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OI'H
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OIICTH
OIUTH
OBY
OBH
XB3
OHC
BIITH
T'EM
BXCTAB
TTHJI
OUTI
PAAC
EET
XyC
CJIE
Cr®
TBH

JIH
CAH
JIAH

HSP

ANA

Anti Ds-DNA
ASO

AST
Anti-DNAse
GBM

RAAS
IgAN

IgAIC

uG

IL

PDGF

TNF

TGF

I1I. Cniuchbk HA U3NOJ3BAHUTE ChbKPAIlleHUsA

Ha xkupuianua:
Hedpuren cunnpom
Octbp momepynoHeppuT
[Tynkuronna 6p0pevna Guoncust
OcCTBp MOCTPENTOKOKOB IIIOMEPYIOHEDPHUT
OcTtbp MOCTHH(DEKINO3EH ITIOMepYITOHe(PPUT
Octpa 660peuHa yBpena
Octpa 6B0peuHa HEAOCTATHYHOCT
XpoHu4HO OBOpedHo 3a00sIBaHe
OcTtbp HeDpPUTEH CHHIPOM
Bwp3o-nporpecupar riiomepyaonehpur
Imomepynna 6a3zanHa memOpaHa
XEeMOIUTHYEH CTPENTOKOK Ipymna A
[MonmumopdoHykIIeapHU JIEBKOIUTH
Octpa nH(eKurs Ha TOPHUTE TUXATEITHH ITHTHIIA
PeHMH-aHTMOTEH3WH-IOCTEPOHOBA CUCTEMA
Enexrpoennedanorpadus
XeMOIUTUIHO-YPEMUYCH CHHIPOM
CucTemeH JIynyc epuTeMaro3yc
CkopocT Ha IIOMepYITHa (GUITPALUS
Tepmunaina 660peyHa HETOCTATHYHOCT
Jlynycen nedput
CHCTOITHO apTepHAIHO HAJSITAHE
JIMacTONHO apTepHaiHO HallAraHe

Ha narununa:

Henoch-Shonlein purpura
AHTHHYKJICApHU aHTUTENA
AHnTH-1BOMHO-BeprkHa [JHK
AnTucTtpenrtonusuxd O
AHTH-CTPENTOIN3UHOB TUTBP
Antu-JIHK-anturena
I'momepynna 6a3anna MmemOpaHa
PeHnH-aHTMOTEH3MH-AIOCTEPOHOBA CUCTEMA
IgA nedponarus
NmyHOrnoOynuH A-UMyHHU KOMIUIEKCH
YTepornoOynuH
WNHTepneBkruH
Tpombornuten pactexen (hakrop
Tymop Hekposuc dakrop
Tpanchopmupari pacrexer pakTop
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RANTES
SLE
ELISA
ANCA
MPO
PR3

SAP
DAP

Regulated on Activation, Normal T-Expressed and Secreted-miutoxnn
CucremeH Jynyc epuTeMaro3yc
EH3UMHO-CBBp3aH UMYHOCOPOSHTEH aHan3
AHTUHEYTPO(DUITHO-ITUTOIIIA3MEHU aHTHUTENA
Muenonepokcunasa
IIporennasa 3
CHCTOIHO apTepHaHO HaJIsITaHe
JIMacTONHO apTepHaHO HAJIATaHe
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IV. YBoa

Hedputaust cunapom (HC) npencrapnsBa chbueTaHue OT XeMarypus,
IPOTEUHYPUS U YECTO apTepHUaIHa XUIEPTOHUS ¢ UK 0e3 ObOpedHa He10CTaThYHOCT.
Xemarypusita OOMKHOBEHO € B PaMKHUTE Ha T.HAp ,,aKTUBEH' (He(ppUTEH, MATOJIOTUYECH)
YPUHEH CEJUMEHT — B KOMOMHAIINS ChC CTEPUIIHA JIEBKOLUTYPHS U LMIIUHAPYPUSI.
[Tporennypusita € oT He-HE(DPO3EH MOPSIABK — T.€., o1 3 1/24 4., obnyaiiHo 0e3 npoMsiHa
B CEPYMHUTE HUBA Ha 001K OeNThK 1 andymuHa. Hanune e u oToueH cuHapoM, CBbp3aH
¢ HaTpueBa U BoaHa 3aapbxkka. HC ce 1bku Ha IIIOMEPYITHO YBPEXKIaHE U Bb3MaJICHHE.
Knunnynara uzsiBa Moxe J1a ObJie Karo: OCThp HEQPUTEH CUHIPOM, CHHIPOM Ha Obp30-
nporpecupa rmoMepyaoHeppuT, CHHIAPOM Ha PeLUIUBHPAIa MAKPOCKOIICKa XeMaTypHsI
Y CUH/IPOM Ha XpOHUYEH IJIoMepylnoHedpuT. Bceku euH OT TSIX MOXKE J]a Ce acoluupa ¢
pa3nuyHH BUJOBE ioMepyiaoHedpuTu. KinuanyHara kapTuHa, paMUIHOCTTa, HATMYUETO
Ha eKCTPapeHaIHU CUMIITOMH, PE3YATATUTE OT UMYHOJIOTUYHUTE U3CIIEIBAHUS U
ObOpeuHara OMoIICHs JONPUHACAT 3a JUATHOCTUILIMPAaHE Ha MOJJIEKAIOTO 3200 IsIBaHE.

Octpust Hedpurer curaapom (OHC) B neTckarta Bb3pacT Hall-uecTo ce ABJDKU Ha
OCTbp NOCTUH(EKIHNO3EH ITIOMEPYIOHE(PUT, a ChIIO TaKa U Ha MbpBUYEH [gA
romepynonedpurt, anti-GBM u ANCA-aconmupanu riiomepyaoHepputu, MeMOpaHo-
nponudepatuBeH momepynonedput uinu Ha HSP, nynycen nedpur.

OcTpusT NoCTUHEKINO3EH INIOMEPYIOHE(PPUT Hall-4eCTO € CIECTBHE Ha
MH(EKIMs Ha TOPHUTE TMXaTeIHH MbTULIA WA KoXKaTa ¢ He()pUTOreHHu 1maMoBe Ha [3-
XEMOJIMTUYHU CTPENTOKOKH OT rpymna A2. Jluarnozara oOuyaiiHo ce mocTaBs Ha O6a3ara
Ha KJIMHWYHATa KapTuHa, nmoBumenute TuTpyd Ha AST, ASO, anti-DNAse u ChIIIeCTBEHO,
HO TPaH3UTOPHO MOHMKaBaHe Ha HUBaTa Ha C3 u C4. Ako ce npoBeae ObOpeuHa
OuoTICHS, XMCTOJIOTHYHUTE MIPOMEHH Ca KaKTO MpH In(y3eH eHIOKAMWISIPEH
npoiaudepaTuBeH oMepyIoHedpHT, ¢ 00UIINE OT MOJMHYKICAPHU KIIETKU U ,,I'bpOuIu’

OT eKCTpapeHajaHaTa CTpaHa Ha IoMepyinHaTta 0a3anHa MeMOpaHa.
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Octbp HEhpUTEH CUHIPOM MOXKe 1a ce pa3Bue u pu MIII'H[8], yusto kimHUYIHA
U3sIBa MOXKE J1a UMUTHPA OCThP NOCTUH(PEKLINO3EH UIH MOCTCTPENTOKOKOB
oMepylnoHedpuT u n1a ce nosasu ciea uadexuus. [Tpu MIITH nporennypusita
nepcucTupa, kakto u Huckute Hua Ha C3. [Tpu MIIT'H tun I, ocen C3, ca Hucku u C4
B pe3y/ITar Ha akTUBUPAHE HA Ha J[BaTa ITbTA OT KacKaJlaTa Ha KOMIUIEMEHTA, JOKAaTo Npu
MIII'H tun II sHucku ca camo C3, mopajau y4acTvie caMmo Ha ajJTepHATUBHUS NbT. B romsam
MpOLEHT OT cinyyaute aHTu-1gG- antutsio (C3 nedpuren dakrop) ce cBbp3Ba ¢ C3
KOHBEPTa3a U BOAM JI0 TOCTOSIHHA aKTHUBALIMS Ha aITEPHATUBHUS II'bT HA KOMILUIEMEHTHATA
KackaJa.

Jle6roT Ha 3a00JIIBaHETO MPU HETroJIIMA YacT OT nanueHTture ¢ [gA-nedponarus e
ocTpusat HeputTeH cuaapoM. Moxe n1a ce HabmoAaBa npu jaena ¢ anti-GBM
moMepyinoHedpuT 1 ANCA- acounrpaHu BaCKyIUTH, BBIIPEKHU Y€ U3siBaTa MO-4€CTO €
KaTo Obp30-Iporpecupar rioMepynoHeppur.

OcTpusT HEQPUTEH CUHAPOM MOXKE J1a CE€ TOSBH MPH JIeLIa ChC CUCTEMHHU
3abomnsBanus, HarpuMmep HSP unu cuctemen nymyc epuremarosyc. brOpedHoTo 3acsrane
npu HSP o6uyaiino ce 7eMOHCTpHpa HAKOIKO THU 10 4 CEIMUILIM CIIe]] Ha4aJoTo Ha
cucremMHute cuMntoMu| 102]. AHanmu3bT HA ypuHaTa MOKa3Ba MaKpO- WJIM MUKPOCKOIICKA
XeMarypusi, IPOTEUHYPUS U EPUTPOLUTHU UK Jp. KIEThUHU UUIUHApH. [Ipn
O0bOpeuHara 6uorcus UMyHO(PIYOPECIIEHTHO ce HAaO0AaBaT IpaHylapHo OTiiaraHe
IpeIuMHO OT IgA xoMmekcu B Me3aHruyma. CBETIIMHHO-MUKPOCKOIICKHA MOTarT J1a ce
pasrpaHuyaT pa3IMyHU BUI0BE: ME3aHTHaJIEH TIIOMEPYIoHEePPUT, (DOKaJIeH U CETMEHTEH
roMepyinoHedput, nudy3eH nponudepaTuBeH eHAOKAMUIISIPEH IIoMepyIoHeppuUT u
CH/IOKAMTWJISIPEH U EKCTpaKanwIsIpeH TIIoMePYIOHEDPHUT.

CumnTomu Ha 60pedHO 3acsiraHe ce HaOIIoIaBaT Mpe3 MbpBaTa rouHa OT
HauajoTo Ha 3abonsBaneto npu 40 10 80% OT genara cbC CUCTEMEH JYITYC
epuremaro3yc[93]. Mukpockoncka xemaTypus, Jeka 0 yMepeHa IPOTeUHYpHs U IIPH T0-
TEXbK HEPPUT- apTepUaTHA XUTIEPTOHHUS ¥ HAMaJIeHa TIIOMEpPYITHA GUITpanus ca

XapaKTepHU NposiBU Npu JdynyceH HedpuT. Anti-Ds-DNA e mapkep ¢ no-Bucoka
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cneruduyHoct crpsiMo ANA. M3pazeHa xumokoMIuieMeHTeMHus ce HaOmonasa B 75% ot
ciyvyauTe mpu AeOr0T Ha 3a0osiBaHeTo. brOpeunara Ouoricust mpu fena ¢ OCThbp
He(dpuTeH cuHIpoM obunyaiiHo nokassa kiac 111 wium IV mHepponarus (poxanen nim
mudyseH nponudepaTuBeH riioMepyionePpur) ¢ iMyHHU oTinaranus Ha [gGl, IgG3,
chiio Taka-Ha IgA, IgM, Clq, C4 u C3, T.Hap full house.

B nmarorene3ara Ha HEQPUTHUAT CUHIPOM BOJIEIIO € TIIOMEPYIHOTO Bb3MAJICHHUE.
PaznuaHu IMyHOJIOTHYHY CHOUTHS MOTAT J1a IOBEAAT 10 MMYHOJIOTHYHO Jpa3HEHE U
yBpexkaane[23]. loOpe u3BecTHa € posisiTa Ha aHTUTENaTa U KOMIUIEeMEHTapHaTa Kackaja.
B3aumozeiicTBueTo Mexay aHTUTENa U aHTUTE€HU 1n situ B INIOMepysia, KOeTO MOXKE WIH
HE J1a JoBeJie A0 00pa3yBaHEe HA UMYHHU KOMILJIEKCH, € OCHOBHUSAT MEXaHU3bM Ha
IJIOMEPYITHO YBpEXKIaHe, JOKATO OTIaraHe Ha MUPKYITHPAIId UMYHHU KOMITJIEKCH € Jlajied
no-psinko. KIeThYHusIT UMyHEH OTTOBOpP, MEIUHMPaH OT T-TuMQOIUTHTE BOIH 10
IJIOMEPYITHO YBpEXKAaHe, JOKa3aHO MPHU eKIMEPUMEHTAITHA MOJIETH U BOAH JI0
UHOUITpAKS HA TIOMEPYIIUTE C MUPKYIUPAIIN KICTKH HAa HMYHHOTO Bh3IaJICHHUE.
He3aBucumo oT 1031 (hakT, MpH MO-royisiMa 4acT OT NIOMEPYIOHEPPUTUTE YUaBCTBAT
KaKTO XyMOPAJTHUAT, Taka U KICTHYHUAT UMYHHUTET.

[IporHo3ara Ha OCTPUAT HEPPUTEH CUHAPOM 3aBUCH OCHOBHO OT BH/Ia Ha
ioMepynoHedpuTa, HAIMYUETO Ha CUCTEMHOCT, OT HAaBpEeMEHHATa JUarHo3a u JeueHue,
KaKTO M OT KOMOMHAIMS OT KJIMHUKO-1a00paTOpHU TPOMEHH, BKIIOUUTEITHO

UMYHOJIOTUYHHA MapKepH U pe3yiTarure oT ObOpeuHara Ouorncus.

Crp. | 13



V. llesn u 3a1a4n

LlenTa Ha quCepTaLlMOHHUSA TPY/ € U3CJIEABAHE HA EMUIEMUOIOTUIHUTE
0CO0EHOCTH, KIIMHUKO-JTA00paToOpHaTa XapaKTEPUCTHKA U POTHOCTUYHUTE (PAKTOPH B

Pa3BUTHETO HAa OCTHP HEPPUTEH CUHAPOM IIpH Jelia.

3a MOCTUTaHEeTO Ha Ta3! LIeJ1 CH MIOCTaBUXME CIIETHUTE 3ada4H:

1. Ma ce anamusupa aemorpadcekara XapaKTepUCTHKA U CE30HHOCTTA Ha
XOCHHUTAIU3UPAHUTE JIeLa C OCThP HEPPUTEH CHUHIPOM.

2. [la ce nokaxar KJIMHUKO-JIAOOPATOPHH 3aBUCUMOCTHU B IPOTUYAHETO HA OCTPUS
He(pUTEH CUHIPOM B JIETCKaTa Bb3pacT.

3. Jla ce npeAcCTaBAT KIMHUYHUTE OCOOCHOCTH Ha OCTPUTE HEPPUTH NP Aelarta.

4. Jla ce mpocnendar (hakTopute, BIUSEIIN BbPXY IPOTUYAHETO HA OCTPUS HEPPUT
IIpH Jlenara.

5. Jla ce aHanmu3upar NPOrHOCTUYHUTE (DaKTOpH 3a MpOrpecHst Ha 3a00IsIBAaHETO.

6. [la ce cprocTaBu MpoTUYAHETO, KJIMHUYHATA KapTUHA U J1a0OpaTOPHUTE

HU3CJICABAHUA TIPpU 6I/IOHCI/IpaHI/ITC n H€6I/IOHCI/IpaHI/I IIannuCHTH.
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VI. JIuteparypeH 0030p

1. Qe¢huHuyus

OcTpusiT HepUTEH CUHAPOM B JETCKATa Bb3pacT 00XBallla IIUPOK CIEKTHP OT
IJIOMEpYJIONaThy, YeCTO ¢ HEU3BECTHA €TUOJIOTHS, C PA3JIMYHU XUCTOJOTUYHHU IPOSIBU U
CBOTBETHO MPoruo3a. OctpusT nocrcrpentokokoB rmomepyrnonedpur ( OIICTH) e
apxetun Ha OT'H.

Ome Xunokpar onucsa ecrectBeHus xox Ha OI'H karo Oosnka B rep0a u
XeMaTypus, IOCIIeBaHU OT onurypus win anypus. Richard Bright onucsa kimHUYHOTO
npotuuyade Ha OI'H npe3 1827 ., mopaau koeTo 3a00sIBAaHETO € U3BECTHO OIlIE KaTo
oonect Ha Bright. C BpBexx1aHeTo Ha Mukpockomna Langhans onucsa
naTo(QU3UOIOTMUHUTE IPOMEHH, HACTHIIBALIH B IJIOMEPYJIHUTE.

OI'H ce neduHupa xkaro BHE3aMHa MOsiBa HA XeMaTypus, IPOTEUHypuUs U
epUTPOLMTHU IWIHHAPHU. Tazu nadoparopHa HaXoAKa ce ChbIIPOBOXK/A OT XUIIEPTOHUS,
OTOLH, a30TeMus ( T.e. HaMaJIeHa CKOPOCT Ha riomepyiaHa punrpanus ( CI'®) ) u
3aabpkane Ha conu ¥ Boga. Octpusat I'H Moxke aa ce 1bJiku Ha MbpBUYHO ObOpPEUHO

3a00JIsIBaHE WJIM HA CUCTEMHO 3a00JIsIBaHE.

2. Enudemuonozus

I'momepynonedputute npeacrapmsiBar okoso 10-15 % ot momepyiHHATE
3a0ongBaHMs U ca mpuunHa 3a 25-30% OT cilydauTe Ha TEpPMUHAIIHO ObOPEUHO
3abonsBane( Th3). Ma choOrieHus 3a pa3inyHa 4ecToTa, KOETO Hall-BEPOSTHO Ce
J'BJDKA Ha CYOKJTMHUYHOTO TIpoTUYaHe rpu nmosede oT 50% oT 3acernarara momysiamus.

Oxono 25 % oT manueHTuTe JeOTHPAT C OCTHP He(PPUTEH CUHAPOM.

2.1.0lMNUIrH

OIIUTH ce cpema no uenust et [71][114][83][128][80][84]u e Haii-yecTo
cpelllaHaTa IJIOMEpYJIONaTHsi, 0COOEHO B Pa3BUBALIUTE CE CTPAHU, U CE MPUUYHUHSIBA OT
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HIUPOK CHEKTHP OT MHPEKINO3HU TPUUUHUTEIH, KOUTO BOJAT 10 OBOPEUHO YBPEKIAHE.
OIICTH B Tponuuute ce cpemia KaTo ycjaoKHEHUE Ha MUOAEPMUs BbB BPb3Ka C TOILIHUS
KJIMMaT ¥ BUCOKAaTa BIAKHOCT Ha Bb3yXa. MaJKu KOXKHH JIE3UH, YXallBaHUS OT
HACEKOMH U JIONINTE XUTHEHHH YCJIOBHUSA ca Mpeasiasnonarany (pakTopu 3a mossa Ha
uH(peKIMsITa, IPUIMHEHA OT B-xeMonuTuyeH crpentokok rpyna A[129]. B cTpanu ¢
ymepeH u ctyneH kaumar OIICITH e ycnoxxHenne Ha MHGEKIMY Ha TOPHUTE TUXATEITHH
nbTHILNA (GapUHTUTH) Ipe3 3uMHUTE Mecenu. M tun 2, 47, 49, 55 u 60 ce acouuunpar ¢
nuoaepmus, nokaro M tum 1, 2, 3, 4, 12, 25 u 45 ce cpemar npu OIICI'H cien
(dapupHrut. 3a0015IBaHETO UMa CE30HEH XapaKTep, HE3aBUCUMO OT TOBA, Y€ IpH
OTpE/IeNIEHN CUTYalluu MOXeE J1a ce HabJoAaBa LeJoroJuiHo. B MuHanoro ca ce
cpemainu enuaemun ot OIICT'H cnen uneruro. B Hsikou pailonn Ha cBeTa (Hamp.
Tpunuaar, Mapaxaii6o) ce HaOn0aBa UKINYHOCT B €EMUAEMUUTE HA BCEKU 5 10 7
TOJIMHH, KaTo JIMIICBA ICHO 00sicHeHUE Ha To3H ¢eHomeH [106]. [To-prckoBu momynanuu
ca Jieliata ¥ BOMHUIIMTE BCIEACTBUE HAa TECHUS KOHTAKT, PEIbIHEHUTE MOMEIICHMUS,
KOUTO OOUTABAT, JIOIINTE XUTUEHHU U CAHUTAPHU yCIIOBUSA. OTHOIIEHUETO MBKKU:
YKEHCKH 11oJ1 € 2:1, HO IpH BKJIFOUBAaHE HA CYOKJIMHUYHUTE TPy MbXKKaTa IPEeIUIeKIUs
n34ye3Ba. 3a00IBaHETO € Hal-yecTo MpH eua Mexay 3 u 12 ronuHu, BIPEKH, ye uma
crobmienust 3a OIICTH B panna netcka Bb3pact [82]. PucksT ot pazsutue Ha OIICT'H
cien uHGEKIUs ¢ He(ppUTOreHHU 11aMOBe 3-XeMOJTUTHYEH CTPENTOKOK Tpyna A € OKoJIO
15 %, 3a M tun 49 e 5% cnen dapunreanna uHdexkuus u 25 % caen nuonepmus [10].
Nma onucanu cnyqyan Ha OIICTH cnen muspcunr|9], mupkymmusus [137] u 660peuna
TpancmianTanus [ 124], Ho Te ca psakocT. OcBeH B-XeMOJIUTHYEH CTPENTOKOK rpyma A,
OIICTH moxe na ce npuunnu 1 ot rpynu C u G, nopaau Hajauuue Ha o001y

He(PUTOTCHEH aHTUTEH (CHOCTPENTO3WH ) B TpuTe Tpynu [48][15].

2.2.1gA-Hecppum

Haii-uecTo cpemanara mioMeMpysionaTus B CBeTa. YCTaHOBsBA ce B 0koio 10 % ot

ouorcupanuTe OOJIHU ¢ U3BECTHU reorpadcku pasnnuus. B Asusa noctura 40 % ot I1Bb
b
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B EBpomna- okono 20%, nokaro B CeBepHa Amepuka- 10%. Yectorara My 3aBUCH OT
€THUYECKHU (pakTopu U (GAaKTOPU HA OKOJIHATA CPEJa C HAM-TrOIsIMO pa3loCTpaHEHHE B
CpenuzemHoMmopueto, ceepHa EBporia, A3ust u ABctpanusa[35][147]. Paznuuusrta B
YyecToTaTa ce IbJKAT Ha CKPUHUHTOBUTE M3CIICBAHUS HA YPHHA 32 MUKPOCKOIICKA
xemarypusi B Hakou ctpanu[ 147][73][149][96], npu kouTO ce TUarHOCTULIMPAT TOBEYE
cinydau Ha I[gAN, KakTo ¥ Ha pa3TUIHUTE KpUTEpUH 3a ObOpeuHa ouorcus [147][75][29]
IpHU HAJIM4YKE Ha N30JIMpaHa MUKPOCKOIICKa Xemarypus. YecT e mpH Jiena ¢ u3oaupaHa
MUKpoOCKoTicka xemarypus ( 10 35%) unu xemarypaus, chueTana ¢ HeHe(hpoTUYHa
nporeunypus (30%) [147][148]. IIvpBuunusT [gA romepynoHeppuT ce cpeia mo-

YECTO Cpell MbKKHUA mod [35].

2.3. Henoch-Shénlein purpura

Yectorara Ha Henoch-Shonlein purpura ciopen Gardner-Medwin et al.[45] e 22,1
Ha 100 000. ToBa ro npaBu Hal-4e€CTO CPEIIaHNs BACKYJIUT B JE€TCKATa Bb3pacT. B Haz
60 % ot ciyyauTe 3acsra zemna noja 6 —roguiiHa Be3pact, a Hajt 90 % -nox 10 roguHu.

CBOTHOIIIEHUETO MOMYETa; MomuyeTa € 2:1.

2.4. SLE

UYecrtorara Ha SLE 3a obmara nmomynamus 3a CAIL e 1: 2000, HO BbB Bpb3Ka €
TPYAHOCTHUTE MPU TUATHOCTUIIMPAHETO MY CE€ CUMTA, Y€ PeaHaTa 4ecToTa € Mexay 1:
500 u 1:1000. I'eorpadckoTo pasnpeaencHue moka3Ba Mo-BUCOKa 4ecTora B EBpomna u
ABctpanus B cpaBauenne che CAILl. Yectorara Ha 6K0peunoTo 3acsrane npu SLE e
mexay 30 u 90 %, xaro nynyceHn HepuT ce HabronaBa B okoiio 50 % OT 3acernarure
nauueHTu. Be3pactoBusar nuk Ha SLE e mexnay 20 u 40-ronumna Bp3pact. C nososa
MPEAWICKIUS KEHCKU:MBKKH 1MOA=9:1, HO MO-TEXKKO KIMHUYHO TPOTHYAHE CE

Ha6n}0)1aBa B MbJXXKaTa IOITyJIalus.
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2.5. BINMrH

He e uzBectHa yecrorarta Ha 6bp3omnporpecupamust rmomepynonedput ( BITIH)
B JIeTCKaTa Bb3pact. [lomynyHHUST oMepyinoHepuT npeactasisiBa 5% OT BCHUKU
HeceJeKTupanu ObOpeuHn Ouoricuu, mpoBeaeHu npu Aena. [lo nanau ot PymbHUsS
rogumiHara yectota € 3,3 na 1 000 000 ot Bb3pactHOTO Hacenenue [30]. [Ipe3 2006 r.
North American Pediatric Renal Trials and Collaborative Studies database
(CeBepHoaMmepuKkaHckaTa 6a3a JaHHU 3a IETCKU ObOpPEUHU MPOYUYBAHUS U CHBMECTHU
u3cieaBaHus) nokassa, ye uanonarnyHusaT bBIIT'H e npuunna B 1,8% 3a 660peuna
TpaHnciuianTanus [96]. lonsimo npoyuBane Ha ganHu oT nanureHTy ¢ BIIT'H ot Mnaus
[127], CAILL [126], Benuxkoopuranus[63] u @panmus [94] mokassa, ue
UMYHOKOMILIEKCHUSAT TIIOMepylIoHedpUT € Haii-yectarta npuynHa 3a bIII'H ( B 75 1o
80%). Onuroumynnuat ['H, Mmakap Hali-uecTo CpelllaH y Bb3pacTHH, € PSABK IIPH Jerara
( 15-20%) ¢ BIIT'H. IIporieHTHOTO HaMalieHue B YeCTOTaTa Ha MOCTUH(EKIIMO3HHUS
momepynoHedput B pamkute Ha BIII'H Bogu 10 mpomsiHa B €THONOTHYHUS TPOPUIT HA
BIIT'H. Janette JC et al. [65]uscnensar 73 nanuenTta Ha Bb3pacT oT 1 10 20 roauHu ¢
BIIT'Ho, karo mipu 45% ce ycTaHOBSIBa UMYHOKOMIUIEKCEH INIOMEpYIOHEePpUT, a mpu

42%-0MTOUMYHEH TJIOMEPYIIOHEPPHUT.
3. [lamozeHe3a

3.1. OfICIrH

N3zBectHO e, ue OIICT'H e umyHokomiuiekHo 3abomnsBane. [Ipenmnonaraemure
MEXaHU3MHU Ha JICHCTBUE Ca:
- OTIaraHe Ha HMMUPKYJIUPAIIM UMYHHU KOMIUIEKCH, ChbpKaIly HE(PUTOTCHEH
AQHTHUTCH B TJIOMEPYIIHTE;
- BrpaxkJaHe Ha He()PUTOTCHHUS aHTUTEH B TVIOMEpYIIa C IMOCIEBAIIO in situ

00pa3yBaHe HAa UMYHHHU KOMILJICKCH;

Crp. |18



- MOJIEKYJIIpHA MUMUKPHS MEXIY CTPENTOKOKOBUTE AHTUTECHU U HOPMAJTHUTE
IJIOMEPYJIHA aHTUTE€HHU € MTOCJIEIBAI0 00pa3yBaHE HA aHTUTENA CIIPSMO
CTPENTOKOKOBUTE aHTUTCHU;

- JUPEKTHO aKTHBHMpaHE Ha CHCTeMaTa Ha KOMIUIEMEHTa clie/l UMIJIaHTUPaHe Ha
CTEPITOKOKOBUTE aHTUTEHU B IJIOMEpYJIa.

CrpiiecTByBa 1e6ar BbB Bpb3Ka C UACHTUYHOCTTA HA HEPPUTOTEHHUS
anturex[152][105]. Muoro npotenHu karo eHaocTpento3uH (endostreptosin),
CTPENTOKOKOB MUPOTEeHEH ek30ToKCcHH B ( streptococcal pyrogenic exotoxin 3,
npeabcopOupai anturex ( preabsorbing antigen ), nephritis strain-associated protein,
He(puT-aconMupan MmiIa3MUHOB pernentop (nephritis associated plasmin receptor) ce
00CHXKIaT KaTo
MOTCHIIMATHU HE)PUTOTCHHHN aHTUTCHH TTPU
OIICTH[32][31][79][78][107][ 144][97][150][ 16].

3a 51a ce JoKa)ke MaTOreHHOCTTa Ha He(PPUTOTCHHUSAT aHTUTEH, CHIIUST TPsIOBa ce
U30JIMpa KakTo npu 660peuna 6uorncus Ha nanuenty ¢ OIICI'H, Taka u OT cTpenTOKOKH
OT ChIIUSA MAIMEHT, HO HE U OT MaIlMeHT ¢ peBMaTu4Ha Oonect. Hakpasi, cepym ot
nanueHT ¢ OIICT'H B koHBasniecleHTHUS CTaauii TpsOBa J1a ChAbPKAa CUTHU(UKAHTEH
TUTBP OT aHTUTENA, HACOUEHU Cpely He()pUTOTEHHHUSI AHTUTECH.

Cnopen Lange u cb1p.[79][78]uneanHusT kaHAUAAT 32 HEQPUTOTCHEH aHTHUTEH,
U3ITBIIHSBAIL U TPUTE YCIIOBHS, € eHJ0CTpenTo3uH. MHTepeceH e (hakThT, e
€HJOCTPENTO3MH CE€ U30JUpPa OT PaHHH, HO HE U OT KbCHU ObOpeuHH OuonTaTtu. ABTOpUTE
JTIOKa3BaT, u€ ako Ce MMILIAaHTHPa €HAOCTPENTO3UH B pAaHHUTE CTAJANH HA 3a00JISIBAHETO,
CBIUAT C€ OTKPUBA UPe3 UMYHODITYOPECICHIINS U aHTUCTPETITOJIM3MHOBY aHTUTENA B
OBOpeuHuTe rIoMepyau. B mo-kbcHUTE cTaguu Ha 60IecTTa OPraHu3MbT 00pa3yBa
aHTHTEIA CIIPSIMO TO3M aHTHUTEH M MIOPAJId TOBA HE ce oTiara B Ob0perute. [IBara cnabu
MOMEHTA B Ta3W TCOPHS Ca CBbP3aHU C TOBA, Y€ CHIOCTPEITO3MHBT € aHMHOHEH aHTUTCH

¥ CBBP3BAaHETO C HETaTUBHO 3apesieHara 0a3zaaHa MeMOpaHa Ou TpaOBaio aa e
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3aTpyIHEHO U (paKTa, ye MHXKEKIUS Ha €HIOCTPENTO3UH He JOBEXK/a 10 KIMHUYHA
KapTHHA WM XUCTOJIOTUYHU NpoMeHH, xapakrepHu 3a OIICTH.

