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DedmHnumna n obwm xapakTepucTuKkn

CuctemHuaT nynyc eputematodyc (CJIE) e XxpOHUYHO, aBTOUMYHHO, MYNTUCUCTEMHO
3abonsBaHe Ha cbeguHuTenHaTa TbkaH. CJIE 3acara no-4ecto XeHCKMAT non
(CbOTHOLLEHNETO XEeHU:MbXe e npubnuautenHo 9:1), ¢ nuk Ha 3aboneBaemocT
mexay 20 n 40 roguiHa Bb3pacT.

OueHkaTa Ha 6oneH cbce CJIE BKknrouBa crnegHUTe neT OCHOBHMU CTHLNKU:

1.

5.

1.

lMocTaBsHe Ha guarHo3a — obuwionpueTn ca KnacuguUKaunoHHUTE KpUTEPUN Ha
American College of Rheumatology (ACR), 1982 r., moanduumpaxu npes 1997 r.

OueHka Ha cTeneHTa M BMOa Ha 3acsaraHe Ha pasnuYyHUTE OpraHuM U CUCTEMU —
ctagupaHe Ha 6onectta — SLICC/ACR Damage Index..

OueHKa Ha akTMBHOCTTA — Cb3[afAEeHM Ca pPasfMYHN UHOEKCK 3a aKTMBHOCT, KaTo
Han-pa3nNPOCTpPaHEeH M OOCTbMNEH 3a MPUMOXKEHME B KIMHMYHATA MpakTMka €
T.Hap. SLEDAI (Systemic Lupus Erythematosus Disease Index).

MpeueHKa Ha BeposiTHaTa NporHo3a Ha GonecTTa M TexecTTa U — U3nonsseaT ce
MPOrHOCTUYHWN TaBNULN.

N36op Ha Tepanus.

AWATHO3A HA CJIE

MpeaBna MHOroobpasveTo Ha KIMHUYHATa CcuMnToMatvka 3a MocTaBsiHe Ha
anarHo3ata CJIE Tpsibea ga nma nposiBeHu noHe 4 ot 11 kputepumn (ACR, 1997),
npeacraBeHn Ha Tabn. 1.

Ta6n. 1. KnacudpmkaumoHHm kputepum Ha ACR (1982 roa.) 3a cuctemeH nynyc
epuTemartosyc.

1. “MNenepynoobpasen” eputem

2. OuckouaHu nesnn

3. POTOYYBCTBUTESTHOCT

4. Ynuepauum B ycTHaTa KyxuHa

5. HeeposunBeH apTput/ApTpanrum

6. Cepo3untu
=  [neBuT nnnm
= nepuKkapauT

7. Hedpput
* nepcucTupalta npotemHypua = 0.5g/1/24 h
" UUIMHAOPYPUS — KNETBYHU U/NNN ePUTPOLINTHM

8. Hesponynyc
* enunenngopmMeHn npmnagbum
=  fcuxosa

9. KpbBHa TbKaH




=  XemonutunyHa aHemusa < 8.59% Hb
» JleBkoneHuns < 3000mm?3

*  JlumcponeHus < 1500mm?3

* TpomGountonexHusa < 100 000mm?

10. IMyHOSOrMYHN OTKITOHEHUS
= anti-dsDNA
* anti- Sm
= aHTMdocdoNunNUaHN aHTuTena

11. AHTUHYKNeapHW aHTuTena

ANA — antinuclear antibodies; anti-dsDNA — anti-double stranded DNA antibodies
Mpe3 2012 r. ce npegnarat T.Hap. SLICC kputepumn 3a CJIE (Systemic Lupus
International Collaborating Clinics), KkouTo BKMoYBaT ABE [PYyNU  KpUTEPUM,

CbOTBETHO: KIMUHUYHU N UMYHOSTOTMYHU KpuTepum (Tabn. 2).

Tabn. 2. SLICC (Systemic Lupus International Collaborating Clinics)
Kputepun, 2012 r.

KnuHn4HM KpuTepun

1. Octbp/logocTbp KOXEH nynyc
2. XpOHMYEH KOXEH nynyc
3. ¥Ynuepauuu B HOCHa U/unun ycTHa KyxuHa
4, Anoneuwus
5. CuHOBMT = 2 cTaBuM unu 6onka B = 2 cTaBu, NpuapyxeHa CbC CyTpellHa
ckoBaHocT = 30
MUHYTMW.

Ceposut
BEbbpeyHo aHraxupaHe

a. npotenHypua > 500mg/24h

b. epuTpoUNTHM LUMNNHAPK
8. HeBponornyHu nposieu

a. MNCUX03W, MHOXECTBEH MOHOHEBPUT, MUENUT, nepudepHa unu

N o

KpaHuanHa
b. HeBponaTus, ocTbp Nepmnoa Ha oObpKBaHe.
9. XemMonuTU4yHa aHeMus
10. JleBkonenus < 4000/mm3 noHe BeaHBbX MM numdonenna < 1000/mm?3 noHe
BEeAHDBX
11. TpombouutoneHus < 100 000/mm? NnoHe BEOHBX.

MMyHO.ﬂOFM‘-IHVI Kputepuun

1. ANA - CTOMHOCT Haj pedepeHTHaTa rpaHuiua 3a cboTBeHaTta nabopaTtopus.
2. Anti-dsDNA aHTuTMNa - CTOMHOCT Hag pedepeHTHaTa rpaHuua; npu ELISA
MeTo 2X Haj pedyepaHTHaTa rpaHuua.
3. Anti-Sm aHTUTENA
4. AHTUdochonmnugHn AT — HAKOU OT cregHuTe:
a. LAC
b. danwueo nonoxuteneH RPR Tect
c. ACL (lgG, IgM, IgA) - B yMepeH unu BUCOK TUTBP
d. Anti-b2 glycoprotein (IgG, IgM, IgA)
5. HUCBbK KOMNNEeMEHT
a. Hucbk C3




b. Hucbk C4
C. Hucbk CH50
6. lMonoxuTteneH aupekteH TecT Ha Coombs, 6e3 ycTaHOBEHa XeMONUTUYHA
aHemMud.

LAC — lupus anticoagulant; ACL — anticardiolipi antibodies; RPR — rapid plasma reagin
Heobxoanmu ca Han-manko 4 Kputepuu, ot Konto noHe 1 Tpsabea ga 6bAE KNUHUYEH
M NoHe 1 — 4a € UMYHOSTOTNYEH.

*CuynTta ce, Ye HanMMUMETo Ha nynyceH HedpuUT KaTo CaMOCTOATENeH KIMHUYeH
Kputepun npu nosntusmpaHe Ha ANA wmnu a-dsDNA e goctatbyHO ycroBue 3a
nocrtassiHe Ha gnarHo3a CJIE.

2. KMMHNYHA KAPTUHA

CIE ce xapakTtepusnpa ¢ U3KIYUTESNHO pasHoobpasne B KITIMHUYHOTO NpOTUYaHe.

1. MposiBn oT cTpaHa Ha ONOpPHO-ABUraTesieH anapar:
e ApTpanruu; apTpuT; aCENTUYHN HEKPO3M; TEHOCUHOBUTK C bopMmmpaHe Ha M-
nNpbCT M NpbCT TMN ,nebegosa wuns”
e ApTpUTbT MO NPaBUIIO € CUMETPUYEH, ANCTanNeH; paako epo3meH (10-30%)
oT 6onHuTe
e Pgagka kbcCcHa nocneguvua € T.Hap. ,peBmMatM3bM Ha Jaccoud”, KOWTO
npeacTaBnsBa ynHapHa AeBuMaums Ha NpPbCTUTE Ha pbueTe Npu nunca Ha
€epo3un B cTaBuTe
e Ocrteonopos3ata ce sBsfiBAa KbCHO B Xxoga Ha bonectta M Hamn-4yecto e
KOpPTMKOCTEPOUA-UHOYUMpPaHa
e  Mwuosnt/muanrnm
o  OdunbpommanrmyeH CUHOPOM.
2. NopaxeHuns Ha KOXa U BUAUMM NUraBuLM (3aedHO C NopakeHusTa Ha OMNOpHO-
ABUraTenHua anapart ce cpeliaT Han-4ecTo M Han-4ecTo ce AEeMOHCTpupaT KaTo
NMbpBU NPOsiBM HA GonecTtTa):
CneuundunyHn KoxxHM nesumn npu Lupus erythematosus (LE):
o  OcCTpu KOXHM Nne3nmn
,nenepygoobpaseH” obpus unm “malar rash”
- reHepanuaupaH eputem
e [logocTpu KOXHU nesum
- aHyNnapHW/MOLMKITUYHN Ne3nmn
- nanynockamo3seH (ncopuasmncopmeH) obpme
e XPOHUYHU KOXHU Nesnmn
- nokanwusumpaH guckougeH LE
- OncemMunHupaH guckoungeH LE
- xunepTtpoduyeH (BepykoseH) LE
- lupus profundus
- lupus timidus
- chilblains lupus
HecneunduyHu KoxxHu nesun npu Lupus erythematosus:
o KoXHKM cboBM NposiBu
- BacKynut




- Backynonatus — livedo reticularis, Raynaud dpeHoMeH, TpombodnebuT,
NepuyHreanHu TeneaHrnekTasum
e Anoneuus
¢ KanuuHo3a
e LE-HecneundunyHu 6ynosHu nesunmn — dynoseH LE
o [lpyrn HecneunduyHM KOXXHU NPOosiBU.
3. MposiBM OT cTpaHa Ha AuxaTeriHa cuctema. Kato Hamn-yecTn nposiBu ce
onpefensat MnAeBpuUT M MAOCKOCTHW  aTenekrtasyW, KaTto Han-onacHu U
XmBoTo3acTpawasawmy — 6GenogpobeH BacKkynuT, C pasBUTME Ha anBeonapHu
xemoparuu, Tpomb03u; NyfIMOHNUT; OCTbP pecnMpaTtopeH AUCTPEeC CUHLPOM.
Benoapo6Hu nposBU, pesynTtaTt oT MHAYLUUpPaH aBTOMMYHeH oTtroBop npu CJIE:
e [lnepBut c unn 6e3 nanme
e [lnockocTHM aTenekTasu
OcTbp nynyc nynMoHUT
AndparmeHa ancyHkKums
AnBeonapHa xemoparus npu Backynut
lMynMoHanHa apTepuanHa XmnepToHus
OcTbp pecnmpaTtopeH guctpec cuHgpom (ARDS)
e [lndpysHa nHtepctuumanHa denogpobHa punbposa
Benoapo6Hu ycnoxHeHus npu 6onHn cbe CIIE
e WNHdekumn - BakTepmanHu, BUPYCHU, MUKOTUYHN
e bengpobeH TpombemboNn3bLM
e benogpobeH OTOK, ypemunyeH npu 6BLOpPEYHO aHraxupaHe (pas3BuTue Ha
6bOpeyYHa HeAOCTaTbYHOCT) M OCTpa CbpAeYHa HEAOCTATbYHOCT.
4. NMposBM OT CTpaHa Ha CbpPAEYHO-CHAOBA CUCTEMA — TUMNWYEH € NYNyCHUSA
KapauT.
e JlynyceH kapauT c unn 6e3 NposiBu Ha CbpAevHa HeJOCTaTbYHOCT:
- Enpokapaut TmMn Libman-Sacks (BanBynuT, psiako ce passuBaT
nopowm);
- Mwuokapgur;
- [llepuvkapant — nMma NpexodeH xapaktep, psgako BOAM A0 cCpacTBaHWUSA
nnNu TamnoHaaa;
- Backynut Ha cbgoBeTe Ha CbpLeTO (KOPOHapUT).
e Backynut — nannupyema nypnypa; livedo reticularis; nepuyHrsanHu nesuu;
NaHUKYNUT; HEKPOTUYHM ne3un; dnebotpombosa; cnHgpom Ha Raynaud.
e ApTepuanHa XxunepToHusA, YECTO CBbp3aHa c rnomepyroHecdput (MH)
e BpopaeHu cbpaeyvyHu nopoum, passMBalLM NpU Aeua poaeHU OT ManKu CbC
CIE v nonoxutenHn antn-Ro (SSa); antu-La (SSb) antutena.
5. NlynyceH HedpuT (JTH) — TOoBa e eguHcTBeHaTa nposisa Ha CJIE, HanuumneTo Ha
KOATO CaMO MOCTaBsd AuarHosdarta npu Hanudme Ha nonoxuternHn ANA > 1:160 vnn
nonoXntenHu aHtn-dsDNA aHTutena

Knacudmkauma Ha JIH cnopepn International Society of Nephrology/Renal
Pathology Society (ISN/RPS), 2003 roa.:

Knac |: HopmanHa nnm MmHumanHa Haxogka

Knac Il: MesaHreanHonponudgepatnseH JIH

Knac Ill: OrvnwHo nponudpepatmeeH JIH (< 50% yBpeneHu rmomepynm)

Knac IV: dndysHo nponndepaTtuseH J1H



Knac V: MembpaHoseH J1H
Knac VI: Ckneposupary JIH (> 90% oT rnomepynunte ca CKNepoTUYHO NPOMEHEHN)

B wwupokata npakTMka Han-4ecto ce cpewart cmeceHute dopmm Ha JIH.
TepaneBTUYHMAT NOAXOO 3aBUCKM OT KIAMHWYHATaA KapTUHa Ha Hedputa U OT
BuoncmyHata Haxogka. 3aToBa nMyHKUMOHHaTa ObpevHa ©Owvoncus (MBB) e
3a4bipKUMTENHA Npu NnepcucTupala npotemHypus Hag 0.5 g/l.

6. NMposiBu oT cTpaHa Ha HepBHa cuctema. Hapep ¢ enunenTMdopMeHNTe rpyoBe
N ncmxosarta, KOUTO ca KpuTepumn 3a guarHosa npu CJIE, ce HabniogaBa 3HaunTENHO
pasHoobpasne OT HEBPOSOTNYHM NPOSBY:
e JlynycHo rnaso6onue
lMcuxosa
EnunentndopmeHn ropyose
YBpexaaHe Ha YepernHoOMO3bYHU HEPBU
MepudepHa HeBponaTus
Mo3bYHOCHO0BU MHUNOEHTU
Mapanuaun, napesu
CeTuBHU HapyLLUeHNs
TpaHcBep3aneH Muenut
AcenTuyeH MEeHUHINT
NceBOooTYMOpP HA MO3bka
KopoBa aTpogus
HapylweHusa B koopamHaumsaTa
JTakyHapHU MHapKTH
“Organic brain syndrome”

OnucaHuTe NposiBM YecTo ce cpewat B KombuHauus. OBMKHOBEHO Te ca M3pa3 Ha
BackynuT (uepebpoBackynuT) uMnmM Backynonatuss M ca ©Oener 3a akTUBHOCT Ha
bonectta. lNoBnuaBat ce OGnaronpuMsiTHO OT NEeYeHMeTo M B ronsma 4acT ca
obpatumm.



7. XemaTonorMyHu nNpoOsIBU — cCref Koxata W OrnopHO-ABUraTenHus anapar,
KpbBHaATa ThKaH € TpeTaTa CUCTEMA C aHraXXupaHe olle B Hadanoto Ha 6onecTTa:
e AHemus — HB < 85¢g/l — ¢ xemonuTuyHa reHesa (NONOXUTeNeH AUPEKTEH
n/vwnu nHampekteH Tect Ha Coombs) n/unu aHemust B xoga Ha XPOHUYHUSA
Bb3nanutesieH OTroBop;
e JleBkoneHus — Leu < 4000/mm3 nnu < 3000/mm3;
e JlumdponeHusa - Lym < 1500/mm3 munum < 1000/mm3;
e TpombGouutoneHus — Plt < 100000/mm3.
LinToneHnnte ca aBTOMMYHHU U Ce ObSbKaT Ha epuTpo-, JIEBKO- U TPOMBOUUTHU
aHTuTena. bonHuTe c apTpuT, KOXHN NPOSIBU 1 NEBKONEHUs ca cycnektHn ca CJIE.
8. MposiBM OT cTpaHa Ha racTpo-UHTECTUHANHUA TPAKT — Te ca pPeaKn 1 3a TaX ce
Mucnv npu Hanudmne Ha CJ1E ¢ BackynuT, n kopeMHa 6orsika.
9. MpoaBM OT cTpaHa Ha peTUKYIo-eHAOTeNIHaTa cMcrema

o JlumdageHomeranua

YMepeHa XenartocnneHomMeranuma, Bb3MOXHO € Harnm4ne Ha XmnepcriyieHN3bM.

3a oueHka Ha cTeneHTa Ha nopaxeHune ce manonsea SLICC/ACR Damage Index
(Tabn. 3)
SLICC/ACR DAMAGE INDEX

Tabn. 3. Systemic Lupus International Collaborating Clinics/American College of
Rheumatology Damage Index

MMyHKT Ckop
(makc.)

