst B Tewenme 12-14 npeid, 3arem
HEOOXOMMO TIepeiTH Ha mnepopaibHblii MpUeM [pernapara B TOH JKe J03e.

JlinTenbHOCTD MpyeMa fnpenapara J10JKHa ObITh He MeHee 6-12 Mecsilies.



[ lokaszanus:

® CHUCTEeMHas KpacHasi BOIIYAHKA ¢ MPOSBJICHUSIMUA BaCKYJIUTa, [IOPaKEHHEM TTOYEK,
[[HC.

Hunupuoamon — BIUSET Ha arperalyio TPOMOOLIMTOB, ITyTEM [OBBILLIEHHUS [TOCTYIIEHHS

B KJIETKY a/IeHO3M/1a, YTO COMPOBOKAAETCS TIOBBIILIEHUEM BbIPADOTKM CTEHKOM COCYI0B

91KO03aHOMIOB, BK/TIOYAst MpocTaiukimg. [Ipenapar Ha3HauaeTcs B 103€ 5 MI/KI MAacChl

Tena B CyTKu B 2-3 npueMa. JlnmurensHoCTh NpreMa npemnapara — He MeHee 12 mec.

[ Toxazanus:

® CHCTeMHas KpacHasi BOIMaHKa C MPOSBIEHUSIMH BaCKYJIUTA, OPAKEHUEM I0YEK,
LTHC.

Ipenapamot  npocmacnanounoe — aHaNOrM ecTeCTBEHHOro npocraraaHavba El,
o0nazaeT  BbIPAKEHHBIM  COCYAOpacIUMpSIOMM  (Ha  YpOBHE  apTepuoll,
NpeKanuIsipHbIX  COUHKTEPOB, MBbILIEYHBIX aApTepHid), aHTHarperaHTHbIM U
AHTOMIIPOTEKTOPHBIM JIeHCTBHEM. YIIYUIIAIT MUKPOLMPKYJIISIMIO U [epUpepuiecKoe
KpOBOOOpalleHHe, CIOCOOCTBYET OTKPBITUIO KOJLIATEPAIbHBIX COCYIOB; YJIYYILAKOT
pEOJIOrHYECKHe  CBOMCTBA  KPOBM, CIIOCOOCTBYSI  MMOBBIIIEHHUIO  3JIACTHYHOCTH
IPUTPOLIUTOB ¥ YMEHbLLIAsl arperaluio TPOMOOLMUTOB.
I lokazanusi:

e karactpouyeckuii aHTUPOChHOIUNUIAHBIN CUHAPOM.
JlosupoBka: npenapar (JImpocTauil) BBOAIT B 2 NpUema, CyTO4Has 103a COCTaBlIseT 6
Hr/kr/uac. [Ipenapat BBOAMTCS TOIBKO Hepe3 MH(DY30MaT, CO CKOPOCTbIO HE MeHee 50-
75 mn/uac, He MeHee 2-X 4acoB. JliuTenbHOCTL Teparuu cocransieT 14 JHew, 3arem
JI03a Tperiapata CHWKaercss 10 3 HI/Kr/yac B TedyeHWe 3-X [HeM, I0Cje 4ero
MPOBOJMTCS OTMeHa mpenapara. Bo n3bexanue pa3BUTHsI HEXKeNATe/IbHBIX SIBJICHHM
(pe3koe cHukenue AJl, sKcTpacucTonus, Taxu-, OpaJuKapaus) BBeIACHHE Ipernapara
HEOIXOAMMO OCYILECTBIATE 101 KoHTposaeM IKI™ (MoHUTOD).
Huskomonexyasipnoie  cenapunol — BbICOKOIP(EKTUBHBIE AHTUTPOMOOTHUYECKHE U
ciabble MPOTHBECBEPTHIBANOIIME CPEACTBA TMPSIMOro JCHCTBUS; KOMIIEHCHPYIOT