Vogt u cbTp.[144]cunTar, ye kKaTUOHHU aHTUTeHH ca oTroBopHU 3a OIICT H.
Nnentudumnupaiiku kaTuifoHHM aHTUreHu 1pu 8 oT 18 6moncuu Ha nanuentu ¢ OIICTH,
T€ NOTBBPKIABAT, Y€ CTPENITOKOKOBU KYATYpH, B3eTu oT nanueHtu ¢ OIICT'H
MPOU3BEXKIAT KATUHOHHU aHTUTeHU. [l0-KbCHO € YCTaHOBEHO, Y€ TO3U aHTHUTEH €
CTPENTOKOKOBUS MUPOre€HEH €K30TOKCUH B ( 3uMoren).

Jpyr KaHauaaT 3a HePUTOTEHEH aHTHUTEH € TIa3MHH-CBbP3BAIIUAT MEMOpPaHEH
peuentop rmuepanaexun Gocdar nexuaporenasal 144]. [locnegnure aBa aHTUTEHA
NPEIM3BUKBAT ABJITOTPAECH AHTUTENIEH OTTOBOP M aHTUTENA CIIPSMO TUIa3MHH-
CBBP3BAIMAT MeMOpaHeH pelentop muiepaiaexua gocdar qexuaporeHaza Morar ia ce
otkpuAar 10 ronunu cnen npedonenysane ot OIICI'H. Toa o0sicHsiBa 3a110
peruausupanero Ha OIICT'H e uskimounTenno psiko. OGUIMAT BT HA IBaTa aHTUTEHA €
CBbP3BaHE C IJIa3MHUHA, IPU KOETO C€ aKTUBHUpPA KOMIUIEMEHTA, OCHIIECTBSIBA CE
XEMOTAKCUC | JIerpajalius Ha KOMIIOHEHTH OT IIIoMepyiiHara 6a3zainHa memopana ( ['bM).
HedpuToreHHUAT moTEHIMAN HE € 3aMa3eH He caMo 3a [3-XeMOJTUTHYHUS CTPENTOKOK OT
rpyna A , Ho 1 oT C u G npu criopagu4Hy ciiydau.

Batsford u cbTp. choOmiaBar, uye ca H30aUpaIv MOCIECTHUTE IBA AaHTUTEHA OT
O0n0peunu 6uonicuu u cepym Ha nmanueHTy ¢ OIICT'H[142]u cuutaT CTpenTOKOKOBUS
MUPOTCHEH €K30TOKCHH 3 32 OCHOBEH aHTHUI'EH B MaTOreHe3aTa Ha ObOPEYHOTO 3acsraHe.
[upkynupaiym UMyHHU KOMIUIEKCH WJIM TaKuBa, OPMUPAHU 1n Situ aKTUBUpPAT Kackajaara
Ha KOMIUIEMEHTA, KOETO BOJIU JI0 MPOAYKIUS HA Pa3IMYHU UTOKUHU U JPYTU KIEThYHU
UMYHHH (DAKTOPH, KOUTO MPEIU3BUKBAT Bb3MAJIUTENIEH OTTOBOP, M3pa3siBalll ce B

KJIeThYHA TIpoiudepanus 1 0TOK Ha riomepynure| 125][88].

3.2. BITrH

Haii-xapakrepHoTo 3a Obp3onporpecupanusT rmomepynonedput ( BIITH,

NOJTyITyHEH He()pHUT) € HaJTM4YMeTo Ha NmoyyayHus B baymaHoBara karicyna npu Haza 50 %
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oT mioMepynute. [lomynyHusita ce CbCTOST OT KOarylallmOHHU MPOTeHHH, Makpodaru, T-
KJIETKH, GpUOpOOIACTH M BUCIIEPATIHU €MUTEIHU KIETKU[65].

Cwmymiennst Ha xymopanHust U T1-kIeThueH UMYHUTET UMaT y4acTHE B
natorene3ara Ha BIII'H [65]. Makpodaru u T-mumdonuTi BOIAT 10 HapyIIeHHE B
MHTETpUTETA HA KaMMJIIpHAaTa cTeHa Ha baymaHoBara Karicysa, B pe3yJaTaT Ha KOETO B
baymMaHoBOTO MpOCTPaHCTBO HABIM3AT IJIA3MEHH MIPOTEUHU U MHGIAMaTOPHU MEIUATOPU
¢ mocJeaBaiio oopasyBaHe Ha GUOPHUH, HABIM3aHE HA MPOUH(IAMATOPHU KIETKH U
ocBoOOXK1aBaHe Ha nMpouH(IamMaTopHu HTUTOKUHY ( uHTEpaeBKUH-1 1 TNF-a ). OcBen
TOBAa T€ BOAAT A0 Nponudepanns Ha MaprueTATHUS 1 BUCIIEPATHUS CIION eMTUTEITHN
kieTku. HapymaBanero Ha uenoctta Ha baymanoBara kancyna BOAM 10 HaBJIM3aHE Ha
KJIETKU U MEIMATOPU OT UHTEPCTUIIMYMA C MO CIEABAIIO EPUTIIOMEPYIIapHO Bh3IMaJIEHHUE.

Crnen ctaaus Ha Bh3MAJICHUE clie/[Ba 00pa3yBaHe Ha GuOpoIeTyIapHU U
¢Gbubpo3HU MONYAYyHUSI, METUUPAHO OT hubpodnacTHus pactexeH xopmoH ( FGF) u
TpaHchopmupaius pactexer paxrop ( TGF-B).

Ha 6a3ara Ha XMCTONOTUYHUTE U UMYHO(DITYOPECIIEHTHUTE TPOMEHU Ha OBOpedHa
ThKaH npu 0b0peuna ouorncusi, BIII'H ce knacuduiupa B 3 kateropuu, pa3indaBalin ce
110 MEXaHU3bM Ha IJIOMEPYITHOTO YBPEKIAHE.

1. IMyHOKOMIIIIEKCEH TIIOMEPYITOHEe(DPUT C OTIIaraHusl HA UMYHHU KOMILJIEKCH TI0
KamuIsipHaTa CTeHa M ME3aHTHyMa.

2. ONTUrOUMYHEH IJIOMEPYITOHEe(PPUT C MUHIUMAITHU WJIH JIUTICBAIIM OTJIaraHus, ¢
K 0e3 HaJu4Kie Ha CUCTEMEH BaCKYJIUT.

3. Autu- GBM ( momepyno6a3zanHomeMOpaHeH ) IIIOMepyIoHEDPUT C THHEAPHH
omaranus Ha antu- GBM anturena.

[TarueHTUTE C UMYHOKOMIUIEKCEH IIIOMEPYJIOHEPPUT MIPEICTABISBAT XETEPOTCHHA
rpyna, B KOSTO Pa3IMYHUA CTUMYITH BOAST 10 TposndepaTUBEH MOTYITyHEH
rioMepysnoHedput. ETnomornyHo ToBa ca MHPEKIIMYA U UMYHHHU CTUMYJIH-aBTOUMYHHH

III0MepYyIOHEQPHUTH.
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OIICT'H moxe aa npemune B BIIT'H. dpyru undexnun, acoruupanu ¢ BIII'H ca
MH()EKIUO3HUAT €HAOKAPIUT, UHPEKTUPAHU aTPUOBEHTPUKYIAPHU IIIBHTOBE U
Buctepanuu adcuecu. [lpu kiac IV, no-psiako nipu knac Il nynycen nHedput, moxe na
ce HabIro1aBaT NOMYIYHHUS, KAaKTO U PSAIKO MIPHU H30JMpaHa MeMOpaHo3Ha HeponaTHsl.
Hannuwnero na nonynynus npu Henoch-Shonlein purpura He e psako, ce cpemar u npu
IgA- HedpuT 1 MeMOpaHOIpoOTH(pEPATUBHUS TTIOMEPYIOHSPPHUT.

MUKpOCKOIICHAT MOJIMAHTUUT U IpaHyjJoMaro3ara Ha Wegener ce XapakTepu3npaT
C BaCKYJIUT Ha MAJIKUTE ChJ0BE, KOWTO 3acAra IJIOMEPYJIHUTE KAlIWIAPU U BOAH J10
HEKPOTU3HPAL] MOTYITYHEH NIOMEPYIOHEPPUT C MAJIKO WIIM JTUIICBAIIM UMYHHU
oTIaraHusi Npu UMyHoQIIyopecueHTHO u3ciensane[126][94].

Hazn 80 % oT manueHTHTe ¢ OJIMTOMMYHEH INIOMEPYJIOHE(PPUT UMAT MOTOKUTEITHU
antuHeyTpodmiHo nuroruiazmenu anturena (ANCA) B cepyma. [lpu 1sx 3a005151BaHeTO
MOXKe /1a ObJIe OTpaHNYEHO B paMKUTe Ha ObOpeka wiu fa e Hanuie cucteMed ANCA-
acoluupaH BacKynut (rpanynomMaros3a Ha Wegener, cuaapom Ha Churg-Strauss wim
MUKPOCKOTICKH MOTHaHTUUT). CBbp3BaHeTo HA ANCA ¢ HEeyTpoQiid U MOHOIIUTH BOJU
JI0 OTZIEJISTHE Ha paJrKall Ha OKUCICHUETO, IeTpaHylalus Ha KJIETKUTE U IOTUCKaHEe Ha
OakTepuIuaHaTa UM QyHKIIUS.

Antu-GBM BIIT'H He e uect B geTkara Bb3pacT. He)pUTOreHHO aBTOAHTHUTSIIIO €
HacoueHo crpsmo 28 kDa monomep, Hamupa ce B 03-Bepurara Ha kosareH tum [V
( Goodpasture anturen). UMyHHHST OTTOBOp cperly 0a3aiHO-MeMOpaHHUS aHTUTECH
MOJXe Jia ObJIe TMMUTHUPAH B paMKHUTE Ha ObOpeKa WiIH J1a ce pa3Bue MyaMO-peHaIeH

CHUHJIpOM, HapedeH cuHapoM Ha Goodpasture[7].

3.3. IgA-Hebpum

OcHoBHOTO 11pH J1BeTe hopmu HA HePpUT € oTiiaraHe Ha [gA, KaKTO U BUCOKHU
cepyMmHH HUBa Ha [gA, ocHoBHO Ha IgA1 mox dopmara Ha nmonmumepu[96][67npu Hax
50% ot maumeHTHTE, OBUIIEH Opoil IgA-chabpkany B-mumdonnTtu ¢ npeBanupane Ha
Th2 u aktuBupanute To-xennepHu kiaetku[116]. IlpenBua Te3u 0COOEHOCTH, CE€ CUNTA,
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4ye KaKTO CUCTEMHUST, TAKa U JIOKATHUMAT UMYHUTET Ca aHTQXKUPAHU B IATOT€HE3aTa Ha
3a00JI1BaHETO.

HarpynBaneTo Ha IgA-chabpkaliiy KOMIJIEKCH 3a€HO ¢ (PpakLuu Ha
KOMILUIEMEHTA B ITIOMEPY/IUTE, IbPBOHAYATIHO ONMKUCAHU KaTo IgA MMYyHHU KOMILIEKCH
(IgAIC), ce cunTa, 4ye ce IbIKM HA MYKO3€H UMYHEH OTTOBOP C MIPEAUMHO CUHTE3UpPaHE
Ha IgA momumepu[38][37]. Ta3u xunore3a 0OsACHIBA Bph3KaTa MEX Ay JTUTAaBUYHUTE
uH(peKkunu u Makpockorckara xemarypus. Ilpu 30 1o 70 % ot nauueHTure ce
ycTaHOBsIBaT BHCOKHU HUBA Ha IgAIC, moBeueTo oT KouTO ca ot cyokiac IgAl,
MPOU3XO0XKAAIU OT KOCTHUS MO3bK[64][47]. B 0b0peuHus ME3aHTUyM HE ca YCTAHOBEHU
cnenupUYHN BUPYCHHU WA XPaHUTEIHN aHTUTEHHU, KOETO HACOYBa KbM XHMIIOTE3aTa Ja ce
Kacae 3a gucperynauus Ha [gA UMyHHHS OTTOBOP.

B3aumoneiicteuero mexny Fco penentopure Ha [gA 1 1 Me3aHTHATHUTE KIETKU
BOJIM JI0 KJIEThYHA aKTUBALIMS U CUHTE3a HA MEANATOPH Ha Bb3IAJIECHUETO, BKJI. MHOTO
LIMTOKUHU (IL6, PDGFO, IL1, INF-a, TGF-B), BazoaktuBHuU (hakTOopu
( mpocTariianuHu, TPOMOOKCaH, JIEBKOTpUueHH, enaorenut, PAF, a3oreH okuc) unu
xemokunu (MSP-1, IL-8, MIP-1, RANTES) ( Davin et al.). HaBau3aneTro Ha MOHOUUTH U
TuM(OLUTH B ME3aHTUYMA € OTIOCPEICTBAHO OT HainuuueTo Ha C3 B omiokeHuTe IgA
KOMILJIEKCH.

AKTHUBHpAHETO Ha ME3aHTUaJTHUTE KJIETKU BOJU 10 CBUBAHETO UM, IPOMEHU B
XeMOAMHAMUKaTa U aKTUBHPAHE HA PEHUH-aHTMOTEH3UH-AJIJIOCTEPOHOBATa CUCTEMA
( RAAS) [72]. AuruorensuH Il ycunBa akTUBUpaHETO Ha IUTOKUHUTE U XEMOKUHUTE U
norennupa aericreuero Ha PDGF u TGF- kato pactexxnu ¢hakropu Ha Me3aHTHATHUTE
KJIETKH, KaTO 110 TO3W HAUMH CTUMYIHUpAT npoudepanusita 1 eKCaH3usaTa Ha

EKCTpaLeaylapHus MaTPUKC, a BIIOCIIEACTBHE ITPOTPECUSATA € J10 CKIEPO3a.

3.4. MIIr'H

OcnoBna xapakrepuctuka Ha MIIT'H tun I, II ( uiu OGonect Ha MIbTHUTE

oTiIaraHus ) ulll e XUIIOKOMILIEMCHTEMHUATA, IPCAN3BUKAHA OT HAJITMYHUECTO HA
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aBTOAHTHUTSIO, HAPEUCHO ,,HeYPUTEH PaKTOp”’, HACOUCHO CcpeIly KoMmiuieMeHTa. [1pu
nebrora Ha 3abonsBaneTo C3 ¢pakuusiTa Ha KOMILIEMeHTa € Hucka B 80-95% ot
ciydante. Be3amoxHUTE 4 MEXaHW3Ma, OTTOBOPHH 32 XUITOKOMITJIEMEHTEMHUSTA Ca:

1. HaIMYKe HA UPKYITUPAIIH UMYHHNA KOMIUICKCH, aKTHBHPAIIH KOMIZIEMEHTA TI0
KJIACUYECKUS ITBT,

2. HeppuTHUS (HaKTOp, KOWTO BIUSE BHPXY HOPMAITHUS KOHTPOJI Ha KacKkaaara Ha
KOMITJIEMEHTA,

3. uaxuOupaHe Ha cuHTe3ara Ha C3 OT MUPKYIUPAITU OTIAIHU MPOIYKTH Ha
oOMsTHaTa Ha BElIeCTBaTa U

4. reHeTrueH ACHUITUT WIIH MyTaIlUU HAa PETYIUPAIIUTE KOMILIEMEHTA

npoteuHu[ 1].

Ot natmmenture ¢ MIIT'H tum I oxono 40% umar ocseH Hucku C3 u aucku C4
dpaxkuus Ha KOMIUIEMEHTA, KOETO MTOKa3Ba aKTUBHPAHE HE CaMO Ha alTepHATUBHUS, HO U
Ha KJIACHYECKUS TbT Ha KOMILJIEMEHTA.

Hopmannute HuBa Ha C4 n nuncara Ha otnarade Ha C4 B moMepyauTe pu
MIIT'H tun III noka3a, ye 06pa3yBaHEeTO HA UMYHHH KOMIUIEKCH HE UTpae OCHOBHA OIS
B IIaTOreHe3aTa Ha 3a00JIsIBAaHETO.

Nzknrouenue npasu MIITH tun 11 ( Bonect Ha mirbTHUTE OTIIaraHus), Mpu KOMTO
pa3nu4Hu (HaKTOPH BOASAT JI0 HEKOHTPOJIMPYEMO aKTUBUPAHE Ha aJITEPHATUBHMUSI ITBT HA
KOMILIEMEeHTa U mo-TouHo Ha C3-koHBepTazara C3bBb, a umenno: nanuune Ha C3Nef
( C3-nedputen dakrop), TUICBaIIA WM HEMBJIHA aKTUBHOCT Ha dakrop H ( nedummt
WK HapymeHa ¢yHkius Ha gaktop H, unxubupane Ha ¢akrop H ot aBroanturena) u
MO-PSIKO-MYTaIMs Ha CBBP3BaoTo mMsacTto Ha dakrop H keM C3 ( Gonectra Ha Marder)
i C3-aBToaHTUTENA.

3a paznuka ot npeaxonuute 2 tuna, MIIT'H tun II ( 6omect Ha mIbTHUTE
OTJIaraHusi) ce MOosIBsIBa B pe3y/iTaT Ha HapyllleHa peryialus Ha aJITEpHAaTUBHUS BT HA

KOMIIJIEMEHTA, MO-CIIEIIMAIHO B PE3y/ITaT Ha HEOrpaHWYEHO akTuBUpaHe Ha C3
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KOHBepTasa oT antepHatuBHus T C3bBb u 6u TpsaOBano na ce cuuta 3a OTJeIHa

HO30JIOTUYHA €OUHHUIIA.

3.5. CJIE

Bonpeku, e ernonorusra Ha CJIE octaBa HesicHa, cuuTa ce, Ye OCHOBHA POJIsS
urpae abHOpMHAaTa peryianus Ha KIeThbYHUS U XyMOPAJIHUS UMYHHUTET, KOETO BOJIU 10
yBpexaaHe Ha TbkanuTe. Umynnara cucrema npu CJIE ce xapakTepusupa cbC CI0XHO
B3aUMOJICUICTBUE MEXY CPBXaKTUBHU B-, T-KI€TKH, aHTUTEHIIPE3EHTUPAILN KIIETKH,
KOETO BOJM JI0 TTPOU3BOICTBO HA MPOUH(IaMATOPHU IIUTOKUHHU, allIONTO3HU KIIETKH,
ABTOAHTHUTEIA 1 UMYHHHU KOMILJIEKCH, KOUTO aKTUBUPAT €(HEKTOPHUTE KIETKU U
CHCTEMaTa Ha KOMIUIEMEHTA, KOETO BOJM /10 YBpEXKAaHe Ha ThkaHuTe. [Ipu nanuenture
cwe CJIE ce moka3Bar rojsiM Opoii aHTUTeNa cpenry coOCTBeHU cTpykTypu. Hait-uecto ce
CpellaT aHTUTesaTa Cpenry SAPEeHU U IUTOIIIa3MEHN KOMIIOHEHTH, 0COOEHO Cperry
HYKJIEO30MHU CTPYKTYpH, ABoMHO-BepukHa JIHK u dpoconunuaau monekynu[6]
[20][120].

Crnopen peauna aBTopy NPUYMHATA 32 CUHTE3 HA HAKOM aBTOAHTHUTENA (HACOUEHU
cpemry IHK, Hykiieo3oMHu cTpyKTypH, hochonunuan u Jip.) € CBbp3aHa ¢ Ae(eKT B

alroriro3ara.
4. lamoaHamomusi

4.1. O[INrH

Haii-xapakrepnara ocobenoct, HabmronaBana Ha CM ( CBETIIMHEH MUKPOCKOI ) €
mudy3HO yrojieMsBaHEe Ha BCUYKHU TJIOMEPYIIU B PE3YATAT Ha XUIEPLETyITapUTET.

YcraHoBsBa ce €/IeM Ha €HJIOTEITHUTE KIETKH, KOETO BOAU 10 OOIUTEpalus Ha
Kanwisipaute OpuMkH[5]. KonmrmuecTBOTO HA ME3aHTHATHUTE KIIETKH € YBEJIMUEHO.
CrpynBaHETO Ha Pa3IMYHU Bb3MATUTEITHU KJIETKHU B TNIOMEPYIUTE, OCHOBHO

nonumopdonykinaepuu jgeskonutu (ITHJI) 1 MoHOIIMTH, € H3BECTHO KaTO €KCYTATUBEH
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npoiudepaTuBeH oMepynoHedpuT. AKO Me3aHrHaIHaTa nmpoiaudepaus € akcuaiHa,
JIOMEPYIIBT UMa JI00yaupaH BUJI. KanuisipHuTe CTEHU HE ca 3a/1e0eIeHH. ApTepruoInuTe
U TYOyJIUTE ca ChbXPaHEHU, HE3aBUCUMO, Y€ MOTrar Ja ce HaOIro1aBaT
nosuMop(oHyKIeapHH JIEBKOIIUTH B TyMeHa Ha TyOynute. [loHskora ce cpelia oTok Ha
uHTepctuunyma u napuntpauus ¢ [THJL. Panko nponudepanusata Ha mapueTaaTHUTE
kieTku B baymanoBara kamncyna Moxke Aa 1oBesie 10 (popMupaHe Ha TOMYITYHHUS U aKO
IPOLEHTHT UM € BUCOK, 3a00JIIBAHETO MOXKE J1a IPEMHUHE B ObpP30-IIPOrpecupary
IIOMEPYIOHEDPHUT.

NmyHodyopeciieHTHO ce HabIro1aBaT HEPaBHOMEPHO OTJIaraHe Ha KOMILJIEMEHT U
umyHoroOynunu. Hali-uecto ce ycranossiBat C3 u IgG, HO cbl110 Taka MOXe J1a ce
cpemHat C4, Clq, IgM, ¢ubpunoren u dpaxrop B. Sorger u cbTp.[123] onucsar Tpu THNA
Ha uMyHHU oTnaranus rmpu OIICI'H:

- Tun ,,3Be31H0 HeOe” ce HaOMIoaBa Mpe3 IbpBaTa CeAMMIIA OT HAYaJIOTO Ha
3a00JIIBaHETO U MpeAcTaBisABa pUHO rpaHynapHo omiaraie Ha IgG u C3 no
KallWJISIPHUTE CTEHHU.

- Me3aHruaneH MoJIen ce cpela Mexay 4-tara U 6-tara ceaMuIla U € CBbP3aH C
otrnara”e Ha C3 B Me3aHruyma.

- IlnbTHU 1 KOH(IYUpALIM UMYHHH OTJaraHus THII ,,l upasHAa” ce yCTaHOBSABAT 110
JbJKUHATA Ha KalIWJISIPHUTE OPUMKH KaTO ME3aHTHATHHUTE U €HIOKAMWIIPHUTE
IIPOCTPAHCTBA Ca CbXPAHEHH.

CyOenuTenHara JJOKaqu3alKs Ha OTJaraHuaTa KOpeaupa ¢ rbpOuLuTe
( humps) npu enexkrponHa MUKpockorus. Tumna ,,[ upisHaa” ce aconuupa ¢ MacMBHA
MPOTEUHYPUS U HE € 3aBUCUM OT BPEMETO JI0 IPOBEX1aHe Ha ObOpeuHara ouomncus|122].
EnekTpoHHOMUKPOCKOIICKHM C€ YCTaHOBSABAT TUITMYHUTE 32 3a00JISIBAHETO I'bpOULIN
( humps), paznonoxxenu cyoenuTeaHo BbpXy OazanHara MmemOpana. Te3u oTnaranus

M34e3Bar clies 6-TaTa ceIMHIla OT Ha4aloTo Ha 3a0oisaBaHeTo [122].
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4.2. BIIM'M

bpOpeunnTe XMCTOTOTUYHHU POMEHHU NP PA3IUYHUTE POPMU HA MOTYTYHHUS
Heput ca cxogHu. [moMepyIHUTE MONMYITYHUS KaTo HATpYIBaHe Ha | uiu 2 peaa KIeTKH
YaCTUYHO WJIU U3LsJI0 U3biBaT baymaHoBara karicyna. [losiBara um, kKakto Beue O
ot0ensi3aHo, € CBhp3aHa ¢ nposuudepaus Ha eNUTETHUTE KIETKU OT MapyueTaTHUs JIUCT
Ha Karcynarta Ha baymaH, HaBiie3nu OT nupKynanusta Mmakpodaru u ¢pudpoodIacTu.
[TomynyHusaTa Morar aa ObJIaT CETMEHTHU WK Tu(y3HO pa3lpeneseHu, KOeTO 3aBUCH OT
OCHOBHOTO 3a00JisiBaHe U BHJIa Ha cpe3a Ha roMmepyna. [lonynynusita npu antu-GBM-
HedputsT U ipu ANCA -aconmupanute HehpuTH 00MUaiiHO ca TU(y3HO pa3npenesieHH,
nokaro npu uMyHHo-koMiiekcHuTe BIII'H o6uuaiino ca cermentHu. MaTepcTHIMATHITE
MPOMEHU BapupaT OT CBEXKH BH3MAIUTEIHA HHPHUITPATU JJO XPOHUYHA UHTEPCTHUIIHAIIHA
¢ubpoza u TyoynHa arpodus. Komnpecusata Ha kKanwisipHUTE OPUMKH OT MONTYTYHUSATA
BOJIM JI0 UCXEMUYHU MPOMEHH B TYOYIIHTE.

[Tonynynusara morat na ObAaT W3IS0 KIEThYHU, GUOPO3HU UK KIIETHYHO-
¢ubpo3Hu. KnerbuHuTe NOMYITyHHUS C€ XapaKTepu3upar ¢ npoiaudeparnus Ha Makpodarm,
eMUTENHN KIETKU U HeyTpoduin. PUOPOKIETHUHUTE CE ChCTOST OT KOJIareHHU puopH,
MeMOpaHHU MPOTEUHU U KIeTKU. [Ipu GuOpo3HUTE MONMYTyHUS KIETKUTE ca 3aMEHEHU
U3LISUIO OT KOJIareH.

BbpOpeunuTe OMONCUM MpY MAMEHTH C BACKYIUTH YECTO €a C TOJTYITYHUS B
pa3auyYeH CTAauM Ha IPOTrpeCUs BbB BPb3Ka C PELIUIMBHPAIIINS XapaKTep Ha
3a00msBaHMsTa. PaHHUTE MPOMEHU Ca ChC CerMeHTHa (UOPHHOUIHA HEKPO3a C WU 0e3
nonynyHus. Texxkure ocTpu je3uu ca ¢ pokaiHa U Judy3Ha HEKpo3a B CbUETaHUE C
TU(Y3HO pa3oNokKEeHH MOMYITyHHs. BacKymuTuTe Ha MaJIKuTe ChIOBE 3acsrar
UHTEpI00ynapHuTe apTepun. Paako Moxke Aa ce BUJIM aHTHMT, aHTaXXHUpall] vasa recta.

HNmyHoduryopecneHTHUTE H3CJIeIBAHUS CIIOMarar 3a yCTaHOBSIBAHE Ha BUJIa Ha
BIIT'H B 3aBUCUMOCT OT HaJIMYMETO, JTIOKATU3ALMATA U BUA HA UMYHHUTE OTJIaraHusl.

Mesanrunanau otnaranus Ha IgA ce ycranossasar npu IgA-nedpura u Henoch-Shonlein
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purpura; rpanyiaapau cyoenurennu otiaaranus ot IgG u C3 npu OIIUI'H; mezanruanuu,
cyOeHI0TelIHA U UHTpaMeMOpano3Hu omiaranus Ha [gG u C3 ce HabmogaBat npu
MIITH a “full house” ( mbyiHa KbIIIA )- IPU OTJIAraHus B KallWJIgpHATa CTEHA U
Me3anruyma Ha IgG, IgA, IgM, C3, C4 u Clq npu CJIE. I'moMepynuTe Ha HallUEHTH C
BacKyauT, ¢ uiau 6e3 ANCA nmat ciabo Wiy JIMIICBAaT UMYHHHU oTiaranus. Autu- GBM-
He(PpUTHT ce XapakTepusnpa ¢ TuHeapHu orTiaranus Ha IgG ( psako Ha IgM u IgA ) u C3

no 6azaaHaTa MmeMOpaHa.

4.3. IgA Hegbpum u Henoch-Snénlein purpura

[IspBuunuaT IgA vedpur ce npencrass ¢ pokageH Win AUPy3eH
XUNEPLENYIapUTET U €KCIIaH31s Ha ME3aHTMalIHUs MaTpuKe. [Ipyru mpoMeHH B
IoMepynuTe ca : poKaaHa uiu AuQy3Ha eHJoKanuisspHa npoaudepanus,
eKCTpaKamuisipHa nposndepanus ¢ Hauuue Ha MOoTYIIyHUs, TIOMepyJIHa XUaJTuHOo3a U
CerMeHTHa WiM nudy3Ha ckieposa. Onucanu ca orpaHM4eHH 00JacTH Ha HEKpO3a KaTo
IIPU BAaCKYJIUT Ha MAJIKUTE KPbBOHOCHU ChAOBE. XUCTOJOTUUHUTE MPOMEHU B JIETCKATA
Bb3PaCT Ca YMEPEHHU U PSIIKO CE YCTAHOBSIBA MOJIYJIYHEH HEPPUT.

Ha 6a3ara Ha xucronoruunute npomenu Haas[52]cr3naBa kinacudukamus Ha [gA-
HedpuTa, KOSTO UMa S5 Kilaca, KaTo pu [-BU JTUICBAT WM KIMa MUHUMAJIEH ME3aHTHAJICH
XUTIEPIETYTapuTeT 0e3 rioMepylnockieposa, npu II-pu numa gokanHa u cermeHTHA
IOMEPYJIOCKIIepo3a 0e3 Hau4Kre Ha akTUBHA KIIeTh4HA nponudeparus, [1I-tu e
¢doxanen nponudeparuse, [V-tu-nudysen nponudeparuseH u V-Tu ce Kacae 3a TE€3U €
>40% cxnepo3upanu rmomepynu uin > 40% atpodus Ha TyOynuTe.
CBETIIMHHOMUKPOCKOIICKUTE MPOMEHU HE Ca XapaKTepPHHU €IUHCTBEHO 3a IgA-HepuUTHT,
€TO 3alll0 JUarHo3ara ce MOoCTaBs uype3 ycraHoBsiBaHe Ha [gA, u mo-touno IgAl

OTIIaraHus B MC3aHTMyMa, KaKTO BCUC € YIIOMCHATO.
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Taonuua 1: Xucmonoeuuna knacugpuxayus na HSP neppum (International Study of Kidney

Disese in children)

Xucronoruyna kiaacupukanus Ha HSP neppurt

I'pyna [: MunnMaiHu W3MEeHEHUS

I'pyna II: Yncra me3anruanHa nponudepanus 6€3 NoayImyHus

['pyna III: MezauruonponudeparuBer rmoMepynoHedpuT ¢ nonynyaus < 50 %
IIIa: ®oxkanen

I116: qudyzen

['pyna [V: Me3zanruonponudeparues moMepyinonedput ¢ nonyayHus ot 50 no 75%
[Va: ®okanen

IV6: Iudysen

['pyna V: MezanuruonponudepaTiuBeH riioMepyaoHeGpUT ¢ monyayHus Haa 75%
Va: ®okaneH

Vo: Nudyszen

['pyna VI: Mem6panonpoiudeparuBeH ( ME3aHTHOKAMIIISPEH ) TIIoMepynoHedpuT-

[TomoOHu oTNaranus U JaHHU 32 ME3aHTHATHOKIIEThYHA Mpoiudeparus ce
Habmonasar pu Henoch-Shonlein purpura kato knacudukamnusata, npeajioxkeHa ot
narosioroaHaroMute kbM MexaynapoaHoto [IpoyuBane na brOpeunure 3a0onsaBanus B
Jetckata Bb3pact ( International Study of Kidney Disease in Children) ce pasnuuaBa g0
rojsiMa cTerneH ot Tta3u npu IgA-nedpura. Ha 0a3a Ha KIMHUKONATOIOTUYHU U
NPOrHOCTUYHU Kopenanuu ca opopmenu VI rpynu. Hedporuuen cunnpom ce HabmoaaBa
B 25% ot naumenture B rpyn# I, II u III, KouTO XMCTONOrMYHO OTrOBapsIT ChOTBETHO HA
MUHUMATHA U3MEHEHH S, YNCTa ME3aHTUATHOKIIEThYHA npoudeparus 6e3 MoayITyHus: u
Me3aHTHonponudeparuBeH roMepyaoHedpuT ¢ < 50% moayayHus ¢ ABE TOATPYIIU-
doxanen u qudyseH. Xemarypus ce HabI01aBa BbB BCUUKU IPYIH, a IPOTHO3aTa Npu

nbpaure Il rpynu e creneHHo no-1o00pa ¢ Bb3CTaHOBABAHE Ha HOpMajHaTa ObOpeuHa
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dbynkus, nokaro npu rpynu IV, V u VI crorBeTHO ¢ nudysen
Me3aHruonponudeparuseH romepyinonedput ¢ >50% , >75% nonynyHus u
MeMOpaHonpoaudepaTuBeH ( ME3aHTMOKATMWISIPEH ) TNIOMEPYIOHEPPUT € 110-
MECUMHUCTUYHA C IEPCUCTUPAHE HA MPOTEUHYPUATA, XEMATypHsITa U JOCTUTAHE J10

TEpMHHAJIHA OBOpEYHA HEIOCTATHYHOCT.

