CneunduyHmM NPOTEUHU U
MapKepu Ha MHPNamaumnja —
KANMHWNYKO 3HaYeH€ U HOBM

bnomapkepmn 3a eBasiyauuja Ha
bybpexHaTa pyHKUM]a

ATop: [Ip.®pocka Kocesa bapabatoecia
cneu.no meamumHcKa bnoxemmja
J3Y OnwTta 6onHMuLa CTpymumua



BoBea

* [MpoTenHute/on rpykmoT 360p proteios-on

nps pea/npeTcrtaByBaaT OCHOBEH CTPYKTYPEH matepujan
Ha YOBEKOBUOT opraHnsam.MHory o HMB ce pa3InYyHU
n cneyndunUyHM 3a NnoeanHU TKMBA N OpraHn.Tmne
NpeTcTaByBaaT BUCOKO MOJIEKY/IapPHU NOIMMEPU

Ha aMMHOKUCEeNNHN,merycebHo noBp3aHu co
nenTuaHM BPCKU.Ce CcOCTOjaT oA jarnepon,Bo-
aopoa,Kmcnopoa,asoT,a n cynodyp,bochop u

METa/In, KON HAjYeCcTo Ce HaoraaT BO EH3MMUTE.

3a NPOTEUHUTE e HAJKAaPaKTepPUCTUYHO Aa coap-

¥KaT a30T,B0 KOHCTAHTEH COOAHOC 04, oKony 16%

o/, UEeNIOKYNHNOT COCTaB.



Knacnpumkaumja v onwtm GyHKUUU Ha
Na1a3ma nPoTenmHuTe

* [lpoTenHUTE,YMja N0KaLUMja ce Haora BO Naas-
MaTa,n KOHUEeHTpauMnja Koja e AMHAMUNYHA,

3aBUCU O, NpoLecnTe Ha CUHTE3a U KaTabonu-
3aM, HO U 04, HUBHATa AncTpmubyuunjata mery
KOMMAPTMaHUTE HA eKCTPa U MHTPaBaCKynap-

HaTa Te4HOCT.MHOry nsia3ma rnPoTenHN He ce
NPUCYTHU BO KNETKUTE,MAKO Ce CUHTEeTU3npaaT
TOKMY Tamy,n1n ce og3emMeHmn o4 Tamy CO MOMOLLTA
Ha cneundunyHn peuentopu.Tne ce BUCOKO xeTe-
POreHun BO CBOjaTa CTPYKTYpa 1 PyHKLUMja,n ce NojaBy-
BaaT BO Pa3/IM4YHMN KOHLUEHTpaUMn .



° HDEN\a COCTaBOT,MpoTenHnTe ce Aejiat Ha
eaAHOCTdBHU NMPOTENHU,U CNNOXKEHU, NN NMPOTEUAMN.

 EaHOCTaBHUTE MU NPOCTUTE MNPOTENHMU CE
M3rpageHmn camo of, aMUHOKUCENNHWN,000EKa
npoTenanTe,0CBEeH NPOTENHCKATa CTPYKTYPa,
COAP»KaT U T.H.HENPOTEMHCKA UM NPOCTETCKA
rpyna.Cnopep Taa NpoCcTeTCKa rpyna ce aenat
Ha:

* lnnonportenHu/coapxat amnnamn/

* [NnKonpoTtenHu/coapKat jarneHuxmapatun/
e XemonpoTenHu/coaprat xem/
 MeTanonpotenHun/coapat metasn/



* [MpoTenHUTe ce cocTaBeHU of, HU3 Ha aMUNHO-
KUCE/IMHU KapaKTePUCTUYHM 3aCEKOj NMPOTEUH,
MNOTOYHO CEeKOoj NPOTENH UMa oapeneH peao-
cnen unu cneumndPumyHa camo 3a Hero aMmMHOKM-
Ce/IMHCKA CeKBeHLa.

[MpOCTOPHUOT pacnopes, Ha aMUHOKUCETNHCKU-
Te 1aHUM ce HapeKyBa JlaH4YaHa KoHdopmaLumja.
CeKoj NpOTEeUH ce KapaKTepusunpa co NpMMmapHa
CTPYKTYpa/NnHeapeH nenTuaeH faHel, cocTaBeH
0, aMUHOKNCENIMHCKM cybeanHunum/.
CeKyHpapHaTa CTPYKTypa ce oaHecyBa Ha
NPOCTOPHUOT pacnopen Ha nenTnaHaTa Bepura
/NOHIUTYAUHANEH U3BUTKaH NaHel/.



TepuuepHaTa CTPYKTypa ja npeTcTaByBa Npoc-
TOPHATA PacnosioKEeHOCT Ha CEKOj aTOM BO
NPOTENHOT,KaKO Ha NENTUAHNOT CUHLIMP,TaKa U
Ha aMWUHOKMCENUHCKUTe ocTaTtoumn/rnobynapHa
rpanba/.

KBaTepHaTa CTpYyKTypa O3HayyBa arperaymja Ha
noBeKe NenTUAHM NaHuM BO NPOTEUHCKATA MO-
nekyna/.

[MTpOTEUHCKUTE NaHUM ce HabpaHn n merycebHo
N3BUTKaHW,NpaBejkn a-helix,a oBne merycebHo
ce NOBP3aHM NPBEHCTBEHO CO BOAOPOAHU,HO U
CO KOBA/IEHTHM BPCKU, N ANCYNPUAHN MOCTUBMN.



CTpyKTYypa Ha npoTenHuTe

Primary structure
amino acid sequence

o
- Jte: WWU

@'w “

t1is

mmglob]n

Quaternary structure
complex of protein molecules

Tertiary structure
three-dimensional structure
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CncrtemaTtmsaumja Ha nnasma

NPOTEUHUTE
[Tha3ma NPOoTENHNTE MOXKE Oa CE CUCTEMaATUN3UN

paaT cnopea HMBHaTa buonowka pyHKUMja,pac-
TBOP/INBOCT,XEMUCKUN N PU3NYKU CBOjCTBA.

Cnopep, 6MonoLwKaTta dyHKLUMja BO KNeTKaTa,
NPOTENHUTE ce AenaT Ha:
* KaTanuTtuuku/eHsmmu/
* KOHTPaKUMUCKU/aKTUH,MNO3UNH/
* MPOTEWHM LUTO y4YecTByBaaT BO perynaumja
Ha paboTaTa Ha reHuTe/XncTtoHn/
* NPOTEUHUN XOPMOHU/NPe-NPONHCYANUH,NPOUHCYINH/
* 33LITUTHU NPOTEUHU/DUBPUH,MMYHOTNOOYIMHCKU
aHTUTena,nHTepPepoH
* CTPYKTYPHU/KONareH,enactuH,kepatmH/
e TPDAHCMNODTHU NMDOTEUHMN.