[MPOLIECCHI FHIEPKOAryJIsaluy. OxazpiBaloT HEME/IJIEHHOC, BBIPAKCHHOE H
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MPOJIOHIUPOBAHHOE aHTUTpOMOOTHYEeCKoe JiekicTBre. [IpoTuBOCBepTHIBatOLLIMH 3(heKT
O0yCIIOB/IEH, B IIepBYI0 OYepeib, CBSI3bIBAHWEM aHTUTPOMOWHA TIUIa3Mbl M
nHruduposanrem (axropa Xa. Obnagaer BHICOKHM OTHOLIEHHEM aHTH-Xa-(haKTOPHOM
Kk anTu-lla-haxTopHol akTMBHOCTM. HesHauutenbHo MHTHOMpYeT oOpasoBaHHe
TpoMOMHA. B03MOKHO, JIGHCTBYeT TakKe Ha COCYAMCTYIO CTEHKY M CHCTeMY
pudprnonmza. HuzkomonekyisipHbIi remapus mMano BIUSET Ha NepBUYHBINA reMOCTas,
aJire3ulo U arperauuio TpoMOOLIMTOB, SIBISIETCS C1abbIM aHTUKOATyIsIHTOM - OKa3biBaeT
He3HAUMTelIbHOE BIMSHME HA KOAryJislHOHHBIE TecTbl, 00nazaeT MUHHUMAIbHBIM
reMopparuyeckum sdexrom. B 103ax, ucnonbzyembix st NPOGUIAKTUKA BEHO3HBIX
TPOMOO30B, NPAaKTHUYECKH He BIIMSIET Ha BpPEeMsi KPOBOTEUEHHUs, BpeMsi CBEPThIBAHMS
KPOBM M aKTUBMPOBaAHHOE 4YacTW4HOE TpomOoruiactuHoBoe Bpems (AYTB). Pexum
nosuposanus: 65-85 ME Ha kr maccel Tesia B CyTKH; BBOASAT CTPOrO MOJAKOXKHO: JIIst
5TOr0 HeOOXOMMO MPUIONHATH (HE CHAB/IMBAs) CKIAAKY KOXKHM MEXIY ITYNKOM H
rpeOHeM MOJIB3/10MIHON KOCTH (MepeaHe-narepaibibie 001acTH KUBOTA, ITONEPEMEHHO
B JIEBYIO W I[IPaByl0), BEpPTUKAIbHO BBECTH WIJy, MPOBECTH MPOOHYIO acnuparuio,
4TOOBI yOEIUTHCS B TOM, YTO UIJIA HE Noraja B KPOBEHOCHBIN cocy . CrlaaKy KOKH He
pacnpasisiioT 10 KOHLA MPOBEJEHUS] MHBEKUMH. Kpome 3Toro, B HCK/IFOYHTEIbHBIX
CllydasiX MOXHO [MPOBOJIMTH MHBEKLIMM B BEPXHIOW 001acThb IUie4a U B BEPXHION
obnacth Oespa. [locne nHbEKIIMU MECTO BBE/IEHUS HENb3sl PACTUPATD.
B ciyudae neoOxonumocTy NpoBOST (DYHKIMOHAIBHBIA aHAJIM3 aHTH-Xa aKTUBHOCTH,
3a00p 00pasLOB KPOBH Ul STONO OCYLIECTBISIIOT yepe3 3-4 u nocne /K WHBLEKIINH,
KOrjla JIOCTUTaeTCsi MakCHMaJlbHbIM YpOBEeHb aHTH-Xa akTUBHOCTW B [Jla3Me€ KPOBH.
VpoBenb anTu-Xa B r1asMe KpoBu AoibkeH 0biTh B nipezenax 0.2 - 0.4 ME anru-Xa/min.
MakcumanbHblii foryctimblii ypoets | - 1.5 ME anti-Xa/ma.
I lokazanusi:

e karactpoduueckuit antudochomunuaHbi cuHapoM npu CKB.
Aumuxoacyiaumer  nenpamoco  oelicmeus.  llocne  3aBepiuenust  Tepanuu
HU3KOMOJICKY/ISPHBIMH ~ FerapyuHaMd ¢ LeIbl0  [POMUIAKTUKM  TPOMOOTHYECKHX

OCJIO)KHEHUH [alMeHTaM HasHayaroT AaHTUKOAry/IIHTbl HENpsMOro NEeHUCTBUS —
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BaptapuH. Jlosy npernapata koHTpoiupytoT no yposHio MHO. Pexomennyemsii
KOPUIOP MEXKyHapOHOI0 HOpMaIM30BaHHOTo OTHoLLeHus coctasisier 2,0-3.0.
Hapsiny yxaszannod Ttepanuedt B JnedeHud CKB 1o nokaszaHusM UCHONB3YIOT
nrunorensusHble JIC, nuyperuku, antubuotku, JIC anst npouiakTuky U JedeHus
ocTeornoposa u apyrue cumnromaruyeckue JIC.