4.4. MITTH

MembpanonponudepaTUBHUAT MOJIEN CE€ XapaKTepu3upa C Me3aHTHalHa
nponudepanus u 3anedensBane Ha [ BM. TepMunsT ,,Mozen’” ce U3M0J3Ba BB Bph3Ka €
TOBa, Y€ Ce cpella U MpH Apyru 3adonsBanus, paznuunu ot MIIIH. 3anebensBaneto ce
JUbJIKY Ha UHTEPIIOHUPAHE Ha Me3aHTMaliHU KIeTKU B ['bM, koeTo Boau 10 ABOMHOTO i1
koHTypupane [33][121][49]. Me3anruannara npoaudepaius ¥ HaBIU3aHE B
nepudepHara 6a3anHa memOpaHa BOAM JI0 IETEIMHONON00EH U3IIe ] Ha riioMepynuTte. B
MTOBEYETO CIIyYaH TE3U XAPAKTEPHU INIOMEPYIHH U3MEHEHUS Ca CIEACTBUE HA UMYHHHU
OTJIaraHus B IJIOMEpY/IHATa KalWIsipHA CTeHa U TaKa OMUCaHus MOP(OJIOTHIYECH MOIET
JIOBEK/1a JT0 U3MOJI3BAHETO HA TEPMUHA KaTo cuHOHMM Ha MIIT'H: me3anrnokanmisipen
roMepynoHedpuUT uiu odynapeH rmomepynonedput[92][41].

CeetmuaHoMukpockorcku mpu MIIIH tun [ ce ycranossiBa audysna
Me3aHTMaJHOKIEeThYHA Nnposndepanus, 1BOHHO KoHTypupane Ha ' BM ( tun “tpamBaiina
JTUHUS ), BMBKBaHE Ha ME3aHTUATHUTE KJIETKH C MOCIeABala JeTeIMHONO00Ha
CTPYKTypa Ha Iiomepyna, Aokato npu tan Il ce yctaHOBsIBa pa3inyHa 1Mo CTENEH
Me3aHTHaTHOKIIeThYHA mponudeparus ¢ moguepTano 3anedenssane Ha [ bM, mo-psako
WHTEPIOHUPAHE HA ME3aHTUYMa MEXy KamWIsIpHUTE OpUMKHU U JBOMHO KOHTYpHUpPaHE HA
I'BM. IIpu tun 111 MIITH, nomo6Ho Ha tum I, uma audy3Ha Me3aHTHATHOKIEThYHA
nponrdepanus ¢ ABOHHO KOHTypupaHe u 3anebensBane Ha ' BM u BMbKBaHe Ha
Me3aHTHaJIHU KJIeTKH. BbB Bpb3Kka ¢ rofsiMoTo cxoactBo Mexxay MIITH tum 1w [T (¢
nBara nonsuaa Ha Bruckholder m Anders and Strife ) ce o6¢hxma namu MIITH Tun 111 He

e BapuanT Ha MIII'H tun [ nim € otaenHa KIMHUKO-TIATOJIOTMYHA €IUHULA
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[121][49][92]. Pa3nukara e, ue npu Bropus noarun Ha Tui [II MIII'H ocsen, ue 'bM e
3aze0ereHa, Ha MecTa U3IJIeK/1a HEpaBHOMEPHA, ,,pa3IbpHaHa’, ABOTHA HA MECTa KaTro
,,I3sIJICHA OT MOJIIH .

Nmynodayopectientno pu MIIIH tum I e nceBponuHeapHo win rpaHyiapHO
otnarane ocHoBHO Ha C3 £ IgG ( mo-psinko Ha IgM, IgA, Clq ) no kanumnsipHaTa CTeHa,
CJIeIBAIIO JETETMHOMOAO0OHMS MOJIe Ha TIIoMepynuTe, 3a pa3iauka oT MIII'H tun 11, mpu
KOMTO MMa JTuHeapHo uHTpameMOpaHo3Ho omiarane Ha C3. [Ipu MIIT'H tumn 111 asama
pa3inuka Mexay aBata noaruna ¢ omiaranus Ha C3 £ [gG ( mo-psiako Ha IgM, IgA,
C1q). Ta ce 6a3upa Ha enexkTpoHHaTa Mukpockonus. [Ipu BapuanTa Ha Bruckholder ce
HaOJI0/1aBaT eJIEKTPOHHO-TUIBTHH OTJIaraHus CyOeH10TeNHO U cyOenuTenHo Ha I'BM,
KaKTO M IMCKPETHO B ME3aHTHYyMa, I0KaTo IpH BapuaHTa Ha Strife and Andrews

oTjIaraHusTa ca OCHOBHO CY6€HI[0T€J'IHO.

4.5. CJIE

Nmynodnyopectuentaure otnaranus rnpu CJIE ca ymomenatu npu
OBbp30mporpecupamys oMepylioHePput. XucToJOorHyHaTa Kiacu(UKalys Ha JTyIyCHUs
He(pUT MbpBOHAYAIHO € chb3aaaeHa npe3 1975 . or C30 (CeeroBHaTa 3apaBHa
Opranuzanusi) u Briociencteue Mmonupunupana npe3 1982 u 1995r. OceH, e chabppxka
BUJIA U CTENIEHTa HAa OBOPEYHOTO 3acsirane, OCUTypsiBa HHPopMaIus 32 He0OXOTUMOTO
UMYHOCYIIPECHBHO JIEUEHHE U MPOrHo3aTa Ha 3abonsaBaneTo. Knacudukanusra e
peBusupana ot Mexaynapoanoto pyxectBo no Hedponorus (International Society of
Nephrology) u IpyxectBoto o bropeuna [Tatonorus ( Renal Pathology Society) mpe3
2002 r. c uen na ce yHuduupar 1eGUHUITUUTE, Aa C€ MOAYEPTAIT KIMHUIHO CBbP3aHUTE
XUCTOJIOTMYHU MTPOMEHH U JIa C€ OCHILECTBH €/IHAKBAa MHTEPIPETALMS B Pa3INYHUTE
ueHTpose[36][139].

Knacosete I u Il BKIIrOUBaT €IMHCTBEHO ME3AaHTHAJIHO 3acsiraHe, ¢ WU 0e3
MeE3aHT'MaJIeH XUIepLeyaapuTeT, fokaro npu kiac I u IV ce kacae cboTBeTHO 32

(bOKaJ'IeH " ,ZII/I(i)y3€H FJ'IOMpr.]'IOHG(i)pI/IT C IIOAKJIaACOBEC B 3aBUCUMOCT OT TOBa-AaJIH CEC
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YCTaHOBSIBAT aKTMBHU WJIU XpoHUYHU ipomeHu. Kimac V e mpencraBeH oT MeMOpaHO3HUS
aynyceH HepHuT, a mpH kinac VI ce HaOnronaBaT HanpeAHAIN CKIEPOTUYHHU U3MEHEHHUSI B

Ha1 90 % OT BCUUKM INIOMEPYIIH C JIUTICBAIA OCTaThYHA AaKTUBHOCT.

Tabnuya 2: Pesusupana xucmonamono2uuna kiacuguxkayus na aynycnus negppum (JIH)

(International Society of Nephrology Renal Pathology Society, 2002)

PeBusupana xucTonaro10ruyHa Kiaacupukanus Ha JyNnyCHUs He(pUT

l. Munumanen mezauruaies JIH.

IL Me3zanruonponudeparnses JIH.

.  ®oxanen JIH:
IIT A-AxtuBen ¢oxkanen nponudeparusen JIH;
IIT A/C- AkTuBeH u ckiiepoTudeH (QokasieH mpoarudepaTuBeH;
IIT C- Heaktusen ckiiepotuueH ¢oxanen JIH.

IV.  Hudyzen cermenteH ( [V-S) unu mobanen ( [V-G) JIH:
IV A- AktuBeH nudy3eH cernemMTeH uiu robdaneH npoiaudeparusex JIH;
IV A/C- ludyzen cermenTeH uinu miobdaneH npoaudeparvusex JIH;
IV C- Jludy3zen cermenten uim riobdaneH ckiaeporuuex JIH.

V. Mem6panosen JIH.

VI. Hanpennan ckneporuuen JIH.

KaxTo npu nymycHust HehpuT, Taka U MPU OCTAHAIUTE HEPPUTH CE U3MOI3BA
CHCTEMa 3a OTpeJIeNsiHe Ha XPOHUYHOCTTA U aKTUBHOCTTA HAa XUCTOMATOJIOTUYHUTE
u3MeHeHus1[98]. AKTUBHUTE TIIOMEPYIHU U TYOYJTOUHTEPCTUIIMAIIHU JIE3UH Ca
MOTEHITMATTHO OOPAaTUMHU U CE OILICHSIBAT ChC CKajla C MAKCUMYM 24 TOYKHU KaTO UHJIEKC

Haj 12 ce cumra, 4e e JIom NPOTHOCTHYEH Oerer.
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Tabnuya 3: Unoexcu na akmuenocm u xponuuynocm npu JIH

I/IHIICKC Ha aKTUBHOCT

HNnunpexc na XPOHHYHOCT

I'momepyina

I'momepyna

Enpokanuisipen xunepuenyaapurer

®ubpuHOUIHA HEKPO3a

Kapnopexkcuc

['momepynna ckiieposa

Knerbunu nonynynus

OUOPUHOBY MOMYITYHUS

XWaTuHHU TPOMOU

OuUOPUHOBU CPACTBAHUS

CY6CHI[OTCJIHI/I OoTJIaraHusa

ExctpamemOpano3HU oTiiaraHus

XEeMaTOKCIWINHOBY TeIIa

JleBKo1MTHAa HHPUITPALIHS

TyOy1ouHTEepCcTHIMATHA

TyOy10uHTEpCTHIIHATHA

MoHonykIeapHa KiIeTh4Ha HHPUITparus

HNHuTtepcruninanna pudposa

TyOynHa Hekpo3a

TyOynna arpodus

5. KnuHu4Ha kapmuHa

OcBeH o0uUTe 32 OCTPUTE TIIOMEPYTOHEDPUTH MPOSIBU, XapAKTEPUZUPALIH CE C

XeMaTypus, IpOTeUHYpHsl, apTeprallHa XUIIEPTOHUS ¢ WM 0e3 a30TeMus, 3a BCAKa eTHa

HO30JIOTHYHA €IMHHIIA UMa CIICITU(DHIHI 0COOECHOCTH.

5.1. O[ICI'H

JlarerntHust nepuon o nosisa Ha OIICT'H e 10 no 14 auu crnen ¢papuHruT/aHruHa

u 2 1o 3 cenmuiy caen nuoaepmust. 30 % OT malMeHTUTE UMAT MUKPOCKOTICKA

XEeMaTypus U IUCKPETHA MPOTEUHYpUs Mpe3 JaTeHTHUs nepuoa. O6uyaiito,

3a00JIIBAaHETO MMa BHE3aITHO HAYaJIO C KIIMHUKA Ha HepUTeH CUHAPOM ( OTOIH,

OJIUTYpUsl, XUTIEPTOHUS, a30TeMUsI, XeMaTypust). B Haganoro Mmoxe ia ce HaOmogaBar

HecneuUIHNA CUMIITOMH KaTo OJ€10CT, BTpUcaHe, CyopeOprInTeT, OTIaIHaAIOCT,

Oe3aneruTre U miaBodoIue.
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Axo nipu nete ¢ OUIAII Ha 2-ust unm 3-us JeH ce MOsBU OCTHP He(pUTEH
CUHJAPOM, TpsIOBa /1a c€ MUCIH 110 TTocoka Ha [gA-Hepponarusl.

Makpockoricka xematypus ce Habmtoaasa npu 30 g0 70% ot nenara ¢ OIICIH,
nokaro npu 100% uma MUKpOCKOIicKa xemarypus. Pa30BOKOHTPACTHO MUKPOCKOIICKO
M3CJIe/IBAHE HA ypUHATa MoKa3Ba TUCMOP(OUUHH €PUTPOIIUTH U EPUTPOLIMTHH IMIIHH/PH.
MaxkpocCKOIiCKH ypHHATa ce OMKCBa Karo C BT HAa KOKa-KoJja, yai, MUTO MECO, PhK/Ia U
1p. MakpockorickaTa xemarypusi MOXe Ja ce HaOJiojaBa 3a 4acoBe npe3 JAeHs u cien 1-2
CeJIMHIIM MPEMUHABA B MUKPOCKOTICKa. Pelin/InB1 Ha MaKpOCKOIICKa XeMaTypus, Cie/l
KaTO BEJHBK € N34e3Hajla MOXKeE J1a c€ IPOBOKUPAT OT (PU3NYECKO HAaTOBAPBAHE WM
WHTepKypeHTHa nHpekua. OnucaHu ca MajKo MaIMeHTH ¢ O€IeH YPUHEH CEIUMEHT C
MaJIKO €pUTPOIUTH Ha (hoHA Ha TexkKa kimnHu4yHa kaptuHa npu OIICTH [28][103].

Oronure npu OIICI'H ca B pe3ynrar Ha 3aipbKKa Ha BOAA U COJIM. e HE BUHAru
ce pa3no3HaBar OT POJUTENINTE U C€ OTYUTAT B TUypeTUYHaTa (ha3a mpu 3HAYUTEITHATA
penyKLus Ha TeJecHOTO Terio. [ToBedeTo nena umar cyTpenHi nepuopOruTaIHi OTOLIH.
Moxe J1a uMa KaKkTo MPeTUONAIIHU, TaKa U TeHEepAIM3UPaHU C HAJINYKE Ha TUIEBPATHU
W3JIUBU U acIUT. PaHHaTa peCTPUKIIMSA HA TPUETUTE TEUHOCTH U COJT MOXKE Ja
MPEeI0TBPATH OTOIUTE, ITUPKYIATOPHATA KOHTECTHS U XUIIEPTOHUSTA.

Xunepronusita e 3-tus maseH cumntom Ha OIICT'H u ce ycranossiBa B 70 % ot
XocnuTraauzupaHute 00iHU. Ta € HUCKOPEHUHOBA U C€ IbJIKU Ha 3aJpbhKKaTa Ha BOJA U
COJIA, KOETO BOM /10 YBEINYaBaHE HA €KCTpaleNyJapHUTE TEYHOCTH U MOCIIEBAIIO
MOTUCKaHE HAa PEHUH-aHTHOTeH3UaH- anfocTeponoBara cucrema (RAAS). O0uuaiino e
yMmepeHa u uma Oudazen xapakrep. BucokocTeneHHara XUIepTOHUS B ChbUETaHUE C
M3MEHEHHUS B ChJOBETE HAa PETMHATA TOBOPH B I10J13a HA MPEAXOXKAA0 ObOPEUHO
3abomnsBane. Hopmanusupanero Ha ObOpedHara (yHKIUS CTaBa yCIIOPEIHO C YBEIMYBAHE
Ha auypesata. [lepcuctupane Ha apTepuaiHa XUNEPTOHUS Haa 4 cenMuiy, TpsioBa Ha
HAaCcOYM BHUMAHUETO KbM ObpP30Mporpecuparl Wiv MbPBUYHO XPOHUYCH

romepynonedpur|[4].
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5.1.1. KnuHu4yHu eapuaHnmu

Rodrigues u cb1p.[106] ycTanossiBat, ue OIICT'H ce nposiBsiBa KIMHUYHO camo B
10 % ot Bcuuku ciny4au, 1okato 90% ocrtaBaT Karo CyOKIMHUYHU.

Hedpotuuen cunapom ( 0,4%) u Obp3omporpecupai rmomepynonedput( 0,1%) ca
pAIBK 1e010T Ha 3a0osBaHeTo. YecTtoTaTa Ha CyOKIIMHUYHUATE BapUaHTH ( M3pa3eHa Karo
OTHOIIIEHHE CYOKITMHUYCH: KIIMHWYEH BapuaHT) Bapupa mexay 0,03 u 19 [118][112].
Paznukara ce AbJKM OCHOBHO Ha MPUJIOKEHATa METOJOJIOTHS M THIA HA U3CIIe/[BaHaTa
MOMYyJIalus- enuIeMuyHu KoHTakTu [ 10], unenose Ha cemeilictBoTto [118][104][136] nnu
NaueHTH ¢ 1o0pe ToKyMeHTHpaHa cteprnTokokoBa nH(pekuus [112][104]. Yecrorara
CBIIIO TaKa 3aBHCH JaJIM PUCKOBaTa MOMYNAIHs € U3ClIeIBaHa 32 aHOMAJIUK B ypUHATa U
XUIIOKOMITJIEMEHTEMUS €THOKPATHO MJIM HEKOJIKOKPATHO, KaTO B TIOCJICTHUS CIIyqaid
BEPOSITHOCTTA JIa CE PETUCTPUPAT MPOMEHHU B YpUHATA WJIM XUTIOKOMIUIEMEHTEMHUS, KOSITO
€ TPAH3UTOPHA, € TIO-TOoJIsIMA.

Segel u cbrp.[112] m3cnensar 248 nena ot pazmuunu paiionn B Hio Hopk, 4-6
CEZIMHIIM CIIe/l TOKyMEHTHUpaHa CTPENTOKOKoBa HH(eKIus. J[Baecer oT Tsx ca ¢
aOHOpPMEH aHaJIM3 Ha ypUHAaTa U XUIIOKOMIUIEeMeHTeMHUsl, kato camo 1/20 ca cbe
CHUMIITOMH Ha OCTBp HehpuTeH cuHapoM. Criopes] ToBa MpoyYBaHE YeCTOTaTa Ha HEPPUT
cien crpentokokoBa HHpeKus ¢ 8,08% , OTHOIIEHUETO CYOKITUHUYHO  KIIMHUYHO
nptudane € 19,0. bpOpeuna Ouorncus e nposeaeHa mpu 20-Te Aera U Ipu BCUYKHU Ce
YCTAHOBSIBAT XMCTOJIOTMYHU MTPOMEHH, BapHUpaIH OT Jieka (poKaHa KIeThuHa
nponudepanus 10 KIaCUUeCKH €KCYJJaTUBEH U MposiudeparuBeH oMepyIoHeHPUT.
Camo nipu | niete He ca yCTaHOBEHH IMPOMEHU B XMCTOJIOTMYHMS Ipenapar. ABTOpPUTE
CTUTaT J0 U3BOJa, ye Aenara ¢ kimHudHo nposiseH OIICI'H ca MmanuuHCTBO MM ,,BBPXBT
Ha aiicbepra”.

Yoshizawa u cbTp.[151] mpoBexxaar nogo6HO npoyuBane B Snonus, mpu koeto 12
oT 49 naruenTa ¢ 7o0pe JOKyMEHTHpaHa CTPENTOKOKOBA MH(MEKIUS UMAT CyOKITMHUYCH

Hedpurt ( 24%) u Bcrnuku 12 umar npoMeHu B ObOpEUHUTE XUCTOIOTHH.
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B npoyuBane Ha uineHoBe Ha ¢pamuinuu Ha fera ¢ OIICI'H B Makenonus e
YCTAHOBEHO, Y€ uecTtoTara Ha HepuT nipu pogutenute u cudbauurute € 0% u 9,4 %
pecniekTuBHO[ 136]. ABTOpUTE CTUTAT /10 U3BOJIA, Y€ POJUTEIUTE Ca MMPOTEKTUPAHU CPEIILY
OIICI'H. OTHomIeHneTo KIMHUYCH: CYOKJIMHUYEH BapUAHT IIPH KOHTaKTHUTE € 1:28.
[Tpu no-naneyHu xopa, KOHTAKTHU HA CEMEWCTBOTO CHILO Ca YCTAHOBEHU ITIOMEPYIIEH
TUI MUKPOCKOIICKA XeMaTypus U BUCOKU TUTpHU Ha ASO, Taka ye CIeKylIaTuBHO OU
MOTJIO JIa C€ TBHP/IU, Y€ CHIIO OMXa MO Ja ca ¢he cyOknnHnueH Bapuant Ha OIICTH,
HO HMBAaTa Ha KOMIUIEMEHTA Jla ca C€ HOPMAJIU3UPAIU TIPEIu MosiBaTa Ha HedpUTa.

Lange u cb1p.[79][77]00pbiaT BHUMaHKUE HA QaKTa, ye MPU MAIIUEHTH C
XPOHUYEH TTIOMEPYIOHE(DPUT MU HA XeMOAUATN3a C€ YCTAHOBABAT CUTHU(DUKAHTHU
TUTPH HA aHTUTEJA CIIPSMO €HJIOCTPENTO3HUH, KOETO OU MOTJIO J1a c€ IBJKU Ha
npeamecTBamnio cyoxknuauyHo npotudyane Ha OIICTH.

Hedporuuen cunapom ce Habmonasa npu 4 10 25 % oT XoCnuTaIU3UpaHUTE Jela
¢ OIICT'H. O0unyaiiHo ce mocTura oopaTHa €BOJIIOLMS B paMKUTE Ha 2 70 3 ceAMULU, HO
aKo CUHAPOMBT MPOIBIIKHU CIIE]] TO3U MEPHOJ, € aCOIMHUPAH C Jiola nporxHo3a. [lo-manko
ot 1 % oT XocuTaNTU3UpPaHUTE MAIIUEHTH Pa3BUBAT OBP30MPOrpecUpaly
IoOMepyJIoHe(QPUT, KOUTO Ce XapaKTepu3upa C MpOJIOHTUpaHa OJIUTr0-aHypHsl, ypeMUs,
XHUIIEPTOHUS, aHEMUS U TIEpCUCTUpaHe Ha HePpoTuaHus cuaapom. [Ipu 6p0peuna
OuoIICHs ce yCTaHOBSIBA MONYJIYHEH He(PPUT, MPU KOUTO MPOIEHTA HA MYTYIyHHUSITA
KOpeJHpa ¢ TeKecTTa Ha 3a00JIsIBaHETO U MTPOTHO3aTa.

OcgeH 1iepedpasien BackynuT, ipu nauueHtu ¢ OIICI'H moxe na ce nHabnronasa
KOXKEH W TaCTPOMHTECTUHAJICH BAaCKYJIHMT U MO TO3U HauuH Aa umutupa Henoch-Shonlein
purpura[50]. B muoro peaku ciyyan OIICI'H moxe na ce aconuupa ¢ peBMaTu4yHa
6onect [113][87]. HeoOnvaen u HeTUNIMYEH Kypc Ha MPOTHYAHE € OMHUCAH MPH MAIUeHTH
ChC CBHITBTCTBAIIO 3a0omsaBane: [gA Hedponarus, 3axapen quadet tum I, XeMonuTU4HO-
ypemuueH cunapoM (XY C), pednykcHa HedponaTus u 6miarepaiHa 6b0peuHa

xunorutazus [55][24][119][91].
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[Tpu 6omuu ¢ OIICT'H e onrcana enHOBpeMEHHATa MOsSBa Ha OCTpa
TpoMmbouutoneHnyHa mypmypa[68][134]. [Ipennonara ce, 4ye Hail-BEPOSITHUAT MEXaHUZbM

¢ oOpa3yBaHe Ha aBTOAaHTUTENA, KPHCTOCAHO pearupaniu ¢ Tpomoorutute [134].

5.1.2. YcnoxHeHus

Haii-uecTo cpemanoTo ycaoxHEHUE MpH Jella, XOCIUTATU3UPaHU 110 TOBOJ Ha
OIICTH e nupkynaTtopHaTta KOHrecTHs. AKO € T€XKa, MOXE J1a JoBeJe A0 Oe01po0eH
oToK. CHMIITOMHTE Ha HUPKYIATOpPHA KOHTECTHUS Ca TaXUKAPAUs, TUCIIHES, OPTOIHES U
kanumna. [Ipu ayckynranus ce yctaHoBsIBaT Kpenurtanuu. [loHsKora KITMHUYHUTE
NPOSIBU ca JUCKPETHH, HO peHTreHorpadusta Ha 6enure JpoOoBe MOKa3Ba KOHI€CTHS.
[Topanu ToBa, 4e nernara UMat Mo MPUHIUI HHTAKTHA ChPACYHO-ChI0BA CUCTEMA, PSIIKO
ce Ha0Io/1aBa ChplIeYHA HEJOCTATHYHOCT.

XunepTreH3uBHaTa eHiledanonaTis € Ipyro CEpuo3HO YCIOKHEHUE, KOETO ce
ycranoBsiBa npu 0,5 1o 10 % ot xocnuranuzupanute aeual 106]. Hali-uecto cpemanure
KJIMHUYHHU MPOSBH ca rajicHe, MOBpbIllaHe, INaBo0oue, HAPYIIEHO Chb3HAHUE, KOETO
BapHvpa OT COMHOJIEHTHOCT 710 koMa. Morar Jja ce nosiBAT I'bp4Y0OBE, XEMUIIAPE3H,
amaBpo3sa u adaszus. [IpyunHuTe ca psA3KO NOBUILIABAHE HA aPTEPUATHOTO HAJISTaHE,
KOETO HapylllaBa MO3bYHATA aBTOPETYJALMs B PE3YTAT HA BAa30I'€HEH OTOK.
Enexrpoennedanorpadckure 3anucu ca ¢ HecreuuGUUHU IPOMEHH, KOUTO MPEThPIABAT
00paTHO pa3BUTHE YCIIOPEIHO C HEBPOJIOTUYHATA CUMIITOMAaTHKA. AHAIU3bT HA
nepeOpocnrHaIHaTa TEYHOCT MOXKE J1a MIOKaKe HaJIM4uue Ha OeNThK, HO HE M Ha KIIEThYHU
€JIEMEHTHU. SIIpeHO-MarHUTHUS PE30HAHC € C TUIIMYHU MPOMEHH B 33HOTO 0510 MO3bUYHO
BEIIECTBO, KOMTO Ca M3BECTHH KaTO 00paTuM 3aJieH JieBKoeHIedamonaren cuaapom|[43].
Hesponornunute ycnoxuenus npu OIICT'H ne morat na 6b1aT cBbp3aHu €AMHCTBEHO C
XHUIEPTeH3UBHATA eHIIe(PanonaTis Ui a0HOPMHUTE OMOXUMUYHU U3CIIEIBAHUS 0COOECHO

IIpHU MAUCHTHU C HOPMAJIHO apTECPHUATHO HAJIATAHC IT0 BPEME HAa MHIOUJACHTA ( Hatp. I"bp‘l)
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C HampenBaHeTO Ha OOpa3HUTE M3CIICABAHUS CE YCTAHOBSBA, Y€ MIPH HAKOHU JCIa Ce
pa3BuBa 1epedpanien Backyaut[69][111].

Tperoto romsimo yenoxknenue npu OIICTH e octpara 6n0peuna yBpeaa,
XapakTepu3npaia ce ¢ OJUTrypus, a30TEMUS, HAPYIICHUS B €IICKTPOTUTHTE U KUCSITUHHO-

AJIKAJIHOTO CHCTOSAHHUC.

5.2. BINIMH

Knunnunure nposisu npu ne61ot Ha BIITH ca mogoOuu Ha TeXKO poTHYAII]
OIINUT'H u BxrouBaT Makpockorcka xemarypus (mpu 60-90% ot aenara), onurypus ( 60-
100%), xunepronus (60-80%) u otoru (60-90%) [127][126]. 3abonsaBaneTo Moxe 1a
ObJIe YCIOKHEHO C XUTIEPTEH3UBHU MIPOSBH, 0€TI0IpOOEH OTOK M ChPJICYHOCHI0BA
HejocTaThbuHOCT. HedpoTuueH curapom ce cpela psiaKo U TO IPEeIUMHO MPU HaIllUeHTH
C TIO-JIeK cTaanil Ha ObOpEeYHa HEJOCTATHUHOCT.

3a paznuka ot knacudeckus xoq Ha OIICI'H npu onuroumynnus BIITH ce
CpelIaT CUCTEeMHH MPOSIBU: OT CTpaHa Ha TOPHUTE AUXATEITHU MIbTUIIA (KalUINIIA,
CUHYWT), KOOKHU MPOMEHH ( BACKYJIUTEH OOPUB), MYCKYITHOCKEJIETHU ( apTpajrus/apTpuT)
Y HEBPOJIOTUYHH ( I'bPUYOBE, MPOMEHHU B ceTUBHOCTTA). 60-70% OT neuara ¢
rpa”ynoMaro3a Ha Wegener uMar NoJyJayHeH rioMepyaoHedpuT u ot 1ax 80% umar
6enoapoOHN cuMnTOMU. PerimnuBupaniy cicTeMHU U ObOPEYHN CUMIITOMH C€
HaOmonasar npu 1/3 ot maruenTute ¢ Backynut[90].

Henara ¢ antu-GBM riomepynoHedpuT Morar 1a uMar xeMo(dTr3a u mo-psiko-
6enoapoben kpbBou3nuB. [loqoOHa KITMHUYHA U351Ba Ce Cpella MpY IpaHyJIoMaTo3a Ha
Wegener, CJIE, Henoch-Shonlein purpura u apyr TexbK NIOMEpYIOHEPPUT € HAIH4YE Ha
0enonpoOeH OTOK.

Buna u Texectra Ha KIMHUYHUTE NpOoMeHH B Hadyanoto Ha bIII'H 3aBucu ot Buga

Ha MOIJIeKAIIOTO 3a00IsIBaHe KaTo Hal-TeXKH ca mpu aHTH-GBM rmomepynonedpura,
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cienBaHu oT onurouMyHHure I'H 1 Hali-Hakpasi-UMyHOKOMILIEKCHUTE nonynyHHA ['H

[65].

5.3. IgA Hechpum

3a paznuka ot OIIMI'H, Gonecrra Ha Berger ( mppBuuHuMAT IgA HedpuT) ce
XapakTepu3upa ¢ enn3041 Ha MaKpocCKoIicka xemarypus B xoga Ha OUI AT win npyru
BB3IAJUTEIIHA IPOMEHHU HA JINTABULIUTE, MO-PSAKO CJIE] UMYHU3ALMS WIH CIE TEXKKO
¢u3nuecko HatoBapBaHe. [Ipu apyru nena eIMHCTBEHUTE CUMIITOMU €2 MUKPOCKOIICKA
Xemarypus u/uian nporeunypusi[35]. Jluncara Ha CUCTEMHU NPOSBU T'O OTIIMYaBa OT
npyru octpu Hepputu karo Henoch-Shonlein purpura, CJIE, kpuornoOynuaemus uiu
Jp. Karo 4epHOApOOHHU 3a00JsIBaHMs UM UH(EKINN Ha TOJTHUTE MUKOYHU IIBTUILIA.