OyHKUWM]a HA NPOTEUHUTE

* 33WITUTHa y/si0ora oa nHbekumnmn/antntena/

* BJINjaHUE Ha KOJIOUAHO-OCMOTCKMOT NPUTUCOK,a
CO TOa U Ha pacnpeaenbaTa Ha BogaTa Mery UHTpa
M eKCTpa BaCKy/1apHMOT npocTop/rnaBHa yaora
nma anbymmHot/

* Ne/qyBa Kako nydep,Ba’keH 3a oap:KyBare Ha
* aumaobHasHaTa paBHOTEXKA

* TPaHCMOpPTHA,BP3yBa4Ka/NeKOBU,XOPMOHU,BU-
TaMUHU,0NUTOENEMEHTU, eNEeKTPoONUTN/

* cneumdPuyHa GyHKUM]ja
/€H3UMU,XOPMOHU,UHXNOUTOPU Ha EH3NUMMN,
KOMNAEMEHT,PaKTOpU Ha Koarynauuja,

XeMmornobuH



*TpaHCNopTHA PYHKLUM]a
TpaHcnopTHaTa PyHKLMja ce peanmsmpa npeky
cneundmnYHNTE NPOTENHMN:

e AnbymuH

* apo A-l,apo B

* transferin/TRF/
* haptoglobin/HPT/

* hemopexin/HPX/

* retinol-binding protein/RBP/

* thyroxine-binding globulin/TBG/

* praealbumin/transthyretin//PAL/

* transcortin

* sex hormone binding globulin/SHBG/
* transcobalamin




*Oap*KyBarbe Ha KONONAHO-

OCMOTCKHNOT NPUTUCOK
* AnbymuH/mon.maca 65000 D./:

-r0 0 P*yBa OHKOTCKMOT NMPUTUCOK MHTPABACKY/IApPHO
-C/IY»KM KaKOo TPAHCNOop Ha:

e 6unnpybuH

* CNOBOAHU MACHU KUCENNHM

* O/INTOENEMEHTHU

* XOPMOHW/TUPOKCUH, KOPTU30/1,aN40CTEPOH

* Ka/uuym

* JIEKOBM



*EH3MMCKN MHXNBUTOPU

Alphal-antitrypsin/AAT/
Alphal-antihymotripsin/ACT/
Antithrombin

Alpha2-macroglobulin

Cl-esterase inhibitor

Cystatin C

Inter a-trypsin inhibitor

Plasminogen activator inhibitor/PAI-1/



EH3MMCKWN aKTUBaATOPU

* EH3MMCKa aKTMBHOCT CO NOMOLLTA Ha:
-alphal-antitrypsin
-ceruloplazmin/CER/

-alphal antihymotripsin
-haptoglobin/HPT/

-Complement C3

-Complement C4



*/IMyHONOLKa oabpaHa

[TpOTEUHM HA aKyTHATa ¢da3a:

* UMyHOrNOOYINHMK:
-1gA,l1gM,lgG,IgE,lgD

* KOMNOHEeHTU Ha KoMnaemeHTOT:
-C3,C4

* CRP/u-peaKtuseH npotenH/

* transferin

* Alphal-acid glucoprotein/AAG/



Onctpnbyumja Ha Na1a3ma NPOTEUHUTE

Fibrinogen
Transferrin l_ [ Ao C4 Complement G omplement Factor B
' Nﬁha-i-:;cmglobuim e Prealbumin
NG T N
~ C3 Complement C1q Complement
= Haptoglobin C8 Complement

IgG Total

Alpha-1-acid Glycoprotein

Albumin

Apolipoprotein A-1

Apolipoprotein B




OyHKUM]a HA NN1a3Ma NPOTEUHUTE

Albumin, apo A-l, apo B, transferin (TRF), haptogobin (HPT), hemopexin
(HPX), retinol-binding protein (RBP), thyroxine-binding globulin (TBG),

iohs teiizaloct prealburnin {transthyretin (PAL), transcortin, sex hormone-binding globuin
(SHBG), histidin-nch-a-2-glycoprotein, transcobalamin
Oncotic pressure Alburmin mainly
Alpha1-antitrypsin (AAT), alphai-antichymotrypsin (ACT), antithrombin
Enzyme inhibitors (AT), alpha2-macroglobulin, C1-esterase mhibitor, cystatin C,

inter-a-trypsin inhibitor, plasminogen activator inhibitor-1 (PAI-1)

Immune defense

Immunoglobulins, complement components, C-reactive protein

oncofetal proteins

Acute phase response (CRP), transfermnn, aphai-acd-glycoprotein (AAG)

Coagulation/fibnnolysis CRP, serum amyloid A (SAA), alphal-acid-glycoprotein, fibrinogen (FIB)
e Alphai-antitrypsin, ceruloplasmin (CER), alphai-antichymotrypsin,

Enzymatic actvity haptoglobin, complement C3, complement C4

Tissue-denved proteins and Fibnnogen, antithrombin, coagulation factors, proteins of the fibnnolysis

process, fibronectin (FN)

protein reservoir, buffering,
immunosuppression, adhesion

Other functions, e.g., structure,

Varous proteins, structure: alpha2-HS-glycoproten (bone matrix);
protein reservoir: albumin, preafbumin; Immunosuppression: alpha2-
pregnancy associated glycoprotein; call-to-cell adhesion: fibronectin




Co nomoLl Ha UMYHOXEMUCKU METOAMN,eNeKTPodo
pe3a Ha pa3HM HOCa4Yn N PPAKLUMNOHMPAHO LEHTPU
dyrmpare, e yTBpAeH XeTeporeHMoT COCTaB Ha
anbymumHute n rnobynnHuTe, o0 WTO Npou3nerysa-
aT HUBHUTE Pa3INYHN PU3NONOLLKN PYHKLUN.
* EnekTpodopesa

1. -anbymuH

2. -andal-rnobynuH

3. -anda2-rnobynuH

4. -6eta-rnobynmH

5. -pnbpunHoreH

6. -rama rnobynmt



*AIMyHOXeMUCKN metToan

1.-npeanbymuH/anbymmH
2.-anda-kncen rnnkonpotenH/opocomykona/
-anda-nunonpotenH/HDL/
-anda 1-aHTUTPUNCUH
3.-uepynonaasmuH
-anda 2-HS ramkonpoTteunH
-dnbpunHoreH
4.-1gG,IgA,lIgM,|gD,IgE



NmyHornobynmnHu/Ig/

-no3HaTtu ce Knacute:lgA,I1gM,1gG,IgkE n IgD

-Ce HaofaaT BO Hajroaem Aen BO ramarnobyimHckaTa
dpaKumja n ce HOCUTENIU HA XYMOPANTHUOT MMYHUTET
/on Kou IgM npunara NCKIy4MBO Ha rama-rnobynmHuTe,
lgG ce npoTera Ha UMyHoendeporpamoT BO Ae/I0T Ha rama
n 6eta rmobynnHute, nogeka IgA ce npotera HU3 LENOTO
rnobynnHCKO nogpayje