Ou4HM (BCSIKO OT 04UTE, NOCPEACTBOM KITMHUYHO n3cnensaHe)
Katapakrta 1
PeTuHanHa yBpeaa usnu atpodua Ha 3puUTEnHUs HepB 1
HeBponcnxmyHu
KorHutuBHa yBpeaa (T.e. nameToB AeduunT, 3aTpyAHEHUS MPU Kankynupaxe, 1
HapyLlleHa KOHUEeHTpauus, 3aTpygHEHWs B FOBOpHaTa MU NnucMeHaTta peu,
HapyLLIEHO HMBO Ha e(PEeKTUBHOCT/MPOM3BOANTENHOCT) UMW 3HAaYMMa Ncuxosa
MbpuoBe, nsnckealmMTepanmsasa 6 meceua 1




MoO3b4YHO-CHAO0B MHUMAOEHT, KOraTo 1 Aa €

KpaHvnanHa unu nepudepHa HeBponaTtus (C U3KNIOYEHMEe Ha ONTU4YHa)
TpaHcBep3aneH Mnenut

Bb6peyHm

M3uncneH nnu namepeH pasmep Ha rnomepynHa dountpaumnsa < 50%
MpoTtenHypus 23.5 r/24 yaca

unu

TepmunHanHo 6b6peyHo 3abonsaBaHe (He3aBMCUMO OT AManuaa unu
TpaHcnnaHTauus)

Benoapo6Hu

lMynmMoHanHa xunepToHns (NPOMUHUPaHEe Ha AECHUSI BEHTPUKYIT, UIK
aKueHTympaH P2

MynmoHanHa cdombpo3sa (husnkanHo nscnensaHe n peHTreHorpadms)
BbenoagpobHa uuposa (peHTreHorpadus)

dunbposa Ha nneBparta (peHTreHorpadus)

BenogpobeH nHdapkT (peHTreHorpadums)

KapanoBackynapHu

AHIrMHa usiu KopoHapeH bavnac

MwvokapaeH nHgapkT, Korato 1 ga e (ckop 2 ako >1)
Kapguomuonatus (BeHTpUKyHa AUCYHKLUSA)

KnanHo 3abonseaHe (guacTomneH LWym UM CUCToneH wym >3/6)
MepukapanT C NpoaBbIMKUTENHOCT 6 Meceua, usu NepukapaeKkToMmns
MepudepeH Backynut

Knayavkauuo ¢ npoabmxUTenHocT 6 meceua

MuHumanHa 3aryba Ha TbkaH (NynnHO NPOCTPaHCTBO)

3HaunTenHa 3aryba Ha TbKaH, koraTo u fa e (7.e. 3aryba Ha NpbCT UK KPanHUK)
(ckop 2 ako >1 MACTO)

BeHos3Ha TpomG03a ¢ 0TOK, ynuepauus uiu BeHocTasa

FacTponHTeCTUHANHU

1(2)

1(2)

1(2)




WHapKT nnn pesekums Ha 4epBO No4 AyOoAeHyMa, cneskarta, YpHusa gpob, nnu 1(2)
XNbYHUSE MEXYpP, KOraTo 1 Aa e, No KakBaTo U Aa e npuynHa (ckop 2 ako e >1
MSACTO)
MeseHTepmanHa HegoCTaTbyYHOCT 1
XPOHUYEH NEPUTOHUT 1
CTpukTypa nnmn xmpypryHa UHTEPBEHLNSI HA TOPHUS raCTPOMHTECTUHANEH TPakT, 1
koraToun ga e
MyckynockeneTHu
MyckynHa aTpodums nnm cnaboct 1
Hedopmupall, nnn epo3nBeH apTpuT (BKITOYUTENHO peayumpyemm gedopmanmu, 1
C U3KNIOYEeHMe Ha aBacKyrapHa Hekpo3a)

1
OcTteonopo3sa ¢ pakTypa UM Konanc Ha npeLusieHHo TAno (C U3KNtoYeHne Ha
aBackKynapHa Hekpo3a)

1(2)

ABackynapHa Hekpo3sa (ckop 2 >1)

1
Octeomuenur
KoxxHu

1
XpOHMYHa anoneuuns ¢ UmMKaTpukcn

1
OOLWNPHO LMKaTpm3MpaHe Ha NaHHMKYyMa U3BbH ckanna v nynnHoTo
NpoCTpaHcTBa
KoxHa ynuepauums (c nsknioyeHne Ha Tpombo3a) 3a >6 meceua 1
MpexaeBpemMeHHa roHagHa He4oCTaTbYHOCT 1
Anabet (He3aBMCKMMO OT feYeHNEeTO) 1
ManurHeHo 3abonsiBaHe (C U3KNIOYEHNE Ha AUcnnasms) — ckop 2 ako >1 MACTO) 1(2)

Bb3MoXeH MakcuMym Ha TOTanHus ckop: 46 TOYKM.

NeduHnums Ha yBpepa (HeoGpaTuma npoOMsiHA, HE CBbp3aHa C aKTUMBHO
Bb3naneHve) Bb3HMKBaLLa Cre Ha4yanoTo Ha fynyca, ycTaHOoBeHa Ype3 KIMMHUYHO
n3crnegBaHe M HanuyHa 3a nepuof OT noHe 6 mMeceua, OCBEH ako HE € MOCOYEHO
apyro. MNoBTOpHM enu3oam o3HavaBa npen MHTepBan noHe 6 Meceua, 3a Aa ce gage
ckop 2. EQHa v cblya neansa He MoXe Aa ce oTYMTa ABa NbTy.

10. AuTudocdonunuaeH cuHapom (antiphospholipid syndrome - APS) -




APS e aBTOMMYHHO, MYyNTUCUTEMHO 3abonsBaHe, XxapakTepusampawo ce C
TPOMOOLMTONEHUS, BEHO3HWN U/UNN apTepuantdn TpoMb03n, NaToNorMyHo NpoTu4aHe
Ha OpeMeHHOCTTa Npu XeHU (Npeeknamncusi, eknamncus, CnoHTaHHW abopTtu) u
HanuuMe Ha XeTeporeHHa rpyna aHtuTena — aHtudgocdonunuaHm aHtutena. B
npoueca Ha TpomboobpasyBaHeTo npu APS B3umatr y4dacTue pasfivyHu
naToreHeTUYHN MexXaHn3Mn, KaTo ce NoBnnsiBaT eCTECTBEHUTE aHTUKOarynaHTu u ce
cTMMyInupa npokoarynaHTeH deHoTUN. KntoyoBa pons nrpasat
aHTudoconunuannte aHtutena (aPL). Te genctBaT OAUPEKTHO Ha eCTeCTBEHUTE
aHTUKoarynaHTu, KkaTo HapywasaT usmMonormyHaTa uM ponsd, nosnusasaT
TpombouuT-3aBucMmata ¢asa Ha KoarynaunoHHaTa Kackaga.
B noseueTo cny4van, APS ce acoummpa ¢ gpyro aBToMMyHHO 3abonsBaHe, Han-4ecTo
CJIE, Toraea ce knacuduumpa, kato sTopudeH APS (SAPS). Mo — psiako courypupa,
KaTo camocTodATenHo 3abonsiaHe - nbpBuyeH APS (pAPS). B nocnegHute rognHu
ce OTXBbpnia pasgerneHmeTo Ha APS Ha nbpBMYEH U BTOPUYEH Mopaan nuncaTa Ha
naToOreHeTUYHN pasnuynsa Mexay Tax.
Kputepuu 3a knacudwmuumpaHe Ha aHTucdpocchonunuaeH cuHgpom (Sapporo,
1999 ropa.; updated Syndey, 2006 roga.)

1. KrvHWYHKM KpUTEpUU

e (Cndosu mpombosu

- EAvH vnu noBeye enu3oga Ha apTepuarnHa, BeHO3Ha W/UnnM Marko
CcbaoBa Tpomb03a, B KOSITO U A € TbKaH UInu opraH.

- TpombosaTta TpssbBa ga Obae gokasaHa C OOGEKTMBEH Banuauaupad
MeTod WNN XMUCTonornyHo. MNpu XuctonormyHo gokasBaHe TpsibBa ga
Obae M3KNYHEHA BCSAKakBa BEPOSTHOCT 3a Bb3nanuTeneH npouec B
cbaoBarta CTeHa.

e [lamonoau4yHo npomu4yaHe Ha bpemeHHocmma

- EanH vnn noseye cnoHTaHHu abopTtun cneg 10 r.c. npy MopdonornyHo
3gpaB nnog, kato ToBa TpsbBa ga 6bae OOKYMEHTMpaHO 4pes
exorpadusa nnn QUPeKTHO nacrnenBaHe Ha nnoaa.

- EgHo nnn noeeve paxgaHus Ha MopdonorMyHo 3gpas nnod npean 34
r.c. nopaan npe — eknamncud, JOKyMeHTUpaHa no npueTuTe Kputepum

3a nnaueHTapHavHcyuUneHUms.
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- Tpw unn noseye cnoHTaHHW abopta npean 10 r.c. Npy MU3KNKYBaHE Ha
BCAKakBa MaWyMHa aHaTOMUYHA, XOpPMOHanHa W XPOMO3OMHa
naTonoruns.

2. JlaBopaTopHu KpuTEpUM

e JlynyCHM aHTUKOArynaHTW YCTaHOBEHM [Ba WM MnoBeye MbTU npes
nocnegHute 12 cegmuuM, wu3cnegBaHn — cnopeq  ravgniaHa  Ha
MexayHapoaHoTo [pyxecTtBo no Tpombo3a n XemocTasa.

e AHTuKapguonunuHoBu aHtutena IgG, IgM vnu 1 gBaTta B CpeHO BUCOKU U
BMCOKM TUTPW MOHE [Ba NbTW 3a nocnegHute 12 cegmuum yCTaHOBEHM MO
ELISA.

e Anti — B — 2 glycoprotein | antibody, IgG, IgM unn gBaTta n3otmna, yCTaHOBEHMN
ABa Unun noseyvye nNbTu 3a nocnegHute 12 cegmuum no ELISA B nnasma.
Korato ca Hanuue noBeye OT €4uH KMMHWYEH UNU €AuH KIWHWYEH U eauH

nabopaTopeH KpuTepuin, AuarHosarta ce npMema 3a curypHa.

CvpoBute Tpombo3an npu APC TpsibBa ga 6boaT gokasaH C HagexaeH,
BanuausnpaH meTtof, kaTo TpsibBa ga 6bae OTXBbpPIieH BCAKAKbB APYr NPUYUHUTEN,
BKIMIOYUTESTHO M Bb3nanuTeneH npoLlec Ha cbaoBaTta CTeHa.

[pyra xapaktepHa knuHM4yHa u3sea Ha APC e naTonorMyHoOTO NpPOTUYaHEe Ha
OpeMeHHOCTTa NpU XEHWU: CNOHTaHHN abopTn B KbCHa rectauynoHHa cegmuua (cneq
10-ta), eknamncus, npeeknamncuda, HELLP cungpom.

Mpn naTtonorn4yHo nNpoTuyaHe Ha BpeMeHHoCcTTa TpsibBa Aa Cce M3KIYM reHeTu4YHa
aHoManusa Ha nnoga, WHMEKUMs, TMHEKONOrMYeH npuunHuTen u ap. FeHeTndHuTe
AedekTn nNpuynHABaLmM BpoaeHn TpoMbodumnmm He ca pedkm U ce ekcnpecupaTt C
KNMUHWYHa KapTuUHa nogobHa Ha ADC.

AHnTutenata npn A®C morat ga 6baart rpynvpaHn B ABe OTAESNHW rpynu, TakvMBa
Haco4YeHu cpelly oTAenHW aHumoHHudocdhonunuan (Tabn. 1) w/vnn TakmBa cpeLly
B6enTbyYHUTE UM KO-hakTopu (Tabn. 2).

B knuMH4YHaTa npakTMka Han-4ecTo ce W3non3BaHuMTe W Han-gobpe npoyyeHn ca
aHTMTenaTa Haco4eHu cpelly: kapavonunuH (aCL), f2GPI, aHekcuH V, npoTeuH C u

NpoTeuH S.
Hali ronsiMo KNnMHMYHO 3Ha4YeHue OT aHTMTenaTa cpewy dochonnuan nvat
Te3un cpeLly KapavonunuH — aHTukapguonunuHosn aHtutena (aCL ). Te cnagat kbM

knaca Ha wumyHornobynuuutelgG, IgM, IgA, kouto wumaT cnocobHocTTa Aa
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pasno3HaBaT aHMOHHUdocdhonunuan. MNpu To3m TMN aHTUTENa ce 3abens3sa cunHa
Kopenaums ¢ BEHO3HN TPOMOO3M 1 CNOHTaHHN abopTu. KaTto no — ronamo KIIMHUYHO
3HayeHue ce oTgasa Ha IgG un IgM, pondata Ha IgA e ANCKyCUOoHHa.

MoctaBaHeTo Ha pguarHo3ata A®PC e CbBKYNHOCT OT  KIMHUYHU U
MMYHOSIOTMYHM NposiBU. AHTUTENaTta WurpasT BaXHa pons B naToreHesata Ha
3abonsBaHeTo M nopagu Tasn nMNpuyMHa € HeobxoaMMO M3MNOoN3BaHEeTO Ha
cTaHgapTu3MpaHa MeToamka 3a uscrnenBaHeTo UM.

MbpBOHAYanHo n3nonsBaHaTameToaukaTa 3a nacrnegsaHe Ha aHTu-
KapOuonunnMHOBUTE aHTUTENAa € paguo-uMyHonormyHus metoq. B nocnepcteue e
BHEOPEH B NpaKTMKaTa MHOro No-cneunduyHnsa eH3MMHO-CBbp3aH MMyHOCOPBEHTEH
metoq (ELISA) 3a m3cnegBaHeTo Ha aHTUTenaTta HacodeHu cpewy CL un B2GPI.
Bbnpekn BucokaTta  CNECUMPUYHOCT, HAKOM  UHAEKUMO3HM  3abonsiBaHuA
(Ty6epkynosa, HCV,HIV, nanmcka ©onect u Op.), Kakto M NpuemMa Ha HAKOU
MeAnKaMeHTM MoraT ga nosnTtusmupaT aHTudocdonmnuaHntTe aHtTuTena, 6e3 Toea aa
€ acouuMmpaHo ¢ aBTOMMYHHa peBMaTu4Ha 6onecT.

JlynycHuTe aHTUKOarynaHTu ca XeTeporeHHa rpyna OT aHTuTena, MNpUYMHABAaLLM
PasfiMyHN KNUHUYHU 1 nabopaTopHU (PEHOMEHU, eOuMH OT KOMTO € MPOSIOHIMpaHo
BpeMe Ha aktmBmpanusa TpomodonnactuH(aPTT). ColiecTByBaT pasnMyHM MeToam 3a
pPerMcTpMpaHeTo MM, Kato C Han-BMCOKa AMarHOCTUYHa CTOMHOCT ca: dilute Russell
viper venom time (dRVVT), silicaclottingtime (SCT), kaolinclottingtime (KCT). Kbm
HaCTOALWMS MOMEHT npu3HaTUoOT ,MexayHapogHOTO ApYXecTBO No Tpombo3a wu
XemocTasa“, kKaTo BanuguampaHn metoam 3a mnacnegBaHTo Ha LAC ca dilute Russell
viper venom time (dRVVT) n aPTT.

NeyeHue Ha APS

lMpeBeHunaATa Ha TpoMOO3MTE € OCHOBHaTa Uen Ha Tepnusata npu 60nHM OT
aHTudochonmnngeH cuHopomM. Toea npegonpenens pasfnnuyHo  TepaneBTUYHO
nosegeHue npu: 1) naumeHtn ¢ APC npeTbnanMTpoMOOTUHEH WHUMOEHT U 2)
acuMNTOMHUNAUWEHTM ¢ no3ntneHn aPL, naumeHTn cbe CIIE n no3uTtueHu aPLunn
XXeHun ¢ obcTeTpryHa naTtonorus B KOHTekcTa Ha ADC.

BtopuyHa TpombonpocdunakTuka

MpenopbBa Cce NpoBeXAAaHETO Ha  aHTU-TpomboTMYHaA  Tepanus  npea
nmyHocynpecmBHata. [lpu 6onHn ¢ APC wunbpBu TPOMOBOTUYEH MHUMOEHT Ce
npenopbyBa Noabp)KaHeTo HacTomHocTuTeHa International normalized ratio (INR)
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mexay 2.0 n 3.0. Mpun peumansmnpawim Tpomoo3n TapretHata ctomHocT Ha INR e 3.0

NN NpoBexaaHeo Ha KOMOMHMpPaHa aHUTPOMOOTMYHA Tepanus.

Mpn 6GonHM c npexuBsHa Tpombo3a M no3nTmMBHM 3a aPL, HO HenokpuBalm

kputepumte ca AD®C ce npenopbyBa nNpoBexaaHe Ha TpoMmbonpodumnakTuka.

MbpBMYHa TpoMbonpodnnakTuka

PuckbT oT passutmeTo Ha Tpombo3a Npy aCUMNTOMHU NaUMEHTU C NOMOXUTENHN 3a

aPLe Hucbk. MNpu 6onegysawute ot CJIE, nonoxuTtenHn 3a aPLBeposiTHOCTTa 3a

TpOMOOTMYEH MHUMAEHT € okomno 3% Ao 4%.

O6cepBauUMOHHM NPOYYBaHUS He OoKasBaT CTaTUCTMYECKM JOCTOBEPHA pasnvka Ha

TepanusaTa ¢ HACKM 003U acnvpuH Npu TpoMbBoTu4Ha natonorus, cnpsmo nnauebo.

Mpn xeHuTe ¢ ob6CTeTpMYHA NATONOrUSA Ce perncTpupa npoTeKkTUBEeH edekT oT

nevyeHneTo HUCKM 03U acrUpUH.

NeyeHne Ha APS npe3 6pemMeHHOCTTa

C nogxogswa Tepanua nosedye oT 70% ot xkenHute 6Gonegyesawm OT

aHTMdoconunuaeH cuHOpoMm, paxgaT 3gpasum geua. [Hochberg Mrac C. et al.

Elsevier] Mo BpemeHe Ha BpeMeHHOCTTa NPUETO € NeYEeHMETO Ha XeHuTe BOonHu oT

ADC c XenapuH M HUCKM 003K acnupuH. lNpenopbyBa ce paHHOTO MYy 3anodBaHe,

oLle B NbpBM TPUMECTBP, BeHara crnej permctpupaHeTo exmrpadckm HannmumeTo Ha

XnB eMOPUOH.

11. WmyHonornyHu otknoHeHus npu CJ1IE

CJIE e 6onecTtTa C Han-MHOrO UMYHHU (PEHOMEHW, HapuyaT s owe ,,BUTPUHA Ha

aHtTutenara”. WM3bpoeHute (Tabn. 4) MMYHONOrMYHM TECTOBE Ca OCHOBHM 3a

AnarHosata U UICTpUpaT MNOBULLEHUS CUHTE3 Ha aHTuTena cpelly pasfivH4YHU

aHTUreHun.