Benenue nauneHToB
Beoenue nayuenmog ¢ cmayuoHapHBIX YC10BUAX:
 JletsiM ¢ BBICOKOMW W cpefHel CTerNeHb0 aKTUBHOCTH OOJE3HM ClielMaiu3upoBaHHas
MeMLIMHCKAS TOMOLLb OKa3bIBAETCS B YCIOBUSIX KPYTJIOCYTOYHOIO CTalMOHApa.
» Jletsim ¢ HU3KOM CTENEeHbHO aKTUBHOCTU M peMUCCHEN 00Ie3HH Crielaln3upoBaHHas
MeJIMLIMHCKAsT TIOMOIIb OKa3bIBaeTCs B YCIOBHAX KpPYTJIOCYTOUYHOrO W JIHEBHOI'O
cTalMoHapa.
[Tpo10/KUTENBHOCTD JIeUeHUs TAlMeHTa B cTalioHape — 42 JiHsl, B YC/IOBUAX IHEBHOIO
craunMonapa — 14 auei.
Benenne nammenTa, NOJyYaOLIero  reHHO-MHKeHepHble  OHO/IOrHYeCKHe
npenapartbi (I'UBIT)
Beoenue nayuenma, noyuaiongezo pumykcumad ¢ ycioguax crayuoHapa
* [Ipn Ha3HaueHuH puTYyKCcUMaba:
— KO-TPUMOKCa30J + TPUMETONPHUM TMEpopajibHO B TNpOQUIaKTHIeCKoi mo3e 3
MI/KI/CYTKH TOCTOSIHHO, Ha BpeMs JIeYeHHs PUTYKCHMMaOOM, a TakkKe B TeHEHHE roja
nocie ero ormMensl. Llenb —npodunakTrka MHEBMOLMCTHON MH(EKLIUM.
* B ciiywae kaTapajbHbIX ABJICHHH, JUXOPAAKH H «ITOAKALITHBAHHID):
—I1JIaHOBOE BBE/ICHUE PUTYKCUMa0a MPOIYCTUTD;
—  KOMIIbIOTEpHAs TOMOrpadus Jerkux /s MCKIIOYEHUsl WHTEPCTUIIMAIBHOM
ITHEBMOHUH;
— CepOJIOrHYecKOoe HCCIE/IOBAHMEe KPOBH C LEJbI0 ONpe/e/ieH|sT aHTUTeNl K
MHEBMOIIMCTAM,  XJIAMMJIMSIM,  MHUKOIUIa3MaMm,  BUpPYCy  IIPOCTOrO  repreca,
nuromeranosupycy (LIMB), Bupycy Dniureiina—bapp;
— UCCIIeJIOBAHKE acrypara, MOKpOThI (ITPU ee HAJIMYKK) IS ONpe/Ie/ICHUs! aHTUI€HOB,

XJIAMMJIWH, MUKOTLIa3M, ITHEBMOLIMCT;,
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— MCCJIE/I0OBaHKE CIIIOHBI U MOYHM, KPOBM METOJIOM IOJIMMEPa3HOH LEITHOHW peaKiuy
J151 BLISIBJIEHNUSI aKTMBHOM PeriKaiy BUPYcoB Mpoctoro repreca, LIMB, Dniureiina—

bapp).

* B cayuae unreperuumMaabHoii mHeBMOHMHE 1o JaHHbIM KT (etne 10 noay4venus

pe3yabTATOB J1a00PATOPHBIX HCCIEA0BAHMI):

— KO-TPUMOKCA30J1 + TPUMETONPHM |5 MI/KI/CyTKH BHYTPUBEHHO (10 TPUMETOTIPUMY )

B TeueHue 14-21 nusg;

—KJIaPUTPOMULIMH |5 MI/KI/CYyTKM BHYTPUBEHHO B TeueHue 14-21 nus;

—uedrprakcon S0-100 mr/kr/cyTku B TeueHue 14 nHex.