-MMaaT KapPaKTEPUCTUYHA rpaabda Bo 06/1MK HA Y,

a ce concTtou oA 4 nonnnenTUAHM naHum,2tewkn/H/vm

2 necHu/L/,kon merfycebHo ce noBp3aHun co ancyndunaHu
MOCTOBM



Monekyna Ha UMYHOTNOOYINHOT




RapaKTepunCTuKa Ha
MMYHOT/100yINHUTE

-3aBUCaAT 04 rpagbaTta Ha TEeLWKUTE NaHLM KOU ce
O3Ha4yyBaaT Kako a,g,m,d,e,n npema Toa u ce
co3aasaaTt A,G,M,D n E Knacurte

-IeCHU NTaHUM MMa 2 BMAaa:K-Kana u l-nambaa,

KOU BO e4Ha MOJIeKy/1a CeKorall ce UCTu,n oA

HMB 3aBUCK TUNOT HA UMYHOTNOOY/IMHOT
-aHTUIeHOT Ce NOoBP3yBa 33 MMYHOI/TI0OY/IMHOT Ha
PaLUMPEHUTE KPAaEBU OF TELWLKUTE U NECHUTE NIaHUM,
N TMe ABe MecCTa Ce 03Ha4dyBaaT Kako F(ab)2



MmyHornobynmu-lgM

-NpeaAOMUNHAHTHO,MHTPABACKY/IAPHO aHTUTE/IO BO
NPUMAPHUOT MMYH OA4rOBOP,MAKO € BO HaJHUCKA
KoHL.og cuteTpu/IgA,lgG,lgM/, co okony 6%ona
BKYMHUTE CEPYMCKU UMYHOTNOOYANHM

-XeMUCKU coctas:10 m-tewkun n 10 K- unun n-nec-
HWU NaHUW, KON Ce UAEHTUYHM BO CaMaTa MOJIEKY-
na.Co J-naHeu ce noBp3yBaaT M-1aHUUTE BO MeEH-
TamepHa monekyna,Mr.-971kDa.Bo cnopenba co
|gG,unj TUTAp e BUCOK Kaj XPOHUYHUTEBOCNANNUTES-
HK npouecu,lgM e npB mapkep Ha aKyTHaTa ¢asa
Ha BOCNa/IeHMeTOo,n Herosata KOHUEHTpauuja panu
AHO pacTe.



MmyHornobynmu IgM

-CMHTEe3aTa 3aMo4yHyBa yLwTe BO ¢eTaNHMNOT Pa3Boj
-KOHLL.BO Cepym AOCTUTHYBa No 9 m.oA paratbeTo
-Bp3yBajKu ce 3a UeNHNOT NPUYNUHUTEN,MOKHO IO
aKTUBMPA KnacnyHmot nat Ha Complement-or.
-KaKO NneHTamep,Toj € CUNHO ePEKTUBEH BO MNPO-
LLeCOoT Ha ONCOHM3aLUMja U aryTUHALUK]ja,KaKo a-
CUCTEHT Ha $arouUTHUOT CUCTEM BO €/IMMUHALU-
jaTa Ha pa3HOPOAHUTE MUKPOOPraHU3MMU.
-ped.BpeaH./m.-0.6-2.5g/L, »-0.7-2.8¢g/L



NMmyHornobynuH IgA
* Ce co3paBa BO cybmyKo3aTta Ha MHTECTUHANHU-
OT N PecnMPaTopHUOT TPAKT,a BO enNnUTENIOT NPeKy
cnojyBarbe Ha ABe monekynum IgA,ce co3aasa T.H.
cekpeTopeH IgA
* CekpeTopHMOT IgA ce Haora BO CEKPETOT Ha
bpoHXUTe,upeBaTa,noTTa,CoN3UTE N KONOCTPYMOT
M CO TOQA o WTUTU PECNUPATOPHUNOT U UHTECTU-
HA/IHNOT TPAKT NPBEHCTBEHO O/, BUPYCHU UHDEK-
LU
* He ja noMmMHYyBa nNaaUeHTaTa,a Kaj AeuaTa Aypu
Ha 15r.Bo3pacT ja 4OCTUTHYBA KOHL.HA BO3pPaCHUTE



MmyHornobynmu IgA

* NOCTOjaT 2 cybKnacu Ha IgA:

-lgA1/70-95%o0n Total IgA,npeaoMUHAHTEH BO
CEpPYMOT U1 BO CeKpeTuTte/con3un,nayHKa,KonocT-
pym/

-lgA2/60% opn Total IgA,npegommnHaHTeH Bo colon/
* He ce Bp3yBa 3a C1 KomnoHeHTaTa Ha Comple-
ment-oT,na ro MHAyLunpa HeroBmoT anTepHaTUBEH
nart

* pedepeHTHU BpeaHocT: 0.8-4.5 g/L



RAWMHUYKO 3HayeHe Ha IgA

* 3ronemyBakbe Ha BpeaAHOCTUTe Ha IgA,nonmnkno
Ha/IHO,Kaj:

-XPOHUYHU 3abonyBarba Ha LPHUOT AP06,0c0b€eHOo
aNNKOXONTHO UHAYLMPAHU

-XPOHUYHU UHPEKLMMN HA TAaCTPOUHTECTUHANHMNOT
N PECNUPATOPHUNOT TPAKT

-otitis recurrens

-Heonna3Mu Ha AO/IHUTE NAPTUN HA FAaCTPOMUHTEC-
TUHANHWNOT TpakKT(colon I1gA2)

-BOCMA/IMTENIHN NPOLLECU HA TEHKOTO LPEBO
-aBTOMMYHU bonectn Kako Rheumatoid arthritis

* MOHOK/NOHANHO enesunpaH IgA kaj :

-IlgA myeloma multiplex;MGUS;lymphom-u



MmyHornobynun IgG

* HajBa*KHa Knaca Ha UMYHOTrNOOY/IMHU BO CEKYH-
AAPHUOT MMYHONOLWWKK oarosop,co 75-80% 3acTa-
NEHOCT oA, TOTaHUTE MMYHOTNOOYAUHMN.

* [loyHYBa Aa ca npoAayuupa 5-7 geHa no NPBUOT
KOHTAKT CO QHTUIeHOT,T.H.NPUMapHa UMYHM3aLUUja
Kora BeKe TUTapoT Ha IgM no4HyBa Aa onara,a ce
[lpon3sBeayBa BegHaAC MO NOBTOPEH KOHTAKT CO aH-
TUreHoT(penmmyHmn3lauuja).