[IBpBUAT €130/ HA MAKPOCKOIICKA XeMaTypHsi OOMYaifHO ce mposBsiBa MexAy 15
u 30-ronuuiHa Bp3pact, cpeaHo Mexay 7 u 10 roquHu rpenu npoBexaHe Ha ObOpeuHa
ouorncusi|35]. Trii kato ce mpeanosnara, ye maToJIOTUYHUS MPOIIEC, BOJACII O OTJIaraHe Ha
IgA n nosiBa Ha KIIMHUYHYU CUMIITOMH IPOXBIKAaBa HAKOJIKO TOJUHH, HAYAJIOTO Ha
He(dpuTa € oule no-paHo. 3acerHaTure Jena HsMaT CUMIITOMU MIPeAn 3-TOJUIIHA Bb3aPCT,
Nopajy KOETO YeCToTaTa HapacTBa ¢ Bb3pacTTa. MaKkpoCKoICKa XeMaTypHsl ce
Haomonasa B 30-40% ot ciyuaute[ 147][149][75]. UnTepBanbT MEXKIy OTKIIIOYBAIIHSIT
MOMEHT ( Hail-uecTo MH(EKIUs) U MOosBa HA MAaKPOCKOIICKa XeMaTypus € MHOTO Kbe ( 12-
72 gaca) 3a paznuka ot 1 1o 3 cenmuuu npu OIICT'H. Makpoxemarypusra npoabixkaBa
MO-MaJIKO OT 3 IHU U MOHSIKOTa € ChIIPOBO/ICHA OT TyMOaTHU O0JIKM WK (HeOpUITUTET.
VYpunara Bugumo e nonooHa Ha Tazu npu OIICI'H- yepBeHnKaBO-KaBsiBa WIIH C IIBSIT HA
KOJIa U PSAJIKO C€ BUXKAAT ChCUPELIH.

Enuzonure Ha MaKkpOCKOICKa XeMaTypHsl peLUIMBUPAT KaTo MEXKIY TAX OOMYaiHO
UMa epUTPOLIUTYPHS C UIU 0e3 HUCKOCTENeHHa poTenHypus. Yoshikawa et al.
[149]crobimaBar 3a cepusi OT Jera, OMOICHPaHHU 1O MTOBOJI Ha MepcrucTUpania

MHUKPOCKOIICKA XeMaTypus ¢ win 6e3 nporeunypust u npu 30 10 50 % ot cnyyanre ce
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ycraHoBsiBa [gA-nedput. Te uecto uMar u3oinpaHa MUKPOCKOIICXa XeMaTypusi B
IPOABKEHHE Ha TOIMHHU MIPEIX MOsIBaTa Ha IPOTEUHYPUSI.

[Ipn acuMNTOMHM MALMEHTH NTPU NPOPUIAKTUYHH U3CIIEBAHUS MOXKE /1A C€
yctaHoBU nporennypus B 3 10 13 % [147][73][75]. Tpan3utopHo HapacTBaHe Ha
IPOTEUHYpPUSTA CE TIOSABSIBA B X0/J1a Ha EMU30UTE Ha MaKpocKorcka xemarypus. [Ipu 6%
OT Jienara q1e0rThT Ha 3a00JIIBaHETO MOXKeE J1a € C HE(PPOTUUEH CUHIPOM U €IMHCTBEHO
ObOpeuHara OMorcHusa MOXeE Jia MOCTaBU quarHo3ara. B peaku ciydan IgA-HedpuTsT ce
HAcJIarBa BbPXY MPEIX0K Al HEAUArHOCTULIMPAH YUCT He(PPOTUYEH CUHAPOM
[147][149][75].

B penxu cnydau ce HabmogaBa ocThp HehpuTeH cuHIpoM, ogodeH Ha OIICTH.
B Te3u cmyuan MakpoCKoIicKaTa XeMaTypusi € CbueTaHa C BUCOK CEpyMEH KPEaTUHUH U
ypesi, KakTo U aprepuanna xunepronus| 147][149][75]. B ome no-peaxu ciydau 1e0I0THT
€ TeXbK HE(YPUTEH CUHIPOM C OBP30 pa3BUTHE HA XpOHUYHA ObOpEUHa HEAOCTaTHYHOCT
B pe3yiTar Ha noiayinyHeH Hehput[81].

U nakpas, moxe n1a ce HabI0MaBa ocTpa U obpaTuma onurypruyHa 0b0pedna
HEJ0CTAaThYHOCT B X0J1a HA MAaKPOCKOIICKA XeMaTypus, IbJDKallla ce Ha OOCTPYKLUS Ha
TyOynuTe OT epUTPOLUTHU UuauHApU. [Ipu npocnenssane, B pAMKUTE Ha HIKOJIKO

TOJINHU, TIPU MO-TEXKKUTE CIy4aH, Ce YCTAaHOBSIBA apTepualina xunepTonusi| 147]

5.4. Henoch-Shénlein purpura (HSP)

Mexnay 20 u 80% ot nanmentute ¢ HSP umar 660peuno 3acsrane[89]. l'onsamara
BapUaOMIIHOCT Ha JIaHHUTE C€ IBJDKU Ha Pa3iIuKaTa B KpUTEPUH, ONPEIeIISAIIH
,,OBOPEYHOTO 3acsiraHe” ¥ METOJUTE 3a OIpeieiiHE HA MUKPOCKOIICKATa XeMaTypHsl.
Mukpockornckara xeMaTypusi ce ycTaHoBsaBa npu Bcuuku nauueHtn ¢ HSN [89], mpu 20-
30% 14 e makpockoricka u ipu 30-70% ce cpemra andyMUHYpHUsi C MUKPOXEMAaTypHsl 3a
MIOBEYE OT CEAMULIA.

CraBHUTE, KOXKHUTE, TACTPOMHTECTUHATIHUTE U ObOPEYHUTE CUMIITOMH MOTaT J1a

BB3HHKBAT BbB BCAKAKBA IMMOCICAOBATCIIHOCT B PAMKUTC HA THU UJIW CCAMUIIHA. Karo A0,
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IIPOMEHUTE B ypUHATA CIEABAT NPOSBUTE OT APYTUTE OPraHU U CUTEMU, HO € Bb3MOYKHO
XeMarypusTa Ja € nbspBu cumnTom Ha HSP.

[Tpu 80% ot genata c IpOMEHU B ypUHATA, T€ CE yCTAHOBSBAT 4 CEIMUIIM CIIE]T
HauajoTo Ha 3abongBanero. [Ipu Apyra yact- 10 8 ceAMUIIM U B MHOTO MaJIbK MPOLIEHT-
HSIKOJIKO MeceIia Mo-KbCHO [60].

N3BbHOBOpeuHnTE IPOsiBU (DIYKTYUPAT B PAMKUTE Ha THU J0 CEAMUIU MPEIH J1a
n3ue3Har. PeriuanBuTe ca 4eCTH U Ce MOSBSIBAT MOBEUE MPHU TE3U ChC CEPUO3HO OBOPEUHO
3acsarane. Meadow et al. [89]ycTanoBsBar, ue ipu 25% ot 88 aemna ¢ HSP nma xbcHU
PELUIUBH Clie]] 2 U TTOBEYE Mecella OT HaualloTO Ha 3a00JIsBAaHETO KaTO T€ CE MOsBSIBAT
obmyaitno B xoma Ha OUITTI [89].

YpUHHHTE TPOMEHHU BKJIFOUBAT alIOYMUHYpHSI U MUKPOCKOIICKa xemarypus. [1pu
MaJIbK MPOIEHT ce HAOJII0/IaBa MAKPOCKOIICKA XeMarypusl, 3a pa3iauka oT [gA-uedputa u
OIICTH. Octbp HEhpUTEH CHHIPOM Ca YCTAHOBSIBA MPU MaJiKa 4acT ot Aerara ¢ HSP,
KaKTO U ObOpevHa HeI0CTaThYHOCT WK HedpoTrueH cunapom. [locnennure nse
KJIMHUYHU MIPOSIBU MOTaT J1a C€ MOSIBAT HE3aBUCUMO €]IHA OT JIpYyra, HO € MO-BEPOSATHO Aa

C€ YCTAHOBSAT y JIETE C MPEIXOXK Al OCThP HEPPUTEH CUHIPOM.

5.5. MIIMM

Knunnunara kaptuna vHa MIIT'H e npeactaBena ot 3 kareropuu: HepPOTHUCH
CHUHJIPOM, HE(DPUTEH CUHIPOM U CIIy4aifHO YCTAHOBEHH aCUMITOMHA XeMaTypHsl U
nporeunypus. [lopaan HaTMYMETO HA TOISAMO KIMHUYHO MPUITOKPUBAHE, PAa3INUYHUTE
tunioBe MIIT'H ne morar na 6s1ar qudepeHnupann Ha 6a3ara Ha T€3u CUMITOMH [62].

ACHMIITOMHA EPUTPOLIMTYPUS U IPOTEUHYPUS C€ YCTaHOBsBA py nouTH 50 % ot
nenara ¢ MIII'H. Te3u npossu ca Haii-yectu npu MIIT'H tum 111 [62]. BrOpeunara
(byHKIMSA 1 cCepyMHUTE HHMBA Ha KpEeaTHHUHA OOMYalHO ca HOPMAJTHHU.

Hedporuuen cunapom ce cpemia npu okoso 1/3 ot manmenture ¢ MIITH tumn 1 u

1. Te 06UKHOBEHO MMAT MAaCHMBHA MPOTEUHYPHSI, MUKPOCKOIICKAa XeMaTypHs,
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EPUTPOLUTHU U rpaHyIupanu HuiuHApY U otoun. Oxono 70-80 % mumat Hucku C3
bpakuus Ha kKoMIuieMeHTa. IgG u cepymMHUTE anO0yMUHU CHIIO OOMYAIHO ca HUCKHU.

Makpockoricka xemarypus ¢ OCTbp HE(QPUTEH CUHIPOM C€ HAOII0/1aBa PU OKOJIO
25% ot Gomuute ¢ MIIT'H. Yecto ce chIbTCTBA OT JIEKOCTENIEHHA XUTTOAT0yMUHEMHUS
npu 3ana3eHa 0bOpeuHa pyHkuusa. Manbk npoueHT ot Tax pasBusar bIII'H, cenbTcTBaH
oT HuCKW HUBa Ha C3, mopaau koeto TpsaoBa Aa ce pasrpannuu oT OIICT'H. B Tasu
cuTyanus Op0peyHa Ouoncus He ce npoBexaa, ako C3 (pakuuaTa Ha KOMIJIEMEHTA CEe
HOpMau3upa, koeto € TunuyHo 3a OIICI'H.

bvOpeuna venocrarpunocT ( u3mMepena upe3 CI'®) [19], kakTo u aprepuanHa
XUIEPTOHMS ca Mo-uyecTH npu aedrora Ha aeua ¢ MIII'H tun [ B cpaBHeHue ¢ Te3u ¢ TUI
1. XuneprensupHa eHiledanonaTus ce cpemia psako B 1e0r0Ta Ha 3a00IsIBaHETO, HO €
OMMCaHa MMPH NPOCIEIIBAHETO KAKTO Ha JEKyBaHUTE, TaKa U HA HEJIEKYBaHUTE
nauentu[ 131].

Konctutynuonannu onnakBaHus (0TIaIHAIOCT, yMOpa U 3aryda Ha Terio) ce
HalOmonaBar mpu okoso 25% ot nmanueHaTutTe ¢ MIII'H tun I u He ca onmcanu npu trm 111
[62]. Psaako cpeliana € HOPMOILIUTHA, HOPMOXPOMHA aHEMUs 03 TaHHU 3a ObOpeUHa
HenoctarbuHoCT npu aena ¢ MIITH tum L.

Knunangaure cumnromu npu MITTH tun 11 ( 6onect Ha TTbTHUTE OTIaraHus) HE
C€ pazMy4aBaT ChIIECTBEHO OT TE3U NPH ApYyrute noasuaose. B okomno 50% ot caydaute
ce Ipeaxokaar oT uHQeKIus, ToJo0HO Ha IPYTH HePPUTH, KOETO MOKa3Ba poIATa Ha
OMOJOTUYHUTE areHTH TIpu OBOpeuHOoTO 3acsarane. [Ipu nebroTa Ha 3a00IBaHETO BUHATH
MMa MUKPOCKOIICKa XeMaTypus U noHsakora nporeunypus. B 50% ot ciydaute ce
HabmonaBa HeppotuueH cunpom [ 117], koeto e jomr mporuoctuueH oener [76]. B 20%
OT CJIy4auTe UMa MakpocKorcka xemarypus U B 30%-aprepuaina xunepronus[117].
Makxap u psiJIKo, MOXeE J1a Ce TIPOSIBU ¢ KIIMHUKA HAa ObOpeYHa HEIOCTAThUYHOCT B PAMKHUTE
Ha BIIT'H[53].

KnmuHugHUAT Kype MOXe J1a TpoTHda ¢ He(ppoTHUeH CUHAPOM U MPOTpecupaiia

aprepuanHa xurnepronus [76][53]unm na octane ,,TUX’ C I'bJIHO U3YE3BAHE HA
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MUKPOCKOIICKAaTa XeMaTypusi, MPOTEUHYPHUS U €IMHCTBEHO MEPCUCTUPAILIA HUCKH HUBA Ha
C3-Ppaxnusata Ha KomIuieMeHTa [53]. SIBHU npu3Hanu Ha HEQPPUT MOTrar Ja ce MOSIBAT B
X0/1a Ha UH(QEKIHS U J1a IEPCUCTUPAT BbB BPEMETO.

B nombnHenue Ha ObOpEUHOTO 3acaraHe, Morar Jia ce HaOro1aBaT MpOMEHH B
JPYTH OpPraHu U CUCTEMH B OTTOBOP Ha CUCTEMHHMSI XapakTep Ha 3a00JIIBAHETO KaTo
ounTe ( C TaHHM 3a MaKyJiapHa fereHepanus) [54], cneskara 138] u macTHaTa ThKaH

( xaro nunoaucTpodusi OCHOBHO Ha JIUIETO U TOpHATA YacT Ha Tsu10TO )[86].

5.6. CJIE

Cumnromute B Hauanoto Ha CJIE B geTcka Bb3pacT ca pa3HoOOpa3HH, KaTo Mmo-
YecTo Te ca HecnenupuyHM ( OTMAIHATIOCT, 00JIKa, IEPUOAUYHU (HEOPUITUTETH,
Oe3amneTuTHe, raJieHe U 3aryda Ha TeIIo) ¢ MosABa Ha crenuuyeH nenepyrooopazex
0o0OpHUB B paMKHUTE Ha CEIMULIU WK Meceld. [loBedeTo opraiu U CUCTEMU Ca aHTAKUPAHU
( mymyceH He(pUT, MyCKYITHOCKEJIETHA CUCTEMA, TIJIEBpaTHI/OeI0ApOOHN TPOMEHH,
xemnatocruieHo u/unu muMmdanenomeranus, [IHC, cbpaedno-cbioBoBa cuctema,
racTpOMHTECTHUHAJIEH TPaKT, CUHApoM Ha Raynauld), Ho ce cpewmar u HeoOUyatHu
IpOsIBY NpH J1e0r0Ta Ha 3a0osBaneTo, nopaau koero CJIE e HapeueH o1e ,,eTuH OT
rojemMuTe umuTatopu’ [61].

IIpu 20 % ot cnyuyaute ne6roThT Ha CJIE € B 1eTcka U TO OCHOBHO B FOHOIIIECKA
Bb3pacT. B enHo ot Haii-ronemure npoyuBanus npu 201 neua cve CJIE mpu 6 ( 3%)
HA4aJIOTO Ha 3a00JIsBaHETO € peau 6-roauiiiHa Be3pact, npu 41 ( 20%)-mexay 6 u 10
roaun, nipu 62 ( 31%)- mexnay 11 u 13 rogunau u npu 92 (46 %)-mexnay 14 u 18 ronunu
[85]c mpeaucno3unysa Ha )xeHCKus 11oa ot 80%.

Mexny 60 u 80 % ot nemnara cbc CJIE umar 660peuHo 3acsiraHe B HAYAJIOTO Ha
3abomnsBaneto [21]. CpaBHuTenHo mpoyuBaHe Ha Cameron et al. [21] ot 1994 1.,
BKJTFOUBAINO aHaiau3 Ha 208 nena ¢ aymyceH HedpuT mokasBa, ue 55% aedroTupar ¢
HedpOTHUEH CUHAPOM U ApyTu 43% ¢ pa3inuyHa 1o TeXECT MPOTCHHYPHSL.

BonmmHCTBOTO MMAaT MUKPOCKOTICKA XeMarypus u camo 1,4%- makpockorncka. 50% ca ¢
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HapyueHa 0bOpeyHa (pyHKIMs OT HadyajaoTo Ha 3abossBaHeTo U enBa 1,4%- octpa
OBOpevYHa HEOCTAaThYHOCT, Hajlaraia NpoBeKaaHe Ha ObOpEeUHO-3aMECTUTEHA TEPATIHSL.
Maka yact ca ¢ Obp3onporpecupail; OMOINCUYHO JOKa3aH IIIOMEpYJIOHE(PUT.

AprepuanHa XunepToHus ce ycranossisa npu 40% ot geunara.

5.7. TpaHynomamo3a Ha Wegener u MUKpOCKOINCKU nonuaHauum

I'panynomaro3ara Ha Wegener 3acsra Hail-Be4e peCIMPaTOPHUS TPAKT U
OBOpenuTe, HO MOXKE J1a aHTaXKUpa BCEKH OpraH WM CHUCTEMA.

bvopenure ca 3acernaru ot 10 1o 100 % B getckara Bu3pact [42]. Haii-texxkara
KJIMHUYHA W351Ba € HEKPOTU3HpAIIHs [NIoMepyaoHeppuUt. YecTo ce cpeniar MUKpOCKOIICKa
XeMaTypusi, IPOTEeUHYPUs U OBOpEeUHa HEJOCTATHYHOCT, a O-PSAIKO-MAKPOCKOIICKA
XeMaTypHs U apTepualiHa XulepToHus. 57% ot npenara ¢ rpanynomaro3a Ha Wegener
nocTurar 10 6b0peyHa HeJOCTaThYHOCT, a Ipu 17% € HeOOXOAUMO AUAITU3HO JICUCHUE
[141].

3acsiraHeTo Ha JOJTHUSI PECIUPATOPEH TPAKT C€ MPOSBSIBA C KAIUIHIIA, TUCITHES U
XEMOIITH3a, TOI0OHO HA JIPYTH BaCKYIUTH ¢ ObOpeuHO 3acarane ( CHHIPOM Ha
Goodpasture u ap.) [22]. PentreHorpadusra Ha 6enure ApoOOBE € C TaHHU 332 OKPBITICHU
UHOUATPATH U HOAYIIH.

JIpyru KIMHUYHA TIPOSIBU Ca HApYIICHO 3peHue, 00JIKka B OYNTE, KOHIOHKTUBUT,
eMUCKJICPUT, PEIUIMBUPAIT] CPEACH OTUT, MUAIITHS. ApTpaJirusi ce cpeia moJo0Ho Ha
JIPYTUTE BACKYIUTHU CUHAPOMHU ¢ yectoTa oT 30 mo 78% ot newara[17][110][58].
Koxnute ne3un morar ja Ob/1aT 10 TUTIA HA JIEBKOIIUTOKIIACTUYECH BACKYIIHT, HOYJIApHH,
BE3UKyJIapHU iy nanynapau. Cpema ce u 3acarane Ha [{HC ¢ napanuza Ha yepenHo-
MO3bUYHH HEPBHU, I'bPUOBE U HEBpOMNAaTUK[22]. Chp/IeUHO-CHIOBU MPOMEHH CE
YCTAHOBSIBAT U3KITFOUUTEITHO PSIJIKO.

Jleniata ¢ MUKPOCKOIICKH MOJMAHTUUT YECTO C€ MPOSBABAT KIMHUYHO C
OBpp30omporpecupai rmoMepynoHeGpuT ¢ uiu 6e3 6enoapooHu cumnTomMu[S1]. AHaTU3BT

Ha ypHHaTa IokKa3Ba aKTUBCH CCAUMCHT U 4Y€CTO CC CpcCIia 6L6peqHa HEOAOCTAaTBhYHOCT.
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6. JTabopamopHu u3cnedsaHus

[Ipu noutu Bcnuku nauuentu ¢ OIICTH ce yctanoBsiBa npoTeMHYpus U
xemarypusi. HanuumeTo Ha epUTPOIUTHU HUIUHIAPU U TUCMOP(OUUHU €PUTPOLIUTH
JT0Ka3Ba IIIOMEPYIIHUS TPOU3X0]] Ha xemarypusita. [Ipu Masika yacT oT nanueHTuTe 6eieH
YPUHEH CEIMMEHT KOHTPACTUPA C TE€KKa KIIMHUYHA KapTHHA.

JlexocrenenHa AUIYIIMOHHA aHEMUS MOKE Jia ce HallltoJjaBa B HA4yaIo0To Ha
3a00JIIBAHETO, KOSITO CE€ IBJKM Ha XUIepBoseMHUsl. VI3KIIOUUTETHO PSAAKO CE YCTaHOBSBA
TPOMOOIIMTONIEHUS M HAIMYUETO U Ipeanonara cucreMen jtynyc eputamarosyc (CJIE)
WIH XeMOJIUTHYHO-ypemuueH cuuapoM ( XY C). [Ipu nunca Ha chlIeCTBEHO HaMaJleHa
oMepyliHa (GUATpalMoHHa QYHKIUS, OMOXUMUYHUTE U3CIIEIBaHUS Ca TOYTH HOPMAJIHU.
BucokoctenenHo HapyIieHne Ha ObOpeuHaTa (GyHKIMS BOJU 10 XUTIEPKAJIEMUs, ypeMUs
U anua03a. XUIOMpPOTEeHHEMUS, XUTTOAUTIOYMUHEMUS U XUTICPIUITHACMUS UMa TIPU
aconuanus ¢ He()pOTUYEH CHHJIPOM.

CauzerencTBa 3a npebosiefyBaHa CTPENTOKOKOBA MH(PEKIINS Ca aHTUTENA CIIPSIMO
crpentokokoBu anturenu ( AST, ASO, antihyaloronidase, antiDNA-se B titer) unu
KOMOMHAIMS OT aHTUTEeHHU ( CTPENTO3UM). MUKPOOMOIOTUYHO U3CIIe/IBAHE HA I'BPJICH U
KOXKEH CEKpET MoKa3Ba Halnuue Ha nepcuctupaiia napexusa. ACT-tutpure cien
MUOJIEpMUS Ca HE3HAYUTENHO MOBUIlIeHU. 3cienBaHe HA aHTU3UMOTEHHUTE TUTPH €
METO]I C BUCOKA YYBCTBUTEIHOCT U crenrpuyHocT npu 6o1au ¢ OIICTH, HO TecThT €
TPYAHO JOCThIEH. ChILIO TaKka C€ YCTAaHOBABA BUCOK TUTHP HA aHTUTEJA CIPSIMO

mutepanaexu pocdar nexuaporeHasa.

6.1. UmyHonoau4yHu uscnedesaHus

HabnronaBa ce mapkanTHo HamassiBane B cepyma Ha CHS50 u C3 B pesynrar Ha
aKTHBHMPAHE HA AJITCPHATUBHMS BT OT Kackaaara Ha KoMiuieMeHTa. [Ipu Hakon
MAlMEeHTH ChINO Taka ce cpenat Hucku HuBa Ha C2 u C4 dpakuuuTe, KOETO Mperonara

aKTUBUpaHE Ha KJIaCUYECKMs U anTepHaTuBHUA bT[145]. Tunnuno HuBara Ha
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KOMITJIEMEHTA C€ HOPMaIIU3UpAT MEeXy 6-Ta U 8-Ta ceaMuIia. AKo
XUTMTOKOMILIEMEHTEMUSITA MepCUcTUpa HaJl 3 Mecena, Ou TpsoBajo a ce 00chau
aJITepHaTUBHA JIMAarHO3a KaTro MeMOpaHonpoin(epaTUBEH NIOMEPYIOHEPPUT.

Kozyro u cbTp. [74]|uscnensar aeua ¢ OIICI'H 3a Hanuuue Ha aHTUTENA CIIPSMO
Clq u ycraHoBsBar, 4e npu 8 oT 24 nauueHTta te ca no3uTuBHU. AHTH-C1q-00nHuTE
UMarT MO-TEKKO KIMHUYHO MPOTHYAHE C XUTIEPTOHUS, IPOTCHHYPHS U 110-

HEeOIaronpusaTHA MPOTHO3A.

[Tono6no na OIICI'H, npu BIII'H ce ycTaHOBsiBa XeMaTypHsi C HATMYME HA
TUCMOP(HU EPUTPOLUTH ¥ €pUTPOLIUTHU HWIMHAPYU HPU BCUYKU MALMEHTH, KaTo Npu
MOBEUETO ce HabogaBa Makpockorcka xemMatypusi. Han 65% ot nmanueHnTure nMat
pa3inyHa MO CTENEH HeCceNeKTUBHA NpoTennypust ( ot 2 o 4+). B cequmenTa Ha
ypHHaTa ce cpemniar JeBKOIMTHU, TPaHYIUPAHU U TyOYJTHU €MUTETHH [UIUHIPH.

3a paznuka ot OIICI'H nipu noutu Bcuuku nena ¢ ne6iot Ha BIII'H ce ycranosiBa
pas3inyHa Mo cTerneH ObOpeuHa HelocTaTbuHOCT. Habmronasa ce u iekocTeneHHa
HOPMOIIMTHA HOPMOXPOMHA aHEMUS, KOATO C€ 3aJbp:Ka 3a AbIbI IEPUOA OT BpEME, a HE
n3ue3Ba, kakro npu OIICTH.

CeposornyHUTE U3CIEIBaHNs Ca HEM3MEHHA YacT OT IMarHOCTHUYHUS aJrOpPUTHM
Y CBIIO TaKa MOKa3BaT UMyHoOJIOrHYHaTa akTuBHOCT. Huckn HuBa Ha C3 u CH50 ce
na6monasar npu OIICI'H, nynycuust Hedput u memOpanomnponudeparusaus ['H u
00paTHONPOIOPLIMOHATHO KOPEIUPAT C AKTUBHOCTTA Ha 3a0osiBaHeTo. [lanmenTu cbe
CJIE u MIIT'H tun I nonbnautenno uMmat Hucku HuBa Ha C1 u C4 B pesynrar Ha
aKTUBHpaHE Ha KIACUYECKUS BT HA KOMILJIEMEHTA.

Kaxkto e cnomenaro Beue, Bucoku TuTpu Ha ACO n ACT noka3Bar npeaxox/jaiia
crpenrokokoBa nHdpeknus. [Tanmentu cbe CJIE umar Bucok tuthp Ha AHA u anti-Ds
DNA.

Bucoku HuBa Ha ANCA npeznosnarar Halnuue Ha BaCKYJIMTEH CUHIPOM U ce

YCTAHOBSIBAT MPU MOBEYETO MAMEHTH ¢ onurouMyHeH noayayHeH I'H. IToseueto ANCA
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ca MOJIOKUTENTHH 3a Muenonepokcuaasa ( MPO) unu nmporennasza-3 ( PR3). ANCA ce
u3cieaABar oCIe0BaTeIHO Ype3 UHANPEKTHA uMyHO(dayopecueHuus u ELISA 3a
ycra"oBsiBaHe HAa MPO u PR3. [lanmeHTu ¢ 0JTMTrOMMYHEH MOJIYJIyHEH HEPPUT U
OTpHUIATENIHU PE3YNITATH OT MHAUPEKTHATA UMyHO(]IyopeciieHnus TpsioBa aa ce
uzcnensar upe3 ELISA, nopaau ToBa, ue camo B 5% OT ciydaute Ts ce no3utusupa. [lpu
rpanyinomaro3ara Ha Wegener oonuaiino ca nosoxutelHn PR3 ANCA ¢ nutoruiazmena
JoKanu3anus npu uHaupekTHara umynodayopecuennus ( c-ANCA) 3a pazinuka oT
OBOpEYHO-OTpaHUYEHHUS BACKYIIUT U JIEKAPCTBEHO-UHAYIIUPAHUS OJIMTOUMYHEH
nonyinyHeH HepuT, npu kouto ce ycraHoBsiBa MPO ANCA c nepunykieapHa
nokanuzanus ( p-ANCA). [lariueHT ¢ MUKPOCKOTICKY TTOJIMAHTUUT UMAT MOYTH €THAKBO
pasmnpenencaue Ha MPO ANCA/p-ANCA u PR3 ANCA/c-ANCA. Oxkomno 10 % ot
Jenara ¢ rpanyiaoMaro3a Ha Wegener 1 MUKPOCKOIICKH MTOJIMAHTHUT ca OTPULIATENIHU 3a
ANCA. Aroantutena ( ooukHoBeHo p-ANCA) ce ycranosssar nipu 20 10 30% npu
6omHu ¢ anti-GBM romepynoHeppuT U psAIKO IPU UAUONATHYEH UMYHOKOMILIEKCEH
BIIT'H, Bp3nanutenHu upeBHU 3a00isiBanus, peBmarouaeH aptput u CJIE[25].

OcBeH 3a nocTsaBaHe Ha nuarHo3ara Tutpute Ha ANCA ciyxar 3a MOHUTOpUpaHe
Ha aKTUBHOCTTA Ha CUCTEMHHUA BacKyluT. [lepcucTupaneTo nin noBTopHaTa rnosisa Ha
ANCA 1npu nauudeHT B peMHUCHS C€ CBbP3Ba C MPECTOSI PEUUIUB. AHAIOTUYHO, PUCKBT
OT penuauB Ha 3abonsBaHeTo npu Aena ¢ orpunarenHa ANCA e mucbk. HezaBucumo ot
TOBa, IPOMSIHA B TATPUTE HAa aHTHUTEJAaTa HE MOXKE /1a ObJie €AMHCTBEH apryMEHT B I10J13a
Ha IIPOMsIHA B TEpANMATA HA NALUEHTH ChC CUCTEMHH BacKyiuTh[ 130].

Bucoku tutpu Ha anti-GBM antutena yctanosenu upe3 ELISA ce ycranoBsiBat
npu anti-GBM nedput unu cunapoma Ha Goodpasture v Kopenupar ¢ akTUBHOCTTa Ha
3abomnsaBaneTo. Okono 5% ot ANCA mooXKuTeTHUTe MmanueHTy ca u anti-GBM
MOJIOKUTENTHH, KakTo U 20-30% oT anti-GBM-M0I0XXUTEITHUTE ca MOJOKUTSIHU U 3a
ANCA. ETo 3a1110 ce npenopbpuBa u3cienpane Ha ceposorus 3a ANCA Kakrto npu
BCUYKH nanueHTu ¢ anti-GBM- antuTena, Taka u npu Te3u ¢ TuHeapHo oTnarane Ha [gG

0 TIIOMepyiHaTa 0a3aiaHa MeMOpaHa.
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H3cnenBanusTa IIpHU OCTAHAJIUTC OCTPHU He(l)pI/ITI/I Ca YIIOMCHATHU B PAMKHUTC Ha

KIIMHUYHAaTa UM KapTUHAa 1 IaTorcHe3ara.
7. O6pa3Hu uscnedesaHusi

7.1. Y3 u3cnedeaHe

V3 uzcneaBane npu ocTpute HeHPUTH € HecTeUPUIHO U OOUYATHO € C IaHHU 32
MOBUIIIEHA €XOT€HHOCT Ha OBOpEUHUs MapeHXUM, IPOMUHHUPAIIN TUPAMUAHA U YECTO
YBEJIMUEHU pa3Mepu Ha ObOpenuTe, 0COOEHO B cllydyanuTe, IpU KOUTO UMa JIaHHU 32
O0pOpeuHa HenoCcTaThYHOCT. ChIO TaKa MOTaT J]a C€ YCTAaHOBST U3JIMBU B TEJIECHU
KyXHUHHU T10]1 (hopMaTa Ha acIlMT, IJIeBPAIHU, IEpUKApAHH ( IPH BCEKU OCTHP HEDPUT C

TEXKa [IUPKYJIaTOpHA KOHIECTHUS WK B paMKUTE Ha Noaucepo3uTt, kakTo e npu CJIE).