* B cirygae akTHBHOH repneTrH4YecKoi, IHTOMEraJoOBHpPYCcHOH, Imuteiina—bapp

BUPYCHOH nHpeKkumnn:

—anukiosup S—10 mr/kr/BBejieHre BHYTPUBEHHO KaXIble 8 4acoB, U

— TraHlMKIOBUD S MI/KI/BBEJIeHHe BHYTPUBEHHO Kaxble 12 yacoB B Teuenue 14-21

JTHSES

— YeJIoBeYeCKHii HOPMaIbHbBIA BHYTPUBEHHBIH MMMYHOIIIO0YIMH, coaepkatmil 1gG

0,2-0,5 r/kr/kypce.

« B cayyae TOTAIBHOIO CHWKEHHSi CHIBOPOTOYHOIO YpOBHs  BCeX

MMMYHOIJ100Y/IHHOB:

— YeJIOBeYECKUIT HOPMalTbHbIM BHYTPUBEHHbIH HMMYHOTTIOOYIHH, colepkaumii IgA,

IgG, IgM 2—8 mu/kr ¢ uHTepBasoM |1 Mec; eciii He JJOCTUTaeTCsl J0CTaTOUHbIA YPOBEHb

[gG, WK NPOUCXOIUT OBICTPOE €ro MOHWKEHHE, 103y MOKHO YBEJIHYUTh 10 16 MI/Kr

MITH COKPATUTh MHTEPBAJ MEXKTy BBEJICHUSIMH.

* B cayuae jieHKONEHHH W HEHTPONEHHH ¢ A0COIOTHBLIM YHCJIOM HeHTpodHI0B

menee 1,5x109/:

—  I'paHyJIOLMTAPHBIA  KOJIOHHeCTUMYNHpylomii  daxtop (punrpactum) 5-10

MKI/KI/CYTKH 3—5 JiHel (pu HeoOXOAMMOCTH — JIOfIbliie) MOAKOKHO 10 MOJHOM

HOpMAaJTU3ALIMK YKCIIa TeHKOLUTOB U HEHTPO(UIOB.

* B cayuae ¢eOpnabHOli HeillTponeHnu (HEHTPONEHHs, CONPOBOKIAOIIASICH

JIMXOPAAKOH):
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—  TPaHyJOLMTAPHBIN  KOJIOHHECTUMYJIMpYIolMi  (aktop (punrpactum) 5-10
MKI/KI/CYTKH  TIOJIKOXHO /10 TOJHOW HOpManM3aluMud 4Mciia  JICHKOLMTOB |
HEUTPOPUIIOB;

— ue@rpuakcod  50-100 MI/Kr/cyTKM  BHYTPUBEHHO [0  BOCCTaHOBIICHHS
JeHKOLMTApHON (GOPMYJIbI U TIPEKpPALLeHUsT TUXOPAIKH.

* B cayuae cencuea —aHTHOAKTepHA/IbHbIE Npenaparbl LWIHPOKOI0 CHEKTPa
JAeHCTBUA:

— nedrpuakcod 50—100 MI/Kr/cyTku + amMuKaluH 15 MI/KI/CYyTKH WM HETUIMULIMH S5—
7,5 MI/KI/CYTKH BHYTPUBEHHO.

Ipu nesghhexmusrnocmai:

—nmeporierem 1020 mr/Kr/kype BHYTPUBEHHO;

—uedornepaszoH + cynbbaktam 40—80 MI/KI/CyTKH BHYTPUBEHHO;

— YENOBeYeCKH HOpPMalIbHBIA BHYTPHBEHHBIH UMMYHOIIOOYIMH, coaepxaimi IgA,
IgM, IgG, 5 mn/kr B Teuenue 3 el noapsa. HeoOxommmocTs moBTOpHOIO Kypcea
3aBUCHUT OT KITMHUYECKOro TeueHust D0JIe3Hu.

* B ciyuae umHQEKUHH KOXKHBIX NMOKPOBOB H MOJAKOKHO-KHPOBOH K/I€TYATKH
(eI IHT):

—Ha0mo/IeH|e XUpypra;

—MeCTHas Tepanusi;

— aHTHOaKTepuabHbIe Tpernaparbl LMPOKOro CreKkTpa ACHCTBUS (aMOKCHLIAIIIMH,
1ieanocroputbl 3-1o U 4-ro NOKOJEHHS ).

* B cityuae nndexunn Mo4eBbIBOASILIMX MY TEH:

—O0aKTepHOIOrHYECKOe UCCIIeI0BAHUE MOYH;

—aHTHbaKTepranbHbIe Tpernaparsl;

— YPOCENTHKH.