* [MoctojaT 4 cybKnacu Ha lgG-1,2,3,4,pa3nnyHm no

CTPYKTYpPa 1 BMONOLKA NPUHAONEXKHOCT



MmyHornobynmuum IgG

* CnocobHocT 3a Bp3yBatbe Ha C1g Complement
KOMMNOHEHTaTa 1 aKTMBaALUMja Ha aNTEePHATUBHMNOT
naT,a 1 n 3 KOMNOHEHTUTE N HUBHUTE FC pparmeH-
TW Ce BP3yBaaT 3a NOBLUMHCKUTE peuenTopu Ha
MaKpodarure

* [lpeTcTaByBaaT eAUHCTBEH UMYHOINOOYANH KOU
ja noMmuHyBanaueHTaTa,NpeHecBajkn BUCOK CTe-
neHHa UMYHUTET Ha HOBOPOAEHOTO



KAWHUYKO 3Hayere Ha IgG
* [MonnKNoHaNHO 3ronemeHu BpeaHOCTU Kaj:
-aBTOMMYHU Bonectn Kako systemic lupus erythematosus
(SLE)], rheumatoid arthritis (RA), Sjogren syndrome, sarco
idosis, cystic fibrosis,xpoHn4yHo 3abonyBate Ha LPHMNOT
Apob(MHbPEeKTUBEH XenaTUT UM aJIKOXOTHA LiMpo3a) ,Xpo-
HUYHUN N PEKYPEHTHU NHDEKLUN

* OnnroknoHanHo sronemeHun lgG HMBOa ce acoumnpa-
Hu co HIV/AIDS nHdeKumnmn(kaj Bo3pacHu),XpoHn4eH
aKTUBEH XenaTUT,MaaUrHUTETU(NPOSIOHTMPAHO TPaeHE),
ancramarnobynmHemunum,sclerosis multiplex(natorHomoHum
yeH lgG Bo uepebpocnmuHanHaTa TEYHOCT



KAWHUYKO 3HaYere Ha IgG

* MOHOK/IOHA/IHO 3roIeMyBate Ha BPpeaHOCTUTE
acoumnpaHm co

- myeloma multiplex typ 1gG

-lymphoma

-leucemia

-MGUS/monoclonal gammapathy of undetermined
ignificance/



CTpYyKTYpa Ha MMYHOI/100yAnHuTE

Monomer
IgD. IgE, IgG

Dimer

IgA

Pentamer
igMm




MmyHornobynun Igk
* [To3HAT yWITEe KAKO PEaKTaHT,KOXKEeH CEHTMCAj3ep
NN aHAPUNAKTUYHO aHTUTENO
* Ce Haofa NpMMapHO BO pecnupaTopHaTa M ractpo
MHTECTUHA/IHAaTa MYKO3Ha CeKpeLlmnja,ce CUHTETU3N-
pa BO NJ1a3ma KJEeTKMUTe,BO CyOMyKo3aTa Ha AULLIHU-
Te n npobaBHUTE opraHn,n NMMmPonaHOTO TKUBO Ha
HOCOT U rPnoTO.BO KpBTa € BpP3aH 3a KNETOYHUTE No-
BPLUMHKU,0c00eHO Ha Ba3zoPuUNHUTE rPaHYNOLNTI,]
BO CEPYMOT ro Mma BO TParosmu
* Bp3aH 33 aHTUreH Npean3BuUKyBa NPevYyBCTBUTE/IHOCT
M aneprucKkmn peakumnm



KUHEeTnKa Ha UMYHUOT OA4r0BOP

Serum Titer of Antibody

Initial exposure
to antigen

!

Second exposure
to antigen

!

Time in Weeks




MmyHornobynun Igk
e [To xemucku coctaB 4 aH-naHun, Mr.188 kDa

* |gE Hanara npeKy cBojoT Fc pernoH Ao peuento
PUTE Ha MACT KNeTKUTe,T.e. NPeKy NpemocCTyBate
Ha 2 IgE moneKkynun co anepreH ce nHAyuupa ocao
6boayBatbe HA MeaAnjaTopn 04 MaCT KNETKUTE,KOU
NaKk Nnpean3BmnKyBaaT KAMHUYKA MaHUdecTaumja
Ha aKyTHa a/zieprucka peakuuja.

* IgE HMBOATa ce 3ronemeHun Kaj:

-aTONMYyHM 3ab0s1yBatba:PUHUT,ACTMA,AEPMATHT,
napa3snTapHu 3abonysarba,HanpeaHaT CTaauym
Ha M.Hodgkin n IgE monoclonal myeloma.



MmyHornobynut IgD

-moHomep,Mr.=180kDa,co camo 1% naptnuymna

LUMja BO TOTAIHUTE UMYHOTNOOY/INHM

-NpeaoMUHAHTEH MMYHOT00Y/IMH Ha NOBPLWIMHA

Ta Ha B-KneTKaTa Koja e BO pa3Boj,Na HajBepojaT

HO AenyBa KaKo Tpurep peuenTtop 3a pacT 1 pas-

BOj Ha B-numdouutunte

-He ce Bp3yBa CO KOMMAEMEHTOT U He ja NpemMu-

HyBa NnaueHTapHaTa bapuepa n 4OCTUTHYBA

KOHUEHTpaLuuja Kaj BO3pacHU aypu Ha 15r.so3pacTt

-KoHU,.BO cepym-0.03g/L

-kaj Hyper IgD syndrom/Hanaan Ha TpecKa,apTpanrnja,KoxxHu

nesnu,ynuepaummn Ha yctata u gmapea/ cMrHnduKaHTHO My ce
3rosiemyBa BpegHoCTa,n e NpornparteH BOCMaanUTeNEeH MapKep,

292 1HO cO Rronemveartke Ha CRP HA akvTHATA dbhaza



Cuctem Ha KOMIJIEMEHT

TepmuHoT“Complement”6un npomosupaH ywtel890r.oa
Paul Ehrlich,kako aedunHmnuymja 3a”rpyna Ha NpoTENHMN,
KOW ja nomaraaTt paboTtata Ha aHTUTe/1IaTa BO YHULLTYBaHETO
Ha bakTepuurte.”
[MpeTcTaByBa MyNTUKOMIMOHEHTEH CUCTEM COCTAaBEH Of,
OKONY 26 NPOTENHU CUHTETU3UPAHU O XenaTounTuTe
n moHouutute.llpn enektpodopesa natyBaaTt BOM/1aBHO
BO 30HaTa Ha beTa-rnobynnHuTe.Bo KpBTa UMPKYAUpaaT
BO MHAKTUBHA PpopMma ,a Npu BOCNA/IUTENIHU NpoLEecH
B/IeryBaaT BO HU3a CEKBEHUWjaIHU peaKLnm Kon ce
aKTUBMPaaT Npean3BuUKyBajKM BoCnasaeHue ,npu WTo ja
noT-nomaraart ¢aroymnTosaTa n LUTONMN3ATa.



Cuctem Ha KomnanemeHT

* AKTMBALMjaTa HA KOMMNJ1IEMEHTOT ce 04BMBaA Ha
ABa Ha4YMHa:

-Knacuyuen nat/Clg+lgG+igM+(Ca2+)+Ab komplex
-AnTepHaTmBeH nat/6p3a HecneundmnyHa onbpaHa,
Kaje He He mopa Aa ce aKTMBMpPaaT aHTUTenaTa,na-
KO MOXKe Aa buae aktusmpaH mn oa IgA nnan op, 1gG.
* Hajsa*kHu ce C3 n C4 KOMNOHEHTUTE Ha Komne-
MEHTOT,KaKO peaKTaHTU Ha aKyTHaTa ¢a3a Ha Bocna
MeHUeTO.