1. MNonoxutenHun LE knetkum - TOBa ca cermeHtosigpeHun neskountn (Neu)

¢aroumnTtmpanu LE macu

2. NonoxuteneH lupus band test LBT (+) — uma 3Ha4yeHMe Npu CbMHUTENHUTE

cny4vau; cBeTeHe Ha gepMoenugepmMarnHaTa rpaHuua npyu aupekTHa

UMyHOyopecLeHUMA, pedynTaT OT OoThlaraHe Ha UMYHHW KOMMMEeKCKU, ppakumnm

Ha KOMMNemeHTa

3. MonoxutenHu aHTutena cpely asonHosepuxHa OHK (anti-dsDNA),

HaTueHa [JHK (anti-nDNA); Hykneo3omu (anti-nuclesomes); cpeluy

eKcTpaxupyemMun HykneapHu aHtureHn — Sm, SSa (Ro60), SSb (La), RNP, RibP —
13



NO3UTUBMPAT Ce HAKOU OT THAX UIN BCUYKU
4. MonoxutenHu antucgpocdonunuaHm antutena — ACL, anti-B2GPI, anti-
protrombin, anti-annexin; Hanu4ne Ha LAC; nonoxuteneH tect Ha Wasserman

5. MonoXxutenHun aHTUEepUTPO-, NIEBKO-, TPOMOO-aHTUTENa,
NMMAOLIMTOTOKCUYHU AT

6. lMonoxutenHu aHTUHYKNeapHu aHTutena ANA Tutbp > 1:80, BaxxeH e TUNBLT
Ha cBeTeHe Npu MHANPEKTHA MMyHOMnyopecueHLms, CBbp3aH € ¢ Buaa Ha
aHTMTenaTa

7. MonoXxuTenHn aHTUXMCTOHOBU aHTUTeNa - CBbp3aHu ¢ drug-related lupus

8. MoHuxeHn ppakumnm Ha komnnemeHTta — C3, C4, C1q.

Tabn. 4. imyHonornyHn otknoHeHus npu CJIE

MUHTepnpeTauusa Ha cepumnHU ceporiormvyHu npomenu npu CJ1E

AHTN-dsDNA C3 C4 UHTepnpeTtauus
6e3 6e3 1 aKTUMBHOCT, BEPOSATHa
0 NPOMSIHA B KITMHUYHOTO
npomsiHa npomsiHa
CbCTOsIHNE
6e3 NbOMSIHA ! | BEPOSATHO 6BLOPEYUHO
P aHraxxupaHe
l | | BEPOATHO 6BLOPEYHO
aHraxxupaHe
BeposiTHO nHekuns,
1/6e3 npomsiHa 0 0 Heob6XxoaQMMo e nacnenBaHe Ha
CVYE, CPIN

3. AKTUBHOCT NPU CIE

3a namepBaHe Ha 6onecTHaTa akTMBHOCT ce npunaraT pasfuMyHu CKOPOBU CUCTEMM:
SLEDAI, SELENA-SLEDAI, BILAG. SLEDAI-2K (tabn. 5) e cb3gageH kaTo
Mogudumkaumss Ha SLEDAI, KoATO BKNHOYBa OLEHKA M Ha NepcuctMpalio akTUBEH
CIE. Mo-koHkpeTHO SLEDAI-2K nossonsBa ga 6baoe otbensasaHo nepcucTupallo
aKTUBHO 3abonsiBaHe Npwv anoneuusi, 1381 Ha nUraBMuMTe, 0OPMB N NPOTENHYPUSI.
SLEDAI 2K
(BanupgeH 3a oueHka 3a 4 cegmunyHa unn 10 AHeBHa OLEeHKa)
OrpaxpgaT ce TodkmTe B konoHata SLEDAI Score ako onucaHMeTO € HanuM4yHO no

BpemMe Ha B1U3nTaTa Uin B npegxoaHmnTe 4 cegmuum.
14



Tabn. 5. SLEDAI-2K

SLEDAI
SCORE

OnucaHuve

HednHnums

8

MbpyoBe

HoBoBb3HMKHANKW, Aa ce U3KryaT MeTabonuTHM,
NHAEKLMO3HU NMPUYMHM UKW NIEKAPCTBA.

8

Ncunxosa

MpomeHeHa cnocoBHOCT 3a hYHKLMOHMPaHe npu
HOPMaIHM YCINoBMs, ObJKallla Ce HaTEeXKO
HapyLLeH1e BbB Bb3NpUATUETO 3a pearnHocTTa.
BknioyBa xanoumMHaLum, UHKOXEPEHTHOCT,
noayepTaHa ceoboaHa acoumaumsi, 6eaHo
MWCIIOBHO CbAbp)XaHue, SBHO anorMyHo MUCHEHE,
CTPaHHOCT, 1€30PpraHN3MpPaHoCT, UMM KaTaToOHHO
nosefeHve. M3knouBa ypemms 1 MeaukaMeHTO3HM
NPUYMHN.

OpraHu4yeH
MO3bYEH CUHOPOM

MpoMeHeHa MeHTarnHa PyHKUMA C HapyLleHa
opueHTauud, nameT, unu gpyra
WHTEeNeKTyanHadyHKUMA, ¢ BHE3anHo Havano u
NPOMEHNNBU KITMHUYHN XapaKTepUCTUKH,
HecCnocobHOCT 3a KOHLUEHTpUpaHe Ha BHUMaHNEeTo
KbM OKoSiHaTa cpefa, Nintoc rnoHe 2 oT cregHuTe:
CMYLLEeHNe BbB Bb3NPUATUETO, HECBbP3aHa pev,
0e3CbHMe UM CbLHMBOCT Npe3 AeHs, Unn
noBuMLLEHA NN HamMmarneHa NCMXOMOTOpHa
aKTUBHOCT. [1a ce nskno4at MetabonuTHu,
WHPEKLUMO3HM UMY MEONKAMEHTO3HU MPUYUHN.

3puternHo
HapyLueHne

PeTtunHanHn npomenu ot CJ1E. Bknousat umtongHm
Tenua, peTMHanHn Xxemoparmm, Cepo3Hu ekcygatm
M xemoparum B xopuoungesTta, unm ontTuyeH
HeBpuT. [la ce n3knyaT XMnepToHus, MHgEeKUUs,
M MeguKkameHTO3Ha npuymHa.

YBpena Ha
YyepenHo-mMo3byeH
HepB

HoBOBb3HMKHaANa CeH30pHa U MOTOpPHa
HeBponaTus, 3acarala YepenHo-Mo3bYHN HEPBM.

JlynycHo
rnaHobonue

TexKo, nepcucTmpallo rnaBobonue; Moxe aa e
MUrPEHO3HO, HO TPsAGBa Aa € He-0TroBapsLLo Ha
HapKOTMYHaA aHanresus.

Mo3b4yHO-CbOOB
VHUMNOEHT

HoBOBBb3HMKHAN MO3BYHO-CbAOB UHUMAEHT(M). a
Ce U3KNKYN apTepmoCcKneposa.

Backynut

Ynuepauus, rairpeHa, 60ne3HeHn Bb3nm no
NPbCTUTE, NEPUYHrBaneH MHMAPKT, KbPBALLN
ducypu nnm GUONCUYHO UM aHrMorpadCkn JokasaH
BACKYINUT.

ApTput

>/= 2 cTtaBu ¢ 6onka n 6enesn Ha Bb3naneHune (T.e.
YYBCTBUTENHOCT, OTOK UK U3NKB).

Mwvosut

lNMpokcumanHa MmyckynHa 6onka/cnabocr,
acoummpaHa C NoBULUEHA KpeaTUH KnHasa
(KK)/angonasa, nnn EMI™ npomeHun unm 6uoncus,
nokassalla MUO3UT.
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4 LUnnuHapu B "paHynMpaHn nnm epuTpoLUTHU LUNNHAPW.

ypuHaTa

4 XemaTtypus > 5 Ep Ha 3puTtenHo none. sknioysaT ce KaMbHH,
WMH(EKUMS Mnn gpyra npuymHa.

4 [MpoTenHypus >0.5 r/24 vaca.

4 Mnypus > 5 JleBk Ha 3puTenHo none. Mskno4ea ce
MHGEeKUnS.

2 O6pus Bb3nanuteneH tun obpus.

2 Anoneuus ABGHOPMHa OorHuHa unn gudysHa 3aryba Ha Koca.

2 JlvuraBu4Hm OpanHu unu HasanHu ynuepauuu.

ynuepauuu
2 Mnesput lMneBpuTHa rpbaHa 6onka nnNn NNeBpanHo TpueHe ¢

n3nus, nnun 3agebensisaHe Ha nneepaTa (M3MCKBa
00€eKTMBHM AOKa3aTencTea).

2 Mepukapaut Knacuyecka nepukapaHa 6onka u/vinu Tpuexe,
na3nme ¢ EKI" nnu exokapguorpadcko NoTBbpXKAeHWE
(n3nckBa 0BEKTMBHA KOMMOHEHTA).

2 Hucbk MNoHmxeHne Ha CH50, C3 unu C4 nog gonHa
KOMNNEeMEHT rpaHunua Ha HopmaTta 3a NnabopaToOpHOTO TECTBAHE.
2 Mosuweno AHK MosuweHo [1HK cBbp3BaHe Hag HopMarnHarta
CBbp3BaHe rpaHunua 3a nabopaTtopHOTO TECTBAHE.
1 dPebpunuret >38°C. N3knoyBa MHGEKLMO3HA NpUYmHa.
1 TpomGouutoneHus | < 100 x 10°TpombouunTa/l, nsknoysa
MeOVNKaMEHTO3HWN NPUYMHN.
1 JleBKONEHMA <3x 10°neBKkoumTal/L, n3knoyYBa MeanNKamMeHTO3HU
NPUYNHN.

SLEDAI-2K ce ocHoBaBa Ha HanuyuueTo Ha 24 NyHKTa B AEBET OpraHn U CUCTEMMU
npe3 npeaxogHute 30/10 gHu. OnucanuaTta Ha SLEDAI-2K ce gokymeHTupat kaTo
NpUCBbCTBALLM UK NUNcealLm. Bcekn oT nokasaTtenute nma onpegeneH 6pon ToYku,
a obwwmaT pesyntat Ha SLEDAI-2K e cymata OT TOYKMTE HaBCUYKUTE 24 MyHKTA.
O6bwwmar pesyntat Ha SLEDAI-2K Bapupa mexgy 0 u 105, kaTo no-Bucokute
pes3yrntaTu o3Ha4aBaT No-BUCOKA aKTMBHOCT Ha 3abonsBaHeTo.

BonectHa akTnBHOCT ce aeduHupa npu SLEDAI-2K = 6.
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SELENA SLEDAI FLARE INDEX (SFI)

(Moxe na 6bae nanonaseaH ¢ Bcsika Bepcusi Ha SLEDAI)

mobanHa oueHka Ha nekaps (10 cm BusyanHa aHanorosa ckana)

0 1 2 3

NMuncsa | | | | Texxka

Jleka YMmepeHa

Jlek nnn ymepeH npuctbno
o NpomsaHa B SELENA-SLEDAI ckop oT 3 unv noseYe TOYKM (HO He noseYe oT 12)
0 HOBOBB3HUKHAI/BMOLUEH:
O6puB (anckomaeH, PoTOCEH3NTUBEH, AbIIOOK, Oyno3eH nynyc)
HasodgapueHreanHu ynuepaumnm
Mnesput
Mepukapgut
ApTput
®ebpunutet (CJIE)
o NoBuwasBaHe Ha go3aTta Ha prednisone, HO He >0.5 mr/kr/gHeBHO
o fob6aeaHe Ha HCINBC nnu hydroxychloroquine nopagu aktnsHocT Ha CJ1E
o = 1.0 noBMwaBaHe Ha ckopa oT ['nobanHa oueHka Ha nekaps, HO He nose4e oT 2.5
TeXbK NnpUcTHLNO
o MNpomsaHa B SELENA-SLEDAI ckop no-ronama ot 12
0 HOBOBB3HUKHAI/BMOLLEH:
LUHC - CJE
KoxeH Backynut
Backynut
Hedput
Mwosnt
TpombouunTtn <60 000
XemonutuyHa aHemust: X6 <70r/n unu noHmwxkeHne Ha X6 >30 r/n
U3uckBawo: yaBosiBaHe Ha Jo3aTa Ha prednisone, nnu nosuLlaBaHe Ha
AosaTta Ha prednisone go >0.5 mr/kr/gHeBHO, unu xocnutanuaaums
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o NoeuwasBaHe Ha go3arta Ha prednisone o >0.5 mr/kr/gHeBHO

o HasHauyaBaHe Ha cyclophosphamide, azathioprine, methotrexate unum
mycophenolatenopagu aktueHocT Ha CJ1E

o XocnuTtanusauus nopagam aktmeHocT Ha CI1E

o NoBuwaBaHe Ha ckopa oT nobanHa oueHka Ha nekaps >2.5

BILAG 2004 INDEX

3anuceart ce camMo NyHKTOBETE, AbKalym ce Ha 6onecTtHa akTMBHOCT Ha CJ1E n
oLeHKaTa ce oTHacs 4o NposBUTE, HaNU4YHW Npe3 nocnegnunte 4 cegmuum (B
CpaBHeHWe C NpeaxoaHvTe 4 ceamuLm).

s 1A Ce Npunara ¢ TEPMUHOSTOTMYEH PEYHUK *°
OtbensizBaHe Ha pesynTara:

ND - He e HanpaBeHO

1 - MopoGpsiBa ce

2 - be3 npomsiHa

3 - Brnowasa ce

4 - HoBOBb3HUKHAn

Ha/He VTN CtonHoCT (KbOAeTo € NOCOYEHO)

O noco4eTe ako He ce OAbImkU Ha akTuBHocT Ha CJ1E

( no nogpasbupaHa 0 = He e Hanuue)

KOHCTUTYLMOHANHMN NPOosBU

Mupekcusa — pokymeHTupaHa >37.5°C
Peaykuusa Ha Terno — HeymuwneHa > 5%
JlnmpageHonaTtusi/cnneHomeranuns
AHopekcus

PN
—_ A~~~

KoXXHOo-nuraBM4YHM Nposieu

KoxeH 06puB — TEXbK

KoxeH obpuB — nek
AHrnoegem — TexbK
AHrnoegem — nek

JluraBmyHa ynuepaums — Texka
10 JluraBmyHa ynuepaums — neka

© o0~ Go
AN AN AN AN AT

N N N N

N N N N N



11. NMaHukynnT/BynoseH nynyc — TeXbK

12. MNaHukynuT/BynoseH nynyc — nek

13. 3Ha4nTENEH KOXEH BacKynuT/Tpombo3a

14. OurutanHu HgapKT U HoaynapeH BacKynuT
15. Anoneuuns — Texka

16. Anoneuusi — neka

17. MepwuyHreaneH eputeM/nepHUOHN

18. KbpBswm coumcypu

HeBponcuxm4yHu nposisu

19. AcenTnyeH MEHUHIUT

20. Llepebpo-Backynut

21. JemnenuHnsnpaly CUHapOM

22. MuenonaTus

23. OCTpO CbCTOSAAHME Ha Ae30opueHTauus

24. MNcnxosa

25. OcTpa Bb3nanutenHa geMmmennHusmpalla nonnmpagukynoHeBponaTms
26. MoHOHeBponaTuna (M3onupaHa/MHOXeCcTBEeHa)

27. KpaHnanHa HeBponatus

28. [lnekconaTus

29. MNonnHeBponaTtna

30. MbpyoBe

31. Ctatyc enmnenTukyc

32. LlepebpoBackynapHo 3abonsiBaHe (KOETO HE Ce AbJKM Ha BACKYJSIUT)

33. KorHntmeHa gucdyHKUmns

34. [1BuraternHu HapyLleHns

35. ABTOHOMHW HapyLleHust

36. LlepebpanHa aTtakcus

37. JlynycHo rmaBobonune —TexKo HeENpeKbCHATO

38. (naBobonve OT NOBULLEHO BbTpeYepernHo HandaraHe

MycKynockeneTHU NposiBu

39. MMo3uT — TexbK

40. Mno3suT — nek

41. ApTpuUT (TEXBK)

42. ApTpuT (ymepeH)/TeHamHUT/TeHOCUHOBUT
43. ApTtpuT (nek)/Aptpanrms/Munanrus

KapanopecnupaTopHU NposasBU

44. MvokapauT — nek

45. Mnokapagut/EHgokapauT + CbpaedHa HeqoCTaTbYHOCT
46. Apntmna

47. HoBoBBb3HMKHanNa knanHa ancgyHkumna

48. Nnesput/lepukaponT
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49
50
51
52
53
54
55

. CbpaeyHa TamnoHaga

. NMneBpaneH n3nuBe ¢ gncnHes

. benogpobHa xemoparus/Backynut

. MHTepctnumnanen anseonnt/nHeBMOHMUSA
. benogpo6bHa mbposa

. AopTut

. KopoHapeH Backynut

FacTpouHTECTUHANHU NPOSABU

56
57
58
59
60
61
62
63
64

.JlynyceH neputoHuT

. ABoomuHaneH ceposnT nUnu acumut
.JlynyceH eHTeput/KonNut

. Mana6copbuuns

. MpoTenH-rybela eHteponaTuns

. HTecTMHanHa nceBgoobecTpyKumsa
.JlynyceH xenatut

. OcTbp NnynyceH xoneuncTut

. OcTbp nynyceH naHkpeaTuT

OdranmMonoruyHu nposiem

65.
66.
67.
68.
69.
70.
71.
72.
73.
74.
75.
76.
77.