7.2. PeHmeeHoepaghusi Ha 6estlume dpoboese

Pentrenorpadus Ha 6enure ApodOBE ce MpOBEKIa MPU CbMHEHHE 3a Oe10poOHa
XHTIEPBOJIEMHUsI, OEI0APOOEH OTOK HIIH JPYT ITAaTOJIOTHYEH Mpolec B OenuTe IpoOoBe Ipu
OCTpU HE(PpUTH B paMKUTE HAa CUCTEMHHU BacKylTuUTH ( cuHapoM Ha Goodpasture,

rpanyinomaro3a Ha Wegener).

8. brbpeyHa 6uoncus

Bceuuku Be3pacTHUTE NAIMEHTH ¢ HepUTEH CUHAPOM OMBaT OMOTICUpaHu. 3a

pasnuKa oT TSX, PH MO-ToJIsIMara yacT OT JieliaTa He ce MpoBex/ia ObOpeuHa Ouomncusl.

8.1. MHOukayuu 3a npoeexxdaHe Ha 6L6peyHa 6uorncusi 8 paHHama ¢ha3a:

- Kparpk nareHTeH nepuo;

- Texka anypus;

- bwp3omnporpecupari xoa Ha 3a00JsIBAHETO;
- AprepuanHa XUNEpPTOHUS HAJ 2 CEAMULIN;

- Hamanena CI'® ( ckopocT Ha TiioMepy/iHa GUiaTpaius) HajJ 2 CeIMUIIH;
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- Hopwmannu cepymun HuBa Ha C3-(pakuusita Ha KOMILUIEMEHTA;

- ExcTpapeHallHM NpOosiBY;

8.2. MUHOukayuu 3a npoeexxdaHe Ha 6L6peyvYHa buorcusi 8 paHHama ¢hazama

Ha o30paesieaHe

- Hawmamnena CI'® nan 4 cenmunm;
- XUIOKOMILJIEMEHTeMHUs Hajd 12 ceamuiy;
- Ilepcuctupane Ha npoTeUHYpHUsITa HaJ 6 Mecela;

- Ilepcuctupane Ha xemarypusara Hax 18 mecena.

9. JughepeHyuanHa duazHo3a

OIICTH ce nudepenuupa ot : IgA HedpuT ( KbC JATEHTEH NEPHUO), XePEAUTAPEH
He(dpuT ( GaMUITHOCT, KbC JJATEHTEH MEePUO/]), MeMOpaHoIpoaudepaTuBeH
rIoMepyIoHeGPUT ( IEPCUCTUPAIIHN XUTTOKOMIUIEMEHTEMHUsSI U He(PpUTEH CUHAPOM),
JaynyceH He(pUT( EPCUCTHPAIIA XUITOKOMILJIEMEHTEMUS, CACTEMHH TPOSIBH),
IOMEPYIOHEDPUT MPU OCTPU U XPOHUYHU WHOEKINH ( HATUYKUe HA APYTU
HECTPENTOKOKOBH MH(EKITNH), BACKYIUTHU ( ToIMapTepuTuC Homo3a, Henoch-Shonlein

purpura ) u XYC ( xeMonu3a u TpOMOOIUTOTICHNS ).
10. JleyeHue

10.1. OFICI'H

OcBeH orpaHnyaBaHe BbB (pU3UYECKaTa aKTUBHOCT, MPUJIOKCHUE HA JUYPETHIIH,
AHTUXHUIIEPTEH3UBHU CPEJICTBA U CYOCTUTYHUPAIIO MPU HAIMYHKE HAa ObOpedHa
HEJO0CTAaThYHOCT, aHTHOMOTUYHO JICUCHHE C€ MpUIara Mpy HaJu4e Ha Oene3u Ha
WHGEKIHS WK TIPH MTOJIOKUTETHH MUKPOOHUOJIOTUYHHU TIPOOH OT T'BPJIO M KOXKA.
YcTaHOBEHO €, Y€ aHTUOMOTUYHOTO JICUEHUE HE MPOMEHsI Kypca Ha 3a00JIsBaHETO, HO
OopraHMYaBa KOHTAaMHUHAIUS Ha KOHTAaKTHUTE C HE(PUTOTCHHHU IIIaMOBE [3-XeMOJUTUYHU

ctpenTokoku [133].
Crp. | 49



Cnopen Vogl et al. npogp/pKuTeTHATa aHTHOMOTHYHA MPOPUTIAKTHKA HE €

olnpasjaHa, mopajau Majakus puck ot peuuaus npu OIICTH.

10.2. BINIMH

3a paznuka ot OIICTH, BIIT'H ce xapakTepus3upa He caMo ¢ rojisima
XETEPOreHHOCT, HO M C HE3aI0BOJINTEIHMS PE3YATaT OT IPOBEXAAHOTO JeueHue. Jlnmncesar
KJIMHUYHU [IPOYYBAHHUS B JIETCKATA Bb3PACT, IOPAJIU KOETO ChILECTBYBAIUTE JaHHU ca Ha
0a3ara Ha KJIMHUYHU CJIyYau Ha Jiela U IPOCIEeKTUBHYU MPOYyUBAaHUS IPU Bb3pacTHH [66].
[Tonkpensimiara Tepanusi BKJIOUYBA OCUTYpsIBaHE HA BOJHO-EJIEKTPOIUTEH OajaHc,
aJIeKBaTeH XPAHUTEJIEH PEXKUM, KOHTPOJI Ha HHPEKIUUTE U XUIIEPTOHUATA.

Crneuuduunoro neuenune Ha BIII'H ce cbeToun ot 2 da3u: uHayKIUS U
nogabpxkaHe Ha pemucus. [Ipe3 mbpBata ¢aza ce e KOHTPOJI Ha Bb3MAJIEHUETO U
UMYyHHMSI 0TroBOp. Ciies MoCcTUrane Ha peMHUCHs, MOAbprKalaTa Tepanus Lejn 1a
npennasu ObOpenuTe OT MO-HATaThIIHO YBPEKIAHE U J1a IPEIOTBPATH PELUIUBUTE.

KoM0OuHanusTa OT BUCOKH JJO3U KOPTUKOCTEPOUIN U LUKIOpochamMus e
CHBPEMEHHMST CTAHJAPT 3a MHYKIMOHHO JI€UE€HUE, ChUeTaHa C IOI'bJIHUTEIHA Tepanus
IIPH JKUBOTO- WJIK OpraH-3acTpallaBally CbCTOSHUS.

[Monnbpxamara tepanus npu BIII'H 3aBucu ot nopexanioro 3adossBaHe.
[Toeeuero manmentu ¢ ANCA-acouMupaHy BaCKYJIMTH UMAT HYXJa OT IPOABIKUTEITHO
HOJTBPIKAIIIO JICYEHHUE, TOPATH BUCOKUS PUCK OT pelMIUB. YIIoTpedara Ha a3aTHOIIPHH,
MHaue HEMOJAXOA1 32 MHAYKIIMS Ha pEMHUCHS, € YMECTHA 3a IPEI0OTBpATABaHE Ha
PELUIUBH.

[1na3zmadepesara ce U3M0II3Ba C pa3aIUUeH yCIeX MPH MOMYTyHHUS HEQPHUT.
ToyHUAT MEXaHU3BM Ha JAEHCTBHE HE € U3LSAJIO U35CHEH, HO C€ IpeIoiara, 4e 4pe3 Hes

CC OTCTpaHABAT aBTOAHTHUTECIIA, KOAT'YIAITHOHHU (baKTOpI/I U IUTOKHWHMU.
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10.3. IgA-Heghpum

OOcpxna ce possiTa Ha TOH3UJIEKTOMUSITA KaTo MpoLeaAypa, HamMmasisBala
anTureHemusita npu IgA-ueppura. imMa onrcan eQpext B HaMaIsIBAHETO Ha €MU30JUTE HA
MaKpOCKOIICKa XeMAaTypHsl, HO IBJITOCPOYHUTE 1 MPEJUMCTBA HE ca JoKa3aHu. pyru
ONMTH 3a HAMAJIIBAHE HA aHTUT€HHOTO M3JaraHe ca 0e3rIyTeHOBa IUETa, MPUIOKEHNE Ha
nancoH ( crabunmsupa IgA arperatute), nudeHmnxunantons ( Hamansasa [gA
HOJMMEPUTE) U TUHATPUEB XPOMOIIUKAT ( HaMassiBa a0copOLMATa HAa XPAHUTEITHUTE
aJIepreHu).

CbBpeMeHHUTE acleKTH Npu JieueHue Ha [gA-HedpuTa BKIIIOYBAT MOAYJIUpPAHE HA
IJIOMEPYJIHHUS OTTOBOP CHPSIMO MMYHHHUTE OTJIAaraHMs C 1€ 1a € HaMaJIX MOCIIEABAI0TO
YBpEKIAHE.

TepaneBTHUHUTE yCUIIUS Ca HACOUYEHM CIIPSAMO Jiela ¢ oayinyHeH [gAnedpur u
T€3H ¢ MaCMBHA IIPOTEUHYPUs, IPH KOUTO C€ IpuiiaraT KOpTUKocTepouau, Imuran,
UKJIOCTIOpUH A, a pu Bcuuku ce BKIouBaT ACE mHXuOuTOpM M/MiM aHTHOTEH3HH-
penentopau Onokepu (APB) ¢ nen HamansgBaHe HAa IPOTEUHYPUATA U apTepUaIHaTa

XUIICPTOHUA.

10.4. MITTH

N3BecTHO e, ye cranaapTHa Tepanus pu Aena u Bp3pactau ¢ MIIT'H we
coiiectByBal 146][132]. TepaneBTHUHHTE BE3MOXKHOCTH OOMKHOBEHO CE€ YCTAaHOBSIBAT
emnupuyHo[11].

Hecneuunduunoro neuenue 3a MIII'H tun I BkitouBa: nedueHue Ha mojyiexania
unpeknust, ACE-unxuburopu u/unu APb ( HamansBar npoTeuHypusita u 3a0aBsT
BB3MAIUTEIHOTO U (PUOPO3HO yBpekaaHe Ha OBOpEUHHUS MapeHXUM) U HaMaJIsBallH
JUMUIUTE TIpenapary ( HaMasiBaT nporpecusTa Ha 6b0pedHoTo 3a00sBaHe U
eHJ0TeTHaTa AUCHYHKIIHS).

Crnermuduanoro neuenue npu mepsudeH MIITH tum [ BrinrouBa KopTUKOCTEpOUIH

U IpyTu uMyHOCymnpecopH ( mukiodochamua, MukodeHnoaar MopeTHT), MOHOKJIOHATHH
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antutena ( antu CD20 ), aHTUKOArymanTH/ TPOMOOITUTHU aHTHATPETAHTH U
miazmadepesa npu nauredtu ¢ MIIIH tun 1. U npu tpute tuna nspsuuen MIIT'H uma
JI0Ka3aH J100bp €(eKT [0 OTHOILLIEHUE Ha MPOTEUHYpUsITa U ObOpeuHaTa QyHKIHS OT
nedyeHue ¢ npeauu3oH| 146][132].

[Tpu MIIT'H Tun 11 ocBeH kopTUKOCTEPOUIU, YIIOMEHATH B MIPEAXOAHMS ab3all, ce
U3I0J13BaT KAJIIMHEYPUHOBH UHXUOUTOPH ( LIUKIOCHOPUH, TAKPOIUMYC), TpaHC]y3us Ha

riasMa/masmadepesa 1 MoHOKJIoHanu antu CS-anturtena ( ekynu3yma)[S6][12][57].

10.5. SLE u 9pyau eackynumu

Tepanusta npu SLE, mogo6Ho Ha Ta3zu nipu BIII'H, BkitouBa MHAYKITMOHHO U
noaAbpKallo Jiedenne. MHIyKIIMOHHOTO JIeYeHUE CE ChbCTOU OT KOPTHUKOCTEPOUTHU
u/vunn nukinodochamuaau mysacose, miazmadepesa, MOHOKIIOHAIHU aHTUTeNa ( aHTH
CD20), mukodenonat ModeTu, a3aTHONPUH U HHTPABEHO3€H UMYHOTTIOOYIUH, JOKATO
NOJAbPIKAIIOTO JIEYEHUE OCBEH CIIOMEHATUTE BEYE KOPTUKOCTEPOUIH, A3aTHOIIPUH U
MUKO(EeHOoJIaT MO(ETHI, BKIIIOYBA U XUIPOKCUXIOPOKBUH. JIOMBIHUTEIIHO MTPH HAJIMYNE
Ha aHTHU(POCHOTUNIUICH CUHIPOM ce TPUOABIT aHTUKOAryaaHTH. B3umar ce u 061mu
MEpKH, Kacaelu (OTOUyBCTBUTEIHOCTTA, UMYHHU3AIMHUTE U JICUCHUETO Ha
MHTEPKYPEHTHU UH(PEKLIUU.

[Tpu Henoch-Shonlein purpura nedeHnero € B 3aBUCUMOCT OT CTaJIMUTE Ha Oa3aTa
Ha ObOpeuHara OHoIcHs U Bapupa OT TPOMOOLIMTHY aHTUATPETAHTH J10
KOPTUKOCTEepOUIH, IuKIopochamua u miazmadepesa.

Jleuennero npu ANCA-acoruupaHuTe BaCKYJIUTH € CXOJHO: KOPTUKOCTEOUIH,
nukiodochamu, nmiazMadepesa 1 MOHOKIOHATHU aHTHUTENA C MOCTIEABAIIO
IIPEMUHABAHE KbM IOAIbprKaIa Tepanus karo npu bIII'H ¢ xoptukocrepounny,
a3aTUOINPUH, METOTPEKCAT C OMMCAHK HIKOJIKO CiIydasi Ha 100bp ePeKT oT mpoduIakTuka

ChC Cyn(paMeToKca3on-TPUMETPOIIPUM IIPH TpaHyiIoMaro3a Ha Wegener.
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11. lMpo2HOCMuUYHU ¢hakmopu

[IporrocTruHuTE (PAKTOPH MPU OCTPUTE HEPPUTH c€ Oazupar Ha KIIMHUYHUS XOJ,
MapakJIMHUYHUTE U3CJIeIBaHUS B X0/a Ha 3a00JIIBaHETO, pe3yATaTUuTe OT ObOpeyHaTa
Ouorncus u epeKTa OT JIEUEHUETO. 3a BCEKHU OT/AEJIEH ITIoMepYyIoHepPUT uMa crietupuaHu

OCO6GHOCTI/I, CBBbp3aHM C IIPOrHO3ara.

11.1. OfICI'H

N3Becten e pakThT, ye panHara nporrosa Ha aena ¢ OIICT'H e otnuyna, cbe
CMBPTHOCT OT 1%, Kato 100puTe pe3ylITaTu ce AbHKAT Ha NOJOOPEHOTO JIUEHUE U
JOCTBITHOCTTA JI0 AMAIIN3A.

[1o oTHOILIEHNE Ha ajedyHaTa NepCleKTHBa MHEHUSTA Ca TPOTUBOIOIOKHU -
Bapupaiiku OT MHOTO J00pa nporHo3a cropen Potter et al[153] 10 HebnaronpusaTaa
cnopen Baldwin et al.[14][100]. Criopex Cameron [ 143]Te3u pa3nuku ce AbIKaT Ha
pa3IMYHUTE KPUTEPHUH TIpHU ceekuusTa (selection bios) na manuenture. [Ipu cpaBHsBaHe
Ha pe3y/ITaTuTe TPsIOBa Ja ce UMa MPEIBU/I, Y€ ca BKJIIFOUEHU CaMO KIIMHUYHO
nposieHute (10%) nerna ¢ OIICI'H, nokaro CyOKITMHUYHUTE U JE€KUTE POPMU HE
NpUCHCTBAT B aHanu3uTe. OT Te3u 00JTHU, KOUTO MOCEIIABaT JIeKap, CaMo MaJjika 4acT OT
Hal-TEeKKUTE KIMHUYHU CIIy4ad C€ HacOuBaT KbM He(POJIOr 3a IPOBEkKIaHe Ha
O0bOpeuna Ouorncus. [Ipu ropecioMeHaTUTe NPOYYBAHUS UMA PA3JIUKa B CIEIHUTE
napaMmeTpu: Jera/Bb3pacTHH, CIOPATUIHH/CTTHIEMUYHH,
JOKYMEHTUpaHa/HeTOKyMEHTHpaHa pe/iecTBalla CTpenToKOKoBa nHpeKIus, c/0e3
O0nOpeunHa Ouoricus u ¢/6e3 Hau4Ke Ha MONYIyHUs OT ObOpedHaTa OHOTCHsI.

B npoyuBane Ha Vogi et al.[26]ca Bkiitouenu 36 neua u 101 Bb3pactHu ¢
ouorncuuHo u ceposoruuno gokazan OIICTH u ca npocneaenu 3a nepuon ot 2 10 13
ronuHu. HUTo eHo oT nenara He JocTUraT TepMUHaIHa ObOpeyHa HEeI0CTaThbUHOCT, HO
npu 10 % oT Tax ce HabIOaBa TpailHO MOBUIIIEHH HUBA HA KpeaTHHUHA OT 88 1o 172

umol/1.
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Clark et al.[115] mpeacTaBaT JaHHH OT IPOABJDKUTEIIHO TIPOCIIEIIBaHE Ha JIeTa C
OIICTH ¢ nokymeHTHpaHa CTPENTOKOKOBA MH(EKIIHS, IbPBOHAYAIIHO OMOIICUPAHH, &
YacT OT TAX-OHOIICHpaHH MOBTOPHO. TpUieceT Aela ce mpocieasBar 3a nepuop ot 14,6
1o 22 rogunu (cpenno 19 rogunn). [pu 20 % ce ycTaHOBSBAT MPOMEHU B ypUHATa, HO
IIPU HATO €JIHO OT Jenara- HamaneHue Ha CI'®, nzuncneno Ha 0a3ara Ha KpEaTUHUHOBHUS
kupbHC. Clark et al. mocTaBsT BbIpoca 3a possita Ha ObOpeyHaTa OUOTICHS TPU
MOCTaBsIHE Ha JAMarHo3ara u npocneassane Ha nena ¢ OIICIH.

B ropecnnomenaroto npoyuBane Ha Baldwin et al. [14][100] ¢ neGmaronpusiTHaTa
nporHo3a npu namuent ¢ OIICT'H ca Bkimtouenu 126 manuenra, ot kourto 37 pena. Ot
Tsx 11 marueHTa JOoCTUTaT 0 TEpMUHAIHA OBOpEeYHa HEAOCTAThUYHOCT, OT KOUTO 9- B
nepBUTE 6 Mecena. [Ipu npocnensBane 3a nepuoa ot 2 Ao 15 rogunu npu 50 % ot
BKJIFOUEHATA IOIYJIALNsI CE YCTAHOBSIBA IPOTEUHYPUS, XUNepToHNs U HamasieHa CI'®.
[TpoBenenu ca o6mio 174 666peunu 6uorncuu. [Ipe3 mbpBUTE TOAUMHU CIEA OCTPHUS
€130/ OONIIMHCTBOTO NOKa3BaT Nposii(epaTUBHU U3MEHEHUS, a PU KbCHUTE OMOIICUU
npeobiagaBar CKIepoTUYHUTE MpoMeHH, konuto Baldwin et al. ThikyBar kata Oeser Ha
XpOHUYHOCT. Pe3ynraTuTe OT TOBa NpOy4YBaHE C€ KPUTHKYBAT, TOPaU BUCOKO
ceJleKTHpaHara nomynauus Ha nanueHTure ( selection bios), B kosito 20% nebrotupar ¢
HepoTudeH cuuapoM. [lanmeHTrTe, MOYMHAIM OT TEPMHUHATHA ObOpeUHa
HepoctarbuHoCT (TBH) B pamkuTe Ha 6 Mecena, ca ¢ MoJNyayHEeH HepuUT Ipu IbpBarTa
O0nOpeuna Ouorncus. JIutnicBa u mpociensBaHe Ha 4acT OT MAUEHTUTE ¢ GOKYC BHPXY TE3H
¢ TO-TeXKO 3abomsiBane. B cpiioro nmpoyuBane CI'® He e cho0pa3eHa ¢ moja, Bb3pacTra
U TeJecHaTa NOBbPXHOCT Ha nauueHture. B rpynara cbe 6-te nauuenta ¢ OIICTH,
kouto gocturar 10 ThH ot 2 no 12 ronunu crien mpemMuHaBaHe Ha octpara (asza u
HopMmanusupane Ha CI'®, 5 oT T4x ca ¢ He(pOTHUEH CUHIPOM IpH J1e0r0Ta Ha
3abomnsiBaneTo[44].

Gallo et al.[44] npencTaBat AaHHU OT MOPGOIOTUYHUTE MPOMEHH, YCTAHOBEHH
npu 6p0pednu ouoncun Ha nmanueHTH, npedoneaysanu ot OIICI'H, npu xouto

IJIOMEpyJIHaTa U ChJI0BA CKiepo3a HapacTBar ¢ BpemeTo[ 109]. Knuanunusat pesyarar ot
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TO3U O3/IpaBUTEJICH IMPOIIEC € HaMaJsiBaHe Ha ObOpeuHHs PYHKIIMOHAJIEH pe3epB MPU
npoteuH-HaroBapsan tect[27][108].

JIBe mpoyuBaHusi oT Maracaibo, Venezuela ca ¢ JaHHu 3a mporpecupal xapakrep
Ha 3abomsBaneTo[46][39]. 120 mamuenTu, ot kouto 101- nena, mpocieneHue cien
enuaemusara npes 1968 r, ca npocnenenu 3a nepuoaa or 1973 no 1975r. Ilporennypus,
MUKpOXeMarypus, Xunepronus uiu Hamanena CI'® ca ycranoBenu npu 36,7% ot
Bb3PACTHUTE MAaLMEHTH U npu 8,7% ot nenara. bbOpeunuTe 6uorncuu ca c JaHHU 3a
HampeHaIa INIOMEPYIOCKIepo3a MPU BCUYKH MAalIUEHTH ¢ aOHOPMHHU NMapakIuHUYHU
u3cIeABaHMsl.

B xonTpacrt ¢ te3u crobmienust, Dodge et al.[39] u Travis et al.[140] nokaBat
'BJIHO KJIMHUYHO M XMCTOJIOTUYHO Bh3CTAHOBSIBAHE HA MEAMATPUYHATA TOMYJIAIUs B
texHute cepuu. Dodge et al. [39] ycTaHoBsIBaT, 4e MpOTEUHYpUITA KOPETUpPa C
XHCTOJIOTMYHU TPOMEHU U Y€ CTaBa OPTOCTATUYHA MPEH U3ISII0 J]a N34YE3HE.

[IpoyuBane or Makenonus BkirouBa 40 nena cien OIICI'H, npocnenenu 3a
nepuoa ot 3 mecena A0 10 ronuHU, TpU KOUTO HE CE YCTAHOBSIBA HApACTBaHE Ha
NPOTEUHYPUSATA CIE]l yMEPEHO JI0 TEKKO (pu3nyecko HaToBapBaHe [99].

Perlman et al.[ 101 JnpeouensBar 61 aena 10 rogunu cien enuaemust npe3 1963r.
Benuku ca ¢ nopmanna CI'®, 3 nena ca ¢ nporennypust Han 100 mr/24 yaca u BCUUKU
uMar HopMaiiHa Mopgosorus npu 6s0peyHa ouoncust. Ot o6mo 16 geua, npu KOUTO €
nposeneHa [1bb, 4 umar MunuManHa ¢okaiHa npoiaudepanusi © HUTO €THO-CKICPOTUYHU
MIPOMEHHU.

Tpu npoyuBanus ot Trinidat oreHsBaT nanedyHara NpoOrHo3a Mpu NarueHTH ¢
OIICI'H. Te BxirouBar Hail-rojasiMara neguaTpu4yHa KOXOpTa U MOKa3BaT OTIINYHU
pe3yJTaTu MO OTHOUIEHUE HA TPOMEHHUTE B ypUHATA, XUIIEPTOHUATA U HaMaJieHaTa
O0n0peuna (ynkuus [ 135][70][40].

MHoro npoyuBaHus He BKJIIOUBAT ObOpeuHa OMOTCHsI KaTo TUarHOCTHYEH U
nporHoctuueH kputepuii pu nena ¢ OIICI'H, ako quarno3ara e nperusupana Ha 0azara

Ha KJIMHUYHO ¥ CEPOJIOTUYHO JOKYMEHTHpPaHa MPE/IIIeCTBAaIa CTPENTOKOKOBAa HH(EKIINS,
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KaKTO M Ha TPaH3UTOpHA XUIIOKOMILJIEMEHTeMUs1. Pe3ynTarure ot TX mokas3Bar
OMaronmpUATHO MPOTUYAHE U MATBK MPOIICHT HAa a0HOPMEH CEAMMEHT, XUTIEPTOHUS U
HamaneHa CI'® [135][70][40].
3a paznuka ot kinacudeckus Bapuant, OIICI'H, npuuunen ot rpyna C
Streptococcus zoodermidis e ¢ mo-HeOnaronpusTHa nporuosa. [Ipu npocnensBane Ha
nanueHTH oT bpasunus 3a 5,4 roquHY clie]] eMUAeMHUs ¢ OMMCaHUs CTPENTOKOK, Ce
YCTaHOBSIBA OTHOCUTEITHO BHCOK MIPOIEHT C IAHHU 32 MUKPOATOYMUHYPHSI, XHIIEPTOHUS
U HamalieHa rioMepynHa untpanus [35]. [lopaan MankoTo BKIIOYEHH MeTUATPUIHH
MAIMEeHTH B TpyIara, He MOTaT Jia Ce MPaBsIT U3BOM 3a Ta3HW Bh3pacToBa Irpyma.
basupanu Ha pa3nmuYHA KIMHUYHYU MPOYYBAHUS, CICTHUTE PUCKOBU (HAKTOPH Ce
acouuupar ¢ HebnmaronpusiTHa rnporno3a mpu nanuentu ¢ OIICIH:
- T0-KbCHA BB3PAacT;
- BHCOK CEpyMEH KpeaTHHUH B HAYaJIO0TO Ha 3a00JIIBaHETO;
- HedpPOTUUEH CUHJIPOM KaTo JeOI0T;
- Hanmuuue Ha nonyiayHus rnpu [1bb. Benpeku mbpBoHa4aIHOTO BH3CTAHOBSIBAHE HA

O0bOpeunara ¢yHkuus, Hamanenue Ha CI'® moxe J1a ce yCTaHOBU TOIMHU el

nposiBaTa Ha 3a00JsIBAHETO, TOPAJH KOETO Jenara ¢ JaHHu 3a nonynyHus ot [1bb

MMOJIC)KAT HAa aKTUBHO ITPOCIICAABAHC.

11.2. BIIM'H

[Ipornosara npu namuenTu ¢ BIII'H e nogoOpeHa B mocneaHUTE ECETUICTHS C
BBH3CTAHOBSIBAHE U 3abpKaHe Ha ObOpeunara ¢pynkius npu 60-70% oT ciydauTte 3a
BB iepuof ot Bpeme [13]. [IporaocTuuruTe (haKTOPH 0 TOIsIMa CTETICH ca CBbp3aHU
C TeXecTTa Ha OhOpeYHaTa HEJJOCTATHYHOCT B HAYAJIOTO HA 3a00JSIBAHETO, BPEMETO JI0
3aMoYBaHe Ha JICUCHHUETO, PE3YAaThT OT ObOPEUHOTO XUCTOJIOTHYHO U3CIIC/IBAHE U

[IOJIJIEXKAIIIOTO 3a00IIsIBAHE.
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Jlena ¢ MOCTCTPENTOKOKOB MOMYITYHEH ITIOMEPYIOHE(DPUT UMAT OTIAMYHA IPOTHO3a
ChC CIIOHTAHHO MO00psABaHe cie noanomaranio jgeuenue. [Iporunosara npu
OJIMTOMMYHEH nosynyHeH roMmepynonedput, MIII'H u nanonarnuen BIIT'H e no-
HeOmaronpusTHa 3a pasnuka oT Henoch-Shonlein purpura u CJIE.

[ToreHarsT 32 Bb3CTAHOBSIBAHE KOPEIHPA C OTHOCUTEIHUS [T Ha KJICThYHHUTE U
(uOpO3HN KOMIIOHEHTHU Ha MOJIYITYHUSITa U HAJIMYUETO Ha TyOYJOUHTEPCTUIAIHA
¢ubpo3za. Kakro Oemie ynmomMeHaro 1no-rope, XMCTOJIOIMYHU Oele3H, KOUTO HE Ce
HOBJIUSABAT OT JICYEHUETO U BOISAT IO O-HEOIAronpusTHA IPOrHO3a, ca : Gudpo3Hu
NOJNYTYyHUs, TyOylHa aTpodusi, UHTepCTULIMaIHa GuOpo3a U NNIOMEPYIOCKIEPO3a.
[IporHo3ara npu NOCTCTPENTOKOKOB INIOMEPYIOHEPPUT € N0-0aronpusiTHa Ipu Jera

CbC CY6CHI/IT6J'IHI/I, OTKOJIKOTO CBC CY6€HI[OTCJIHI/I )51 I/IHTpaMeM6paH03HI/I OTJIaraHHus.

11.3. IgA-He¢hpum

Teopusita, ye IgA HeppuTa MMa Mo-100pa MPOrHo3a B AETCKaTa Bb3pacT B
CpaBHEHHE C Ta3M MPHU Bb3PACTHH, HE CE€ ONpaBia NMPU NPOABIKUTEITHN KIMHUYHA
npoyuBaHus B Tazu oonact. Cnopen peructbpa Ha ERA-EDTA ( European Renal
Association-European Dialysis and Trnasplant Association ) 67% ot namuenture ¢ [gA
IIOMEPYJIONaTUs Ha Bh3pacT OT 24 10 54 TOIWHU AOCTUTAT JI0 XpOHUYHA ObOpedHa
HEJ0CTaThUHOCT, a 22% oT TAX ca Ha Bb3pacT noa 30 rogunu. [lopanu 6aBHOTO
HamassiBaHe Ha ObOpeunata ¢pyHkius ( 25% OT manMeHTUTe UMaT HyX/1a OT Juain3a Ha
20-roauiiHa Bb3pacT), € SICHO, Ye mporpecusaTa Ha IgA- Hedpura 3anousa B 1eTCKa
Bb3pacT.

[Ipn neuna c ymepeHa MUKPOCKOIICKA XeMaTypusi 6€3 IPOTEUHYPHS U C
MUHUMAaJIHHU OTKJIOHEHHs OT ObOpeuHaTa OMOIICHs, B PAMKHUTE Ha JIECETUIIETHS HE ce
HaOmronaBa nporpecus Ha ObOpeyHara HeoCTaTbYHOCT. DaKkTopUTE, KOUTO CE€ ACOLUUPAT
¢ nporpecus Ha [gA- HedponarusaTa npu Bb3pacTHUTE, KaTO HamalleHa ObOpeyHa

¢ynkuus npu AeroTa Ha 3a001BaHETO U MEPCUCTUpaIa XunepTonusi[3] ca peaku B
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JeTCKaTa Bb3pacT. 3a paziiuka OT TOBA, MPOTEUHYPHUATA € HAACKIEH PUCKOB (hakTop 3a
porpecusi, KOMTO ce yCTaHOBsIBAa B paHHUTE cTaauu Ha IgA-Hedputa npu aenara [59].