KacKaga Ha KOMNJ1eMeHT

Cavis e

Facto:sBDH.l

C‘l MBP




Ynora Ha KOMMJIEMEHTOT BO
BPOAEHUNOT UMYHUTET

* HaKTepUUTE N KNETOYHMOT Aebpuc rm npasum nNo
NOANOXHU Ha daroumnTosa

* NMPEKTHAa /IN3a Ha KNeTKnTe(npeky owTtetysame/
PYNTYpPa Ha KNeToyHaTa membpaHa

* [lpoayKUMja Ha XEMOTAKCUYHU cybCTaHLUM

* 3ronemyBatb€ Ha BacKynapHaTa nepmeabunHocT
* NHMUMpare Ha MHPNamaLUMja NPEKY ANPEKTHA
aKTUBALMja HA MACT KNeTKUTte



MHdNamaLumja U NPOTENHU Ha
akyTHaTa da3a/APPs/

* UHdnamaumjata npeTctaByBa 3alUTUTHA peaKuKja Ha
OpPraHM3mMoT U HecneundPmnyeH oaroBop Ha Pa3NNYHU
LUTETHM CTUMY/IM KaKO MUKpPOOUMonowKu areHc(baKkTtepuja
BUpPYC,bYHIN,Napa3nTn),HenHPeKTMBeH MHPAaMaTOPEH
ctumyn(np. rheumatoid arthritis, graft-versus-host dise-
ase), TKMBHa HeKpo3a(KaHLUep,aHOKCUA,U3ropeHuLm),
TOKCUHW,EKCTPEMHU TEMMEPATYPU,TPAaBMU ,npagnjauunja

" T.H.,CO LeN cripeyysare Ha WupeHemo Ha UHpeKyujama,
YHUWMYyBaH€ enUMUHAUUja Ha Harnaza4yom u oceojyeayom
HaQ op2aHuU3mMmom,a nomoa u 0o obHosysarHe Ha MKUBHaMa

yHKYUja.



[TPUYMHM 33 MHPNAMATOPEH OArOBOP
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PeaKumnja Ha aKyTHaTa $a3a

/acute phase reaction/response/APR/
* AKTMBaLMjaTa Ha NOKaAHUTE UHPNAMATOPHU KNETKU

Ha MeCTOTO Ha JIOKa/IHMOT BOCNa/IMTesIeH NnpoLec BoO-
an no ocnoboaysarbe Ha OPOjHU N PaA3INYHM CyOCTaH-
LMK CO IOKaneH u onwT edpeKT.OBaa cMCTEMCKA peakK-

nja ce HapekyBa“acute phase reaction/acute phase
response” (APR).[llpomeHnTE Ha TKMBATa KO HACTaHY
BaaT 0/1 Taa akTMBaUMja BoAM A0 ocnoboayBame Ha
PA3HW TUMOBU Ha MeanjaTopun,npPoTeasun,bpaanKuH,
XMCTaMWH,NPOCTar/TaHANHU,NEeYKOTPUEHU,LUTOKNHMN,
NHepPNeYKUHU,baKTopu Ha pacT,peaktaHTn/NO, O2-, OH-/
MJIEYHA KKUC.a ce apeKTUpa 1 KoarynaumoHUOT CUCTEM.



[TpoTenHn Ha akyTHa Pa3a
* NHONaMaTOPHUOT Npouec BKAYy4YyBa crneundpuyHa
KNeToYHa U UMYHON0KA oabpambeHa peakumnja.Ocno-
6oayBarbe Ha MHGIAaMaTOPHU meaujaTopu/tumor
necrosing factor-a (TNF-a), interleukin-1 (IL-1), IL-6,
IL-8,r NOTTUKHYBA XenaTounTuTe Aa 3ano4vHaT rnpome-
UHOCUHMe3a,co 3abenexXnTenHo Hamanysake Ha NpPo-
AyKumnjata Ha anbymunH,npeanbymmnH n TpaHchepuH,a
CUMYNTAaHO CUTHUPUKAHTHO 3roiemyBarbe Ha CUHTE33a
Ta Ha T.H.NPOTEMHM HA aKyTHaTa ¢pa3a(C-reactive

protein (CRP), serum amyloid antigen (SAA), fibrinogen,
antitrypsin, antichymotrypsin, haptoglobin,al-acid
glycoprotein (AAG)]



[MpoTenHn Ha akyTHaTa pa3a/APPs/
/” HeraTuseHM “n “no3nTmMeHU”

-oHUe npoTtenHun/okony 30-TMHa Ha 6poj/ UMja KOH-
UeHTpaumnja pannaHo ce 3rofemysa 3a Bpeme Ha
npBuTe 7 AeHa Ha MHPEKLMjaTa KOja e BO TeK
-HAJYeCTo Ce KOHTPONUPAHU ANUPEKTHO O LUTOKNHUTE
(TNF-a, IL-6 u IL-8)

-” HeratTuBHU"-Te APPS-mmaaT KOMNEH3aTOPHO HOMGa-
/1eHA KOHUEHTpauuja 3a speme Ha UHP1amaumjaTta,co
Luen Aa ce 0BO3MOXKN MHOTYKPATHO 320/71eMy80H€ Ha

KOHUEHTpauujaTa Ha T.H.
-” nosuntusHu “-te APPs



HeratusHu n no3ntmsHum APPs

Increase by factor | Increase by factor | Increase by factor
1.5x 2tod-6x 10to>100x
Sourpime | Madrso e Bdrope |
Antithrombin Alphai-antitrypsn (AAT) | C-reactive protein (CRP)
C3, C4 Alpha-acid glycoproten | Serum amyloid A
Cendoplasmin IAAG) (SAA)
(1-esterase mhibfor | Alphai-antichymotrypsin
IACT)
Haptoglobin (HP)
Fibrinogen (FIB)

Decrease

Albumin (ALB)
Transfernn (TF)
Retinol-binding protein
[REP)

Prealoumin (PAL)
Thyroxine-binding
alobuin (TBG)




Llen Ha akyTHO ¢pa3HUTE NPOTEUHM

* OrpaHuyyare Ha TKUBHOTO OLWITeTyBake
/npeKy cepuja Ha peakLmn KOU ro HeyTpanmsmpaar U
EnMMuHMpaaT MHPAamMaTOPHMOT areHc/

 BpaKkare Ha HopmasnHutTe PyHKLMNU Ha
OpPraHM3moT

/NpeKky MHUUMpParbe Ha penapaTuHUTe npouecu/



OYHKUMN U ANjarHOCTUYKO 3HaYEHE Ha
NPOTEUHUTE HA aKyTHATa ¢a3a Ha
BOCMaNEeHUNETO
/cneundmnyHu npotenHu/

AKTMBaUMja Ha Koarynauuja

AKTMBaUMja Ha CUCTEMOT HA KOMNJ1IEMEHTOT
[MopobpyBate Ha ONCOHM3aUMjaTa
AHTUNPOTEO/INTCKA aKTUBHOCT

Yucrtere oa, cnoboaHUTE KUCNOPOAHU PaanuKanmn
Y4yecTBO BO pereHepauuja Ha TKUBOTO U TKMBHATA