Op6uTanHo Bb3naneHme/Mmmo3unT/nponTtosa

KepaTtut — Texbk

KepaTtut — nek

MpeneH ysent

3ageH yBenTt/peTnHaneH BackynuT — TEXbK

3ageH yBenTt/peTnHaneH BackynuT — nek

Enuckneput

CKnepuT — TEXbK

Ckneput — nek

PeTnHanHo/xoponaanHo cb4oBO-0KNy3nBHO 3abonsiBaHe
M3onunpaHn neTHa KaTto naMmy4vHa BaTa (UMTOMAHM Tenua)
HeBpuT Ha 3puTenHus Heps

MpeaHa ncxemmyHa onTuYHa HeBponaTus

B1L6opeyHu NnposBu

78
79
80
81
82
83
84
85
86
87

. CUCTONHO KpbBHO HandraHe (mmHg)  cTomHOCT

. lnactonHo KpbLBHO HansraHe (mmHg) CTOMHOCT

. AKkuenepupaHa xmnepToHus Ha/He

. bentbk B ypuHaTta ¢ Tect-neHTta (+=1, ++=2, +++=3)

. CboTHOLWeEHMEe anbyMuH — KpeaTUHWH B ypuHata mg/mmol

. CbOTHOLLEHME NPOTEUH — KpeaTMHUH B ypuHaTta mg/mmol
. bentbk B 24-4yacosa ypuHa (Q) CTOWHOCT

. HedopoTtunyeH cungpom Ha/He

. KpeaTtunHuH (nnasma/cepym) umol/l

. P ® (kankynupaH) ml/min/1.73 m?
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88. AKTMBEH CEQMMEHT B ypuHaTa Ha/He ()
89. AKTMBEH HedbpuT Ha/He ()

XemMaTonorm4yHu nposisu

90. Xemorno6uH (g/dl) CTOWHOCT ()
91. 06w 6por neskounTn (x10%/1) CTOWMHOCT ()
92. Heytpodomnu (x10%/1) CTOWMHOCT ()
93. NumdboumnTn (x10%/1) CTOWHOCT ()
94. Tpombouutu (x10°%/1) CTONHOCT ()
95. TpomboTU4HA TpombouMTONEHNYHa nypnypa ()
96. [1aHHM 3a akTMBHa Xemonunaa [a/He ()
97. MNMonoxuteneH Tect Ha Coombs [a/He ()
Terno (kr) CepymHa ypesa (mmol/l)

AdpukaHcko pogocnosue: la/He  CepymeH andymun (g/l)

MHOEeKCHT e cTaHaapTM3npaHo N3MepBaHe Ha KNMHUYHaTa 6onecTHa akTUBHOCT Npu
CJIE. Ton e wn3yepnaTtenHa CKOpoOBa CMUCTEMa 3a OLEHKA KaKTO Ha HacTosiwaTa
GonecTtHa akTMBHOCT Ha nynyca, Taka M Ha NPOMEHUTE B Hesl B CpaBHEHWE C
npeaxoaHus nperneq Ha nayneHTa.

OTpassaBar ce camo NposiBUTE, KOMTO ce AbinkaT Ha BonecTtHa akTMBHOCT Ha CJIE u
He ce [ObfmkaT Ha nepcuctupalla/HeobpaTuma yepega, WHGEKUMs unu Opyro
cbeTosHMe.OueHKkaTa ce OTHacs 3a NposiBUTE, KOUTO Ca HanuyHW 3a nocrnegHute 4
ceagMuun, B CpaBHeHMe C npeaxogHute 4 cegmuun. AKTMBHOCTTa O3HayaBa
BbonecTteH npouec, KONToO e obpatuMm. 3a HSKOM NMPOSIBU MOXe fa € TPyaHo ga ce
otandepeHumpa CJIE oT gpyrn CbCTOsIHUSA, Tbil KATO NUNCBAT cneunguyHn Tectose
M pelleHneTo ToraBa ce B3eMa Ha 0asata Ha MHEHMETO Ha nekaps 3a
CbOTHOLLEHMETO Ha BEPOSATHOCTUTE.

BILAG e cb3gafeH v BNocrnencTeMe BanuausnpaH CbriacHo C npeanosioXXeHneTo
3a BEepOATHOTO JieYeHue, KOeTo Le Obae HasHa4YeHO Ha nNauneHTuTe C
onpegeneHa rpyna oT KITMHUYHN NPOSABU B OCEMTE OLIEHABAHM OpraHn u CUCTEMU.

+ CrteneH A - HaM-aKTUBHUAT CKOP 3a BCUYKU OpraHu U CUCTEMU Ce
AevHMpa KaTo OTAENHN KITMHUYHM NPOSIBU UM KOMOMHaUmMs OT TAX, 3a KOUTO
rpynata cuuta, 4ye e HeobxoaMmMOo HasHavyaBaHe Ha cpeaHwu/Bucokm osm KC
(>20mg prednisolone wunu exkBMBaneHT) W/vnu 3anovyBaHe Ha BUCOKM 03U
MMYHOCYNPEeCBHU MeANKaMEHTU UM BUCOKU A03N aHTukoaryrnaHtu [INR>3].
(Koeamo nposisume ca 6e3 rnnpomsiHa, 8/1I0WEHU UlU HOB08b3HUKHArU).
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CteneH B - naumeHTn c GonecTtHa aKTMBHOCT, Hamnaraillia M3nonsBaHe Ha
HUCKM 0031 MMYHOcynpecaHTu (T. e. <20mg prednisolone) n/unu cneundunyHmn
MeOUKaMeHTN, KaTo aHTMManapuuu, aHTMenunenTuuun, aHTuaenpecaHtn u
HCIMBC wnu nokanHn KC. (Koczamo nposisume ce nodobpsieam, HO ece owe
ca cuesHUGUKaHmMHU).

CteneH C 3a BCcfka cucTtema ce JaBa Ha MauueHTU C feka nepcuctupatia
aKTUBHOCT, M3MCKBaLLLA cCamMO CUMMNTOMaTUYHa Tepanusa (T. €. aHanreTuun nnm
HCIBC). (Koezamo nposisume ce nodobpsieam u He ce rpuyucrsseam KbM r10-
mexKume MaHugecmauyuu Ha syryca).

CteneH D — korato opraHa unun cucremarta ca OunNn akTMBHK, HO BeYe He ca.

CreneH E — nokasBa, ve opraHa uJin cnctemMarta HMUKora He ca O1nn akTUBHN.

3a uenuTe Ha cTaTucTudeckutTe aHanmsn, BILAG nHaekca moxe ga ce npeobpasysa
B uMcrneH ckop: cteneH A=9t., B=3T., C=1T., D=0T.,E=0T..

PbKoBOACTBO 3a oTpa3siBaHe Ha nyHKToBeTe Ha BILAG

(4) HoBoBBb3HUKHaN

MposiBUTE Ce 3anMcBaT KaTo HOBOMOSIBMIN Ce, KOraTo Te ca HOB ennaog,
Bb3HWKHanN npes nocnegHute 4 cegMmnum (B cpaBHeHUe ¢ npeaxoaHute 4
ceamMmuumn) n He ce nogobpseat. Bkrousa HoBKM enn3oamn (MOBTOpHa NosiBa) Ha
cTapu MaHudecTaumn.

HoBuTe ennsoam, Bb3HUKHANM Npe3 nocnugHnTe 4 cegMmum, Ho
yOOBeTBOPSIBAT KpuTepmmTe 3a nogobpeHne (nocoveHn no-gony), Tpsibea aa
6baat knacudumumpanmn kato nogodpeHne, BMECTO HOBW.

(3) BnoweH

OTHacs ce 3a NposiBUTE, KOUTO Ce BroLLaBaT nNpes3 nocrneaHuTe 4 ceamuum,
cnpsiMo npeaxoaHuTe 4 ceamMmuLMN.

(2) bes npomsaHa

OTHacs ce 3a NposaABMTE, KOUTO Ca Hanuue npes nocnegHuTe 4 cegmuum, a
CbLLIO TaKka u Npea npeaxoaHuTe 4 ceamuumn, 6e3 curHndukaHTHO nogobpeHne
unu BrowasaHe (oT npeaxogHuTe 4 ceamuLm)

Mpunara ce cbLo 3a NposABUTE, KOUTO ce NogobpsiBaT npes3 nocneaHute 4
cegMuLuM, CnpsiIMO NpeaxogHuTe 4 ceamuum, HO BCe OLLEe He gocTuraT
KpuTepuuTe 3a nogobpeHune

(1) C nopobpeHue

Onpepenexuve 3a nogobpeHve
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. a) CteneHTa Ha nogobpeHune e goctaTbyHa 3a obMucnsHe Ha
peaykuus Ha Tepanusita U He onpaBaaBa 3acunBaHe Ha TepanusTa

. 6) MopobpeHneTo Tpabea Aa € HaNUYHO naa € C NPOABIMKUTENHOCT = 2
cegMuumM OT nocnegHnTe 4 cegMuum

(0) Fiuncea

AKO nynycHuTe nposiBM Morat fa ce MNPUYUCAAT KbM NEKUs UM TEeXKUA MNYHKT
(cnopen oeduHUUMATA Ha peYHMKa) U ce oTpasaBaT KbM MyHKTa 3a TexkaTta CTeneH,
CbOTBETHUS MYHKT 3a fekaTa CcTeneH CblWo Moxe fa O6bae nonbiiHeH. KoraTo
nposieaTa ce Nogobpu 1 ce NPOMEHN KbM fieka, ce NoMbJiBa camo MyHKTa 3a fekarta
cTeneH (HO TOM HAMa [a e HOBOMosiBun ce, we obae ¢ nogobpeHue).

AKO MyHKTa 3a fneka CTeneH ce BIOWN N CTaHe TeXbK, NMYHKTa 3a TeXKa CTeneH ce
Mapkupa KaTo HOBOMOSABMI Ce, a MyHKTa 3a flekata CTeneH ce OTpassiBa KaTo
BIIOLLEH.

4. TMPEUEHKA HA BEPOATHATA NMPOrHO3A HA BOJIECTTA U TEXXECTTA 1
MporHo3a npu 6onHuTe cbe CJIE: Ta e BaxHa Cc orneg Ha paHHata M KbCHaTa
cTpaTterna no OTHOLIEHWE Ha KOHKPETHUSA BoreH.

Mpu3Hauu, npeackasBaliy HebnaronpusTHa NPorHo3a

KnuHu4Hu 6enesu

1. Hayano Ha 6onectTa npeamn 20-25 rognwHa Bb3pacT.

2. Pa3BuTure Ha KNUHUYHM NPOsiBM C HebBnaronpuaTHa NporHosa B MbpeuTe 3 roauHU
OT HayanoTo Ha bonecTTa.

3. OcTpo Havano ¢ egHOBpPEMEHHO Hannyme Ha 7 unu noseye ACR kputepus.

4. bbp3a eBOMOUNSA C YECTM NPUCTBNN N BUCOKA aKTUBHOCT, NPWU fIe4EHNE HE MOXeE
Aa ce OOCTUrHE KNUHWYHA PEMUCUS M NOYTU HUKOra He ce AOCTUra MMYHOMOrn4Ha
pemMucus.

UmyHonoeuyHu 6enesu

1. Nepcuctnpawa xmnokomnnemeHTemmns Ha Cs.

2. MNepcuctupawa xmnokomnremeHtemmnsa Ha Csz u Ca.

3. YcTaHoBsiBaHe Ha nosuweHu anti-dsDNA AT n aHTUTENa cpeLly eKkcTpaxupyemmu
aHTUreHn B €UH U Cbll, CEPYM.

4. YctaHoBsiBaHe Ha nosuweHn anti-dsDNA AT, aHTUTena cpelly ekcTpaxmpyemmu
aHTUreHn n Huckn C3 dpakumm Ha KOMMEMEHTa B €4VH U Cbll, CEPYM.

5. YcraHoBsBaHe Ha A1, Azs, As2, Bs, B21 B reHeTnyHata cpopmyna.
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MpusHaum, npeackassawm 6naronpusaTHa NnporHosa

KnuHu4Hu 6enesu

1. Hayano Ha 6onectTa cnepg 40 roguwHa Bb3pacT.

2. TocTeneHHO Hayarno ¢ Abbr NPeaKIMHNYEH NEPUOA.

3. lNpoTnyaHeTo € NPUCTBMNHO, C Ao6pe 0GOPMEHN NPUCTBN.

4. MpucTbnuTe ca pedku 1 YecTo ce AoCTUra A0 MbflHA KNWHUYHA, NMOHSKora U A0
WMYHOMOrMYHa PEMUCHUSI.

5. AcouuunpaHuTe YCNOXHEHUS ca pefkn, NpeaMMHO BMETHATU MHTEPKYPEHTHU
NHJOEKLNN 1 OCTEeOoNopo3a.

UmyHonoeuyHu 6enesu

1. HopmanHu HuBa Ha cepymHus Cs.

2. Hopmarnuu HmBa Ha cepymMHus C3u Ca B €AWH U CbLy, CEPYM.

3. Psagko ce ycraHoBsBaT noBuweHn anti-dsDNA AT wn aHTuTena cpelly
eKCTpaxmpyemMun aHTUreHn B eMH 1 Cbll, CEPYM.

4. Psagko ce ycrtaHoBsiBaT nosuweHn anti-dsDNA AT, aHTuTena cpewy
eKCTpaxmpyemm aHtureHn mn Huckum C3 dpakunm Ha KOMNemeHTa B €4uvH U Cbly,
cepym.

5. Papko ce yctaHoBsiBaT aHTudocdhonmnmuann aHtutena — LAC, ACL, anti-B2GPI
AT.

6. B reHetnyHata popmyna ce ycraHoBsiBaTt 4yecTo Aii; Bs; DRa.

7. Yecto e Hanuue xannotun A11Bs.

OundepeHumanHa gnarHosa Ha CJIE:

1. PeBmaTunyHm 3abonaBaHusi, npoTuyawim cbC cMMmnTomn, obim ¢ team npu CJIE.

2. XpOHUYHU ebpunHn cbCTosHUS (MHGEKUMO3HN 3abonaBaHus, Tybepkyrosa,
cencuc).

3. HeonnactnyHm npouecw.

4. AcumnToMHM 60nHK ¢ nonoxutenHn ANA.

5. MNbpBrYeH aHTUdOCHONUNUAEH CUHAPOM.

5. U3BOP HA TEPANUA

Lenta Ha neyeHmeto npu 6onHu cbc CJIE e Haco4yeHa KbM MOCTUraHe Ha
KNMUHWYHA W MMyHOMOrM4yHa pemucud. JleyeHMeTo MmMa ABe OCHOBHM CTpaHMU:
XUTMEHHO-OVETUYEH PEXUM U MEeOUKAMEHTO3HO redveHune. XUrMeHHO-ANETUYHUAT
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pexXnm e CBbp3aH C n3bsireaHe Ha BCUYKM HOKCW, KOUTO BriowwaBaTt 3abonsBaHeTo.

Ha 6onHute cbe CJE ce 3abpaHsiea:

M3naraHe Ha ynTpaBuoneToBuM nbuum (MHOyumpaT cuHTe3ata Ha ANA B
KoxaTa);

MpunaraHe Ha BaKCUHWU (KMBU unn youTtu, GakTepuanHuTe aHTUreHn ca
MOLLEH MHAOYKTOP Ha CUHTEe3aTa Ha aHTUHYKNeapHu W aHTudoconvnuaHu
aHTuTena);

M3non3saHe Ha XeHCKU NONOBU XOPMOHMU;

Ynotpeba Ha HSKOM MeAMKAMEHTU — NEHUUUNUHK, LedanoCnopuHMu,
Ty6epkynoctatuum, cyngoHamuagn. 3abpaHata e oTHoCUTesHa.

Opyru meauMkamMeHTWU, 3a KOUTO € W3BECTHO, 4Ye WHAyuupaTt CUHTEe3 Ha
aHTMHykneapHu, ACL, aHTUXMCTOHOBM aHTUTena u Tpabea ga ce nsnonasat C
noBuLLIEHO BHUMaHWe npu 6onHu cbe CIE ca: xuapanasuH, npokanHamug, -
6nokepun, Cuprenil, conu Ha 3natoto n gpyrn. 3abpaHaTta e nHgmeuayanHa u

Mo NpeLeHKa Ha nekapsi.

Apyr BaxeH MomeHT npu 6onHute cbe CJIE e HeobxoammocTTa ga ce nekyear

doKanHM MHAEKUMN U THOMHMUWM, TbW KaTo OakTepuanHuTe aHTUreHn ca MOLUEH

MHOYKTOP HA CMHTE3a Ha aHTUHYKIeapHU aHTUTena, HAKOU OT aHTUreHnTe ca T.Hap.

cynepaHTUreHu.

BpemeHHoCT, abopT 1 paxgaHe ca cbouTUusl, KoUTo BrowasaT npoTndaHeTo Ha CJIE.

Mo BpeMe Ha udnaTta 6peMeHHOCT, no BpemMe Ha un cnen paxgaHeTo, nauneHTKaTta

TpsibBa ga 6bae HabnogaBaHa U OT ONUTEH PEBMATOSIOT.