CpoOmraBar ce CUTHU()MKAHTHO PA3IMYHU MPOTHOCTUYHH PE3YNTATH MPH
NAIUMEHTH C MpoTeuHypust HaJ U oA 1 1/24 yaca. HezaBrucuMO OT TOBa MMOBEYETO aBTOPH
CMSTAT, ue IpoTeuHypus Haj 1 1/24 yaca e mporHoctuueH oener 3a nporpecus. [1pu
U3I0JI3BaHE Ha CTHIIAJOBHUICH MHOKECTBEH PETPECHOHEH aHAIN3 CE€ YCTAaHOBSIBA, Ye
HE3aBUCUMHU NMPOTHOCTHYHH (pakTopu 3a mporpecus npu IgA negponarusira ca:
KOJIMYECTBO HA MPOTEUHYPHUSITA B HAUAJIOTO HA 3a00JIsIBAHETO, IEPCUCTUPAHE HA MaCHBHA
NPOTEHHYPUS U POTEUHYPHs cen | ronruHa, KakKTo U MPOABIDKATEITHOCT Ha
NPOTEHHYPHUATA B TOAMHHTE.

He camo konnuecTBEHOTO, HO M KaY€CTBEHOTO ChIbPXKAHUE HA MPOTCHHYPUSITA
KOpenupa ¢ KIMHAYHOTO poTrdaHe. HanmaueTo Ha TyOyimHa MpOTEeHHYpHs,
(HMCKOMOJIEKYJISIPHU MTPOTEUHU U 0COOEHO Ha 0-1 MUKPOTIIOOYINH) € OTpULIaTEeNIeH
MPOTHOCTHYEH MHJIEKC. AHAJIOTHYHO, TOBHUIIIEHATAa EKCKPEIHSI Ha IIATOKWHU H XeMOKUHU
ot TyOynute ( uarepneBkuH 6 (IL6), monomuT-xemorakcuueH npoterd 1( MCP-1) u
HaMmaJieHaTa eKCKpelus Ha TyOyaeH enuTtenieH pactexeH npotend (EGF) ),
MIPEICTABISIBAT CEPUO3EH PUCKOB (akTop 3a mporpecus ( 169).

Ponsita Ha penmauBHpaIiaTa MaKpOCKOIICKa XeMaTypus Karo (pakTop 3a mporpecust
npu IgA Hepponatusita e MHOro Auckytupana. Crnopea D’ Amico et al. mpornosara e
n00pa npy HaJIU4Yue Ha CBOOOTHH OT XeMaTypHsl €MU30/I1 MKy TE3U C MaKpOCKOIICKa
xemarypus [34]. 3a paznuka ot Hero Kincaid- Smith et al. yctanoBsiBaT Hanuyne Ha
CEerMEHTHA HEeKpO03a U MAJIKH, PECHU MOIYAyHHSI PU OLOpEeYHN OMOTICHU 110 BpeMe Ha
MaKpOXeMaTypUIHH €MU30/I1 MPH ManueHTH ¢ [gA HedpuT, HacouBaIy KbM I0-
HEONMaronpusTeH KIMHUYEH X0 Ha 3abomsiBaHeTo[95][18]. O6mmsT dakTop B 1BEeTe
NPOYYBAHUS € HATUYMETO WIIM HE Ha MHBOJIOIMS Ha YpUHHATA HAXOJKa MEXKIY
eMHU30IUTE Ha MaKpOXEeMaTypHsi, KOETO € J0OBbp MPOTrHOCTUYCH OEJIeT 3a pa3jiuKa OT
HAJIMYMETO Ha U3pa3eHa MOHOTOHHA MUKPOCKOIICKA XeMaTypusi, 4eCTO ChueTaHa C

MPOTEUHYPHS.
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[Tomo6HO Ha xucTONMOrHYHUTE (hakTopH 3a nporpecus npu BIITH, u pu IgA
He(ponaTusaTa TEKECTTa Ha ITIOMEPYJIOCKIIEpO3aTa U U3Pa3eHUTE
TyOyJIOMHTEPCTUIIMATHY JIE3UU Ca Hali- CUJTHUTE HE3aBUCHUMU NIPOTHOCTUYHU (hakTopH[2 ]

[35].
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VII. MarepuaJj u MeToau

3a nepuoga ot M.01.2012 go m.12.2014r. BKJI. B KIIMHUKATA MO0 HEPPOJIOTHUS U
XeMOoJraan3a ca XocnuTaausupanu 91 nema ¢ ocTbp HeDPUTEH CHHAPOM Ha CpeiHa
BB3pacT 8,5 +4,86 roguHu, oT KOUTO 56 MomueTta u 35 momuueta ( oTHomienue 1,6:1).

['pynupaneTo € ochIecTBEHO Ha 6a3aTa Ha 1OJI, TOAMHA Ha MpUeMaHe U HaJTHNIHe

WM HE Ha ObOpeyHa Ouoncus.

KnuHn4yHmn n3ciieqBaHus
KnuauunuTe n3cnenBanus BKIOUBAT MOIPOOHA aHaMHe3a U 00EKTUBEH
¢u3MKalieH cTaTyc:
1. npu xocnuranuzanusTa
® [IpU KOHTPOJIHMUTE IpErvie/in, IPOBEXKAAHU Ha 1-BU U 2-pu Mecel] cie

HU3IMHUCBAHCTO OT 60J'IHI/II_IaTa, CJICA KOCTO —I10 HHAMKaIluK1

JlaGopaTropHu u3cjeABaAHUA

CTaH,HaDTHI/I Ha6ODaTODHI/I HN3CJICABAHUA

[Tpocnenenu ca 3aAbIKUTETHO KATO MUHUMYM:

2. TBJIHA KPbBHA KAPTUHA - €PUTPOIIUTH, PUTPOLIMTHUA UHICKCH, XEMOTIIOOHH,
XEMaTOKPUT, JIEBKOIIUTH, TU(EPEHIIMATIHO OpOCHE HA JIEBKOIIUTUTE, TPOMOOIIUTH,
CKOpoOCT Ha yTasBaHe Ha epurpouuture (CYE);

3. OumoxumunuHu uscneaBanus: C-peaktuBeH npoteuH (C-reactive protein — CRP),
4epHOJIPOOHU TpaHCAMHHA3U: acniapTaT amuHoTpaHcdepasza (AcAT), ananun
amuHoTpancepasa (AnAT), rama- mmyramunrpancnentuaasza (I'TTII), ankamxa
docdaraza, o011 6eNTHK, AIOYMUH, KpbBHA 3aXap, 00II XOJIECTEePOJI,
TPUTIIULICPUIH, Ypesi, KpeaTUHHH, MMKOYHA KUCEITNHA, HATPUH, KAJIU, XJI0p,

Kanuui, pocdop.

Crp. | 60



Pesynratute ca oTueTeHr B MEpHH eUHUIM 10 SI cuctemara.
N3cnenBana € ypruHaTta — TECT JIEHTA 3a XUMUYEH aHAJIU3 U MUKPOCKOIICKU aHAJIN3
Ha CEIMMEHTA U MOP(OJIOTUs HA EPUTPOLIUTUTE YPE3 CBETIMHHA MUKPOCKOIIHS.
KonuyecTBo GenThK B ypHHa 3a 24 yaca Wi NPOTEUH/KPEaTUHUH B
€IHOKpaTHA MOPLHS YpHHA.

MMYHOJIOTMYHYU U3CIICABAHUSI:

[IpoBenenu ca B naboparopusta kbM CBAJIJb ,,IIpod. UBan Mutos” u B
crierMagn3upanara Jadoparopusi Mo KIMHUYHA UMyHOJIoTus KbM Y MBAJI
,Anekcanaposcka Codus:

V. 3agbimkuTenHo 3a Bcuuku aena: C3, C4, [gA, IgG, [gM

VI.  Ilpu noka3aHus:
-A3cnenBane Ha cepyMa 3a HAJIMYKUE U TUTHP HA AaHTHHYKJICAPHHU AaHTUTEIIA
(antinuclear antibodies - ANA)
-Uzcnensane Ha manen ANA upe3 ELISA meton, - RNP/Sm, Sm, SS-A, SS-
B, dsDNA, MPOANCA, Anti-Scl70, PR3ANC anti Ro, anti La.

MuKpoOHOIOTUYHH M3CIEABAHNS: MUKPOOHOIOTUYHO U3CIEBaHE Ha

'bPJICH/KOXKEH CEKPET U aHTUCTPENTOIU3UHOB TUTHP (AST)

OOpa3Hu u3cieaBanusi: abaoMuHaNHA exorpadusi, peHTreHorpadus Ha rpbIeH

ko, enekrpokapauorpama (EKI'), exokapauorpadus (ExoKT).

[Ipu neuara, mpu KOUTO € MPOBEICHA MYHKUMOHHA 0bOpeyHa Ouorncus,
MaTepuaTbT € U3CIEABAH XUCTOJIOTUIHO, UMYHO(MITyOpecleHTHO B 3 Jaboparopuu-
YMBAIJI ,,AnexcanapoBcka 6omuuna”’, BMA-Codus u YMBAIJI-ITnosnus. Marepuainbt

ce o0paboTBa Ha 3amMpa3siBal] MUKPOTOM ¢ AeOeJIeHHa 5 MUKpPOHA U CTaHAapTeH Habop
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OT aHTHCEpYMHU, KoiTo BKItouBa Anti IgG, Anti IgA, Anti IgM, anTHCcepyM cpernty 3

¢paxuum Ha komiuiemeHnTa: Clq, C3 u C4 u aHTUCEpYM CpEllly YOBEIIKH (PUOPHUHOTEH.
XHUCTOIOTUYHO PYTUHHO Mpenaparute ¢ Ae0enrHa Ha cpeiata 2 MUKpOHa ce

OIIBETSBAT C XeMaTOKCUIUH-e031H, PAS Tpuxpom mo Macon, JMS ( cpedbpHa

HMMIIPETHAIMA ), KOHT'O YEPBEHO 3a aMUJIOU/I.

CrarucTu4ecku MeTOAM HA 00padoTKa HA TaHHUTE:
JleCKpUNTUBHA CTATHCTUKA.
- Bapuanuonen ananus (KOJIMYECTBEHU IPOMEHIIMBH) — CPEIHA CTOMHOCT,
CTaHAApPTHO OTKJIOHEHUE, MEIHaHa.
- YecroreH aHanM3 (HOMUHAIHU U PAHTOBU IIPOMEHJIMBH) — a0COIOTHU U
OTHOCHUTEIHH YECTOTH.
- I'paduuno npencraBsiHe HA Pe3yNTATUTE — JMHEHHHU, CTBIOOBUIHU U CEKTOPHU
arpamu.
Mertoau 3a npoBepKa Ha XMIIOTE3M.
1. TlapameTpuyHU METOAM.
- T-tect nipu aBe HezaBucumu u3Baaku (Independent Samples T-Test) —
IIPOBEpKA 32 PaBEHCTBO HA CPEHUTE HA JBE HE3aBUCUMHU I'PYIH NpU
HOPMAJIHO pa3mpeieieHHe;
2. HemapameTpuuHu METOAM.
- Tect na Konmoropos-Cmupnos (Kolmogorov-Smirnov) u Tect Ha
[Manupo- Yiink (Shapiro-Wilk) — mpoBepka 3a HOpMAJIHOCT Ha YECTOTHUTE
pasmnpeaeneHus Ipyu KOJIMYECTBEHU IPOMEHIINBH;
- Tect na Man-Viitau (Mann-Witney) npu cpaBHSBaHE Ha JIBE€ HE3aBUCUMHU
IPyNH, KOTaTo pa3lpeneseHUeTO HE € HOPMAJIHO;
- Xu-kBazpar tect (Chi-square test) uiu Touen Tect Ha @umep (Fisher’s
exact test) mpu u3cieIBaHe Ha Bpb3KaTa MEX]y JIBE KATETOPUITHU

MPOMEHJIMBH.
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- Kopenannonen anaims — paHroB KopenaanroHeH koepuieHT Ha CoupMbH
(Spearman's rho) — npu paHroBu JaHHU WM B CIy4yauTe Koraro ¢popmara Ha
YECTOTHUTE Pa3NpeesICHNs Ha N3CIEABAaHUTE IPOMEHIIMBY € Pa3IMYHa OT
¢dopmara Ha HOPMAIHOTO pasIpeieeHue.
N3n0:13BaHOTO KpUTHYHO HUBO Ha 3HaunMocT € 0=0,05. ChoTBEeTHATa HYJIEBA
XHIIOTE3a ce OTXBbpIs, Koraro P croitHoctTa (P-value) e mo-manka or a.
3a 00paboTKa Ha TaHHUTE OT MIPOYUYBAHETO € U3MOJI3BAH CIICIMATIU3UPAHUST

craructudecku naket SPSS Bepcus 13.0.
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VIII. Pe3yararu

[Ipu xocnuranu3upaHuTe Aela ¢ OCTbp HEPPUTEH CUHAPOM UMa TPEAUIICKIUS Ha
MBAKKHSI TT0JT (001110 3a IsijIaTa MOMYJIalKs OTHOMIEHUETO MBXKKHU:KeHCKH 1ol € 1,6:1),
3aIbprKalla ce B TOAMHUTE Ha TIPOYYBAHETO.

[IpocnensBanero Ha nanueHTute € ot 1 Mecery o 1 1. 3 Mecena B paMKuTe Ha
MIPOYYBAHETO B 3aBUCHMOCT OT BPEMETO Ha XOCIUTAIU3AIMATA U HEOOXOIUMOCTTA OT

npocie/sBaHe.

25
20
15

MbK

10 HeHa

6p.npuetn

2012 2013 2014

rogmHa

Que. 1: Pasnpedenenue na xocnumanuzuparnume oeya ¢ OHC no non

Bb3pacToBoTo pasnpeneneHue Ha MOMUYETaTa, XOCIUTATU3UPAHU C OCTBP
Hedput npe3 2014 1. nokas3Ba, ye Hali-BUCOK MPOLEHT 66,6% ca BbB Bb3pacTTa MEXAY 3
u 12 ronunau, nox 3-rogumiHa Bb3pact ca 33,3%, a vaa 12-rogumna-0%. YctaHoBsIBa ce
HapacTBaHe Ha MPOIIEHTAa HA MOMHYETA C OCThP HEPPUT BbB Bh3pacTTa oT 3 10 12
rogunu. [Ipe3 2012 1. Te npencrasissar 29,41%, npe3 2013 r.-60%, a pe3 2014 .-

66,6%. Cpl1aTa 3aBUCMMOCT C€ BHXK/1Aa IPU MOMYETaTa BbB Bb3pacTTa Mexay 3 u 12
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TrOAVMHU-TIOBUIIIABAHE HA MPOLEHTHUSA JI5J1 CIPSIMO OcTaHajnara nomynanus-3a 2012 r.-

29,41%, 3a 2013 .- 50%, 3a 2014 1.-64%.

m<3r.
m>3<12r.

m>12r.

Que. 2: Bv3pacmoso paznpedenenue npu momudvema npes 2012 2.

m<3r.
m>3<12r.

m>12r.

Que. 3: Bv3pacmoso paznpeodenenue npu momuuwema npes 2013 .
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m<3r.
m>3<12r.

m>12r.

Que. 4: Bv3pacmoso paznpedenenue npu momuvema npes 2014 2.

m<3
m>3<12
m>12

Que. 5: Bv3pacmoso paznpedenenue npu momyema npes 2012 2.

m<3
m>3<12
m>12

Que. 6: Bv3pacmoso paznpedenenue npu momyema npes 2013 e.
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<3
1 >3<12
16 >12

Que. 7: Bv3pacmoso pasnpedenenue npu momuema npes 2014 .

YcraHoBsIBa ce CE30HHA 3aBUCUMOCT B UECTOTAaTa Ha XOCIUTAIU3UPAHUTE JIELa C
OCTBp HE(DPUT C Hali-MaTbK OpOl MALIMEHTH, TPUETH TIPE3 JIETHUTE MecelH ( F0JIH,

aBFYCT) H ITO-BHUCOKA YCCTOTA IPEC3 3UMHO-ITPOJICTHUA CC30H.

MbXKe

KeHU

6p. npuetn
ORNWRAUIONO0WWOWO

mecel,

Que. 8: Pasnpedenenue no non u no mecey Ha npuemane

Or jeniata ¢ HAJIMYHA TPE/IIeCTBaIIa HHOEKITUS, HA-TOJISM JISUT Ce TIaia Ha Te3H
c anruHa (43,28%), cnenBanu ot Te3u ¢ HesicHa nHdpeknus ( 26,87%). Marbk 1571 ca

nenara ¢ npenuiectranio ummneturo ( 4,48%).
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6p.nauneHTu

[Tpu 37 neua ( 40,66 %) e uzcnenBaun repieH cekpet u npu 7 ( 7,69%) e nzonupan

S.aureus, npu 8 ( 8,79%) e nzonupan B-XxeMOIUTHYEH CTPENTOKOK Ip.A, ripu 20

npu omie 1 ( 1,10%)- uzonupan B-xemonutudeH crpenTokok rp.G.

(21,98%) ce ycranossaBa HopMaiHa (iopa, ipu 1 ( 1,10%)- Klebsiella pneumoniae u

Makpockoricka XxeMaTypus ce ycTaHoBsiBa ip 76,9 % ot genara ¢ ocTbp HEPPUT

npu je0roTa Ha 3a00JISIBAHETO.

35

30 29
25
20 18

15

10 B 6p.naymeHTH

Bua nHoekuma

Que. 9: Buo na npeowecmsawjama ungexyus npu ocmvp Hegppumer CUHOPoM

23.1

Uma

Hama

Que. 10: Makpockoncka xemamypus npu OHC
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[Iporennypus ce Habmronasa mpu 71 % ot Aenara B Ha4aJIOTO HA 3a00ISIBAHETO,

nokaro mpu 29%-nurcsaa.

“Uma
" Hama

Que. 11: IIpomeunypus

XunoxomiuiementeMust (Hucka C3 ¢pakiius Ha KOMIUIEMEHTa) CE peTucTpupa

npu 29% ot neuara, a npu 71% He ce ycTaHOBsBa.

I Uma

1 Hama

Que. 12: Xunokomniemenmemus

XunoxomiiementeMust (Hucka C3 ¢gpakuus Ha KOMIUIEMEHTA) Ce perucTpupa npu

29% ot neuara, a npu 71% He ce ycTaHOBsBA.
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[IpenmectBamna napeknus ( pa3miegaHa B ICTAMIN TO-TOPE) C€ YCTAHOBSIBA B

74 % ot ciyyaute, n1okaro npu 26% auncaa.

“Nma
" Hama

Que. 13: Ilpeowecmeawa ungexyus

[MoBumenn auBa Ha AST ce mokasBat npu 15% oT nemnara ¢ octsp HehpUTEH

CHUHJIPOM.

“Nma
" Hama

Que. 14: Iosuwenu nusa na ACT
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64,8% ot neriara ¢ ocThp HEGPUT IpH 1eOr0Ta Ha 3a00JITBAHETO HSIMAT JIaHHHM 3a
O0pOpeuHa HegocTaThbuHOCT, 20,88% nmar I crenen ObOpeyHa HeAOCTATHYHOCT, 7, 69%

umar Il crenen u 5,49 % umar 111 cremnen.

35
30
25
20

XeHun
15

6p.naumeHTu

MbXe
10

CreneH

Que. 15: Cmenen 6vopeuna neoocmamvynocmnpu nayuenmu ¢ OIICI'H

ITpu 82% ot neuara ¢ ocTbp HEPPUT, XOCIIUTATU3UPAHHU B KIIMHUKATA, HE €
npoBeJeHa MyHKIMoHa 0b0peuna ouoncus. Ot 18 % ot 6uoncupanute neua, 4,5% umar
Me3aHrnonposrdeparuse rimomepynoneput, 9 %-IgA nedpur, 4,5 %- Henoch-

Shénlein nHedpur.
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4,50%

4,50%

M be3 Guoncus
B [gA Hecbput
Henoch-Shonlein

B MeszaHruonponudepaTueeH
rnymepynoHecpuT

82,00%

Que. 16: Xucmonoeuuen ananus Ha npogedenume 1166 npu oeya c OHC

[Ipu mpocnensBane Ha Ob0peuHaTa GyHKIIMS Ha Jerara ce YCTaHOBsIBa
HamaJsiBaHe Ha ObOpeuHata yBpeza B rpynure 6e3 ( ¢ 42,85%), ¢ I-Ba crenen 6b0peuHa
HepoctaTbuHOCT ( ¢ 33,33%), nunca Ha TuMHaMUKa B ObOpeunaTa Gyukuwms npu 11
cTerneH ObOpevHa HeIOCTaT,YHOCT M HaMaJsIsiBaHe Ha mporeHTa aena c [l-ta crenen( ¢

66 %)

8
7
7
6

6
< 55
£S5
v 4
34 W |-Ba XOCMUTaNM3aLMsa
2 3 3 3
g3 M ||-pa xocnuTanusauma

2
2 Ill-ta xocnuTanusauma
1
1
0 0 000O0 00O
0
0 0 0 0 0 0

CreneH Ha BH

Que. 17: Junamuxa 6 cmenenma na bH npu uzcneosanu 13 deya
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He ce YCTAaHOBABA CTATUCTUYCCKU 3HAYMMaA pa3JIMKa MCKIY I10JI0OBATA

MNPCANJICKOUA 1 HAJINYNCTO UJIKM HC Ha ouorncus O6H_IO 34 BCUYKH ACLa U ITpH

MMpocCiICAABaHC B TOOAVMHUTE. 3amas3Ba c¢ ¥ OTHOCHUTCITHHS JAJ1 Ha 6I/IOHCI/IpaHI/ITe Jacua €

ocTbp HeppHT, KoiTo ocTaBa 18 % u 82 % ca Te3u, mpu KOUTO HE € MPoBeIeHa ObOpeuHa

ouoricus 3a mpociicadaBaHus ICPUOI.

Tabnuya 4: Bpv3ka mescdy nonosama npeounreKyus u HaIU4uemo uiu He Ha 6vopeuna ouoncus

npu oeya ¢ OHC
Bb3pacrt
buoncus | Iloa N
Mean SD Min Max
Mmbxe 45 8,51 4,84 0,90 17,00
He Kenn 30 7,54 4,77 2,00 17,00
0610 75 8,12 4,80 0,90 17,00
Mmbxe 10 12,00 4,59 5,00 17,00
Ha Kenu 6 8,33 4,41 4,00 14,00
0610 16 10,63 4,75 4,00 17,00
06110 91 8,56 4,86 0,90 17,00
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OtHocuteneH aan (%)

70

60

50

40

30

20

10

Mbme

Buoncusa (He)

HeHm

Mbre HeHn

Buoncwua (Oa)

Que. 18: Omuowenue mexncdy noioseme u npogexncoanemo Ha bvopeuna buoncus npu deya ¢

NHr

Tabnuya 5: Bpv3ka mesncdy nonoea npeouniekyust u npogexcoanemo Ha ovopeuna buoncus 3a

pasiudrume 200UHU

Tl'oguna Ha Evoncus |N Bw3pact

npueMaHe Mean SD Min Max
He 21 8,96 5,34 0,90 16,00

2012 Ha 5 9,00 4,85 4,00 15,00
O6mmo 26 8,97 5,16 0,90 16,00
He 20 7,85 5,08 2,00 17,00

2013 Ha 5 10,40 3,51 6,00 14,00
O6mmo 25 8,36 4,86 2,00 17,00
He 34 7,76 4,35 2,00 17,00

2014 Ha 6 12,17 5,78 4,00 17,00
Oo6mo 40 8,43 4,78 2,00 17,00
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S0
80
70
60
50
40
30

20

Broncwma Buoncwa Buroncwa Broncwma Buroncwa Broncwa

(He) (Oa) (He) (Oa) (He) (Oa)
2012r. 2013 r. 2014r.

OtHocutenen aan (%)

Que. 19: Omuowenue medxncdy noiogeme u npogexcoaremo Ha 6vopeuna buoncus 3a

pasiudynume 200UHU

Hanuuue na npeaxoxamia nHdexus ce Hadmoaasa npu 57 % ot
He6uoncupanute u 10% ot 6uoncupanute nena. He ce HaGmogaBa 3HaunMa Bpb3Ka

MEXy HAIMUMEeTO Ha HHMEKIus U u3BbpiieHara ouoncus ( p=0.266).

Tabnuya 6: Bpvska mesxcoy Hanuuuemo Ha npeoxoicoaua Un@eKyus u nposeicoanemo Ha

O6vOpeuna buoncus

Nudexnus EIZOHCHH Tla Oo0mo p

He N 18 6 24
% 24.0 375 264
N 57 10 67

fla % 76,0 62.5 73.6 0,266
N 75 16 91

Obmo % 100 100 100
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OtHocuTeneH aan (%)

Buoncua (He) Buoncua ([a)

Que. 20: 3asucumocm medxncoy npeoxoxcoauja ungexkyus u 6Uoncusl

[Ipu Haii-roisiM mpOLIEHT OT AenaTa ¢ npeamecTnamma napexmus (25,3%)
MHTEPBAIBT MEX]TY MPEXoXkKaamiaTa HHPEKIHUS U MosiBaTa Ha CUMIITOMUTE € MEXy 7 U
14 nuu. Cnensa rpynata Ha Te3u ( 9,9%), npu KOUTO MOsiIBaTa HA CHUMIITOMUTE € B XO7a Ha
uHpekuus. [Ipu 38 % oT manueHTuTe HsIMA TaHHU 332 HaJTM4YKE Ha MpeIiecTBamia
uH(peKnus. YCTaHOBSIBA CE CTATUCTUYCCKU 3HAYMMA Pa3IuKa B TIEPHOA JI0

XOCIUTATN3alUATa, KOUTO € MOo-AbIbT Ipu Hebuoncupanute aena ( p=0.04).

Ta@zuua 7: Hepuod OM HAYAIOMO HA 3a00N56aHemMO 00 NOABAMA HA CUMNMOMUME

ITepuon 10 mMosiBa HA CUMIITOMM

(B cenm.) N v

0,0 9 9,9
0,1 3 3.3

0,2 5 5,5

0,3 2 2,2
0,5 1 1,1

1,0 11 12,1
2,0 12 13,2
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3,0 2 2,2
4,0 8 8,8
JInncsarg 38 41,8
O6m10 91 100,0
Tabnuya 8: Ilepuoo om Hawanomo Ha 3a060156aHemMo 00 XOCNUMAIUZAYUAMA

Ilepuoa no xocnuranuzaums (B ceam.) N %
0,0 7 7,7
0,1 2 22
0,2 3 3,3
0,3 1 1,1
1,0 9 9,9
2,0 7 7,7
3.0 4 4.4
4,0 5 55
8,0 1 1,1
20,0 1 1,1
52,0 1 1,1
JIuncaarg 50 54,9
0610 91 100,0

Tabnuya 9: Bpw3xka mexcdy naruuuemo Ha ObOpeuna ouoncus u nepuooa om Havaiomo Ha

3abo156aHemo 00 nosaea Ha cwvmmOmume/xocnumaﬂwab;uﬂma

IToka3zares Buoncusi| N | Mean | SD | Median | Min | Max p
He 45 1,5 1,4 1,0 0,0 4,0
[Iepuon no nosiBa Ha
a 8 0,8 1,4 0,2 0,0 4,0 0,064
CUMITOMH (B CEIM.)
0610 53 1,4 1,4 1,0 0,0 4,0
[Tepuon no He 35 3,9 9,1 2,0 0,0 52,0
XOCHUTAIU3AIUSL Ha 6 0,2 0,4 0,1 0,0 1,0 0,004
(B ceaM.) 06110 41 3,3 8,5 1,0 0,0 52,0
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HpI/I IMMpOCIICAABAHC HAa HUBATa Ha XeMOoIIoOMHA 3a IJ1aTa MOoJIIyJIanusa ce

YCTaHOBABA 3HAYMMO ITOBUITABAHC HA XeMOIJIOOMHA OT IrbpBaTa J0 BTOpAaTa

xocnutanuzanus ( p=0,021).

HaMHpa CC CTATUCTUYCCKHU 3HAYMMaA pPa3JjIuKa B CTOMHOCTHTE Ha XEMOIJI00MHA

MeX1y IIbpBaTa U BTOpara XocnuTaan3auus npu Heononcupanure nanueHTty ( p=0,039).

OTumTaT ce U MO-HUCKU HUBA Ha XeMOIJIOOMHA IIpH IIbpBAaTa U BTOpATa XOCIIUTAJIN3allUsA

pu HEOMOIICHUPAHU B CpaBHEHHE ¢ Ouorncupanu Aena. He ce ycranoBsgBar 3HaunMu

Pa3IMKU B HUBATA HA XeMOonIoOMHa MCXKAY II'bpBara U TpETara U BTOpAaTa U TpCTara

XOCIIMTAIN3alMU Ha Ae1ara.

Ta6ﬂuua 10: ﬂMHaMMKa HA HUBAMA HA XeMOo2100UHA 6 pamKume Ha pasjiudHume

Xocnumanuzayuu
XeMOriioonHu N Mean SD Median Min Max
Hbl 91 121,80 15,12 122,00 92,00 170,00
Hb2 42 122,50 16,30 123,50 75,00 163,00
Hb3 7 119,14 10,51 114,00 109,00 137,00

Tabnuya 11: Paznuku 6 cmotinocmume Ha xemo2noouna npu npocieossane na oeyama ¢ OHC

XeMor100uH N Mean SD Median Min Max p
Hbl 42 | 118,83 16,51 117,00 92,00 158,00

Hb2 42 | 122,50 | 16,30 123,50 75,00 163,00 0021
Hbl 7 115,71 15,74 122,00 98,00 133,00

Hb3 7 119,14 | 10,51 114,00 109,00 137,00 0-233
Hb2 7 114,14 | 13,50 116,00 96,00 134,00

Hb3 7 119,14 | 10,51 114,00 109,00 137,00 02
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Que. 21: Husa na xemoenobuna npu nvpea u emopa xocnumanuzayus npu oeya ¢ OHC

180

160 1
140
120
100 +
80 A
60
40
20

Xemornodun-1 (n=42)

XemorimodouH-2 (n=42)

— Median

|

Min
Max

25th and 75th
Percentiles

Tabnuya 12: Paznuxku 6 HUBAmMa Ha xemo2100una npu OUONCUpanu u HebUONCUpaHu oeya npu

8CAKA €OHA xocnumaiausayus

Xemorsio0uH | buoncusi | N | Mean SD | Median| Min Max p
Hbl He 75 | 120,61 | 15,76 | 120,00 | 92,00 | 170,00
Hbl Ha 16 | 127,38 | 10,24 | 127,00 | 104,00 | 146,00 003
Hb2 He 32 | 120,00 | 17,15 | 121,50 | 75,00 | 163,00
Hb2 Ha 10 | 130,50 | 10,19 | 132,50 | 117,00 | 149,00 0040
Hb3 He 5 | 113,80 | 5,54 113,00 | 109,00 | 123,00
Hb3 Ha 2 | 132,50 | 6,36 132,50 | 128,00 | 137,00 na
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(m=75)

(n=10)

Que. 22: CpasHeHue medcoy CMouUHoCmume Ha XeMo2100una npu OUONCUpanu/HeduoOnCcupaHu

Oeua npu nvpsume ose Xocnumanuzayuu

Tabnuya 13: Paznuxu 6 HUBAMA Ha Xemo2100una mexcoy OUONCupanu u Hebuoncupauu deya 8

pamKume Ha nvpeunie ose Xxocnumanusauyuu

buoncus | Xemorniooun | N | Mean | SD | Median| Min Max p
Hbl 32 | 114,84 |16,40| 111,50 | 92,00 | 158,00

He 0,007
Hb2 32 | 120,00 [17,15| 121,50 | 75,00 | 163,00
Hbl 10 | 131,60 | 8,85 | 132,00 | 116,00 | 146,00

Ha 0,878
Hb2 10 | 130,50 |10,19| 132,50 | 117,00 | 149,00
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Que. 23: Jlunamuka Ha XxemMo2n100uHa U HAIUYUEemo UlU He Ha 6vOpeuHa buoncus

(n=32)

buomncua-He

(0=10)

XeMorno6nH-1 | XeMmormodun-2 | XeMorno6nn-1 | XeMormo6uH-2

(2=10)

Buoncusa-Jla

=— Median

25th and 75th
Percentiles

Min
—L Max

MMpocCiICAABaHC HAa KPCATHHWHA B IMHAMUKA 34 061uaTa mnmomynanus €€ yCTaHOBsIBaT

3HAYMMH PA3JIUKU B CTOMHOCTUTE My MEXy mbpBaTa u Tpetara ( p=0,06) u BTOpara u

TpEeTaTa XOCIIUTAJIN3allhN. CrarucTHyecKy 3HAYNMH PAa3JIMKU UMa U IIpH OPOCICAAIBAHE

Ha Kp€TanHHNHA 3a CbIIUTC XOCIIUTAIN3alH IIPpH He61/10r1c1/1paH1/1 0oJTHN.