PYHKLWja



JlokaneH nHPamaTopeH npouec u
penepKycuun Ha PyHKLUMjaTa Ha OPraHu
N CUCTEMMU

Fever

Starvaton




KnnHuyka ynoTtpeba Ha mepereTo Ha
aKYTHO Pa3HUTE NPOTEUHM

Bowel symptoms (IBD/BS)
Arthralgia and back pain
Chest pain

Monitoring of the effectiveness of therapy
Anfibiotic therapy
Rheumatoid arthntis
Systemic vascultis

Suspected venous thrombosis

Detection of bacterial infection

Fever in children

Septicemia

Neutropenic patients
Compécations following surgery
Menngtis

Crohn’s disease
Polymyalgia heumatica
Rheumatoid arthrtis

Oifterent infectious diseases
Inflammatory bowe! diseases
A amyloidosis

Malignant disease

Connective tissue diseass

Cardiovascular diseases




MyKONPOTEMHU U TNTNKONPOTENHM

-cnaraaT BO rpynaTta Ha CA0MKeHUTe NpoTenam,Kkou oc-
BEH NPOTEUH,COAPIKAT U jar/ieHOXMApaT 3a NPOCTEeTHY-
Ha rpyna.JarneHoxuapaTHNOT Ae/l COAPXKM:

- XeKco3a/ranakrosa v maHosa/
-XeKCO3aMUHU/TNYKO3aMUH U/UNU ranakTtozamuH/
-ppyKTO3a/MeTnnneHTo3a/ u

-CUJANNIMHCKA KMCeNnNHaA

Pa3nnKkaTa mefy HUB e BO peNaTUBHUOT COCTaB Ha jar/IeHu
XMApaTn,T.€.ako MoJiIeKynaTa coapKu <15% jarneHmn xum-
npatn,T.e.n0 4% xeKco3aMuHU,CTaHyBa 360p 3a FUKO-
NpPoTenHU.3a MyKONpPOTEUHU ce O3HaYyBaaT OHNE KOU
cogpKat >4% xekcozamuH n 15-75% jarneHun xmgpatu .



MyKONPOTEMHU U TNTNKONPOTENHM

--3aCTaneHoCTa BO CEPYMOT Ha OBME NPOTEUHUN e oKoNy1-2%
O/, BKYMHUTE NPOTEMHU U MMAAT Pa3HU cneunudPuuHu dyHK-
LUMKn/np.rAMKonpoTeuHuTe TpaHcpepuH ro Bp3ysa m ro
NpPeHecyBa enesoTo, uepy/1oniasmMmmMHOT Bp3yBa bakap,
NPOTPOMOUHOT MUMa PYHKLUMja Koaryaaumjata Ha KpBTa,
MMYHOTNIOOYNIMHUTE KaKO aHTUTENa MMaaT yaora BO
MMYHO/IOLLKUTE peaKkuuun,AoaeKka MyKONpoTeENHUTE
XanTor0bMH N XeMOMNEKCUH ro BP3yBaaT XeMOIr100OUHOT.

[11jarHOCTUYKOTO 3HaYerbe Ha MYKOMPOTENHUTE,0CO0H6EeHO Ha
LI-peaKTUBHMOT NPOTEMH M HA OPO3OMYKOMAOT ,€ BO TOa LUTO
ce 3ronemyBaaT BO CEPYMOT BO peaKLMM Ha aKyTHaTa
¢da3a,T.e.0HaMy KaJe MMa OLITeTyBatbe Ha TKMBO.



C-reactive protein




CRP/LU-peakTnuBeH npoTtenH/
-T/IMKONPOTENH,SO NEHTAMeEpPHa CTPYKTYpa M NPCTEHOBUAHA
dopma,uneH Ha pentraxyn damuamjata Ha NPOTEUHMU
-aKyTHO da3eH NpoTenH o4, XxenaTaJiHO NOTEK10,4MN
BPeAHOCTM Ce 3rosieMyBaaT Kako pe3y/TaT Ha CeKkpeuujaTa
Ha IL-6 oA cTpaHa Ha maKkpodarnte,aamnounTmnTe U T-KNeTKu
Te-HerosaTa PM3NONOLLIKA y/I0Ta e Aa Ce Bp3e Co
lysophosphatidyl-cholin Koj e ekcnpecnpaH Ha noBpLIMHATA
Ha MPTBUTE U BO N3YMUPaHE KJETKM U HEKOU TUMNOBMU
H6aKkTepMM CO Len Aa ro akTUBMPa KOMNAEKCOT Ha
KomnaemeHToT npeKky Clg(knacnyeH nat Ha akTUBauumja).
-He e noBp3aH co C-peptide(insulin) n protein C(y4yectso Bo
Koarynauuja)



C-reactive protein
UcTtopumja,reHesa, CTPYKTYpa,PyHKUH]a:

-oTKpuneH ywTte 1930r.oa Tillett&Francis;

-HapeyeH CRP 3aToa wTto 3a npB nat 6un naeHTUMdunLUmn-
PaH BO CEpPyM CO MHPnamaumja npmumnHeTa co C-poly-
saccharide oa Pneumococcus.

-CRP reHoT e noumpaH Ha npsuoT xpomosom/1g21-
Q23/,224 aMMHOKUCENNHN,ceKoj MOHOMep nma Mr.25106Da
M MMa NeHTamepeH,nod opmaTta Ha NPCTeH 06NuUK.
-NpeKy Bp3yBatbe co GOCPOXOMHOT KOj € eKcnpecmpan
Ha HUBHUTE NOBPLUMUHU,FO AKTUBUPA KOMMNAEMEHTOT, U
NpeKy 3anoyHyBake Ha GparoynTosa of CTpaHa Ha MAKpPO
darnte,HacTaHyBa Yucmere Ha HeKpomuyHume u
anonmouYyHume Kaemku,gppazmeHmu U 6akmepuu.




OyHKUM]a M ANJarHOCTUYKO 3HaAYEeHe
Ha CRP
-aKymHo-ghaseH nokasamesn,napamemap 34 paHa u
6p3a demeKyuja Ha cocmojbu co owmemyeare Ha
MKUed U HEeKpo3da, oA, LUMPOK PAHI KAaKO Ha aKYTHWU,Ta-
Ka U Ha XPOHUYHU MHPNAMATOPHM COCTOjOUN Npeans-
BMKaHW npep ce oA baKkTepumn,HO 1 BUPYCU,PYHTU, PEB
MATUYHU NMPOLLECU, KAHLEPWU,T.€.COCTOjON KOUN Pe3yNTU-
paaT HajnpBo co ocnoboayBawe Ha co IL-6 u ap.umnTo-
KMHW,KOU BCYLLIHOCT ja OTKOYYyBaaT XenaTa/iIHaTa CUH-

Te3e Ha U-pPeakTUBHUOT NPOTENH U HA PUOPUHOrEeHOT.



-npekKy Bp3yBame 3a LDL-Chol.(ocobeHo okcnamnpaHa-

Ta KOMMNOHEHTA),ro OTCTPaHyBa UCTMOT Of, aTepPOCKNe-
POTUYHUTE NJIAKN NPEKY BP3yBatbe 33 NOBPLUMHCKUTE
KNEeTOYHU peLenTopm Ha Makpodarnte,n ro npeTsopa
BO NEHECTU KNETKMN.