MeagukameHTN, KOMTO ce U3nons3sart npu neyveHue Ha CJIE

Koptukoctepouam (KC)

MpunoxeHneto Ha KC npm 6GonHn cbc CJIE ce obycnaBa oOT TexHus

NpOTUBOBB3NANUTENEH N UMyHocynpecnBeH edekt. B Tabn. 6 n T1abn. 7 ca

onncaHn npunaraHnTe Oo30BU pPEXUMU Ha KC, wuHOoukaummte 3a THAXHOTO

npunoxexHwme, Han-4eCcTUTe HexenaHu JNIeKapCTBEHN peaKuun OT MNPUITIOKEHUNEeTOo

M.
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Tabnuua 6. KC — nHgukaummn 3a npunoxXeHme n HexxenaHm nekapcTBEHN peakumm

[lo30B pexum

NHavkaunmn

Han-yecTtn HexenaHu
nekapcTBeHU peakumm

1. MNMyncoBsa OpraH- 1 xmMBoTO3acTpaLlaBaLim - apTepvarnHa
Tepanua ¢ KC 2 YCIOXHEHMA —  MuenonaTus, XMNEepPTOHMUSA

250 mg oHeBHO LepebpoBacKynurT, onTuyeH - HeBporncuxuaTpuyHm
3a 1-5 aHn, HEBPWT, anBeonapHa xemoparus, NposiBun

obukHoBeHo 0.5 — | Backynur, TpoMBOTMYHA - PUTBbMHU HapyLUEeHNs
1 gr AHeBHoO, TpombounToneHnyHa  nypnypa, - Muanrmi/aptpanrum
NPUIOXEH Stevens-Johnson-like cungpowm,

BEHO3HO 3a 1-3 6bp3onporpecupall

aHun, 1 X rnomepynoHeqpuT,

Mece4Ho, crnep anadpyseH/pokaneH

KoeTo Tepanuata | nponudepaTtmeeH

ce NpogbiiKaea C | rnoMepyrnoHepuT

KC 30 — 60 mg 3abonsiBaHe, pedpakTepHO Ha

AHEBHO BMCOKM J03M KOPTUKOCTEPOUA

2. MHoro Bucoka | OpraH- 1 XmnBoTo3acTpallsBaLlin - NCcuUxo3un

posa KC = 100 | ycrnoxHeHus, KaKTo npu - puckK oT TEXKN,

mg [HEBHO,
NPUNOXeH
BEHO3HO, B

pasgeneH npuem,
3a He noseye OT
1-2 cegmunum

nyncosaTa Tepanus ¢ KC

YCNOXHEHU MHEKLMU

3. Bucoka poasa
KC — 1 mg/kg 3a
2-4 ceamMmmuu,
cnepn KOeTo
HamansiBaHe Ha
po3ata ¢ 10% Ha
cegmuua

> 30 mg n < 100

mg [IHEBHO,
NPUNOXeH
BEHO3HO Unm
nepoparnHo

Ondoy3eH/Texbk

nponudepaTneeH
rnomepynoHedpuT (3a no-manko
oT 6-8 cegMmmum),
TPOMOOLMTONEHUSA, XEMOTNUTUYHA

dookaneH

aHemus, OCTbp nynyceH
MHEBMOHMUT, OCTbP MWOKapawuT,
aBTOVMMYHEH nepvkapauT,
ONTUYEH  HEBPWUT, peETUHANEH
BaCKynuT

4. CpepgHa posa
KC - 0.25 - 05
mg/kg AHeBHO 3a
2-4 ceamMmuuum,

YmepeHa aktmBHocT Ha CIJIE
(Mno3uT, TEXbK NneBpwuT,
TpomMGouNTONEHNS,

ocpTanmonnerus, ¢ M3KnoYeHne

- Denesu
MeauKaMeHTOo3eH
XUNEPKOPTULM3BM

(cungpom Ha Cushing)
— artpodmsi Ha KoXaTa,

akHe

- apTepwmanHa
XUNEePTOHUS

- Xunokanuemus,
Xunepnvnuaemus,
Xnnepriavkemms

- 0oCcTeonopoasa,
OCTEeOHeKpo3a

- rrnaykoma, katapakrta

- PVCK OT UHpEeKUUM

- BescbHue, ncmxosa

NPUNOXeEH Ha ONTUYEH HEBPUT) - noaTuckaHe
BEHO3HO Moxe pfa ce npunara Mexay XunoTanamo-

> 7.5 mg n < 30 | nyncoete ¢ KC, B koMbuHaums ¢ xunocwuso-

mg OHEBHO, | UMYHOCYNpPEeCUBEH HaabbbpeyHaTa oc
NPUIIOXeH MeankameHTnpu Texbok CIE - akKuenenupaHa
BEHO3HO nnm aTepockneposa
nepoparHo
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5. Hucka gosa KC | ApTpur, KOHCTUTYLIMOHANHU - 0OCTeonopo3sa,
< 7.5 mg, | NPOSABU, KOUTO HE ce BIUAAT OT OCTEOHEeKpo3a
NPUIOXEH npuema Ha aHanretium, HCIBC. - noaTucKaHe Ha
nepoparHo KaTo nogabprkawa Tepanus XunoTanamo-
xunocuso-
HanobOpeyHaTa oc
- WHeKuMn, ¢ no-HUcKa
YecToTa B CpaBHEHUS C
no-sucoknte gocm KC
AnTepHupaly MembGpaHo3eH - HamansiBaHe Ha
pexum rnmomepynoHedput ¢ HedpO3eH HexenaHute
cuHgpom — 120 mg. nekapcTBeHu peakumm
Mpn HamanaBaHe gosata Ha KC. - cpella ce ocTeonoposa
KaTo nogabprkalwia Tepanusi.

Tabn. 7. KOpTMKOCTepOI/I,D,VI - HeXernaHu nekapcTtBeHn peakumnn

1. ATpodhusa Ha KoxaTa

2. YynnuBoCT Ha KanunapuTte, eXKNMosun

3. ABackyrnapHa Hekposa

4. KopTnkoctepoua-nHayumpaHa octeonoposa
5. Xuneprnukemus

6. Xunepnunugemmsa

7. Puck oT uHgekumm

8. ApTepunarnHa xmnepToHus

9. NaHkpeaTuT

10. maykoma, kaTapakrta

11. NpomsaHa B NnoBeAEHNETO

12. 3agbpKaHe Ha TEYHOCTU

13. A3BK Ha cToMaxa/gBaHageceTonpbCTHUKA
14. [NoBuLwaBaHe He TernecHOTOo Termno

15. AKuenepvpaHa atepockreposa

16. Xunokanuemus, xmnokanuuemms

[I. UmyHOCynpecuBHU MeAUKaMEHTH
1. Cyclophosphamide (Endoxan®, Cytozar®)

1.1. MexaHn3bm Ha aencTemne

- BOAM OO0 O0303aBucumMa J'II/IMCpOI'IeHI/IFI, KOeTO Ce OcCbllecTBdABa 4pe3 T- n B-

numdounTHa genneuns
- yBpexaa yHKuuaTa Ha Mmakpodparute

- NOoBJindABa TreHHaTa TpaHCKpunuuda, KoeTto BOAOM OO0 HaMalndBaHe Ha

npoaykundaTa Ha aBToOaHTUTENNa

1.2. [1o30BU pexmmun
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BMCOKOA030B pexunm 1000 mg/m?, npunoxeH BEHO3HO 1 X MECEYHO B noHe 12
nopeaHn mMeceua, crnef KOeTo ce npoabibkasa C NpUNoXeHue Ha 2-3 mecela,
B NPOABIDKEHNE Ha 2-3 rOANHN

Huckogo3oB pexum (Eurolupus) 500 mg, NpunoXeH Ha BCEKM OBE CeaMULMN,
LEeCT unKbna

abnatuBeH pexum — 50 mg/kg OHEBHO B 4YeTUPU NOPEOHU [OHKU, NpwU
TpaHCNNaHTaLms Ha CTBOSIOBU KNETKM

25 — 100 mg AHEeBHO NPUIIOXKEeH nepopanHo

Cyclophosphamide ce npunara kaTo MoOHOTepanuss wW/wunu B KOMOWHauus C
KOpTMKOCTEpPOUA W/nu Apyr UMyHOCYNpPecBeH MEANKAMEHT.

1.3. lngukaumm 3a npunoxeHne Ha Cyclophosphamide npu 6onHM cbc cuctemeH
nynyc eputemartosyc

ONOOAWNE

JlynyceH HedopuT

Jlynyc ¢ HEBPOMOIrMYHO aHraxnpaHe
AneeonapHa xemoparus

ABTOMMYHHa XEMOMUTUYHA aHEMUS
TpombouunTtoneHus

OnTnyeH HeBpUT

TpomboTuyHa TpoMbouuTONEHMYHaA Nypnypa
Backynut Ha Me3eHTepuanHm cbaoBe

2.

2.1.

2.2.

Azathioprine (Imuran®)
MexaHn3bm Ha gencreue

MMMOa3onoB AepuBaT Ha 6-MepKanTonypuH, KOUTO MHXMBMpa cuHTe3aTa Ha
nypvHW, KOETO BOAM 4O HamansiBaHe Ha umpkynvpawmte T- n B-numdountn
HamansiBa cMHTe3aTta Ha UMYHOrobynMHu

nogtucka CD28-megumpaHaTa curHannamums

[o3oB pexum — 2-3 mg/kg AHEBHO

2.3. MHankauumn 3a npunoxeHune Ha Azathioprine npu 605HM CbC CUCTEMEH Nynyc
epuTemMaTtosyc

1.

o0k wWN

INynyceH HedpuT

[MyniMoHUT

Xenatut

ABTOMMYHHaA XeMONMUTUYHA aHEMUS
TpombouunToneHns
["acTpoeHTeponatug
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7. ApTpuT, MMO3UT
8. KoxHu npossu

MNMosBonsBa Aa ce KOMBUHUPa € APYrY UMYHOCYNPECUBHU MEAMKaMEHTU 1 TapreTHa
Tepanusi.

2.4. OcobeHocTM npeau 3anoyBaHe Ha JeYeHMEeTo C Len orpaHuyaBaHe Ha
HeXenaHuTe NekapcTBEHW peakLum

- u3cneaBaHe 3a AeduLUT Ha eH3nMa TMONypuH MeTUnTpaHcdepasa

- NOCTENeHHO NoBULLIaBaHe Ha Jo3aTta

3. Mycophenolate mofetyl (MMF), (Cellcept®)

3.1. MexaHn3bm Ha gencreme

- NHXMbupa WHO3WMH-5"-MoHOodocdaT aexuaporeHasa, nogTucka
nponudepaumaTa Ha T- n  B-numdpountute, pecnekTUBHO KIEeTbYHO-
MeanunpaHus U xymopasrieH UMyHeH OTroBOp

3.2. Ho3soB pexum — 500 mg - 3 gr gHeBHO; 1.5-3 gr AHEBHO Npw NynyceH
HedpuUT
3.3. Mpunara ce npu nynyceH Hedput, Backynut, Heponynyc, CIJIE,

pe3ncteHTeH Ha KC.

4. Methotrexate

4.1. MexaHn3bm Ha gencreue

- MHXUOMpa eH3uMa guxmapodonart pefykrasarta, KOeTo OT CBOS CTpaHa BOAMU
Ao noatuckaHe cmHtesata Ha OHK

4.2. [os3oB pexum — 10-25 mg cegMuyHo, npueT nepoparHo wunm
napeHTepanHo (MOAKOXHO, MYCKYJTHO)

4.3. Hgukaumm 3a npunoxeHne Ha Methotrexatenpu GOMHM CbC CUCTEMEH
nynyc epureMaTtosyc

- Aptput

- KoxHu nposasu

- Ceposnt

- CJIE c Bogewm obLn, KOHCTUTYLNOHATHU NPOSIBY

5. Leflunomide (Arava®)
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5.1. MexaHunsbm Ha gencrene

- I/IHXI/I6I/Ipa €H3nMa aunxumgpoopoTaT AexmaporeHe3a, KoeTto OT CBOA CTpaHa
BOAM OO0 noaTuCKaHe CUHTEe3aTa Ha NMUpUuMUanH, peCnektTMBHO CUHTE3aTa Ha

AHK

5.2. [o3oB pexum — 20 mg AHEBHO

5.3. Mpunara ce npu apTpuT, pas3Bun ce B Xo4a Ha CUCTEMEH Iynyc
epuTemaTosyc.

6. Cyclosporine
Hamupa npunoxeHue Toraesa, koraTo Oonectta He OTroBaps Ha gpyrute
WMYHOCYNPECUBHN MeONKAMEHTU, NPU  YCIIOXKHEHUS KaTO UUTOMEHUKW, oparsnHu
ynuepauuu, yptukapus, Hedopur,
HAKOW KOXXHW Nnesunn.

lll. MpuonusautenHo npu okono 10% oT OONMHUTE CHLC CUCTEMEeH nynyc
epuTemMato3yc ce uU3nonsBaT MeguKaMeHTU, pasfiMyHun OT KOpPTUKOCTepoua u
CTaHAAPTHU WMYHOCYNpPECUBHU JeKapCTBa, KaKTO U HAKOM cneunduyiHu
MHTEpPBEHLUMNM.

1. Dapson (Diaminodiphenyl sulfone) — me3eHxMmeH MHXNMGUTOP

1.1. MexaHn3bm Ha gencreme

- nogTucka Bb3nanuTenHUTE peakuun B Me3eHXMMa (KoXa, NogKoXxue, CbaoBe
nap.)

- BGnokupa akTMBMpaHEeTO Ha anTepHATUBHUA MbT HA KOMMNIIEMEHTa

- CTMMynupa HeyTpodunHaTa UMTOTOKCUYHOCT

- nek anti-TNF edekT.

1.2. [o3oB pexum — mexay 50-100 mg gHeBHO

1.3. Hamupa npunoxexue npu:

- KOXEH BacKynuT

- BynoseH nynyc

- NynyceH NaHuKynuT

- ypTuKapus

- oparnHu ynuepauuu

2. Thalidomine, Lenalidomide
TexHuaT epekT e gokasaH npu pedpakTepeH KOXeH nynyc, HO MPUoXeHUeTo
MM € OrpaHM4YeHO nopagu TepaTtoreHHus WM  edekT, YycTaHOBeHa
npokoarynaHTHa akTMBHOCT U PUCK OT pa3BUTUE Ha NOSIMHEBPONATUSI.

3. ,El,pyru MeAUKaMeHTUn € UMyHOoCcynpecuBeH U UMyHOMoOA4ynpatLy e(*)eKT
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3.1. Tacrolimus
- 13nonsea ce npu nynyceH Heput
- nokanHu hopmMmn Ha KOXKEH nynyc.

3.2. Rapamycin — kKnMHWYHO Npoy4yBaHe asa |l npu 6onHM cbC cucTtemeH
nynyc epuremMaTosyc.

3.3. PetuHomnaun (Acitretin) — HamMpa NpPUoOXeHWe NPU NOLKOXEH KOXEH
nynyc v npu pedpakTepHN KOXHU Ne3NN.

3.4. Mizoribine e NnypuHOB aHTaroHUCT, C MEXaHM3bM NoaobeH Ha To3a Ha
Azathioprine.

4. Mna3macpepesa

Hamupa npunoxeHve npu TpombBOTUYHA TpOMOGOUMUTOMEHUYHA Mypnypa,
KpMornobynmHemMusi, HEBPOMMENUTUC OMNTMKA, anBeonapHa Xxemoparus,
nynyceH HepUT, TEXbK BACKyNMUT.

5. TotanHo obnb4yBaHe Ha NuMMdHaTa cucrtema, numdouuntodepesa.

6. HectepoMaHu npoTMBOBBL3NANMUTENHM cCpeacTBa — M3MNOM3BaT ce KaTo
cumnToMaTUyHa Tepanus — npu  debpunuTeT, rnasoGonve, Muanruu,
apTpanruu, apTpuT U/unm ceposuT.

7. JlokanHa Tepanus
7.1. JNokanHu KopTUKOoCcTEeponaun

- HedbnyopupaHu npenapaTt — no-cnab edekT, Ho mMoraT Ja ce M3nonssaT no-
ObNro Bpeme

- cnyopupaHu npenapatu — TpssibBa oa ce M3nonaear 3a nepuon He No-Abibr
OT ABE ceamMuum, nopaam pUCK OT KOXXHa aTpodusi, TerneaHrmekTasmu.

7.2. NokanHu KanuuHeBpUHOBM MHXUOUTOpPU (Tacrolimus,
Pimecrolimus).

IV. AHTUManapuvum
1. MexaHn3bM Ha gencrtene

- Bnokupat T-like peuentopu (TLRS) 3, 7 n 9 ypes npomsiHa Ha pH unu ypes
KOMMNETUTMBEH NPUHLMN HA MHXMBupaHe Ha TLRS;

- MHxubupart ocdonunmaa A2, docgonunuaa C;
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ctrabunuampaT NMN3030MHUTE MEMOpaHW;

HamansBsaT NPOoAYyKUNATa Ha eCTPOreH;

NHXMBmpaT B-numdcoumnTtHua ctumynatop (BLys, BAFF);
AHTUTPOMOBOTUYEH edhekT, HamanaBaT CeEPyMHUTE HMBA Ha KpbBHA 3axap u
Xonecrepor;

UV npotekums.

YCTaHOBEHO e, ye aHTumManapuuuTe yBeJlin4yaBat NnpexmnB4aAemMocCTTa,

npegorBpardaBart n/vnn Hamanseat OpraHHOTO yBpeXaaHe, y4acTBaT B noaabpxXaHe

Ha peMUCUATa, HamMmandaBat YectoTaTta U TeXecCTTa Ha peunamnBuTe.

AHTManapuumMTe wuMaTt npoTEKTUBEH edeKkT Mo OTHOWeHWe Ha Tpombosute,

6BHOpPeYHOTO yBpeXaaHe N pa3BuTne Ha MHAEKLMN.

2. [1o30B pexum

Hydroxychloroquine (Plaquenil®) — 5 mg/kg/gHeBHO, MOXxe ga npunara no-
BMcoOKa go3a 7 mg/kg/aHeBHO, 3a nepuoa He No-AbNbr OT TPU MeceLla
Chloroquine (Resochin®) — 500 mg aHeBHO 3a 1-2 meceua, crep koeto 250
mg OHEBHO

Quinacrine — 25-100 mg/kg/gHeBHO

3. AHTUManapvumMtTe Hammpat NPUNoXeHue nNpu:

KOXHM ne3un

KaTo aguTMBHA Tepanusi Npu nynyceH HedppuT

aHTUdochonMnNnageH CUHOPOM

apTpuT

4. HexenaHu nekapCTBeHW peakuum

obpus

racTpOMHTECTUHANHU NPOSIBY

00LL0 Hepa3nonoXxeHne

nurmeHTHa petnHonatua (Chloroquine e no-tokcmyeH ot Hydroxychloroquine).