* [Ipu ocTpoii HiIH 000CTPEHHH XPOHHYECKOH HHpeKuMu:

—uH(y3ur puTyKCcHMala He MPOBOISTCS;

—IIpoBeieHne HH(Y3UM He paHee YeM Yepe3 HEJIENHO MOCIIE BbI3I0POBIEHHUS.

Beoenue nauuenmos 6 amoyaamopHo-noauUKIUHUYECKUX YCT06UAX:
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Bejgenne nanyvenTa, no/ry4aniero HMMYHOIENPeCCaAHThI:

* OcMoTp BpauoM-peBMaTosiorom —I pa3 B Mec.

» KnuHuueckuil aHaim3 KpoBU (KOHUEHTPALMsi reMoryioOuMHa, YMC/0 SPUTPOLIMTOB,
TPOMOOLIMTOB, JIEHKOUMTOB, JedKouutapHas popmynia, COJ)—I1 pa3 B 2 Hex:

— [pPW CHWKEHWW YKCa JTeHKOIIMTOB, S)PUTPOLIMTOB, TPOMOOLIMTOB HUIKE HOPMbl —
KOHCYJIbTall1s PEeBMaToIora.

* AHnamu3 OMOXMMHYECKHX TMokazaTeneit (oOuwmii Oenok, OenkoBbie (paKiyy,
KOHLIEHTpALMsl ~ MOYEBMHbI,  KpearuHuHa,  OunupyOuHa,  Kanus,  HaTpus,
MOHU3MPOBAHHOIO KaJlbLIMsl, TPAHCAMUHA3, LIeiouHOH (ocdaraszbl) —I1 pas B 2 Hex:

— MPU [OBBILIEHWH YPOBHS MOHEBMHbBI, KpeaTWHWHA, TpaHcamuHas, OuIupyOMHa
BbIIIIE HOPMBbI

— HMMMYHO/IeNpeccaHTbl OTMEHUTh Ha S5—7 nHel. Bo300HOBUTL I1pueM Ipenapara
[10CJIE BOCCTAHOB/IEHUSI OMOXMMHUYECKHX NIoKa3aTeeH.

* AHanu3 MMMYHOJIOTHYECKHX rokasatened (koHuentpaums Ig A, M, G; CPb, PO,
aHTUHyKJIeapHoro ¢akrtopa [AH®], AT komruieMeHTa, aHTHTENa K JIByCIIUPA/IbHOM
JHK, AH®, P®, kapmuomununy, AT k B2-rmvkonporedHy [, BOIYaHOYHBIM
aHTHKOaryJstut) — | pas B 3 mec.

« Kiinnuueckuii anaius moun —1 pa3 B 2 Hel.

* OKI" Bcem getsim 1 pas B 3 mec.

* Y3U GprotuHoii nosocty, cepaua, noyek —I1 pas B 6 mec.

« [ImaroBas rocniuTanu3anus 2 pasa B rofl [UTsl MPOBECHHUs! TIOJHOro 00CIeI0BaHuUs |
TP HEOOXOIMMOCTH —KOPPEKIIMH Teparuu.

 BHernsiaHoBas rocruranu3aius B cayvyae 000cTpeHust 601e3HHU.

Benenne  naumenTa,  MOyyalomero  putykeumabé B amOyJaTopHO-
MOJHKIHHHYECKHX YCI0BHAX:

« OcmoTp BpauoM-pemaronorom —I pas B 14 axei.

» Knunuueckuit ananm3 kposu — | pa3 B 14 nHe# (reMoryioOuH, YKCII0 SpUTPOLIHTOB,
TPOMOOLIMTOB, JIEHKOLUMTOB, JielKoLmTapHas popmyna, COD).

* B ciyuae sieliKoreHnH ¥ HEWTPOIIEHUH ¢ a0COMIOTHBIM YHMCJIOM HEHTPO(UIOB MeHee

1,5x109/n:
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—  KOHCYJbTAlWsi B  CHELMATU3UPOBAHHOM  PEBMATOJOTMYECKOM  OT/ETICHUH,
WHULIMHPOBABLIEM TEPANUIO PUTYKCUMAOOM;

— BBEJICHME TIPaHyJIOLUTAPHOTO KOJOHHECTUMY.Mpyrowiero (akropa ((unrpactum)
5x10 MKI/Kr Macchl Tefia B CyTKH MOJKOXHO B TeueHue 3—5 JHekH, Npy HeoOXoAuMOCTH
A0JIbLLIE, /10 MOJTHOW HOPMATU3ALIMHK YHCIIA JIGHKOLIMTOB M HEUTPOPUIIOB.