-MYITUDYHKLMOHANEH NPOTEUH KOj Ce AeTEKTUPA BO
nna3sma,cepym,CSF,cnMHoBUjaNHa, naeypasHa U aCcUUT-
Ha TeYHOCT.He ja npemMnHyBa naaueHTasHaTa bapumepa
-Kaj 34paBu MHANBUAOYUN CEPYMCKATa BPeAHOCT €
<1mg/L(cpeaHo 0.8mg/),Bo npocek oa 90%e <3mg/L,
N B0 99% <10mg/L.MuK -48-724.,T/2-17u.



-[INjarHOCTUYKO 3HaYeHr e ceKaae Kage nma owTeTyBa-

e N HEKPO3a Ha KNeTKUTE,KaKo bp3a aeTeKuuja,MOHMU
TOPUHT Ha 34paBCcTBeHa cocTojba n Tepanuja ,NPOrHo3a,

BO cepuja Ha MHGNaMaTopHU 3ab01yBaka Ha:

TeHKkuTe ypesa/M.Chron,colitis ulcerativa,intestinal
Lymphoma,intestnal TBC,vasculitis necroticans-

M.Behect

-NPU KOJIOpeKTaNeH KapLuMHOM/KaKo nocneamua Ha
XPOHWYHO BOCNasieHne u Hekposa/

-Kaj KapamnoBacKynapHu 3abonyBatba/aHrMHa nekTopuc,
MHPAPKTHU COCTOjOU,MOHUTOPUHT Ha Tepanuja co CTaTUHU Kaj
aTepocKnepo3Hu 3abonysarba/

-obesitas,nywere

-Kaj BUPYCHUN MHDEKL NN

-3a€HO0 co 3rosiemeH |IL-6 MOHUTOPUHT Kaj sleep apnea apnea-
hypopnea score index



[1pnKa3 Ha BpeaHocTn Ha CRP Kaj

MHPEKLMNN HA PECMTUPATOPHUOT TPAKT

Viral bronchitis ‘\

Hactsrlal bronchitis

Viral pneumonia

Bactsrial prisumanla

Mycopiasma

pheumonia

Pulmonary
Tub=arcukagic

MElary tuberculoels

Hactarial pleurttes

Ref intarval

=
[I-I 25

|
80 100




Cnepgere Ha KAYy4YHUTE napameTpu BO
aKyTHaTa pa3a Ha BOCManeHUeTo

Il CRE mgL

- Fibrnogean, % changes
I ESR, mm/h

Albumin, " changes




Alpha 1-antitrypsin/al-AT, AAT/

-cnara Bo rpynarta Ha al npotenHasa nHxméurop/Pi/
-Ceé CMHTETU3UTA BO XenaToumTtuTte,cneundmnyHo ja
MHXUOMPa aKTUBHOCTA Ha cepuH npoTteasute/leuko-

cyte elastase, trypsin, chymotrypsin, collagenase,

plasmin,thrombin popmunpajkn npesepanbuneH eHx-
3MM-UHXUOUTOP KOMNIEKC;

KAWUHUYKO 3Haveme:

-3ronemeHun AAT BpeaHOCTU:BO aKyTHaTa ¢a3a Ha BOC
NasieHNEeTo,Kaj bpemeHn *KeHn 1 Kaj XeHU KOU Npuma
aT Nep OC ecTporeH KOHTpauenumja



AAT pednuunt

[nasHa dyHKUMja HA AAT e 3auTUTa Ha bennte Apobo

BM 04, HeyTpodunaHaTa enacrasa,Koj eH3um npasu Anc

pynunja Ha CBP3HOTO TKMBO.

HamaneHu spegHocTn Ha AAT:

-Npn BpoaeH AePnuUnT ce pa3BmMBa NaHaLMHAPEH eM-
dun3em n XObb,xenatanHa umMpo3a, NaHKPeaTHT,CEeKYH
napeH membpaHonponndepaTtmMBeH rmomepynoHed-
PUT, XenaTtouenynapeH KapumnHom,n Toa yuwTe BO

M1aa BO3PacCT.



TpaHchepuH/cnaepodunmt/
* [nuKonpoTtenH,Mr.79.6 kDa,ce cuHTETM3NPA BO LPHUNOT
npob,ro COMMHYBa HajroNemMmnoT Aen Ha rama-1-rnobynnHure,;
-CO jOHCKa BPCKa ce Bp3yBa 3a Fe3+/u Toa no 2aToma nNo mo-
NneKkyn/v Bo TakBa popma ro TpaHCNopTMUPa *Kesle30To BO
KPBTa;BP3yBatb€TO € peBep3nbunaHo
-CMHTEe3aTa,BO XenaTounuTuTe,HO U BO MO30OKOT, 3aBMUCU O/,
6anaHCOT mery noTpebute Ha OPraHM3MOT 33 KeNe30 U HEro
BUTE pe3epBun, NyC o4, KOHL.Ha ecTporeH no Bpeme Ha
bpemeHocT/pecopnumja Bo AyoaeHym/
-OapeayBatbeTO Ha TPAaHCHEPUH MHAULMPA NATEHTEH NN
MaHUPeCcTeH HeJOCTaTOK Ha Xeneso, AN Nperosiem BHOC,
-cnara BO rpynata Ha HeraTMBHO aKyTHO ¢a3HUTE NPOTEUHM,
Kaj MHONAaMaATOPHM 3abonyBarba KaKo eHTeponaTun, ManHyT-
PULNN,HEDPOTCKU CUHAPOM,HEPPUT,LMPO3a HA LPHMNOT
npob,npeonToBapyBatbe Co ¥Keneso/xemocmaeposa




TpaHchepuH/cnaepopunmnH
-3roieMmeHa KOHLUeHTpaumja Ha TpaHcdepuH ce Habbyaysa :
-Kaj bpemeHun XKeHn BO nocsedeH TpMmecTap
-Kaj cnaeponeHnYHn aHeMum
-NpU NopemeTyBak e Ha CMHTEe3aTa Ha XeMOrn06uH
/nopdupuja,tanacemmnja/

-HYTPUTMBEH MapKep/npu rnajgyBarbe:Ba*KHO Aa ce
pa3rpaHmn4ym BHOC Ha NPOTEMHU U EHEPreTCKU BHOC-

1.5-2.0 g/L-cpeaHa manHyTpUuLmja
1.0-1.5g/L-KOH cunHO n3paseHa MasIHyTpuLMja

<1.0g/L cunHo 1U3pa3eHa MasHYTPULNja,aKo He e NPUCyTeH
MHPEKTUBEH Npouec






Alpha 1-acid
glycoprotein/orosomukoid/AAG/

-pPeaKTaHT Ha aKyTHaTa ¢a3a,anda-rnobyinH rnmko-
NPOTENH,CUHTETU3UPAH BO Xenatouutute,Mr.40kDa,
pedepeHTHN BpeaHOCTU BO nna3maTta-0.6-1.2 mg/ml
-1€jCTBOTO BO MHPNAMATOPHUOT NPOLLEC Ce TEMENU
npeKky MHxnbunumja Ha AMmdbounUTUTE,a BPLLUU U UHXKU-
buumnja Ha TpombouUnUTUTE