V. NHTpaBeHO3HU UMYHOINIOBYNUHU

MmyHoMoAaynaTopHu eheKTu Ha UHTPaBeHO3HUTe UMyHornooynuuu (1VIG)

1. IVIG moxe ga ce npunara Kato AONbIHUTENHA Tepanusa npu:

CucrtemeH nynyc eputemarogec
AHTUdochonnnuaeH CUHAPOM C NOBTapPSILLM Ce CMOHTaHHM abopTu

2. MexaHu3mu Ha gencteue Ha IVIG npu cuctemeH nynyc eputremartosyc (cwur. 1):
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* VguoTtun-aHTu-ngmoTun B3aMOAENCTBUE MeXAY aHTU-UANOTUMNHW aHTuTena
B IglV w aHTuTena HacoyeHu cpewy dsDNA, daktop VII, npu koeTto ce
dpopmupaT aHTU-UANOTUMHU MPEXN;

=  AHTU-mgnotunHute aHtutena B IVIG

aktmBmpaTt uHxmbutopHusa FcyRIlb,

koeTo Boan fo “off signal” Bbpxy B-kneTkute M notuckaHe npoaykuusita Ha

aBTOoaHTUTENa.

MpodunaktuyHaTa gosa Ha IVIG e 400 mg/kg, a nedyebHaTa ot 800 mg/kg oo 1gr — 2

gr/kg (npu TexkuTe cnydam). Immunovenin intact ce ce npwunara B MNOCOYEHUTE

[030BU pexnmn B Tpu annukauum npes geH. Npu antucpocdonunuaeH cmHapom

IVIG ce npunara B po3a 400 mg/kg exemece4yHO OT YCTaHOBSIBAHETO Ha

BGpemeHHocTTa oo 28-32 r.c..

Fc penenTop Menuupanu
edexTn

1. bnokupa Fcy penentopure
2. Monynupa adpunurera Ha Fcy
perLenTopure
3. AKTHBHpa HHXUOUTOPHUS
FcyRII B peuentop
4.Ctumynupa mpoiieca Ha
,PEIENTOPHA €HI0IINTO3a”,
KOETO 3acuIiBa Kataboian3Ma Ha
aHTHUTENaTa

g
5. biiokupa mpoHUKBaHETO Ha
C3b u C4b ¢pakuuure Ha
KOMIUIEMEHTA BbB Bb3II. ThKaHU
6. BrampensitcTBa hopMupaHeTo
ua C5b-C9 membpanno-
aTaKyBaIlXs KOMILIEKC
7. Heyrpamuzupa C3a u Cha
aHa(hUIATOKCHHHUTE.

IgIV

EdexTn BbpXy 1eHAPUTHHTE
KJIETKHU

1. Muxubupa nudepeHumanmsata
W MaTypainusTa Ha JICH[PUTHHTE
KIICTKH
2. Monynupa npoayKuusiTa Ha
NPOBB3MAIUTEIHN [IMTOKAHH OT
JEHIPUTHHUTE KIICTKH.

A

IpoTuBOBB3NATUTETHH
edexTn

1. Mogynupa cexpenusita Ha
IMPOBB3NAIUTCIHUTE HUTOKHUHU -
IL-1B, TNF-a
2. Heyrpamuzupa
OaKTepUAITHUTE TOKCUHU
3. Naxubupa P-cenextun u 2
WHTETpUH-CBbp3aHaTa KIeThbuHa
anxesus
4. HamansBa Murpanusra Ha
JICBKOIIMTU BbB BB3IIAJICHUTEC
THKaHHU.

A 4

Peryiaupa anonrosara
AmnTH-Fas antutenara O10kupat

Imponeca Ha arornrosa

A 4

Edextu Bopxy B- kieTkure un
aHTHTe/IATa

1. HeyTpanusupane Ha

aHTUTeNaTa Ype3 aHTH-

WJAMOTUITHY aHTHTEINA 1

(dopMupane Ha aHTH-UTUOTHITHH

MPEXH

2. PaztBapsHe Ha popMUpaHUTE

UMYHHH KOMIIJIEKCH.

Aviie

E¢extu Bbpxy T- kneTkute
1. Heytpanuszupa
HOJIMKJIOHANHaTa T-KileThuHa
aKTHBALUs OT CyIIEPAaHTUTCHU
2. Monynupa cekpenusta Ha
MUTOKWHY OT T-nmuMdonuTrTe

o
@
Y




odur. 1. MexaHn3bm Ha gencteue Ha IVIG

HexenaHu JNIeKapCcTBeHU peakuuun, npodaBsAaBalln ce Npu NpuUnoXxXeHMeTo Ha IVIG
Hakonko NNeKapCTBeHN npenapara, CbAbpXawn WUMYHOBEHUH 3a WHTPaBEHO3HO

nNpunoXxeHne, npucbcTBaTt Ha Gbnrapcknsa nasap — Immunovenin intact 5% IgG1,
Privigen 100 mg/ml, Octagam 10%. EgHa OT OCHOBHUTE pasnvku Mexay pasnudHmuTe
npenapaTtu e cbabpXaHneTo Ha IgA. Han-lwmpoko n3nons3BaHuaT MMYHOroOynnMHOB
npenapaT B exeHeBHaTa peBMaTonornyHa npaktmka e Immunovenin intact.

B exegHeBHaTa peBMaToOnoOrMyHa mMpakTUka WHTPaBEHO3HUTE MMYHOrNOOYNNHN
HamMupaT NpUNoXXeHue Npu neyeHne Ha:

e CucTeMeH nynyc eputemMaTonec ¢ BUCOKa MMYyHOOrM4YHa akTUBHOCT;
= CucteMeH nynyc eputemaTtofec, NpoTuyall c uepebpoBackynuT, nynyceH

HedpuUT,  BacKynuT  W/MNM  aBTOMMYHHA  XEMONUTUYHA  aHeMus,

Tab6n. 8. Han-4yecTo cpelwwaH cTpaHU4YHU NPOSABU

TemnepaTtypa c BTpucaHe AncnHes
MapeHe, noBpbLiaHe MmaBobonune
Taxukapausa Bornka B repba
Bornka n Texect B repaute Mwanrmm
XUNOTOHUSA, XUNEPTOHUS O6pwuB, cbpbex

MposiBu ot cTpaHa Ha LUIHC
Texko rmaBobonue
AcenTnyeH MEHUHTUT

Bb6peyHn nposisu

Puckosume ¢hakmopu rnipedpa3sronazawju KbM paszgumuemo Ha 6b6peyHU yCIrIOXKHEHUS
ca: nodnexawa bbbpeyHa HedocmambyHocm, duabemHa Heghpornamusi,
Oexudpamauus, cerncuc, naparnpomeuHemMus, rpunazaHe Ha HeQOPOMOKCUYHU
medukaMeHmu.

AsoTemusi

OcTtpa 606peyHa HeagoCTaTbYHOCT

Tpomb60eMOONMUYHU MHUMOEHTHN

ObuKHOB8€EHO Mpu Hanuyue Ha OoMb/IHUMEsIHU PUCKOBU (haKkmopu, c8bp3aHU C NosuleH
guckosumem: KpuoenobynuHemus, xunepaamaeanobynuHemus, u
xurnepxosecmeposieMus.

TpomBoTUYEH MHCYNT

MwokapaeH nHapkt

BenogpobeH TpombembonuabLm

AHadmnakcusa ot aHTU-IgE aHTUTEna cpewy IgA
Pa3ssusa ce npu noemopHo rpusioxeHue Ha lglv

CTpaHU4HM NPOSAABU, ONUCAHU B OTAENHU KITMUHUYHU criy4yau
KoarynonaTtua, Xemonusa, KpnornobynuHemus, Heytponerus, Yeeut, HenHdekubaeH
xenaTtut, PUTbMHN HapyLleHus




TpoMbounToNeHus;
= CuctemeH nynyc eputematogec ¢ nognexaw, aHtuocdhonmnuaeH CUHAPOM;
= CuctemeH nynyc eputreMaTosyc C NOBTapALLN ce MHEKLUUN.
Han-yecto HabniogaBaHute CcTpaHudHM nposiBu (Tabn. 8) ca Temnepartypa,
npuapyxeHa c BTpucaHe, rnasobonuve, apTpunrum, Mumanrmu.
VI. TapreTHa Tepanusa

1. Belimumab (Benlysta) — eguMHCcTBEHaTa TapretTHa Tepanus, ogobpeHa ot
FDA n EMA 3a ne4yeHne Ha 6OMHN CbC CUCTEMEH NynyC eputeMaTosyc.

1.1. MexaHn3bm Ha gencreue

- MOHOKJ1IOHAJITHO aHTUT4aI10 cpeu_l,y pa3TBOpUMUA B J'II/IM(bOLI,VITeH CTI/IMyJ'IaTOp
(BLyS)

1.2. [lo3oB pexum — npunara ce B gosa 10 mg/kg, NpumnoxeH MHTPaBeHO3HO
Ha 0-14-28 fgeH, cnen KoeTto BeAHBbX MECEYHO.

1.3. Belimumab e nokasaH kaTto agantneHa (gonbriBawa) Tepanus npy 6onHu
C aKTMBEH, aBTOAHTUTANO-MO3UTUBEH CUCTEMEH Jfynyc epuTemMaTo3yc C
BMCOKa CTeneH Ha akTUBHOCT Ha bonecTtTa (nonoxutenHu anti-dsDNA n Hucku
CTOMHOCTM Ha KOMMNNEMEHTA), BbLNPEeKN NpunoXxHara ctaHaapTHa Tepanus.

2. NlHoBaTUBHM TapretTHu TepaneBTU4YHUN CTpaTermm

MexaHn3bm Ha gencTene MpumepeH Tapret

T kneTku CTLA4-Ig; CD40L mAbDs; ICOS;
yBenuyaBaHe 6pos  Ha  CD4+CD25+,
CD8+CD28- kneTku

B kneTtku CD20+ mAbs; CD22+ mAbs; anti-BLyS;
TACI-lg; BAFF-RFc;

KomnnemeHT Anti-Cba

LINTOKNHK mADbs cpeuwyy sIL-6R, IL-6, IL-10, IL-17, IL-18

BpoaeH nmyHeH oTroBop Anti-IFNa, anti-IFNy; 6nokumpaHe Ha TLR7,
TLR9

BrnokvpaHe Ha MOBBPXHOCTHU | Syk-KMHA3HWU MHXMBUTOPYK; Sirolimus
KNeTbYHW peuenTopu

TonepareHu lMenTngun, cebp3aHn ¢ Hykneosoma, Sm Ag;
16/6 nanotun;

B 1tabn. 9 ca o060o6weHn pasnuyHUTE UMYHOCYNPECUBHU MeOuKaMEHTU W
CbOTBEHUTE MHAMKALMMN 3a NPUIOXKEHME.
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Ta6n. 9. UmyHocynpecopu — MHAUKaLMK 3a NPUIOXKeHUe

MmMyHocynpecnBHa Tepanusa

NHuankauum (M3knoveHn ca nynycHUA HedpuT u
HeBporornyHuTe nposisu npu CJ1E)

Cyclophosphamide

- CucremeH Backynut, APS

- Anseonut

- XeMaTosIorMyHn HapyLeHns — aBTOMMYHHa
XeMOJSIMTMYHA aHeMnd, TpombouuToneHNs,
TpOMOBOTMYHA TpoMbBoLMTONEHNYHA Nypnypa
- ONTnYeH HeBpUT

Azathioprine

- TexKn KOXXHU NposBn

- ApTput

- ABTOMUMYHHa XeMONUTUYHA aHEMMUS,
TpombounToneHms

- llynongeH xenatut

- leHepanuanpaH akTMBEH nynyc

Mycophenolate
(MMF)

mofetyl

-JlynyceH nemdurong, lichen-planus acounmpaH
nynyc

- AnBeonut

- ABTOMMYHHa XEMONUTUYHA aHEMMUS,
TpombounToneHms

- leHepanuanpaH akTMBEH Nynyc, BacKynuT

Methotrexate

- ApTtput
- KoxeH nynyc
- leHepanusnpaH akTnBeH nynyc

Leflunomide

- ApTput

Cyclosporine

- ApTput
- Opannu ynuepaunn/KoxeH nynyc
- AnnacTtunyHa/XunonnactnyHa aHeMus

Adepe3sa

- XeMaTonorM4yHn HapyLLeHnst — TpoMboTUYHa
TpombouuMToneHnYHa nypnypa,
KpuornobynmHemums

- AnBeonapHa xemoparusi

Belimumab (Benlysta®)

- AKTUBEH Jynyc, BbMpEKN npoBeXxagaHarta
CTaHOapTHa Tepannd

Rituximab* - XemMaToform4yHn HapyLleHus — aBTOMMYHHa
XEeMOSMTMYHa aHeMund, TpombounToneHus
- ApTpuT, Backynut, APS, TeXXbK CMHOPOM Ha
Sjogren

Abatacept* - ApTtput

* Ha moau eman npunazaHemo Ha Rituximab u Abatacept npu pa3snu4yHume rposisu
Ha CJIE He e pa3peweHo 8 Pbbrzapus
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VII.

I'Ipm1ara|-|e Ha onucaHntTe MeaAUMKaMeHTU BbBB BpPbB3Ka C pas3findyHuTe

OopraHHu nopaxeHus npm 6onHu cbe CJIIE (tabn. 10).

Ta6n. 10. MegkamMeHTU N3NON3BaHU NMPU Pa3fIMYHUTE OPraHHM NOpaXXeHUs npwu

CIE

KoxHu nposiBu

1. OCTbp KOXEH Nynyc eputeMaTosyc

ymepeHa gosa KC 3a kpaTbk nepuog oT
Bpeme
aHTUManapuk
Quinacrine)

(HCQ,

Chloroquine,

2. XpOHUYEH KOXEH Iynyc eputeMaTosyc

- JIOKaJiHa Tepanua
- CINbHUE3alLNTHN KpemoBe

- antumanapuk (HCQ, Chloroquine,
Quinacrine)

3. NogocTbp KoXeH nynyc eputematosyc |- aHtumanapuk (HCQ, Chloroquine,
Quinacrine
- peTHoman

4. leHepanuaMpaHu KOXHW MposiBU Mpu
nynyc

(opanHu ynuepauun, ,nenepynoobpaseH”
obpuB, anoneuus, ypTukapus)

- cyclosporine (ocobeHo npu ypTukapus)
- KC (Hednyopupann KC; dnyopupaHu
KC B KpaTku KypcoBe)

- tacrolimus
- nokarnHa
ynuepauuu
- NNoKanHa Tepanusa 3a koconag

Tepanua 3a  OparHu

MyckynockeneTHu nposiBu

N36opbT Ha Tepanus ce onpeaens oT:
- 3acerHaTu ctaBHM obnactu

- NPOABIHKNTENHOCT

- TEXECT Ha nposiBuUTe

- HCMNBC

-KC

- aHTUManapuk
- Methotrexate
- Leflunomide
- Azathioprine

KapavwonynMoHanHu nposisu

1. Cepo3uT (NNeBpuT, NepnKapauT)

- HCNBC
- KC (Bncoka unm ymepeHa gosa KC)
- aHTMManapuk

2. OcTbp NnynyceH NHEBMOHUT

- Bucoka gosa KC, Bkn. nync Tepanus

AnseonapHa xemoparus - Cyclophospamide
- acbepesa
3. WHTepcTuumanHo 6enoagpobHo | - KC
3abonsiBaHe - IMYHOCYMNPECUBEH MeONKAMEHT

4. NAX (6enogpobHa apTepuanHa xmnepToHus) Bux pasgena MNAX

5. JlynyceH munokapaut

\ - BUCOKa Jo3a KC
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- HCMNBC
- B-6niokep, HUTPaTH

6. JlynyceH engokapant

- KC
- aHTMbaKTepuanHa M aHTMKoarynaHTHa
Tepanus

XemaTonornyHu nposisu

1. ABTOMMYHHa XeMOSIMTUYHA aHEMUS

- BUcoka gosa KC
- UIMYHOCYNPECUBHU MEOUKAMEHTH
- TapreTHa Tepanus (Rituximab)*

2. WaunonatmyHa TpombGoumToneHuyHa | - KC

nypnypa - IMYHOCYMNpPECUBEH MEONKAMEHT
- IVIG
- TapreTHa Tepanus (Rituximab)*
- CNNeHEKTOMNSA

3. TpombotuyHa TpomboumToneHuydHa | - KC

nypnypa - apepesa

- TapreTHa Tepanus (Rituximab)*

*Ha mo3u eman npunazaHemo Ha Rituximab npu pasnudyHume nposisu Ha CJIE He e

paspeweHo 8 Pbbrieapusi

VIIl. Mo oOTHOWeHue ne4YyeHMETO Ha OBLOpPeYHUTEe U HEeBPONOrnYHUTE
nposiBM nNpu OONMHM CBbC CUCTEMEHe Jynyc eputeMaTto3yc uMa
Cb34afeHun NpenopbKU 3a rieyeHue.

Mpenoptbku 3a nevyeHne Ha nynyceH HedppuT

Mpe3 2012 roguHa European League Against Rheumatism and European

Renal Association-European Dialysis and Transplant Association

(EULAR/ERA-EDTA) nybnukyBaT OCHOBHUTE NPENOPBLKN (HAaCoKn)3a nevyeHme

Ha NaumMeHTn C nynyceH HedpuT.

1. Mugukaumm 3a npoBeXxaaHe Ha NyHKUMOHHa O6bOpeyHa Ouoncus
(NBB)
YcTHaHoBsABaHe Ha npoTteuHypus > 0.5 g/24h, ocobeHO cbyeTaHa C
rmomMepynHa xematypusi c/6e3 KNeTbYHW UWNUHOPUM € MWHAMKauus 3a
nposexgaHe Ha [1Bb. B nose4veTo cnyyvau MNBb e 3agbmkntenHa, Tb Kato
KNMHNYHUTE, NabopaTopHMUTE N UMYHOMNOTNYHUTE pe3ynTaTn He moraTt fa
npeackaxaT XMCTOMNOrMYHUA TUN Ha 6 bOPEYHO aHraxupaHe.

2. MaTtomopddonornyHa oueHka Ha 6bLOpeyHaTa Guoncus
MpomeHuTe ce knacudpuuymnpat cnpoaeH Kputepunte Ha
KnacudumkaumoHHata cuctema Ha International Society of Nephrology
(ISN)/Renal Pathology Society (ISN/RPS) 2004 roguHa, KaTo ce oueHaBaT

aAKTUBHUTE n XPOHUYHN rmoMepyInHn n Ty6yJ'IOI/IHTepCTI/1LlVIaJ'IHI/1
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M3MEHEeHNsd, KakTo W  CbAOBUTE  MNPOMEHM  acoummpaHum C
aHTMdoconMnMaHn aHTuTena/aHTngochonMnnaeH CUHOPOM.