Tabnuya 14: Ilpocneossarne cmoiinocmume Ha KpeamuHuHa 3a obwama nonynayus

Kpearunun N Mean SD Median Min Max

Kpearunun-1 90 55,65 28,78 51,00 3,50 177,00
Kpearunun-2 44 57,99 18,88 55,00 24,00 99,50
Kpearunun-3 13 57,69 14,91 64,00 35,00 75,00
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Ta6ﬂuua 15: Paznuxu 6 nusama na KpeamuHurha npu pasjiudHume xocnumaiusayuu

Kpearunun N Mean SD Median Min Max p
Kpearunun-1 43 66,80 33,73 57,00 24,00 177,00 0.121
Kpearunun-2 43 58.45 18,85 56,00 24,00 99,50 ’
Kpearnann-1 13 86,48 31,29 86,00 36,00 140,00 0.006
Kpearunun-3 13 57,69 14,91 64,00 35,00 75,00 ’
Kpearunun-2 13 74,81 17,91 79,00 39,00 99,50 0.006
Kpearnnun-3 13 57,69 14,91 64,00 35,00 75,00 ’
200 — Median
180 25th and 75th
Percentiles
160
Min
140 Max

120
100

80
J8 =

40
20

Kpearunun-1 Kpeatunun-2 Kpeatunus-1 Kpeatunus-3 Kpearunud-2  Kpeatunus-3
(n=43) (n=43) (n=13) (n=13) (n=13) (n=13)

Que. 24: Jlunamuxa na bOvOpeunama QyHKkyus, usmepena upe3 CmouHOCmume Ha KpeamuHuHa
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Tabnuya 16: Bpwv3ka medcoy npociedsasanemo Ha CMOUHOCMUmMe Ha KPeamuHUuHA U HAauduemo

Ha 6vopeuna buoncus

Kpearunun | buoncusi| N Mean SD | Median | Min Max p
He 74 54,19 28,07 48,00 3,50 177,00
Kpearunun-1 0,282
Ha 16 62,38 31,97 57,00 24,00 140,00
He 35 57,70 18,00 54,00 28,00 99,50
Kpearnnun-2 0,782
Ha 9 59,11 23,18 60,00 24,00 91,00
He 10 54,30 15,38 51,50 35,00 75,00
Kpearnnun-3 n/a
Ha 3 69,00 4,58 70,00 64,00 73,00
200 — Median
180 A —
25th and 75th
160 A D Percentiles
et Min
120 A Max
100 H
80 T
60 _ —
40
! I Ll I
4]
Buoncusa-He | Buonicus-/la | buoncusa-He | buoncusi-/la
(n=74) (n=16) (n=35) (n=9)
KpeatunuH- 1 KpeatuHuH-2

Que. 25: Omuowenue KpeamuHuH-npogexcoane Ha Ovopeuna buoncus
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Tabnuya 17: Bpvka medncoy OuHaMuKama Ha CMouHOCmume Ha KpeamuHuHa u npogexcoane Ha

6vOpeyna buoncus

buoncus | Kpearmnun N | Mean SD Median | Min Max p
Kpearunun-1 | 34 | 66,30 33,03 57,00 24,00 | 177,00

He 0,224
Kpearunun-2 | 34 | 58,28 17,94 55,00 28,00 99,50
Kpearunun-1 | 9 68,67 38,32 57,00 24,00 | 140,00

Ha 0,677
Kpeatunun-2 | 9 59,11 23,18 60,00 24,00 91,00
Kpearunun-1 | 10 | 79,53 27,41 84,00 36,00 | 127,00

He 0,022
Kpearunun-3 | 10 | 54,30 15,38 51,50 35,00 75,00

i Kpearunun-1 | 3 109,67 | 38,03 122,00 | 67,00 | 140,00 )

a n/a
Kpearunun-3 | 3 69,00 4,58 70,00 64,00 73,00
Kpearunun-2 | 10 | 73,05 19,56 75,50 39,00 99,50

He 0,022
Kpearunun-3 | 10 | 54,30 15,38 51,50 35,00 75,00
Kpearunun-2 | 3 80,67 11,68 83,00 68,00 91,00

Ha n/a
Kpearunun-3 | 3 69,00 4,58 70,00 64,00 73,00
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200

180 1 =
160
140 -
120 | T
100 | . T
80 T T - - - -
60 {1 | — _ - - _ _
40 _L J. .L l - L =
20 1 -
0
Kpearums-1 | Kpearwmms-2 | Kpearmm-1 | Kpearmmm-2 | Kpearwsme-1 | Kpearmsig-3 | Kpearums-2 | Kpeaumm-3
(n=34) (n=34) (n=9) (2=9) (n=10) (n=10) (1=10) (n=10)
Buomcus-He Broncus-Jla Buomcns-He Buomcus-He

Que. 26: Koperayus kpeamunur-ovopeuna ouoncus

= Median
25th and 75th
Percentiles

Min
Max

HpI/I IMPOCIICAABAHC HA CPUTPOIUTYPHUATA CE YCTAHOBABA CTATUCTUYCCKHU 3HAYNMa

pasiiiKa MCXKXAY IIbpBaTa U BTOpAaTa XOCIHUTAIN3alus Ha JA€HaTa C OCThbpP He(i)pI/IT

(p<0,01) 1 He ce ycTaHOBsIBa 3HAYMMa Pa3IMKa MEXIY EpUTPOLUTYpUATA IPU IbPBATa U

Tperara, BTOpara 1 4eTBbpTara, IbpBaTa U Y€TBbPTATA U TPETATA U YETBbpTATA

xocnuranu3auuu. He ce ycTaHOBSIBa 3aBUCUMOCT MEXAY €PUTPOLUTYPHSTA IPU

6I/IOHCI/IpaHI/I u HC6I/IOHCI/IpaHI/I Acla B paMKUTC HA PA3JIMUHUTC XOCIIUTAIU3al[UN.

Tabnuya 18: Ilpocneossane na epumpoyumypuama

Ep. B ypunara- | Ep. B
Ep. B ypunara-1 Ep. B ypunara-4
Ep. B ypunara ypuHara-3
N % N Y% N % N %
>10 RBC/pf 84 92,3 45 49,5 21 23,1 |8 8,8
<10 RBC/pf 6 6,6 13 14,3 7 7,7 4 4,4
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80

70
60

50

40

OtHocuteneH gan (%)

30

20
10

>10 <10
RBC/pf RBC/pf | RBC/pf RBC/pf | RBC/pf RBC/pf RBC/pf

Ep. B ypuHara-1

Ep. B ypuHara-2

Ep. B ypuHara-3 Ep. B ypuHaTta-4

>10

<10
RBC/pf

Que. 27: Epumpoyumypus npu pasiudHume XoCnumaniusayuu

Tabnuya 19: Cpasnenue na xemamypusama mexcoy pasiuyHume XoCHUmMaiu3ayuu

JIunceanu 1 1,1 33 36,3 63 69,2 |79 86,8
O6mo 91 100,0 |91 100,0 |91 100,0 |91 100,0
100
90

CpaBHenust p
Ep. B ypunara-1 Ep. B ypunara-2 <0,001
Ep. B ypunara-1 Ep. B ypunara-3 n/a
Ep. B ypunara-1 Ep. B ypunara-4 n/a
Ep. B ypunara-2 Ep. B ypunara-3 0,038
Ep. B ypunara-2 Ep. B ypunara-4 n/a
Ep. B ypunara-3 Ep. B ypunara-4 0,625
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Tabnuya 20: Bpw3ka mexcoy npocieoasanemo Ha XeMamypusama u Haauyuemo Ha Ovopeuna

buoncus
buoncus Oo0mo
£p. B ypimara Hen(%) | Jdan(%) n(%) P
>10 RBC/pf 69 (93,2) 15 (93,8) 84 (93,3)
Ep. B ypunara-1 <10 RBC/pf 5(6,8) 1(6,3) 6 (6,7) 1,000
O6mo 74 (100) 16 (100) 90 (100)
>10 RBC/pf 39 (79,6) 6 (66,7) 45 (77,6)
Ep. B ypunara-2 <10 RBC/pf 10 (20,4) 3(33,3) 13 (22,4) 0,404
O6mo 49 (100) 9 (100) 58 (100)
>10 RBC/pf 19 (76) 2 (66,7) 21 (75)
Ep. B ypunara-3 <10 RBC/pf 6 (24) 1(33,3) 7 (25) 1,000
O6mo 25 (100) 3 (100) 28 (100)
>10 RBC/pf 6 (66,7) 2 (66,7) 8 (66,7)
Ep. B ypunara-4 <10 RBC/pf 3(33,3) 1(33,3) 4(33,3) 1,000
O6mo 9 (100) 3 (100) 12 (100)

He ce YCTaHOBsIBAa 3HAYMMa Pa3JIMKa B CTOMHOCTHUTE Ha Kp€aTHWHA IIPH JCIa C U

0e3 XuIepBoJIeMUs B paMKUTE Ha pa3IMyHUTE XocnuTanu3zanun. Hamupa ce
CTAaTHCTUYECKH 3HAUYMMa Pa3jinKa Mexay usxonnoro C3 mpu aenara ¢ u 6e3

xunepsonemus ( p<0,01), koeTo e mo-HUCKO NpH Jenara ¢ xunepsosiemus. He ce

YCTAHOBABAT 3HAYMMHU paJIMKHU B HUBATA Ha XeMOIIOOMHA IIpH IIbpBaTa XOCIIMTAJIN3alUA,

KaKTO U B IMHAMHKA TIPH JIeriaTta ¢ U 0€3 XUIEePBOIEMUsI.

Mma naHHM 3a 3aBUCHMOCT MEX/y YITap3ByKOBaTa HaXxo[ka Ha ObOpenuTe npu

IIbpBa XOCIUTAIN3AIHNA HA ACTC C OCTHP He(i)pI/IT, n3passgaBaiia C€ B ITIOBUILICHA

eXOT€HHOCT Ha OBOpeuHus MapeHXrUM U JIUIcara Ha 0enopoOHa XUIepBOIEeMUs

(p=0,025).
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Tabnuya 21: Kopenayus medxcoy Husama Ha KpeamuHuHa u HAIuduemo Ha Xunepeoiemus npu

pasiudrume xocnumaniausayuu

Kpearnnun XunepnoJsiemusi | N Mean SD Median | Min Max p
He 81 53,89 26,61 48,00 20,40 | 177,00
Kpearunun-1 0,072
Ha 9 75,00 37,35 55,00 31,00 | 140,00
He 38 57,59 19,25 55,50 24,00 | 99,50
Kpearnnun-2 0,797
a 6 60,50 17,78 54,50 44,00 | 86,00
He 10 57,20 14,63 58,50 35,00 | 73,00
Kpearunun-3 n/a
Ha 3 59,33 19,14 65,00 38,00 | 75,00
200
180 4 — Median
160 4 25th and. 75th|
T Jres
120 Max
100 A
80 T

60
40 -
20 -

L

Xunepponemua-He
(n=81)

Xunepponemusa-Jla

(n=9)

Kpeatnaun-1

Xunepponemua-He

(n=38)

Kpeatunun-2

Xumepponemus-J/la
(n=6)

Que. 28: Bpwv3ka KpeamuHuH-xunepeoiemus npu npocieoasane

Tabnuya 22: Kopenayus mesxncoy nusama na C3 ¢hpaxyuama Ha KOMNOHEHMA U HATUYUEO UIU

H€ Ha xunepeojliemust 6 pamKume Ha pasiudynume xocnumaiusayuu

C3 Xunepposemust | N Mean SD Median | Min | Max p
He 70 1,00 0,41 1,08 0,00 | 1,69

C3-1 <0,001
Ha 9 0,35 0,37 0,17 0,00 | 1,05
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He 24 1,02 0,41 1,07 0,00 1,58
C3-2 n/a
Ha 3 0,73 0,72 0,76 0,00 1,44
He 6 1,07 0,14 1,11 0,81 1,20
C3-3 n/a
Ha 2 0,54 0,56 0,54 0,14 | 0,93
1.8
1,6 = Median
1.4 D 25th and 75th
Percentiles
1,2 A
1.0 = Min
Max
0.8 A T
0.6 '
0,4
0.2 1 —
0,0 —
Xunepponemua-He (n=70) Xumepponemusa-/la (n=9)
C3-1
Que. 29: Bpwvszka nusa na C3-xunepsonremusi npu oedioma na OHC
Tabnuya 23: I[Ipocnedssane na 8pv3Kama xemo2n00UH-xunepeoienus
Xemorno0un | XunepsoJjemusi | N | Mean SD |Median| Min Max p
Hbl He 82| 122,20 | 15,14 | 122,50 | 92,00 | 170,00
0,590
Hbl Ha 9 | 118,22 | 15,31 | 120,00 | 98,00 | 136,00
Hb2 He 37 | 123,43 | 15,90 | 124,00 | 75,00 | 163,00
0,403
Hb2 Ha 5 | 115,60 | 19,51 | 110,00 | 96,00 | 140,00
Hb3 He 4 | 125,50 | 9,61 | 125,50 | 114,00 | 137,00
n/a
Hb3 Ha 3 |110,67 | 2,08 | 110,00 | 109,00 | 113,00
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180
160
140

A

120

100
80
60
40 A
20 A

= Median
25th and 75th
Percentiles

Min
Max

Xumnepponemusa-He
(n=82)

XemornoGuu-1

Xumepsonemus-Jla

(n=9)

Xunepponemusa-He
(=37)

XemornoGuu-2

Xunepponemus-Jla

(n=5)

Que. 30: Omnowenue nusa nHa xeM02ﬂ06uH-xunep60ﬂeMuﬂ

Tabnuya 24: Bpw3ka medcoy HAnuyuemo Ha Xunepeoiemus U Haaudue Ha Xunepexo2eHHocm Ha

OvOpeyHUs NapeHxuM U NPOMUHUPAWU nupamuou npu Y3 uscieoeane

XunepsoJsemus
v O0mmo
JITPa3BYKOBAa HAXOAKAa
pasBy A He Tla n(%) p
n(%) n(%)
He 31 (38,3) 0 (0,0) 31 (34,4)
Yiarpa3sykosa
Ha 50 (61,7) 9 (100) 59 (65,6) 0,025
Haxoaka-1
Oo6mo 81 (100) 9 (100) 90 (100)
He 15 (51,7) 2 (40,0) 17 (50,0)
Yiarpa3sykosa
Ha 14 (48,3) 3 (60,0) 17 (50,0) 1,000
HaxoaKa-2
O06mo 29 (100) 5(100) 34 (100)
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100
90
80
70
60
50
40
30
20
10

OTtHocuTeneH aan (%)

60,0
2L7 48,3
i

He Oa

YnTpaseyHoBa HaxogKa-1 YnTpaseyKosa HaxogKa-2

He Oa

B Xunepsonemua-He W Xunepsonemwua-fa

Que. 31: Cpasrenue medicoy HATUYUEMO HA XUREPBOLeMUsL U 20penocoyeHama Y3 naxooka 6

OUHAMUKA

C3 u C4 (pakuus Ha KOMIUIEMEHTA ca U3CJIEABaHU MPU BCUUKH narueHTH. [Ipu 62
nena e uscnensan [gA, kato nipu 13 nena e yctTaHOBEeHa BHCOKA 32 ChOTBETHATA Bh3PacCT
CTOMHOCT, HO caMo 2 oT Tsix ca ¢ Henoch-Shonlein purpura u npu 2 nena ca yctaHoBeHU
Hucku HHUBa Ha [gA. IgG e uscnensan npu 58 nena v mpu €AHO ca YCTAHOBEHU BUCOKH
cToitHoCTH. IgM e m3cienBan npu 54 nena u € B TpaHULIMTE HA peepeHTHHUTE
CTOMHOCTH.

ANA e uzcnensana nipu 14 neua cbc cbMHeHue 3a SLE, kato nipu 5 ot Tsx €
yBeJnueHa B TUThbp Haja 1:1280, oT kouTo 10 Kpasi Ha MPOyYBaHETO UMa 2 Jela C
NOCTaBeHa JIMarHo3a JIymyc epuTeMaro3yc.

AntiDs-DNA wu3ciensana npu 4 iena, Kato MmpH 2 pe3yiaTaTuTe ca MOJ0KHUTETHH
U TIpU 2-OTPUIIATETHHU.

AntiSm-Ab ca u3cneaBanu npu 4 ena u ca OTPUIATEITHU.

Waaler-Rose- npu 4 nena- B pepepentru croitHoct, ANCA-MPO-ANCA, PR3-
ANCA, anti-SSB, anti-SSA, anti Scl70, Anti-Jo-1, anti centromer B- npu 2 nena ca
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OTpHULATCIHU, a anti-SSA u AHTUHYKJICO30MU-U3CJICABAHU IIPH 1 JACTC- IOJIOKUTCIIHU 1

ANCA-MPO u PR3-orpunareianu.

Kamwsipockonus e nposeana npu 1 aete u € HopMaaHa. YCTaHOBSIBA CE

CTaTUCTUYCCKHU 3HAYMMa pa3JIMKa C IIOBUIIIABAHC Ha C3 (bpaKumITa Ha KOMIIJICMCHTA IIPpU

npocieAsBaHe Ha Jierara ¢ OCTbp He(ppuTEH CUHAPOM MPU I'bpBATa U BTOpaTa

xocrramm3anus ( p=0,013).

Tabnuya 25: JJunamuxa na C3-¢ppaxyusma na komniemenma

C3 N Mean SD Median Min Max
C3-1 79 0,93 0,45 1,05 0,00 1,69
C3-2 27 0,99 0,44 1,06 0,00 1,58
C3-3 8 0,94 0,35 1,06 0,14 1,20

Tabnuya 26: Cpasnenue na C-3 ¢hpaxyusma na Komniemenma npu nopeama u 6mopama

xocnumanusayus

C3 N Mean SD Median Min Max p
C3-1 22 0,81 0,47 0,88 0,15 1,56 0.013
C3-2 22 1,07 0,37 1,10 0,15 1,58 ’

18

1,6 -
1.4
1.2 |
1,0 -
0.8
0,6
0.4
0.2

1

0,0

€3-1 (n=22)

C3-2 (n=22)

— Median
25th and 75th
Percentiles

Min
Max

Que. 32: I[Ipocneossane na C3-gppaxkyusma npu nvpemume 08e XOCHUMAIUAYUU NPU BCUYKU

oeya c OHC
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Hanuuna e xopenanus Mexay Huckute HuBa Ha C3 dpakiusaTa Ha KOMIIEMEHTa
U Jurcara Ha ObOpeuHa Ouorcus Mpu Jela ¢ OCTbp HePPUTEH CUHAPOM MPH ITbpBATa

xocnutanuzanus ( P = 0,027). Cpiata He € OTKpUTA MPU CIASABAIIUTE IPOCIICISIBAHUS.

Tabnuya 27: Kopenayusi mescdy nusama na C3 u nposedicoanemo Ha OvOpeuna obuoncusi npu

pasiudrume xocnumaiausayuu

C3 buoncus N Mean SD Median Min Max p
He 70 0,90 0,46 1,01 0,00 1,69
C3-1 0,027
Ha 9 1,17 0,33 1,25 0,33 1,40
He 22 0,97 0,47 1,07 0,00 1,58
C3-2 0,803
Ha 5 1,05 0,33 1,00 0,66 1,57
He 7 0,92 0,37 1,08 0,14 1,20
C3-3 n/a
Ha 1 1,04 1,04 1,04 1,04
1.8 — Median
L6 25th and 75th
14 4 -‘- T T DPerc:nntiles
+ ) j M.
12 1 _ M:;(
1,0 — —
0.8
L
0.6
0.4
0.2
0.0
Buoncua-He | buoncua-a | buoncuia-He | buomcnsa-Jla
(n=70) (n=9) (n=22) (n=5)
C3-1 C3-2

Que. 33: Bpvska medcoy nusama Ha C3 u Haruyuemo Ha 6voOpeuna buoncusi 8 OUHAMUKA
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Tabnuya 28: Paznuxku 6 Husama na C3 6 3a8UCUMOCH O NPOBEHCOAHEMO UIU He Ha ObOpeuHa

buoncus npu nope()Hu xocnumaausayuu

buoncus C3 N Mean SD Median | Min Max p

C3-1 18 0,77 0,47 0,81 0,15 1,56
He 0,026
C3-2 18 1,07 0,38 1,11 0,15 1,58

C3-1 4 1,02 0,47 1,17 0,33 1,40 n/a
Ha

C3-2 4 1,09 0,38 1,06 0,66 1,57
18 — Median
1,6 T T 25th and 75th
1.4 T - D Percentiles
1.2 1 — —_— _ Min
1,0 Max
0.8 A —_—
0.6 1 -
0.4 _L
0,2 L -
0,0

C3-1 (n=18) | C3-2 (n=18) | C3-1 (n=4) ‘ C3-2 (n=4)
buoncua-He buoncusa-/la

Que. 34: Bpwska cmounocmu Ha C3-6wbpeuna buoncus

YcTaHOBSsBA C€ MMOJIOKUTEIHA KOPEIalns MEKAY HAJTUIUETO HAa IPOTEUHYPHUs IIPU

nebroTa Ha HeppuTHUS cuHApPOoM U Huckara C3 ¢dpakuus Ha koMiiemenTa (p=0,019).
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Tabnuya 29.: Kopenayus- nanuuue na npomeunypusi-nuea na C3 gppakyus Ha komniemenma

bearbk B
C3 N Mean SD |Median| Min Max p

ypHHATa

Herarusen 10 1,25 0,21 1,17 1,03 1,69
C3-1 0,019

ITo3utuBeH 69 0,88 0,46 1,00 0,00 1,65

Herarupen 6 0,92 0,44 0,98 0,15 1,37
C3-2 0,575

Ilo3utnBeH 17 1,01 0,46 1,12 0,00 1,58

Herarupen 4 0,83 0,49 0,99 0,14 1,20
C3-3 n/a

ITo3utuBeH 2 0,99 0,08 0,99 0,93 1,04

1.8 — Median

1.6 1 T T 25th and 75th

an

1.4 7 ' _ - T D Percentiles

1.2 - - _ _

oy = - - B

0,8

0,6

0.4 J-

0,2

0,0

benTek B benTek B benTek B benTek B
ypuHaTa (-) | ypuHata (+) | ypuHata (-) | ypuHata (+)
(n=10) (n=69) (n=6) (n=17)
C3-1 C3-2

Que. 35: 3asucumocm medcoy Hanruvuemo Ha npomeunypusi u huema na C3 paxyusama Ha

Komnjiemernma
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CTJH_[CCTBYBa 3HaYMUMa Kopejlaousa MCXKIY HUCKHUTC HUBA Ha C3 (baKHI/I}ITa Ha

KOMILJIEMEHTA B HA4aJI0TO Ha 3a00/IIBAHETO M HAJIMYHUETO HA XUIICPCXOIrCHHOCT HA

O0bOpeunust mapenxum npu Y3 uscneasane ( p< 0,001).

Tabnuya 30: Bpvska medcoy cmotinocmume na C3 u yimpazeykosama Haxooxka Ha 6vopeyume

Yarpa3BykoBa
C3 N Mean |SD Median | Min Max p
HaxoaKa
He 27 1,13 0,27 1,17 0,41 1,69
C3-1 0,001
Ja 52 0,82 0,49 0,97 0,00 1,56
He 9 0,84 0,49 1,04 0,00 1,37
C3-2 0,595
a 11 1,02 0,42 1,06 0,00 1,58
1.8 — — Median
L6 25th and 75th
an
L4 T T U Percentiles
1,2 - .
— in
1.0 — Max
0.8
0,6
0,4 -
0,2

0,0

VITpa3ByKOBa | YITPa3BYKORBa | YITPa3BYKOBa | YITpa3ByKOBa
Haxonka-He | Haxopgka-lla

(0=27)
C3-1

(n=52)

Haxogka-He

(n=9)

Haxogka-/la
(n=11)

C3-2

Que. 36: I[Ipocneossane Ha 3a8UcCUMoOcmma mexcoy Y3 usmenenus Ha OmoenumerHama cucmemda

u C3 ¢ppaxyusma na xomniemenma
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VYeraHOoBsIBa ce Kopenalusi MeXy HaIM4MeTo Ha Y3 Haxozaka ( XUIIEePEeXOreHHOCT
Ha OBOpeUHMsI MApEeHXUM) U HUcKaTa ¢ppakuus Ha C3 Ha KOMIUIEMEHTA MIPU

HeOuoTcupaHuTe Jiela ¢ ocTbp Heput B 1edroTa Ha 3ab6onaBaneTo ( p=0,004).

Tabnuya 31: Omuowenue mexcoy: C3 ¢hpakyus na Komniemenma, Haiuyue Ha ObOpeuna

ouoncus u xunepexoeeHHocm Ha OvoOpeunus napenxum npu Y3 uzciedsaue

Yarpa3BykoBa
C3 Buoncus N [Mean | SD | Median | Min | Max ]
HaX0IKAa
He 241 1,11 | 0,28 1,12 0,41 | 1,69
He 0,004
C3.1 a 46 | 0,78 | 0,49 0,88 0,00 | 1,56
He 3 1,28 | 0,10 1,25 1,20 | 1,40
lla n/a

Ha 6 | 1,12 | 0,40 1,28 0,33 | 1,36
18 — — Median
167 25th and 75th
L4 1 T D Percentiles
1,2 — . i
1,0 1 —_ Max
0,8
0,6
0,4 =
0,2
0,0

VirpasBykoBa Haxogka-He | VYirpassykosa Haxopgka-lla
(n=24) (n=46)
Buoncusa-He
C3-1

Que. 37: Kopenayus- buoncus-yY3 na o6vopeyums

He ce ycranoBsiBa 3aBucumoct Ha HuBaTa Ha C3 ¢pakuuara Ha KOMILUIEMEHTA

MCXKY I1oABAaTa HAa CUMIITOMHUTC HAa OCTPHUA He(i)pI/IT J0 Ha4aJIOTO Ha XOCIIUTAaJIN3alusiaTa.
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Tabnuya 32: 3asucumocm nusa na C3- 0o nosea Ha cumnmomume Uil 00 XOCHUMAIU3AYUINA

Ilepuoa 1o nosiea Ha | Ilepuoa a0 xocnuranusanus (B

3 CUMIITOMH (B CeJIM.) ceam.)

r -0,160 -0,177
C3-1 p 0,288 0,308

N 46 35

r -0,029 -0,149
C3-2 p 0,902 0,611

N 20 14

r -0,109 0,316
C3-3 p 0,816 0,604

N 7 5

He ce oTkpuBa cTaTUCTUYECKU 3HAYMMA Pa3IuKa MEXK]y MaIllUEHTUTE C:
nHucku C3 u C4 ppakiuu Ha KomIuieMeHnTa, Hucka C3 u Hopmanina C4 dakius Ha

komruieMeHTa ¥ HopMaiiHu C3 u C4 pakiuy Ha KOMIUIEMEHTA.

Tabnuya 33: Ilpoyenmno omuowernue medxncoy oeyama c nucku C3 u C4, nucka C3 u nopmanua

C4 u nopmannu C3 u C4 ¢ppaxyuu na xomniemenma

C3
C4
Hucko Hopma O0mo
N 27 42 69
Hucko % C4 39,13 60,87 100,00
% C3 100,00 95,45 97,18
N 0 2 2
Hopma % C4 0,00 100,00 100,00
% C3 0,00 4,55 2,82
N 27 44 71
O0mo % C4 38,03 61,97 100,00
% C3 100,00 100,00 100,00

Crp. | 98



[IpocneasBaneTo Ha KOJMYECTBOTO HA poTenHypusita ( g/1) mokaspa 3HAYUMO

HaMaJIIBaHC MCXKY ITbpBaTa U TPETATA U BTOpATA U TPETAaTa XOCIIUTAIN3alA Ha ACLaTa

¢ He(pputen cunapom ( cbotBeTHO p=0,035 1 p =0,033).

Tabnuya 34: Jlunamuxa Ha npomeunypusma

KonmnuecTBo OenThK B N Mean SD | Median | Min Max
ypHHara
KonnuectBo OenThK B 65 0,88 1,21 0,47 0,07 7,93
ypuHara-1
KonudecTBo OeNTHK B 39 0,74 1,26 0,29 0,00 5,57
ypHHaTa-2
KonudecTBo OeNTHK B 15 0,68 0,67 0,38 0,12 2,36
ypHuHara-3
KonuuecTBo GentbK B 3 0,31 0,07 0,27 0,27 0,39
ypuHara-4
Tabauya 35: Cpaenenue Ha npOMeURypUsMa NPy pasiuyHume XoCcnumanu3ayuu
KonnuecTtBo 0entek B N | Mean SD Median Min Max P
ypuHara
KonngectBo Oentuk B 24 | 122 1,59 0,67 0,10 7,93
ypuHara-1 0,067
KomuuectBo 6enThk B 24 | 095 1,41 0,38 0,06 5,57
ypuHara-2
KonngectBo Oentuk B 14| 1.56 1,96 1,20 0,27 7,93
ypuHara-1 0,035
KonnuecTtBo 06enThK B 14| 072 0,68 0,44 0,14 2,36
ypuHara-3
KonnuectBo 0enThk B 15| 135 1,66 0,55 0,20 5,57
ypuHara-2 0,033
KonnuectBo 0enTek B 15| 0.68 0,67 0,38 0,12 2,36
ypuHara-3
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CrpliecTBYyBa MOJIOKUTETHA KOpeIalus MEeXAy HATUUYUETO Ha IPOTEUHYpHUs U

yATpa3ByKoBaTa Haxoj/Ka mpu jedrora Ha 3abomsBaneTo ( p=0,040). TakaBa kopemarms He

CC YCTAHOBABA IIPU MPOCICAABAHC HA ITAIUCHTHUTC.

Tabnuya 36: Kopenayus npomeunypusi-xunepexo2eHHocm Ha 0bOpeyHus napeHxum

KonuuectBo 6enThk | YarpasBykoBa N | Mean | sSD | Median | Min Max p

B ypHHaTa HaxXoJKa

KonnuecTBo O0enTHK He 16 | 0,46 | 0,49 0,31 0,07 2,00 0,040
B ypuHara-1 Ha 48 | 1,01 | 1,35 0,52 0,10 7,93
KonnuecTBo 0enTHK He 12 | 0,92 | 1,07 0,37 0,10 3,59 0,061
B ypuHara-2 Ha 11 | 0,98 | 0,66 0,70 0,15 1,98
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Que. 39: [Ipocneossane Ha 8pv3KAmMa mMedHcoy HaIUYUemo Ha npomeunypus u Y3 naxooxka npu

oeya c OHC

Tabnuya 37: Bpw3ka medxncoy konuvecmgeomo benmvk 6 ypunama u C3 ¢ppaxyusma na

KoMnJleMenma

Bpb3ka mexny: r p n
C3-1 KonuuectBo 6enThk B ypuHara-1 -0,012 0,930 56
C3-2 KonuuectBo 6enThK B ypuHaTa-2 -0,073 0,766 19

He ce YCTAaHOBABA 3HAYUTCIIHA KOPCIalnAa MCXKIY CTCIICHTA HAa XCMATypPHATa U

HuBata Ha C3 (pakuusiTa Ha KOMILUIEMEHTA IPHU PA3IMYHUTE XOCIUTAIIM3AINY Ha Jeriara

¢ He(ppuren cunapom ( p=0,450 u p=0,386).