-3r0IEMEHU KOHUEHTPaLUUM Npu MMOKapAEeH MHPAPKT,
ocrnasieHunja,TpaBma,onepaTtusHM 3adaTn,Npm WITO Bpe
AHOCTUTE Haro pactat(nuKkoT e 3a 3-5aeHa),n e DDg.
NnoKasaTen 3a oapeaeHun CocTojbu NpUYNHETU oA, ec-
TporeHn epeKkTr Bo OpraHM3mMoT/HopManHU UAN HUCKK/



AAG

* -HamaneHun speaHocTh Ha AAG kaj npn Hed-
POTCKU CUHAPOM/TYOUTOK Ha NpoTENHN/

* 3¢eAHO cO AAT MOHUTOPUHI MapKep Kaj Manur-
" 3abonyBame

* MHoOry BaKeH paH MapKep 3a paHa getekuuja
Ha peayKuuja Ha peHanHata PyHKUM)a

* 3ronemeHun BpeaHOCTM NP KOPTUKOCTEPOUA-
Ta Tepanwuja



XantornobuH/HP/

* NMonnmopdeH beta-2 rnnkonpoTtenH,co 20% jarneHo
XnAapaTtun, co TpU pasnnyHmn ¢eHotuna, Mr.85-400kDa,
-ro Bp3yBa Xxemor/106MHOT Koj ce ocnoboaysa no Bpe-
Me Ha /1M3a Ha epuUTpPoLUUTUTE BO UUPKYyNaLUnjata,HO U
33 Bpeme Ha HeepeKTMBHATa epuUTponoe3a BO KOCKe-
HaTa cpueBMHA,CO Uen MHXMbunumnja Ha HUBHATA OKCU-
NATUBHA aKTUBHOCT

-r0 TPAHCNOPTUPA XEMOTNOOMHOT BO PETUKYNOEHAOTE
JINAJTHNOT BO UPHUOT Apob,Kage KomnnaeKkcoT Hb/HP
6p30 ce npeB3ema,pa3rpagyBa 1 NOBTOPHO Ce ynoTpe
byBa noa dopmaTta Ha AMUHOKUCENNHUN U XKeneso.



XanTornobmnH-KAMHNYKO 3HaYEeHE
* BarkeH napameTap 3a MOHUTOPUHT HA CTAaTyCOT Ha
XeMOJZINTUUKNUTE aHEMUU(MHTPABACKY/IapPHUTE)
* [lpn HeepeKTMBHA epUTPONOE3a,n NMPU NMHTPABACKY
NIapHa XeMmonmn3a, UMa 3rosieMeHa KoOHCcymauuja Ha
haptoglobin,a co Toa apacTMyHO onafraaT HerosuTe
CepyMcKuUTe KOHUEHTpauuKu/Kaj nepHuUyUuo3Hama aHe-
muja(meeanobanacmHama,B12 decpuyumuya aHemuja),
HEPPOTCKU CMHAPOM,XeNaTaNHN bonectu
* BpoaeHa ahaptoglobulinemia/myTtaumja Ha reH/nosp3aHa
co CDV kaj DM1,amnabetHa HedpponaThja,wumnsodpperHmnja,M.Chron
-KaKO NPOTEUH HA aKyTHaTa ¢pa3a, MHOTY BUCOKY CEPYMCKM
BpeAHOCTU 33 Bpeme Ha MHP/1aMaTOPHU cocTojoun(KonareHosw,
NHOEKLMUN,AECTPYKLUMjA HA TKUBO,MANUTHUTETMN,



VIHTepneTunja Ha pe3ynTaTu

-HamaneHa KoHu, Ha haptoglobin ja noap:xyBa aunjar
HO3aTa Ha XeMOJIMTUYKA aHeMMja,0cobeHO Kora Kope
nnpa co Hamasenun spegHoctn 3a RBC, HGB, HCT,

a 3roJIeMyBatb € Ha PETUKYNOLUTHUOT BpPO|
-Hopmanuu BepaHoctn Ha haptoglobin,3aronemeH pe
TUKynoumnteH 6poj/RDW/ nHaMumMpaHn o KNeTo4Ha
AecTpykumja Ha Er.Bo hepar u lien,koe 3a cebe 360pu

32 EKCMPABACKYAAPHA XeMOAUMUYKA GHEMUjO UHAYUMPAHA
oA, nekosu/ npeposmnpare/-oa osae UMeTo CynumaeH
lNpoteuH

-Hopmanuu sepaHoctn Ha haptoglobin,HopmaneH
peTnkynoumnteH 6poj/RDW/,HamaneHmn xemaTo/I0LLKK

napameTpu Kou acoumpaaTt 3a aHemMmnjata —aHemmnjaTa He He e
XEMOJINTUYKA TYKY ans1laCTUYHa




LlepynonnasmuH/CP/

* beTta-2 rnobynnHCKKU ryKONPOTEUH,KOj ro Bp3yBa ba
KapoT(8mol/monekyn),Mr.151kDa,eH31m oKkcmnaasa co
redep.speaH.0.25-0.50 g/L(1.53-3.1umol/L).
-MYNTUPYHKLMOHANEH NPOTENH KOj C€ CUHTETU3MPA
BO LPHMOT Ap0b6,co eceHuUMjanHa ynora Bo perynaumja
Ha peAoKC NOTEHUU|jANOT U YyTUAMN3ALUUjaTaA HA Keses30
TO.Fe2+joHoT ocnoboaeH oa GepuUTUHOT ce OKCnamnpa
BO Fe3+Bo npucycrtso Ha CP 1 BeaHall ce npeB3ema
oA, TpaHCHEePUHOT 3a NOHAaTaMOLLHa ynoTpeba,npeBeH
npa co3gaBarbe Ha CynepoKCcna n XmaporeH nepokcua
npeBeHnpa oKkcuaaumja Ha AMnNuaHaTa membpaHa Ha
KneTtknte,ocnoboaysatbe Ha NO oa eHOO0TE/THUTE KNETKU
npeKky ¢epooKcnaasHaTa My akTUBHOCT



KAUHUYKO 3Hayere Ha CP
* HamaneHu BpeaHOCT Kaj:
-M.Wilson/HemoxHocCT 6baKkapoT Aa ce Bp3e,na LUpKYy-
INpa KaKko cnobogeH m ro uma BO LpH Apob,naHKpeac
MO30K,0KO
-HedpPOTCKN CUHAPOM,Manabcopnumnja,eHTeEpPONaTUn
CBP3aHM CO ryBMTOK Ha NPOTEUHU,LMUPO3a
* 3ronemeHu BpeaHOCTU Kaj:
-BOCNannTeNnHU npouecn/npoTenH Ha akyTHaTa ¢a3a
-xoJ1ecTta3a,npmmapHa bunamjapHa umposa
-Heonnasmu/lymphoma/
-SLE,RA
-bpemeHOCT,ecTporeHa Uam opanHa KOHTpauenumja