NokaszaHMAa 3a 3anoyBaHe Ha Je4YeHMeTo U Uen  Ha
MMYHOCYMNpecMBHaTa Tepanua npu 60nHu ¢ nynyceH HecpuTt
3ano4yBaHeToO Ha MMYHOCYNPECUMBHO fleYeHne ce onpeaens oT pesynrara
oT 6bbpeyHaTa Buoncusa. ViIMyHocynpecuBHa Tepanusi ce npenopbysa npu
rnomepynoHedput xmuctonornyeH knac lllavnum lllac(x V) n IVannn IVarc (x
V), Kakto 1 npu 4uct V Kknac rromMmepynoHedgput, korato GentbyHaTta
3aryba Hagxebpnsa 1.0 gr/24h Bbnpekn npunraHeTo Ha onTUManHa [o3a
ACE-nHxuobutop.

OcHoBHaTa UeNn Ha JeyYeHWeTo Ha nynycHuss Hedput e pga ce
Hopmanuampa 6bbpeyHaTa QYHKUMS WM NOHEe Oa ce npenoTBpaTtu
nporpecuBHaTa 1 3aryba. JleyeHneTo TpsibBa ga ce CTpeMU KbM NOCTUraHe
Ha nbnHa pemucua ¢ UPCR (Urine Protein to Creatinine Ratio) < 50
mg/mmol n HopmanHa unu 6nuaka go HopmanHaTta 6bbpeyvHa dyHKUMA.
YactnyHaTta pemucua ce geduHupa npu HamanseaHe Ha 6entbyHaTta
3aryba ¢ = 50% u HopmanHa wnu 6nu3ka Ao HopmanHata G6bbpeyHa
yHKUMA, KaTo YacTuyHaTa pemucna Tpssbea pga 6bae nocturHata
npnbnmM3anTenHo 4o oKono 6 Mecel, HO He NO-KbCHO OT 12 mMeceua cnea
3ano4BaHe Ha NevYeHneTo.

IleyeHwme Ha nynyceH Hecput

MHaykunoHHa Tepanus

4.1. Mpwn nauneHTn ¢ rmomepynoHedpUT XnctonorndeH knac lllannm
Hlac(x V) n IVaunm IVac (x V) ce npenopbyBa KaTo MHAYKUMOHHA
Tepanua npunoxeHmneto Ho Cyclophosphamide (CYC) uHTpaBeHO3HO,
Mycophenolate mofetyl (MMF)n rntokokopTMkoMan nopagun TAXHOTO
Han-0obpo CbOTHOWEHME edbKacTHOCT/TOKCUYHOCT. [lodaTta Ha MMF e
3 gr/aHeBHO 3a WwecT Mecela nnu Hucka gosa CYC (obwa gosa 3 gr 3a
Tpu MeceLa).

4.2. Mpn 60NHU C HanNMyMe Ha NoWKn NPOrHOCTUYHKU hakTopu (OCTPO
BriowaBaHe Ha 6bbpeyHaTa (PyHKUMS, N3pa3eHN KNEeTbYHU NONYyNyHUS
n/vnn pubpuHomaHa Hekposa) ce npunara CYC B no-BMcoka aosa
(0.75 mg - 1 g/m?) nNpunoxeH BEHO3HO MECEYHO B LUECT MOpEeaHU
Meceua unu 2-2.5 mg/kg/gHeBHO NpUIIOXeH nepopariHo.

4.3. Methylprednisolone (MP) ce npunara nbpBoHayanHO B [03a
500-750 mg uWHTpaBeHO3HO (nyncoBa Tepanud) 3a 3 MOpPedHU OHW,
nocrnensaHo OT opanHu rrkokopTMkouan B aosa 0.5 mg/kg/aHeBHo 3a
YyeTupy ceagMmnumn B 3aCUCMMOCT OT KITMHUYHMS OTrOBOP, KaTo crnej ToBa
fos3ata ce HamansiBa 40 AOCTUraHeTo Ha MUHUMMarnHo HeobxoaumaTta
[03a 3a KOHTpon Ha 3abonasaHeTo (< 10 mg/gHeBHO 3a 4-6 cegmuun).
Llenta Ha nyncoBata Tepanusi C IMOKOKOPTUKOMAM € [a Ce MOBULLN
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eUKacTHOCTTa, KakTo W Ja Cce Hamanu KymynaTtuBHaTta
KOpTUKOCTEpPOMAHA 403a.

4.4. Mpn nauneHT ¢ knac V nynyceH HedpuT ce npenopbysa
3ano4saHe Ha revyeHneto c opaneH Prednisone 0.5 mg/kg/aHeBHO
3aegHo ¢ MMF (2-3 gr/gHeBHO 3a 6 Meceua). Kato antepHaTtuBa 3a
HEOTroBapsILLMTE Ha fie4YeHneTo ce npenopbyBa npunoxeHne Ha CYC
unn KanuuHespmHoBu uHxmMbuTopu (Ciclosporine, Tacrolimus), wnu
Rituximab.

4.5. Azathioprine (Aza) MoxXe fa ce npunara kaTo antepHaTuBa Ha
MMF (MPA) unn CYC B gosa 2 mg/kg/aHEBHO Npu OTAENHU NauMeEHTH
c knac llI-IV nynyceH HedpuT npuv nunca Ha IoWn MPOrHOCTUHM
akTopy UNn Mpu Hanuune Ha KOHTpaMHAMKaUMK 3a NPUNOXEHUe Ha
MMF, CYC. M3non3eaHeTO Ha Aza € CBbp3aH C MO-BUCOK PUCK OT
peungunsun.

NB! Hanuue ca aBa pexuma 3a MHTpaBeHO3HO npunoxeHne Ha CYC a) Euro-Lupus
PEXMM C NpunoxeHne Ha Huckm go3m CYC (500 mg i.v. egHOKpaTHO Ha BCEKU 2
ceammum oo obuwo 6 goaun), nocrneasaHo oT noaabpxawo nevyeHme ¢ MMF nnn Aza
nepopanHo. 6)National Institutes of Health, npu konto CYC ce npunara exemece4yHo
3a nepuwon oT 6 Meceua, crnen KOeTo Ce npunara Ha BCEeKM TpU Meceua npes
cnegBawmTe aBe roavHn. Heobxoommo e HamansiBaHe Ha gosata Ha CYC npwu
KpeaTMHUHOB KnnpbHC nog 30 ml/min 1 npu AaHHM 3a JIEBKOMEHUS.

Mopatbpikalla Tepanus npu nynyceH Hedpput

4.6. [Mpy naumeHTUTEe, KOUTO OTroBapPAT Ha MHOYKUMOHHATa Tepanus
C uen ga ce 3aTBbpAM OTrOBOPbBT Ha fleYeHneTo u aa ce nsberHaTt HoBU
obocTpsaHuA, ce NpenopbyBa NpoabinkaBaHe Ha neveHneto ¢ MMF 2
gr/gHeBHO (Mnn ekBuBaneHTHa gosa MPA) nnu Aza 2 mg/kg/aHeBHO 3a
nepuog He no-manbK OT TPU FOAMHU KaTO nonbApaxallia Tepanus
3aefHO C HUckM Jo3m  kopTukoctepomp (5-7.5 mg/gHeBHO).
MpogbmkaBaHe Ha fieYeHNEeTOo 3a NoBeye OT Tpu roavHu Tpsibea ga ce
nHoMBMayanusnpa, KaTo Hau-Hanpeg cnegsa fda ce npeycTtaHoBuM
nevyeHneTo C  KOpPTUKOCTepouau  npeanm  MMYHOCYMpPECUBHUTE
MeANKaMEeHTMU.

4.7, MauneHTnuTEe, KOUTO Cca OTrOBOPUNM Ha MbpPBOHAYANHOTO
neyeHne ¢ MPA, Ttpsbea pa octaHaT Ha MPA ocBeH ako He ce
npeaswxaa 6pemeHHOCT. B TakbB criyyan Te TpsabBa Aa npeMmnHaTt KbM
Aza Han-marnko Tpu MeceLa npeaun 3adeBaHeTo.

4.8. KanunHeBpmnHOBN MHXMOUTOPKU MoraT Aa ce npunaraT npu Knac
V nynyceH HedpwuT.

Mpwu pedpakTepeH nynyceH HecpuTt
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4.9. MpyM naumMeHTn, KOUTO He OTroBapAT Ha WHAYKUMOHHAaTa
Tepanus, Ha LWeCTUa Mecel OT JIeYEHWEeTO WM MpU Hanuyne Ha
CTpPaHW4HU peakuuun, ce npenopwvyBa npemmHasaHe oT MMF kbm CYC
nnm ot CYC kbm MMF.
* Ha 6Gasata Ha pesyntatute OT HSKOW KIWMHUYHM M3NUTBaHMA ce obcbxaa
HeobxogMmocTTa OT npunoxeHneTo Ha Rituximab, kanuMHEBPUHOBM WMHXMOBUTOPM
(Cyclosporin A, Tacrolimus), MHTpaBEHO3€H WMYHOrnoBYMnH, MPUIOXeEH BEHO3HO
TpUKpaTHO npe3 feH B Ao3a 85 mg/kg/aHeBHo, cpegHo 255 mg/kg/gHeBHO, nnasmeH
obmeH npu 6bp30 Nporpecupaly, rnomMepynoHedpUT NN MMyHoaacopoums.

5. CbnbTCTBALLO NleYyeHue nNpu nynyceH HecpuT
5.1. BbB Bpb3ka ¢ edoektutnte Ha ACE MHXMBUTOpUTE NN aHMMOTEH3NH-
peuenTopHM Brokepu BbpXy BbTPErIOMEPYNHOTO HansraHe Te ca nokasaHu
NpyM BCUYKM NAUMEHTU C nynyceH HedpuT (C W3KIYEHWe Ha
BpemMeHHu) ¢
npotenHypus = 0.5 gr/24 h (UPCR > 50 mg/mmol) nnmn xmnepToHus.
5.2. lNpunoxeHneTo Ha CTaTUHKU Ce NpenopbyBa Npu nepcucTupalla
ancnmnngeMmmna (NpenopbyBaHn TapreTHU HMBa Ha LDL-xonectepona
2.58
mmol/l).
5.3. [pwn BCYkM NaumeHTn ¢ nynyceH HedppuT ce npenopbyBa fieyeHne ¢
Hydroxychloroquine (6.5 mg/kg/gHeBHo unn 400mg/24 h) c uen ga ce
nogobpu n3xoabT Ypes No-6bp30 AocTUraHe 40 PEMUCUSL.
54. MpunoxeHneTo Ha acnuMpuH npu 60nHM ¢ aHTudochonunuaeH
CUHAPOM,
cynnemMeHTauuaTa Ha kanuui n sutamud 1, umyHusaumsta ¢ youtum
BaKCUHU
HamMansaBaT YCNOXHEHUSITa Ha XPOHMYHOTO 6bOpeyHo 3abonsaBaHe
5.5. Tlpu nauneHTn c Hedpo3eH CMHAPOM CbC cepyMeH anbymuH < 20 g/l

B
NPUCBHCTBMETO Ha aHTUMOCHONUNUOHN aHTUTena crnegsa gda ce
obcban
NPUNOXEHNETO N Ha aHTUKOoarynaHTHa Tepanusi. AHTUKOAarynaHTHOTO
neyeHne ce nposexaa ¢ Heparin BEHO3HO B AHEBHA [03a 06n4anHo
no 30 000
U, pasgeneHa Ha Tpu BnmnBaHusa no 10 000 IU. C uen ga ce tutpupa
NOHOCMMOCTT@ Ha NauueHTa KbM Heparin, npe3 NbpBUTE OHWU Ce
BnueaT 3

nbTv no 5000 IU npu koHTpon Ha aPPT, cneg koeto Aosata
NOCTENEHHO ce
yBenunyasa oT 3 no 7500 IU go 3 nbtm no 10000 [U.
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6. NMpocneasaBaHe Ha nauueHTUTE C fynyceH HedppuT
6.1. MNauneHTUTE C aKTMBEH NynyceH HedpuT crneaBa Aa ce Habnogasat
nepuoguMyHo, Kato HabnogeHneTo BKAOYBA TENecHO  Terno,

apTepuarnHo

HansiraHe, cepymMeH KpeaTuHuH, eGFR, cepymeH anbymuH,
NpoTENHYpUS,

MWKPOCKOMNCKO W3crneaBaHe Ha YpUHEH CEeOUMEHT, CEPYMHM HUBaA Ha
C3, C4,

anti-ds DNA aHTuUTena, nbiHa KpbBHa KapTuHa. IHTepMuTEeHTHO TpsibBa aa
cenpocrneaasaT aHTugochonMnngHn aHtTuTena n nunuaeH npodun.
6.2. [MpomsaHaTa B nokasaTenute cepymMHus kpeatuHuH (eGFR), xeMornobuH,

NPOTEMHYPUS N apTepuarnHo HandraHe umaT npeackassalla CTOMHOCT
no

OTHOLLEHME NpexmBAemMocTTa npu 60NHU ¢ nynyceH HedpuT.

6.3. Crnep nocrtaBsHe Ha AuarHo3aTa NauueHTuTe C nynyceH Hepput

Tpsibea aa ce
npocrnegasaTt Bcdaka 2-4 cegmuua B nbpBute 2-4 meceua. MoHutopupaHe Ha
610OpeyHa 1 n3BLHOBLOPEYHa akTMBHOCT Ha 3abonsiBaHeTo TpsaAbBa aa ce

M3BBbPLUBA Npe3 Lenus XUBOT Ha NauMeHTa, Hak-Masnko BegHbX Ha 3-
6 meceua.
6.4. losTopHa 6BL6peyvHa Buoncus ce npasu B onpeneneHn cnyyau:

- Mpuv BriowaBaHe Ha 6bbpeyHaTa PyHKUMS unu cnydyaum pedpakrepHu
Ha

MMYHOCYNpecuBHaTa Tepanusa (nunca Ha cnagaHe Ha GenTbyHaTta
3aryba nopg

50%, nepcuctupawia npoTenHypusa cnej nbpBata rogvHa w/unu
BrioLaBaHe Ha
eGFR)
- MPY peumBug Ha nynycHus HecpuT

- 3a yCTaHOBsIBaHe Ha NpoMsiHa (MLHOEKCU Ha aKTUBHOCT U XPOHUYHOCT)
n/vnu
Nporpecuns Ha XMCToNOrMYHMS Krac
MoBTOopHaTa ©ObOpedHa Ouoncua ocurypsiBa LOMbIHUTENHA MPOrHOCTMYHA
NHdopMauus.

7. JleueHne Ha KpaeH cTagunm Ha OBLOpevyHO 3abonsiBaHe nNpu nynyceH
Hecput
7.1. Mpn nauneHTUTE C NynyceH HepuT MoraTt ga Ce U3NOoN3BaT BCUYKM
MeToan Ha 6bbpeyHa 3amecTBalla Tepanusl, HO € Bb3MOXEH MOBULLIEH PUCK
OT MHdekunn n Tpombo3a Ha CbAOBUS AOCTbN.
7.2. Mo Bpeme Ha 6bbpedyHa TpaHcMNaHTauuMs CUCTEMHUSA Nynyc
epuTemaTo3dyc He TpsibBa Oa e akTMBeH. PegHo e TpaHcnnaHTauusta ga ce
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N3BbpPLLBA, KOraTo NMNCBaT AaHHU 3a aKTUMBHOCT Ha fiynyca Unu akTMBHOCTTa
€ MO-HUCKa B NPOObIDKEHNE Ha He NMo-Manko oT 3-6 Meceua. 3aabimMKUTENHO
TpsibBa ga ce uacnenBaTt aHTUdOChONUNUAHUTE aHTUTENa, Tb KaTto Te ca
acoummpaHn C NOBULLEH PUCK OT CbAOBW WHUMAEHTWM B TpaHCMiaHTUpaHUs
6BbOpeEK.

8. AHTu-chochonunma-acoummpaHa HecpponaTusa npu 60S5IHU CbC CUCTEMEH
nynyc epuremaTto3syc

Mpn 60onHM CbC CUCTEMEH nynyc eputeMaTto3yc W aHTu-choconmnma-
acouumpaHa HeponaTusa Tpsbea ga ce npunara Hydroxychloroquine, kakto u
aHTuarperaHTHa u/unu aHTukoarynaHTHa Tepanus.

9. bpeMeHHOCT u nynyceH HecpuT

9.1. BpemeHHOCT MOXe aga ce nnaHupa npu CTabunHM naumveHTn ¢
HeakTuBeH nynyc n1 UPCR < 50 mg/mmol 3a npeaxogHute 6 meceua, kato
cnegea GFR ga e > 50 ml/min. MegnkameHTuUTE, KOMTO MOraT ga ce npunarart
no Bpeme Ha BpemeHHocT ca: Hydroxychloroquine, Hucka gosa Prednisone,
Azathioprine n/unn KanuuHEBPUHOB UHXMOUTOP. NHTEH3UTETBLT Ha neveHune
He TpsibBa ga 6bae HamansiBaH B OYakBaHe Ha GpeMeHHocCT. 1o Bpeme Ha
GpemeHHOCT TpsibBa ga ce npunara aueTuncanuuuioBa KUCEnuHa, C uen
HamansBaHe Ha pucka OT pa3BUTWE Ha npeeknamncus. bpemeHHUTe XeHn c
nynyceH HecpuT TpsibBa ga ce HabnwogaBaT Ha BCEKM 4 ceamuLM, KakTo OT
cneumanucT peBMaTorsior, Taka U OT akyLuep-rmHEKOSOT.

9.2. Tnacbka Ha nynycHust HecbpuT No Bpeme Ha BGpemeHHocT TpsibeBa aa
ce NnekyBa C MeaAuMKaMeHTUTe, 3a KOUTO e yCTaHOoBeH BesonaceH npodwun no
Bpeme Ha BpeMeHHOCT, KaTo u3bopa Ha Tepanusa ce onpeaens oT TexecTTa
Ha nposiBUTE.