* B ciyuae ¢peOpunbHOM HEHTPONEHUH:

— BBEJICHWE I'PaHyJIOLUTAPHOIO KOJOHHECTUMYIHPYIOLIEro (akropa ((puirpactum)
5— 10 MKr/Kr Macchbl Tena B CYTKH MOJIKOIKHO B TeUeHHe 3—5 JAHEeH, NPy HeoOX0IMMOCTH
J0J1b11I, 10 TIOJTHOW HOpMAaTH3allMK YUCa JTeMKOLIMTOB U HEUTPO(UIIOB;

— HasHaueHWe aHTUOAaKTepUalbHBLIX IpernaparoB LIUPOKOro CrEeKTpa ACHCTBHS s
MpeIOTBpAllIEHUs Pa3BUTHS HeHTporeHrueckoro cencuca (uedrpuakcon 50—100 mr/kr
BHYTPUMBIIIIEYHO UM BHYTPUBEHHO);

— CpOYHask rOCMUTAIM3ALMS B IETCKOE PEBMATONIONHYECKoe oT/lerieHne PenepanbHOro
LIeHTpa, UHULIMUPOBABILIEE TEPANHIO PUTYKCUMOOM;

~—TIPOITYCTUTH MIAHOBBIN [IPUEM UMMYHO/ICTIPECCAHTOB.

* B cayuae katapaibHbIX SBISHUH, JTMXOPAIKU:

—  KOHCY/bTaUMsi B  CHELMAIM3UPOBAHHOM  PEBMATOJIOIMYECKOM  OTIIE/ICHHUH,
MHUALMMPOBABLLIEM TEPANUIO PUTYKCUMAOOM;

— KOMIBIOTepHass ToMorpadus Jerkux [Ais MCKIHOYeHUsl HMHTEePCTULMAITbHOM
(aTunmyYHOIM) NMHEBMOHKMHU (Ha paHHeM JTare NpoTeKaeT, KaK 1paBuIo, 6ecCUMITOMHO,
C MOC/EAYIOUIMM Pa3BUTHEM [IbIXaTeIbHOM HE0CTaTOUYHOCTH );

— Ha3Ha4yeHue KOTpUMakKcosolna + TpuMerornpuma 15 MI/Kr/cyTkd, KIapuTpoMULMHA
15 mr/kr/cyTku, uedrpuakcona 50—100 Mr/Kr BHYTPUMBILLIEYHO WITH BHYTPHMBEHHO,
—IPOMYCTUTH MIAHOBbIM NPUEM UMMYHO/IEIPECCAHTOR;

— CpOYHasl rOCIUTAIN3ALIMS B IETCKOE peBMaTonornyeckoe otaeneHue deaepanbHoro
LEHTPa, THULIMMPOBABLIIEE TEPANUI0 PUTYKCUMAOOM.

* AHanu3z OMOXMMHMYECKMX ToKazarened (oOumili 6enok, OenkoBble (DpaKLUH,
KOHLEHTpaliMss ~ MOYEBMHbI,  KpeaTuHWHa,  OunupyOuHa,  Kanusi,  HaTpus,

MOHHU3UPOBAHHOIO KallbllKsl, TPAHCAMUHA3, [IeTI0uHOoM docdarasbl) —I pa3s B 2 Hex;
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— TpW TIOBBILIGHUH YPOBHSI MOYEBWHBI, KpeaTWHWHA, TpaHCaMHHA3, OWIMpyOMHa
BbILLIE HOPMBI [TPOITYCTUTH [TPUEM HMMYHO/IETTPECCAHTOB;

—  KOHCYJIbTallMsi B  ClELMAIW3UPOBAaHHOM  PEBMATOJOrMYECKOM  OTECNICHHUM,
MHULIMMPOBABILEM TEparuo PUTYKCHMabOM;

—TIPOITYCTUTB MJIaHOBBIN MPHEM UMMYHOIEPECCAHTOB;

—  BO30DHOBIIGHME TIpUEMa  HMMMYHOJENPECCAHTOB  [10C/ie  BOCCTAHORJICHUS
remMaToNIOrHYeCcKUX MoKa3aTeneH.