Mpenopbku Ha EULAR 3a neyeHne Ha HEBPONCUXUYEH CUCTEMEH NynycC
eputemarto3yc (NPSLE)

1. HeBponcuxuyeH cuctemeH nynyc epuremarosyc (NPSLE)

HeBponcuxmnyHuTe NposiBu Morat ga npeaxoxaar, Aa ce pa3BuBaTt yCcrnopeaHo
Unu ga nocneggatT guarHosarta Ha CUCTeMHus nynyc eputemarosyc. INMpu 50-
60% oT 6onHUTE HEBPOMCUXUYHUTE MPOSABM Ce pasBMBaT B MbpBaTta egHa
rogavHa cnep nocrtaesaHe Ha gnarHosaTta CJIE, kato npu 40-50% ot 6onHuTte e
HabniogaBaHa akTMBHa bonecT.

2. YectoTa Ha HeBPOMNCUXN4YHUTE NpPoABU

Uectute (5-15%) HEBPOMUCXMYHU TMPOSIBU BKMKOYBAT MO3bYHO-CbAOBU
WHUMOEHTN, npunagbuy; OTHOCUTEeNHO 4ectn (1-5%) — KOrHUTUBHU
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HapyLleHusi, Aenpecusi, enu3og Ha OCTpo oObpkBaHe; pegkn (< 1%) —
NcuUxo3u, MUENnUT, Xopesl, yBpeXxOaHe Ha YepenHo-MO3b4YyHM HepBu U
acenTuyYeH MEeHUHIUT.

3. PuckoBwu c¢pakTopu, cBbp3aHu ¢ passutueto Ha NPSLE

YCcTaHOBEHUTE PUCKOBU (DaKTOpPX 3a pa3BUTME HA HEBPONYMYC ca aKTUBHOCT
Ha ©OonecTTa, npeaxoXgawy HEBPOMCUXUYHM  NposiBU  (KOTHUTUMBHM
HapyweHusi, npunagbumn), NOMOXUTENHM aHTudochoNMNMaHN aHTUTena
(ocoBeHO Npy MO3BYHO-CHAOBU MHLUMAEHTU, NpUNagbLmn, Xopes).

4. OmarHocTuU4eH anroputbm

Mpn 6onHM cbe CIIE ¢ HoBonosiBUNIM ce NposBU/CMMMATOMM, npeanonaraim
pasBMTMETO Ha HEBPONyMycC, MbpPBOHAYanHUA AWArHOCTUYEH anropuTbMm e
nogobeH Ha To3u, KOMTO ce npunara Npy 60NHU C HEBPOSOrMYHU NposiBu 6e3
CUCTEMEH Nynyc eputemaTosyc.

B 3aBMCUMOCT OT HEBPOMCUXUYHUTE MPOSBA LUArHOCTUYHUTE TECTOBE
BKNOYBAT: nymbanHa NyHKUMS C  MOCnedBallo  uM3crnefBaHe  Ha
uepebpocnuHanHata TeyHocT (u3knoyBaHe Ha UHC wuHdekums), EET,
HEBPOMCUXOMOMMYHN TECTOBE 3a OLeHKa Ha KOrHUTMBHaTa  (PyHKLMS,
HeBpounsobpasutenHo wuscnegsaHe (MRI) 3a oueHka Ha CTpykTypaTa MU
YHKUMATA Ha rNaBHUA MO3bK.

lMpoTokona Ha MarHUTHOPE30HAHCHOTO M3creaBaHe BKM4YBa M3obpassiBaHe
Ha rnaeBeH M rpbbHayeH mMo3bk ¢ MP cekBeHuun T1/T2, FLAIR, DWI u
KOHTpacTHO-ycuneHn T1 nsobpaxeHus.

5. IleyeHue

TepanuaTta nokasaHa 3a NeyeHne Ha HesporncuxmyHute nposisn npu CJIIE
(ocTbp nepuog Ha obbpKBaHE, acenTUYEH MEHWUHIUT, MUENUT, yBpexXaaHe Ha
YepenHO-MO3bYHU U NepUdEpPHN HEPBU, MCUXO3UN) BKIIOYBA MMIOKOPTUKOMAN U
MMYHOCYNpecuBHM MeaukameHTn. JledeHneto TpsabBa p[a 3anoyHe cnepg
N3KNKYBAHE Ha MPUYMHU, HECBBP3aAHM CbC CUCTEMHUS NyNyc epuTemMaTosyc,
BOAELM A0 pa3BUTUETO Ha PasnNYyHU HEBPOMOTMUYHN U MCUXUYHU NPOSIBA.

AHTI/IaFpeFaHTHa/aHTI/IKanyJ'IaHTHa Tepanua Tpﬂ6Ba ga ce npuiara Korarto
HEBPOMNCUXNYHUTE MPOABU Ca CBbP3aHUN C MOJNTOXUTESTHN aHTI/IC*)OCC*)OJ'II/II'II/ID,HI/I
aHTuTena, ocobeHo npu TpOM6OTI/I‘-IHI/I MO3b4HO-CbA0OBUN NHLUMNOEHTW.

AONTUBHOTO TepaneBTU4HO nosegeHune npu lynyc-CBbp3aHuTe
HEBPOMCUXNYHN nposasun BKIO4YBa CAMINTOMATUYHN cpeacrtea
(aHTI/IKOHByJ'ICaHTI/I, aHTI/IaneFaHTI/I), ie4yeHne Ha I/IHCbeKLl,I/II/I, XUNepToHU4,

44



mMeTabonuTHM HapyweHnsa (YCNOXHEeHUs, BROLWAaBalM CUCTEMHUS MNynyc
epuTemMaTosyc).

6. CneuncdunyHN HEBPONCUXUYHU NPOSBU
Mo3b4YHO-CbAOBU UHLUUAEHTHU

ATepOCKNepoOTUYHU/TPOMBOTUYHN/EMBONNYHN MO3bYHO-Cb40BM
MHUMAEHTU(MHCYNTWN, TPaH3UTOPHN ncxemunyHu atakm (TWUA)) ce cpeliat 4ecTto
npu 6onHn cbc CJIE. XemoparMyHu WHCYNTU WU WMHCYNTW, B Xoda Ha
uepebpoBackynuT ce cpellat no-psiako, KOeTo onpegenst M no-psakoTo
NPUIOXEHNE Ha MMYHOCYyNpecuBHa Tepanus. [pyM CbMHeHMe 3a xemoparus e
Heobxoaumo nposexaaHe Ha AMP (DWI cekBeHumm).

TepaHEBTVI‘IHOTO noBeneHue BKrno4Ba:

a. MNpn wvHOukKauum npoBexaaHe Ha  Tpombonusa;  XuUpyprudHa
NHTEpPBEHLMS

b. 3ano4yBaHe Ha Aspirin

C. BTOpMLIHa I'IpO(bVIJ'IaKTVIKa, KOATO BKItO4YBa KOHTPOJT Ha CbpAaeYdHO-

CbOoBUTE PUCKOBU dakTopu, NpUNoXeHne Ha
aHTMarperaHTHa/aHTUKoarynaHTHa Tepanusi, Npu nokasaHusi kKapoTuaHa
eHaapTepekToMus

d. NMpn aktmeHoct Ha CJIE e nokasaHa nyncoBa Tepanusd
Methylprednisolone, Cyclophosphamide

e. AHTUKoarynaHTHaTa Tepanus TpsibBa Aa ce npunara npoabimHKUTEHO
Bpeme npu GOMHN C NPEXMBSH MHCYNT M U3MbMBalLUM KpUTepuuTe 3a
aHTMdochonNunMaeH CUHAPOM C Len BTOpuMYHa npodunakTnuka u
HaMarnsiBaHe Ha pycka OT NMOBTapPSILLMN Ce UHCYMTH.

KorHuTmBHmM HapyuweHus

Jleko unn ymepeHo HapylleHWe Ha KOrHUTMBHATa (OYHKUMA € XapakTepHa
nposiea npun 6onHM cbe CJIE, gokaTto TEXKUTE KOrHUTUBHU HapyLlleHus ca
OTHOCUTENHO peaku, mexay 3-5% o1 6onHuTe. KOrHUTMBHUTE HapyLlUueHUs
TpsbBa pga 6O6boar NOTBLPAEHM 4YpPe3 HEBPOMNCUXONOrMYHU  TEcToBe,
N3BbPLUEHN B KONabopaums ¢ KNMHUYEH HEBPOMCUXOSIOT.

MokasaHundaTa 3a nposexgaHe Ha AMP npu KOTHUTUBHU HapYLLUEHUS BKITOYBAT:
a. Bbapact nog 60 roguHm

b. Bbp30, HEOBACHMMO BrOLWAaBaHe Ha KOTHUTUBHATA PYHKLUSA
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c. CbnbTcTBaLLM, OPYTM HEBPOSOMMYHU NPOSIBU

d. BrnowaBaHe/pa3BuTME Ha KOTHUTMBHM HapyLleHMsI MpW fnpunaraHe Ha
MMYHOCYNpecuBHa U/Unn aHTUkoarynaHTHa/aHTMarperaHTHa Tepanusi.

TepaneBTMYHOTO NoBeAeHME BKMIOYBA:
a. lMcuxo-obpasoBaTenHu rpynu

b. Tepanusa ¢ kopTuUKOCTEPOMOM W MMYHOCYNPECOpW 3a KOHTponMpaHe
akTuBHocTTa Ha CJ1E

c. KorHutusHute HapyLleHus acoummpaHm c NONOXUTESTHU
aHTudochonnnnaHn aHTuTena HanaraH ynotpebaTta Ha
aHTuKoarynaHTHa Tepanusi.

NeyeHneTo HO nynyc- M He-Nynyc-CBbp3aHWTe CbCTOSIHUS NpeanassaT oT
[AOMbIHUTENHO BIOLIABaHe Ha KOrHULMATA.

Mpunagbum

EomvHmnyHuTe npvnagbum ca xapakrtepHu npm 6onHm cbe CJIE u ca ceBbp3aHn ¢
obLLa akTMBHOCT Ha bornecTTa.

M3nonassaHute amarHoctyHu metoam (AMP, EEIN) uensat pa wmsknwodar
CTPYKTYPHM MO3BbYHU MNPOMEHM, Bb3INANUTENHU nNpoLecn n MeTabonuTHU
HapyLUEHWSI.

Tepal'leBTI/I‘-IHOTO nosegeHne BKIo4Ba:

a. AHTMenunenTUYHa Tepanus - He ce npenopbyBa npu OGOMHU C
eOWHMYEH npunagbk, NPU KOUTO He ce YCTaHOBSIBA fe3nst OT MarHUTHO-
PEe30HAHCHOTO M3credBaHe, KOATO [a Ce CBbpXe C enu-heHoMeHa,
KakTo UM  Tesn Ge3 0odOpMEeHO  EenunenToreHHO  OrHuLLeE.
MpoabrmkMTeNHaTa aHTMENUNENTUYHA Tepanus ce npunara npu GonHu
C NOBTapSALLM Ce NpUnagbum

b. KoraTo envnentuyHuTe NpuvnagbLM ca B XO4a Ha akTUBEH Nynyc nyrc
Tepanua ¢ Methylprednisolone n umyHocynpecop e nokasaHa

c. Mpu noBeyeTo nauueHTn Ge3  aKTMBHOCT  Ha  nynyca,
MMyHOCYyMNpecuBHaTa Tepanusi He e MnokasaHa 3a npegnasBaHe oT
MOBTApSALWM Ce npunagbUM, KakTo U 3a KOHTPON Ha pedpakTepHu
enunenTuYHn hpeHOMEHMW.

d. AHTuKOarynaHTHaTa Tepanua € nokasaHa npu ©GonHn C
aHTMochonMnuaeH CUHOPOM.
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Xopes
TepaneBTUYHO NoBefeHUe
CumnToMaTMyHaTa Tepanua ¢ 40NaMUHOBM aHTaroHUCTK,

["NOKOKOPTMKOMAN, MMYHOCYNPECOPHU MeAMKaMEHTU U/MNN aHTUKoarynaHTHa
Tepanusa TpsibBa ga ce npunara B TEXKUTE Cryvyau C M3paseHa akTMBHOCT Ha
nynyca c/6e3 TpOMBOTUYHN MHUMAEHTMW.

OcTbp nepmog Ha o6 bLPKBaHe

Heobxooumo e nposexgaHe Ha nymbanHa nyHKUMS C nocnegsallo
nscnegBaHe Ha uepebpocnuHanHa TedHocT u AMP ¢ uen umskno4vBaHe Ha
NpUYNHK, pasnuyHun ot Tesu npu CJIE, ocobeHo nHdekuum

B Texkute cnyyam ce npenopbyBa Tepanuss C KopTUKocTepouan W
MMYHOCYNPECUBHN MeAMKAMEHTM!.

Denpecuu n ncnxosu

Henpecunte npu CJIE ca oTHOCUTENHO HexapakTEPHW, NCUXO3UTE Ca PEeaKM,
MOXe [a ce cpella n cteponi-uHgyumpaHa ncuxosa. Ctepong-mHayumpaHaTta
ncuxosa e onucaHa npu okorio 10% ot 6onHute cbe CJIE, nekyBaHu cC
KOpTUKOCTEpOMA B A03a no-Bucoka oT 1 mg/kg.

He e yctaHoBeHa Bpb3ka Mexay OnpeaeneHy CeporiorMyHn MapKepu Wnm
XapaKTepHW MarHUTHO-pe3oHaHcK obpasu 1 eNPECUBHUTE CbCTOSIHUS.

Tepal'leBTVI‘-IHOTO nosBegeHne BKI4YBa.
a. AHTI/I,D,eI'IpecaHTI/I n/vnn aHTUNCUXOTULN

b. KopTukoctepomaHa u uMyHOCynpecuBHa Tepanus TpsibBa ga ce
npunara npu CJIE-cBbp3aHUTe nNcmMxo3u, ocobeHo npu ycTaHoBeHa
aKTUMBHOCT Ha nynyca. [lpenopbyBaHaTa MMYHOCYMNpecuBHa Tepanus
Bknto4Ba nyncoee ¢ Cyclophosphamide, nocnegsaHn oT NpunoXxeHue
Ha Azathioprine.

c. lNpu pedpakTepHUTE KINMHUYHW Criydan MpUIoXeHue Hamupa
Rituximab.

MuenonaTtus

B noHaTneTto muenonatusa ce BKNO4Ba TpaHCBeEpP3aliHNA MUESTIUT, KaKTo U
I/ICXGMW—IHaTa/TpOM6OTVI‘-IHa MuenonaTtua.
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[uarHocTMYHMAT nogxod BKMYBa npoBexgaHe Ha AMP Ha rnaBeH u
rpbbHadYeH MO3bK, NymbanHa nyHKUMsa C uacnenBaHe Ha uepebpocnuHanHa
TEYHOCT.

TepaﬂeBTMHHOTO nosBegeHne BKIo4Ba:

a. lNyncosa Tepanua c¢ Methylprednisolone camocTosiTenHo wnn B
KombunHauus ¢ nmyHocynpecopCyclophosphamide.

b. Mnasmadepesa B TEXKUTE KIMHUYHU CIy4au

C. AHTI/IKanyJ'IaHTHa Tepanua npu Mupesnionatus, acounmmpaHa C
MONTOXUTESTHN aHTI/I(*)OC(bOJ'IVII'IM,D,HVI aHTuTena.

OnTuyeH HeBpUT
O6wukHoBeHO Npu 60nHK cbe CITE ONTUYHUAT HEBPUT € ABYCTPAHEH.

AnarHoCTMYHOTO NoBeAeHME BKITOYBA MbITHO OPTANIMONIONMYHO U3cneaBaHe —
doyHOocKonus, dnyopoaHruorpadus,  AMP,  3puTtenHn  eBOKMpaHu
noTeHumanu.

ONTUYHUAT HEBPUT TPsIOBa Aa ce oTAMdeEpeHUMpa OT UCXeMMYHaTa oOnTM4YHa
HeBponaTusi, KaTo WCXeMuyHaTa OonTMYHa HeBponaTus OOMKHOBEHO e
eQHOCTpaHHa M XxapakTepHa 3a OONHW C NONOXUTENHU aHTUdOCHONUNUAHN
aHTMTEnNa.

TepaneBTMYHOTO NOBEAEHME BKHOYBA:
a. Nyncoa Tepanusa ¢ Methylprednisolone nCyclophosphamide.
b. AHTUKOarynaHTHa Tepanusi Npy NONOXUTENHN aHTMGOCHONUNUAHMN aHTUTeNa.

MepucepHa HeBponaTusa

YBpexaaHeTto Ha nepudepHata HepBHa CUCTEMa BKNHOYBA MNOMMHEBpPONATUS,
MOHOHeBponaTus, ocTpa Bb3nanutenHa AeMvenuHuaupatla
nonupagukyroHeBponaTus, MuacTeHus rpasuc, nnekconatus. [lepudpepHaTta
HeBponaTnsa YecTo ce cpeLla C ApYrn HEBPOMCUXUYHU NPOSBU, KaTO ANArHOCTUYHUAT
noaxon BKIOYBa NpOBEXAaHe Ha enekTpoHeBpomMuorpadgusa, nymbanHa nyHKuus ¢
nocnegsawo wuscnegBaHe Ha uepebpocnuHanHa TeyHOCT (ocTpa Bb3nanurenHa
AeMUenuHu3npalla nonupagukynoHesponanTs), B pedkm crniydam 6Guoncms Ha
nepudepeH Heps..

TepaneBTUYHOTO NOBEAEHMEBKINIOYBA:

a. MNpunoxeHne Ha rMKOKOPTUKOUAN U UMYHOCYNPecopu
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b. B TeXKM KIMHWYHW  crydaum  NpUoXeHue
nmMyHornobynuHm, nnasmacdepesa, Rituximab.

HamupaT

MHTPaBEHO3HU
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