* AHajM3 MMMYHOIIOIMUYECKUX Tokasareneil (konuentpauus Ig A, M, G; CPb, PO,
AH®) — 1 pa3 B 3 mec.

» KinuHuueckuil aHanus Mmouu —1 pas B 2 Hea.

* DKI"—1 pa3 B 3 mec.

* Y3U Opro1inoii nonocTH, cepiua, noyek —I1 pa3s B 6 mec.

* [InanoBas rocnuTanusaums 2 pasza B rojl JUlsl IPOBEJICHUs MOJHOI0 00C/IE10BaHUs 1
MPU HEOOXOIUMOCTH —KOPPEKIIHH TePariH.

* BrenyianoBas rocnuranuialus B cirydae 000cTpeHus 0one3H .

Beoerue écex nayueHmog ¢ cucmemHol KpacHou 6014aHKOU:

* Beem netsim odopmitieHne crartyca «peOGeHOK-HHBATUI.

* O0yueHue Ha JIOMY [10Ka3aHo:

—netsm ¢ CKB, nomyyatomium ['UBI.

* Bo Bpems roceleHust 1IKOJIbl He NOKa3aHbl 3aHATHs (PU3KYIbTYpOl B 00LIel rpymme.
» 3auatus JIOK B cragum pemuccud OON€3HM €O CHELMATHCTOM, 3HAKOMBIM C
0COOCHHOCTSAMH MaTOJIOTUH.

» [IpoTuBonokasaHb!:

—BaKIMHALUS,

—BBeJICHUE raMMarsio0yJsmHa;

—HWHCOJIsIIMs (MpeObIBaHKe Ha COITHIIE);

—CMeHa KJIMMaTa;

—repeoXJIak/IeHHe (B TOM YHCIIe KylaHie B BOJOeMax);

—CI)HBHLIQCKMG H MCUXUYECKHE TPaBMbI;
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—KOHTaKTh! C JOMAlIHUMH JKHBOTHBIMH;
—JIeYeHHe UMMYHOMOIYJIATOpPAMM B CJy4dae pa3BUTHS OCTPOM  PeCIMpaTopHO#
HHDEKIUHN.

[lpoduraxruka
lMepeuunas npoduiaakTuka He paspaborana, nockonbky ostuonorus CKB
OKOHYaTeJIbHO HE YCTaHOBJICHA.
Bropuynas npoduiakTHka BKIIIOYAaeT KOMIUIEKC MEPONPUSATHH, HAlIPABJIEHHBIX Ha
Ipe0TBpallieHne pelu/IMBOB 3a00IeBaHus:
* IMCIIaHcepHOe HAOMOIeHHE;
* JUIMTEJIbHOE MPOBEIEHUE [MOJVIEPKUBAIOLLIEH Teparuy, pa3paboTaHHOW C y4eToM
WH/IMBUIyaIbHBIX OCOOEHHOCTEN MallMeHTa ¥ BapuaHTa Oones3Hu;
* MOCTOSIHHBIN KOHTPOIbL 6@30MacHOCTH NPOBOMMOTO JIEYEHUS! ¥ TIPU HEOOXOIMMOCTH
€ro KOppeKLHs;
* obecrieueHne OXPAHUTENBLHOIO PEKUMa (OrpaHUueHHE TCHXO-MOLMOHAIIBLHBIX 1
(GusHUecKkux Harpysok, npu HeoOXoauMocTH oOydeHHe JeTed Ha oMy, [OCEIIeHHe
IIKOJIbI  JIMIIb  TIPA  TIOMYYEHUM CTOMKOW  KJIMHUKO-1a00paTopHOl  PEMHCCHH,
OrpaHMyeHHe KOHTAKTOB JUISi YMEHBIIEHUSl pHCKAa pPa3BUTUA HHQEKIIMOHHBIX
3a00/1eBaHmii);
* [pefoXpaHeHWe OT MHCOMSMHM U npumeHenns Y@®O  (vcnoss3oBaHKe
COJIHLE3ALMTHBIX KPEMOB, HOLIEHME OJEXK/bl, MAaKCUMAIbHO 3aKPbIBAIOLIEH KOXY,
rOJIOBHBIX YOOPOB C MOJSMH, OTKa3 OT IO€3[0K B PErdOHbl C BBICOKMM YPOBHEM
WHCOJISALIMHA );
* MHIAMBH/YaIbHbIA MOAXO/ K BaKLMHALMM (BaKLMHALMA JIETEH MOXKET MPOBOAMUTHCH
TOJILKO B MEPUOJL MOJHON PEMUCCHU 3a00JIeBaHuMs, TIPH JUTUTEIHLHOM €€ COXPaHEeHHH 110
UHIUBHyalIbHOMY rpaduKy); BBEIEHHE ramMma-TIO0y/IMHA OCYILECTBIISIETCS TONIBKO

TpH abCOJTIOTHBIX TTOKA3aHUSIX.

HUexoast u nporyos
Teuenune GonesHn 0ObIMHO BOIHOOOpA3HOE, C YepeoBaHUeM MEepPHOI0B 000CTPEHUH 1

pemuccuii. B uenom CKB y jerelt otiimyaercs 0osiee OCTpbIM HA4YalloM W TEYEHHEM,
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Oonee panHel U OypHO# reHepaiusalleid U MeHee OJaroONpPUSITHBIM UCXOIOM, YeM Y
B3POCITBIX.

Ilpy paHHeM YCTAHOBJEHWM JMArHO3a W JUTUTENIBHOM  JIEYEHWH  S-JICTHSS
BebKHBaemocTh 0osibHbIX CKB cocrasmsier 95—100%, 10-netHss — donee 80%.
[poruoctyeckn HebnaronpusTHbie (aKTOPbl: MYKCKOH T10J1; Hayalo 3a00eBaHus B
Bo3pacte 10 20 jeT; HedpUT B reGroTe 3aboneBanus; AU Y3HbIH MpomidepaTuBHbIN
Heppur (IV knace); arpodust kaHanblieB B Ouonrarax; CHUKEHHE KIMpeHCa
KpeaTWHHHA; BbIABICHHE (UOPUHOMIHOIO HEKPO3a; MHTEPCTHLMATbHBIM (UbpO3;
aprepuaibHas runeprensus; Beicokue THTphl AT x JIHK v Huskas konuentpauus C3;
HalW4YMe BOJYAHOYHOTO AHTUKOAryJIsHTA, KpPHOIIOOYTHHEMUM; [PUCOeJMHEHHE
unbekuun; nopakenue [IHC; snaumtensHoe nosbinenue wunaekca SLICC/ACR

Damage Index ¢ 1-ro no 3-i# roast 60se3nu; TpoMO03.

3akiouenme
[IpoGriema paHHel AMAarHOCTMKKA CHCTEMHOH KpacHOW BOJMAHKH Y JeTed OCTaeTcs
aKTyaJlbHOHM JI0 HACTOSALLErO BPEMEHH, MOCKONIbKY, OT CBOEBPEMEHHOI'0 PACIIO3HABAHUS
CKB 3aBucaT ycnex JajibHeiiero jevyeHuss W nporHo3 3abosesanusi. Hepenakxo Ha
panHux sranax CKB nporekaer B BUje paziMyHbIX KIMHUYECKMX MAacoK W JIETH
MOCTYIAIOT B COMaTM4YeCKWe WM WH(DEKUMOHHBIE OTIENeHUs C  pasHbIMH
MpeanonaraéMbIMi  JIMarHO3aMM  FeMOppParM¥eckoro  BACKYJIMTa,  OCTPOro
rnomepynonedpura, (oronepmaruta u ap. CKB sBisercs MHBaIMAMZUPYIOLIMM
3a00JIeBaHUEM C MOPaKEHHEM MHOIMX OpraHOB M CHCTeM (MoueK, cep/lla, HepBHOW
CUCTeMbl, JIETKMX, CYCTABOB), TPHBOASLUIMM K CTOMKUM (PyHKUMOHAIBHBIM M
OpPraHMYeCKMM HapyLIEHWSIM, B TIEPBYIO Ouepelb K Ppa3BUTHIO CEpAEYHON
HEJIOCTATOYHOCTH W XPOHUYECKOW MOYeUHOM HEeAOCTaTOYHOCTH, M  TpedyroluM

MOCTOSHHOM Da3MCHON UMMYHOCYPECCUBHOM Teparum.
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