Tabnuya 38: Kopenayus mesxncoy xemamypuama u C3 ¢ppakyusma na KomniemeHma

C3 Ep. B ypunara N Mean SD | Median | Min Max p
>10 RBC/pf 73 0,91 0,47 1,01 0,00 1,69

C3-1 0,450
<10 RBC/pf 5 1,12 0,07 1,09 1,06 1,23
>10 RBC/pf 18 1,00 0,49 1,10 0,00 1,58

C3-2 0,386
<10 RBC/pf 6 0,96 0,24 0,95 0,67 1,28
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Que. 40: Bpvska medcoy Hanuuuemo uiu He Ha xemamypus u Husama Ha C3

He ce ycraHOBsABa CTaTUCTUYECKH 3HAUMMA BPb3Ka MEKY CTCIICHTA Ha
EpPUTPOLIUTYPUATA, HATTUYUETO HA MPOTEUHYPHUS U YATPA3ByKOBaTa HaXOKa MpHU Je0roTa

Ha 3abomsBaneTo ( p=1).

Tabnuya 39: Kopenayus epumpoyumypus-ovopeuna xunepexozennocm npu Y3 uzcneosane

Yarpa3BykoBa HAX0aKa
Ep. B ypunara He Hda Obuto p
n(%) n(%) n(%)
>10 RBC/pf 29 (93,5) 55 (94,8) 84 (94,4)
Ep. B ypunara-1 |< 10 RBC/pf 2 (6,5) 3(5,2) 5(5,6) 1,000
06110 31 (100) 58 (100) 89 (100)
> 10 RBC/pf 11 (64,7) 15 (88,2) 26 (76,5)
Ep. B ypunara-2 |< 10 RBC/pf 6 (35.,3) 2(11,8) 8(23,5) 0,225
06110 17 (100) 17 (100) 34 (100)
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Que. 41: Ilpocneosasane na 3a8ucumocmma mexcoy epumpoyumypusama u Y3 naxooka Ha

omoenumenHama cucmema

Tabnuya 40: 3asucumocm npomeunypus-y3 naxooka

Yarpa3BykoBa HaxoAKa
bearbk B ypuHara He Ha Obuto p
n(%) n(%) n(%)
Herarusen 4(12,9) 7(11,9) 11(12,2)
benTok B ypunara-1 | [lo3utuBen 27 (87,1) 52 (88,1) 79 (87,8) 1,000
O6m10 31 (100) 59 (100) 90 (100)
Herarusen 5(29,4) 3 (18,8) 8(24,2)
benTok B ypunara-2 | [lo3utuBen 12 (70,6) 13 (81,3)| 25(75,8) 0,688
O6m10 17 (100) 16 (100) 33 (100)
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Que. 42: [lunamuxa npomeunypus-Y3 nHaxooka

YcTaHOBsIBa c€ 3HAUMMO TTOHMKaBaHE Ha CUCTOJIHOTO APTCPHUATIHO HAJIATAHC IIPpU

Jiela ¢ OCThp HEPPUTEH CUHAPOM MEKIY ITbpBaTa U TpeTara U BTopaTa U TpeTara

xocnuranu3anuu ( cboTBeTHO p=0,021 1 p=0,030).

Tabnuya 41: IIpocneossane na apmepuarnomo nanseane npu deya ¢ OHC

AH N Mean SD Median Min Max

SAP 1 87 118,85 19,51 116,00 83,00 180,00
SAP 2 59 116,63 16,79 113,00 80,00 157,00
SAP 3 27 121,81 13,64 122,00 98,00 149,00
DAP 1 87 70,26 14,44 67,00 47,00 118,00
DAP 2 59 67,49 13,24 67,00 40,00 110,00
DAP 3 27 72,52 11,36 73,00 47,00 98,00
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Tabnuya 42: [lunamuka 6 cucmyiHomo u ouacmoarnomo apmepuanno Hanseane (SAP u DAP)

AH

N Mean SD Median | Min Max p
SAP_1 58 119,00 18,75 118,50 | 83,00 180,00 0.149
SAP 2 58 116,55 | 16,92 113,00 | 80,00 | 157,00 ’
SAP_1 26 129,85 | 17,88 127,50 | 99,00 | 180,00 0,021
SAP_3 26 121,73 13,90 121,50 | 98,00 149,00 ’
SAP 2 27 126,93 14,50 | 127,00 | 105,00 | 157,00 0.030
SAP 3 27 121,81 13,64 | 122,00 | 98,00 | 149,00 ’
DAP_1 58 69,83 14,01 67,00 47,00 100,00 0.10
,197
DAP_2 58 67,50 13,35 67,00 40,00 | 110,00
DAP_1 26 75,31 15,51 70,50 50,00 | 100,00 032
DAP_3 26 72,27 11,51 73,00 47,00 98,00 ’
DAP_2 27 72,56 14,27 75,00 48,00 | 110,00 0.99
DAP_3 27 72,52 11,36 73,00 47,00 98,00 ’
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OtunTaT ce 3HAYMMO MO-BHCOKH CTOWHOCTH Ha CHCTOJHOTO apTEepPHUATHO HaJISITaHe
npyu MOMYeTa Ipu Je0r0Ta Ha He(PPUTHHSI CHHIAPOM B CPABHEHHUS C MOMHUYETA
( p=0,046). ITonoOHa nonoBa NpeAMJIEKIMS HE ce HaOMoAaBa py IpocieaAsBaHe Ha

APTCPHUAJIHOTO HAJIATAHC ( CHUCTOJIHO 1 ,Z[I/IaCTOJ'IHO) B JIBAaTa I10J1a.

Tabnuya 43: Ilonoso paznpedenenue na oeya ¢ OHC u 3asucumocm om apmepuainomo

HajisleaHe

AH Mox N Mean SD Median | Min Max p
Mmbxe 54 122,44 | 20,91 | 119,00 | 88,00 | 180,00

SAP 1 0,046
Kenn 33 112,97 | 15,54 | 110,00 | 83,00 | 143,00
Mmpxe 34 120,44 | 18,08 | 119,00 | 90,00 | 157,00

SAP 2 0,121
Kenu 25 111,44 | 13,53 | 110,00 | 80,00 | 140,00
Mmnxe 19 121,26 | 13,13 | 124,00 | 98,00 | 145,00

SAP 3 0,958
Kenn 8 123,13 | 15,65 | 117,50 | 108,00 | 149,00
Mmbxe 54 70,80 15,99 | 67,00 | 47,00 | 118,00

DAP 1 0,979
Kenu 33 69,39 11,63 68,00 54,00 | 100,00
Mmnxe 34 68,53 14,03 66,00 | 48,00 | 110,00 0,878

DAP 2
Kenn 25 66,08 12,22 67,00 | 40,00 86,00
Mmpbxe 19 70,05 11,17 | 73,00 | 47,00 89,00

DAP 3 0,11
Kenn 8 78,38 10,16 | 78,00 | 65,00 | 98,00
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Tabnuya 44: 3asucumocm SAP, DAP u nanuuue na 6vopeuna 6uoncus

AH buoncus N Mean SD Median | Min Max p
SAP 1 He 73 117,36 | 19,07 | 116,00 | 83,00 | 179,00

SAP_1 Ha 14 126,64 | 20,64 | 122,50 | 103,00 | 180,00 0.1
SAP 2 He 50 115,18 | 15,99 | 112,00 | 80,00 | 157,00

SAP 2 Ha 9 124,67 | 19,76 | 121,00 | 96,00 | 155,00 0177
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SAP 3 He 21 118,57 | 12,12 | 119,00 | 98,00 | 149,00

SAP 3 Ha 6 133,17 | 13,44 | 137,00 | 111,00 | 145,00 0038
DAP 1 He 73 69,93 14,80 | 67,00 | 47,00 | 118,00

DAP 1 Ha 14 72,00 12,72 | 71,00 | 55,00 | 100,00 0412
DAP 2 He 50 67,50 14,04 | 67,00 | 40,00 | 110,00

DAP 2 Ha 9 67,44 7,94 67,00 | 53,00 | 79,00 0524
DAP 3 He 21 72,90 11,66 | 73,00 | 47,00 | 98,00

DAP 3 Ha 6 71,17 11,16 | 73,50 | 54,00 | 84,00 -8
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YcTaHOBsIBa C€ CTaTUCTUYECKHU 3HAUMMa 3aBUCUMOCT MCXKAY CUCTOJHOTO

apTepualiHO HaJsiTaHe, HUBaTa Ha XxeMormoouHa u kpearununa ( p<0,001) u

HCCTATUCTUYCCKHU 3HAYMMa 3aBUCUMOCT MCIKAY CTOMHOCTUTE HA JUACTOJIHOTO

apTepualiHO HaJsraHe, xeMorinoouna u kpearununa ( p=0,026).

Tabnuya 45: Omnowenue SAP/DAP- xemoenobun-kpeamurun

AH Hb Kpearnnun
r 0,323 0,481
SAP p 0,002 <0,001
N 87 86
r 0,179 0,241
DAP p 0,097 0,026
N 87 86

HabnronaBa ce HamansiBaHe Ha OTHOCUTENHMS JIJ1 Ha Jieuata ¢ 1(+) npoTeuHypus

(ot 73,6% 1o 25% npu Tperara XoCIUTAIN3alMs) U YBEIUYaBaHe HA JIeNa Ha Te3H 0e3

nporeunypus (ot 12,1% no 57,1%) npu npocneasBaHe Ha MallUEHTUTE.
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Tabnuya 46: I[pocredssane na arOymuHypusma

Asoymun-1 AJI0yMHUH-2 An0ymnH-3
ANOyMUH

N % N % N %
He 11 12,1 12 214 16 57,1
Cnenun 13 14,3 14 25,0 5 17,9
Ha 67 73,6 30 53,6 7 25,0
O6mo 91 100,0 56 100,0 28 100,0
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Due. 49: Jlunamuka 6 cmenenma Ha alOYMUHYpPUS NPU PA3TUYHUME XOCRUMATU3AYUUU

YcTaHoBsIBa ce KOpcCIallMOHHA 3aBUCUMOCT MCKIY BUCOKUTC CTOMHOCTH Ha

cucronHoto ( p=0,036) wu auactomuoto ( p<0,001) apTepuaiHO HaNsATaHE U CTENEHTA Ha

NPOTEUHYpUATA IPU MPOCIIEIBaHE HA MAIllUEHTUTE CJe/ Je0r0Ta Ha OCTpUsl HEQPUT.

Taonuya 47: Kopenayuss CAH//[AH-npomeunypusi npu npocieossane na oeya ¢ OHC

AH AJIOyMUH N Mean SD | Median| Min Max p
He 11 118,09 | 16,43 | 122,00 | 92,00 | 140,00

SAP 1| Crnemnm 12 113,50 | 12,11 | 112,00 | 95,00 | 140,00 0,572
Ha 64 119,98 | 21,08 | 118,50 | 83,00 | 180,00
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He 11 65,55 11,80 62,00 | 47,00 | 90,00
DAP 1| Cnemn 12 71,00 14,21 70,00 50,00 | 100,00 0,516
Ha 64 70,94 14,92 67,00 52,00 | 118,00
He 9 106,11 | 11,84 | 105,00 | 90,00 | 125,00
SAP 2| Cuemn 12 116,17 | 19,38 | 113,00 | 90,00 | 155,00 0,036
Ha 29 122,38 | 15,70 | 119,00 | 100,00 | 157,00
He 9 54,44 8,38 53,00 | 41,00 | 67,00
DAP 2| Cnemn 12 68,17 8,26 67,50 55,00 82,00 0,001
Ha 29 72,69 12,76 72,00 51,00 | 110,00
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Que. 50: CAH-anbymunypus 6 ounamuxa
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OO6paTHOMIPONOPIIMOHATIHO HA KPEaTUHUHA, CE€ YCTAaHOBSIBA HECTATUCTUYECKHU

3HAYMMO ITOBHUIIABAHC HAa KPCTAMHUHOBUS KIIMPBHC IIPU BCUYKH ACIA MCIKAY ITbpBaTa U

tpetata ( p=0,009) u BTOpara u tparara (p=0,011) xocnuranuzanuu.

Tabnuya 48: Ipocneossane na KpeamuHUHOBUSL KIUPBLHC

KpearunnHoB KJIMpPBHC N Mean SD Median | Min Max
Kpearnnunos knupbHC-1 90 139,66 46,24 136,59 44,57 285,83
KpearnnunoB kimpbHC-2 44 130,69 38,93 130,64 58,11 245,00
KpearnnunoB knupbHC-3 13 127,66 25,76 121,52 92,77 168,70
Tabnuya 49: Cpasnasane Ha KpeamuHUHOBUSL KIUPBHC

KpearnHnHOB KIHpPBHC N | Mean SD | Median | Min Max p
Kpearununos knupbHC-1 43 | 124,57 | 49,03 | 119,16 | 44,57 251,13
KpearnnnHOB KiupbHC-2 43 | 129,47 | 38,54 | 130,60 | 58,11 245,00 0423
KpearnnnnoB knupsbHC- 1 13 93,92 41,60 80,91 49,45 168,70
KpearnnunoB knupbHC-3 13 | 127,66 | 25,76 | 121,52 | 92,77 168,70 0:009

Crp. | 112




Kpearnnunos kimpbHC-2 13 | 101,68 | 36,06 92,17 58,11 172,48

0,011
KpearnnunoB kinupbHC-3 13 | 127,66 | 25,76 | 121,52 | 92,77 168,70
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Que. 52: Ilpomana na Ha KpeamuHUHOBUS KAUPBHC NPU PAZTUYHUME XOCRUMATUZAYUU

YcraHoBsBa ce 3HAYMMO MOBUIIABAHE B CTOMHOCTUTE Ha KPEaTUHUHOBUS KIUPBHC
npu HeOMOTICHpaHu Aela MexXay bpBara u Tperara ( p=0,028) u Bropara u Tperata

( p=0,028) xocruTaNIU3aIUH.

Tabnuya 50: Bpvska medncoy KpeamuHuHOBUs KIUPLHC 8 OUHAMUKA U NPOBEHCOAHEMO HA

OvOpeuna buoncus

Kpearununos

buoncunsa | N Mean SD Median | Min Max p
KJIHPBHC
KpearnauHos He 74 138,26 | 46,57 | 132,12 | 44,57 | 285,83 0,432
KIUpBHC-1 Ja 16 146,15 | 45,53 | 140,51 59,84 | 251,13
Kpearnnunos He 35 125,24 | 35,09 126,07 58,11 | 190,49 0.206
KITUPBHC-2 Ha 9 151,92 | 47,73 | 134,75 | 87,96 | 245,00
Kpearununos He 10 123,53 | 23,59 | 119,35 | 92,77 | 168,00
KJIUPBHC-3 Jla 3 141,42 | 33,31 151,25 | 104,30 | 168,70 n/a
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Que. 53: Kpeamununos kiupvHc-6vOpeuna buoncus

Tabnuya 51: Kopenayus mesxicoy npomanama 8 KpeamuHUHO8Us. KIUPBLHC U NPOBEHCOAHemo Ha

Ovopeuna buoncus

Bbuoncus | KpearununoB ksmmpbHe | N | Mean | SD |Median| Min | Max p
He Kpearununos kmmpwuc-1 | 34 | 119,89 [ 46,62 | 117,38 | 44,57 | 248,27
Kpearununos kmupbHc-2 | 34 | 123,53 | 34,12 | 125,50 | 58,11 | 190,49 0313
Ha Kpearunnnos knupbHC-1 9 142,23 156,69 | 143,48 | 59,84 | 251,13
KpearnnunoB kimpbHC-2 9 | 151,92 (47,73 | 134,75 | 87,96 | 245,00 0859
He Kpearununos kmupwHe-1 | 10 | 92,11 [40,59| 82,08 | 49,45 | 168,70
KpearununoB kmupwHe-3 | 10 | 123,53 123,59 | 119,35 | 92,77 | 168,00 0.028
Ja Kpearnnunos knmupbHC-1 3 19995 |53,85| 78,86 | 59.84 | 161,15
KpearunuHoB knupbHC-3 3 1141,42 33,31 | 151,25 | 104,30 | 168,70 na
He KpearununoB kmupwHe-2 | 10 | 95,38 |35,55] 90,13 | 58,11 | 172,48
Kpearununos knupbHe-3 | 10 | 123,53 (23,59 119,35 | 92,77 | 168,00 0:028
Jla KpearnnunoB knupbHC-2 3 122,69 35,43 | 121,33 | 87,96 | 158,78
KpearununoB knupbHC-3 3 141,42 (33,31 | 151,25 |104,30| 168,70 n/a
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Que. 54: Kpeamununos KIUpbHC 8 OUHAMUKA-ObOpeuHa Ouoncus

Ha6JHOI[aBa CC CTaTUCTUYCCKHN 3HAYMMaA 3aBUCHUMOCT MCKAY ITO-BUCOKUTC

CTOMHOCTH Ha KPEaTUHWHOBHUSI KJIUPBHC U Juricara Ha xumnepBouemus ( p=0,010) wiu

6emonpoben otok ( p< 0,001) mpu nebrora Ha nemara ¢ ocTsp HedpuT. [Ipu

MMpOCIICAABAHCTO UM 3aBUCHUMOCTTA CC 3alla3Ba CaMO B I'pyIliaTa Ha TE3U C 6€J'IOI[p06HI/I$I

otok ( p=0,013).

Tabnuya 52: Omnowenue KpeamunuHo8 KIUPbHC NpU Npociedsaséane u Haiuvue Ha

Xunepsonemusl
Kpearumimon Xunepposaemusi | N | Mean SD |Median| Min | Max p
KJIMPBHC
Kpearnnunos He 81 | 144,11 | 44,59 | 141,06 | 44,57 | 285,83 0.010
KJIMpbHC-1 Ha 9 99,70 | 43,67 | 110,47 | 45,15 | 180,19
Kpearnnunos He 38 | 134,05 | 39,64 | 132,00 | 58,11 | 245,00 0.151
KJIIUPBHC-2 Ha 6 109,45 | 27,98 | 108,27 | 73,50 | 140,47
Kpearununos He 10 | 133,03 | 24,49 | 131,21 | 104,30 | 168,70
KJIUpBHC-3 Ha 3 | 109,76 | 25,65 | 97,25 | 92,77 | 139,26 na
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Que. 55: Kopenayus kpeamuHuHo8 KIUPBLHC-XUNEPBOTEMUsL

Tabnuya 53: Bpv3ka KpeamuHuHo8 KIUpbHC- 6e100poder 0mox

Kpearunusos | Beaonpoden N | Mean SD |Median| Min | Max P
KJIHPBHC 0TOK

KpearHummos He 77 [ 146,70 | 44,14 [ 14348 | 44,57 [ 28583 | ()
KJIMpBHC-1 Ja 13 | 98,02 | 36,33 | 104,76 | 45,15 | 180,19
KpearnnuHoB He 34 | 138,55 | 38,79 | 136,28 | 58,11 | 245,00 0,013
KJIMPBHC-2 Ia 10 | 103,97 | 26,45 | 100,54 | 60,62 | 140,47
KpeaTHHHHOB He 7 | 127,08 | 24,03 | 117,17 |104,30| 168,70 n/a
KJIMPBHC-3 Ja 6 | 128,34 | 29,98 | 130,39 | 92,77 | 168,00
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Que. 56: IIpocneossane Ha omHoulenuemo 6en100poder OMoK-KpeamuHuHo8 KIUPbHC

HagHopmeHu CTORHOCTH Ha apTepuagHOTO HaJIAraHe ce YCTaHOBsBAT mpu 35,7%

3a CUCTOJIHOTO U 23,6% 3a TMacTOJHOTO HAJIATaHE HA JieraTa ¢ OCThp NIOMEpYIOHEQPUT

34 [Iepruoaa Ha IpoCiICaAIBaAHCTO UM.

Tabnuya 54. JJunamuxa na CAH

CAH-1 CAH-2 CAH-3
CAH
N % N % N %
Hopma 55 63,2 40 66,7 17 63,0
3aBUIIICHO 32 36,8 20 333 10 37,0
O6m10 87 100,0 60 100,0 27 100,0
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Tabnuya 55: JJunamuxa na CAH

Que. 58: IIpocneossane na JJAH

Tabruya 56: Cpasnenue na CAH u J[AH 6 ounamuxa npu deya c OHC

JAH-1 JTAH-2 JTAH-3
JAH
N % N % N %
Hopma 63 71,6 46 76,7 21 80,8
3aBuiieHo |25 28,4 14 23,3 5 19,2
0610 88 100,0 60 100,0 26 100,0
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CpaBHeHust p

CAH-1 CAH-2 0,092
CAH-1 CAH-3 0,008
CAH-2 CAH-3 0,070
JTAH-1 JAH-2 0,607
JTAH-1 JAH-3 0,031
JAH-2 JAH-3 0,219
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IX. O0chxkIane

Hedputauat cungpom (HC) npencraBnsiBa cbueTaHue OT XeMaTypusi, IPOTEUHYPUS U
YECTO apTepUallHa XUIEPTOHUS C Wiau 0e3 ObOpedHa HEOOCTATHhYHOCT. XeMaTypusiTa
OOMKHOBEHO € B paMKUTE Ha T.Hap ,,aKTHUBEH (He(PHUTEH, NATOJOIMY€H) YPHHEH
CEMMEHT — B KOMOMHAIUS ChC CTEPUITHA JIEBKOLUUTYpUS U HMIUHAPYpHs. [IpoTennypusita
€ OT He-He(pO3eH NOopsAAbK — T.€., o 3 1/24 4., obuyaitHo 6e3 MpoMsIHA B CEPYMHUTE
HUBa Ha 001Ms OenThK U andymuHa. Hanuiie € u 0ToueH CUHIIpOM, CBBbpP3aH C HATpHUEBa U
BOJIHA 33/pbkka. KimMHUYHaTa u3sBa MOXe Ja ObJie KaTo: OCTbP HEPPUTEH CHUHAPOM,
CHUHJIPOM Ha OBp30-IIporpecupanl IrIOMepyIoOHEePpPUT, CHUHIPOM Ha peruaAuBHpalla
MaKpOCKOIICKa XeMaTypHsl U CUHAPOM Ha XpOHHUYEH TiaoMmepyloHedput. Becexku enun ot
TSAX MOXE Jla Ce aCOLUUPA C pa3IMYHU BUI0BE riiomMepyiaonedputu. Kinnnuynara kaptuHa,
dbaMUIHOCTTA, HAJIWYUETO Ha  EKCTpApEHAJHW CHUMIITOMH, pE3YyIATaTHUTE  OT
UMYHOJIOTUYHUTE U3CJIeIBaHUs U ObOpeyHaTa Ouorncus AOMPUHACAT 3a TUarHOCTULIUPAHE

Ha MOJJIeXKAI0TO 3a00JIABaHE.
Haii-uecto cpemanara npuunna 3a OHC B nercka Bb3pact € OIIUT'H.

[Tpu xocnuTanu3upaHuTe Jera ¢ OCTbp He(PPUTEH CHUHAPOM MMa MPEIUICKIHS Ha
MBKKHUS 101 (00110 3a 1sIaTa MOIMyialus OTHOIIEHHETO MBXKKH:KEHCKH noin e 1,6:1),
3aIbpiKalla ce B FOAMHUTE HA MPOYYBAHETO, KOETO ce MpUOIMKaBa A0 JUTEPaTypHUTE
nauHu ( 2:1). JIumcara Ha IoJI0Ba TPEIUIIEKIINS IPY BKIIOYBAHE HAa CYOKITMHUYHUTE TPYIIN
HE € OILICHEHA B HallleTO Mpoy4yBaHe, mopajau (akra, ye MpUllesHaTa Tpyma ca Jiexallo-

OOJIHHU JIela.

Bw3pacToBoTO pasnpeneneHne Ha MOMHYETATa, XOCIUTAIN3UPAHH C OCTBP HEPPUT
npe3 2014 r. nokas3Ba, ye Hali-BUCOK MPOLEHT 66,6% ca BbB Bb3pacTra Mexay 3 u 12
roJuHu, noja 3-roauinHa Bb3pacT ca 33,3%, a Hax 12-rogumna-0%. YcrtaHoBsiBa ce
HapacTBaHe Ha MPOLEHTa HAa MOMHYETA C OCThP HE(PUT BHB BB3pacTTa OT 3 10 12 roauHy.
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[Ipe3 2012 r. Te npeactasnsBat 29,41%, npe3 2013 r.-60%, a npe3 2014 1.-66,6%.
CrpiaTa 3aBUCUMOCT C€ BIXKJAa P MOMYETaTa BbB Bb3pacTTa Mexay 3 u 12 roguHu-
NOBUIIIABAHE HA MPOLEHTHUS J5U1 CIPAMO OcTaHayata nomynamnusa-3a 2012 r.- 29,41%, 3a
2013 r.- 50%, 3a 2014 r.-64%. [TogoOHM ca TaHHWUTE OT APYTHd aBTOPH, HE3AaBHCHMO, Ye
MMa OIKMCaHU CJIy4Yau Ha JIella C OCThp HEPUT B paHHA IE€TCKA BH3PACT, KAKHBTO € U HAIIIHS

OIINT.

[To nutepaTypuHu qaHHU B cTpaHu ¢ ymepeH u ctyaeH kiuMat OTICITH e ycnoxxnenue
Ha UH(EKIIUU Ha TOPHUTE JUXaTeTHHU MIbTUIIA (hapUHTUTH) TTpe3 3MMHUTE Mecelln. M Tum
2,47, 49, 55 u 60 ce acounnpar ¢ nuonepmus, fokaro M tun 1, 2, 3, 4, 12, 25 u 45 ce
cpewat npu OIICTH cnen dapupHrut.

TI/IHI/ISI/IpaHeTO IIpH IIPOCIICAAIBAHUTEC OT HAC JACLa HE € IIPOBCACHO, ITIOPAaIn KOCTO HEC €
BB3MOKHO Oa CC HallpaBU aHAJIM3 HA INOATHUIIOBECTC U TAXHATA acolualus C OIpCAciCHa

uHpeKIus.

3a00nsBaHETO MMa CE30HEH XapakTep, HE3aBUCHUMO OT TOBA, Y€ TPU OMNpEIesICHU
CUTYallud MOXe J1a ce HaOJr01aBa 1eloroIMiIHo. B MUHAIIOTO ca ce cperiany enuaeMuu
ot OIICT'H cnen uneturo. B Hskou paitonn Ha cBeta (Hamp. Tpunumgat, Mapakaii6o) ce
HA0JII0/1aBa UKJIMYHOCT B CMUJCMUUTE Ha BCEKH 5 10 7 TOJMHM, KaTO JIUIICBA SICHO

o0sicCHeHHE Ha TO3W ()EHOMEH.

[Tono6en aHanu3 e TPyIHO Jia Ce HallpaBU BbB BPB3Ka C (hakTa, ue € oOXxBaHATaTa OT
HaC MOMyJanus € OT JIela, XOCIHTATN3UpaHu B enHa OOJHUIA, a HE B IsUIaTa CTpaHa U

Nopajy TOBa, Y€ He ca BKItoueHu cyOknmuunaauTe Gpopmu Ha OTTUTH.

YcraHoBeHaTa C€30HHA 3aBUCUMOCT B 4YECTOTATa HA XOCITUTAIU3UPAHUTE J€1a C OHC

C Hal-MabK OpOH MAIMEeHTH, IPUETH MPe3 JICTHUTE MecelH (10U, aBr'yCT) U MO-BUCOKA
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geCToTa IIPpC3 3HUMHO-IIPOJICTHUA CC30H OTroBapsd Ha KIMMATHUYHUTC 0COOCHOCTH B

CTpaHara HH.

Ot nenata ¢ HaJM4HA MpealIecTBanla HHQEKIUs, Hali-ToJIsIM 5T ce Tajia Ha Te3H C
anruna (43,28%), caeaBanu OT Te3u ¢ HescHa uHdpekus (26,87%). Manbk 1571 ca aenara
¢ npemmectpaiio umneTuro (4,48%). Ilpu 37 neua (40,66 %) e uszcienBaH I'bpJIeH CEKPET
u npu 7 (7,69%) e w3omupan S.aureus, mpu 8 (8,79%) e u3omupaH BR-XeMOJIUTHYCH
cTpentokok rp.A, npu 20 (21,98%) ce ycranoBsBa HopmanHa ¢uopa, mpu 1 (1,10%)-
Klebsiella pneumoniae u npu omte 1 (1,10%)- u3omaupan R-xeMonuTHYCH CTPENTOKOK Ip.G,

KOCTO OTHOBO OTTOBAapsA Ha CTUOJIOTNYHUA CIICKTHP B CTPAHUTC C YMCPCH KJIIMMaAT.

N3BectHO €, ue ocBeH B-xemonutuueH crpentokok rpyma A, OIICT'H moxe ma ce
npuunHd U oT Tpynmu C m G, mopamu Hanmuuue Ha OOl HEPPUTOTCHEH AaHTUTEH
(emmocTpenTo3uH ) B TpuTe rpymnu (28,29), KakTo € yCTAaHOBEHO MPU TOPEONHUCAHOTO JETE
¢ OIICTH. Hsama cnydyan Ha OIIMI'H cnen umpkymuumsusi, NUbpcHHr Win ObOpeyHa

TpaHCINIaHTaluA, KaKTO CC CIIOMCHABA OT p€aAullia aBTOPH KaTO PAIAbK (beHOMeH.

[Ipn wHali-ronsiM TpPOIEHT OT jenara c¢ mnpexdmectama uHbexmus (25,3%)
MHTEPBAIBT MEXKIY Npeaxoxaamiata UHQeKIrs U nosiBaTa Ha CUMIITOMUTE € MEXIY 7 U
14 nHM, KOeTO BiIM3a B TpPAaHUUUTE HA HWHKYOAllMOHHUSA TEpUOJA TPU OCTPUTE
noctTuH(ekmo3nu riaomepynonedpuru. Ciensa rpynata Ha te3u (9,9%), npu kouto
MosiBaTa Ha CHUMIITOMHUTE € B XoAa Ha HUH(EKIus, T.HAp ,,CHHQApUHTUTHHU , U TOBA
KOpenupa ¢ eThoJiornyHaTta quarunosa Ha IgAHedpur, nokazana ype3 6b0pedna Ouomncus
Ha ciensaiy eran. [Ipu 38% or nanueHTUTE HAMA JAHHU 33 HAJW4UE HA MpeIIecTBala

UH(pEKIHs.

YcraHoBsIBa ce CTATUCTUYECKH 3HAUMMa pa3iivKa B IEPHo/ia A0 XOCIUTAIN3AIUATA,
KOWTO € mo-AbJbl mnpu HeOuorncupanute aena (p=0.04), xkoeTo OTHOBO MOKa3Ba

3aBUCHUMOCTTa MCXKY HA4YaJlOTO Ha I/IH(l)GKIII/ISITa, nepuoaa a0 II0sABa Ha KIWHHUYHU
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CUMITOMHM M BHJA Ha OCTpus riomMepyioneppur. [Ipu HeOuoncupanute MaueHTH ce
Kacae Hail-yecTo 3a OCTbpP NOCTHH(EKIMO3EH TIJIOMEpPYJIOHEPPHUT, JJOKATO MpHU

ouornicupanute- 3a npyru Hepputu karo IgA u Henoch-Shonlein.

Hanuune wa mnpenxoxnama wuHdexkuus ce HaOmogaBa npu 57 % otT
HeOuoncupanure u 10% ot Ouorncupanute Jena, KOETo OT €Ha CTpaHa € CBBP3aHO C
npeo0iaJaBaHeTO Ha OCTPUTE MOCTUH(EKIMO3HU IJIOMEPYIOHEPPUTH, a OT Jpyra ¢

KopeilanguAaTa- I/IH(beKHI/I}I'I[I/IaI‘HO?»a'HpOFHOSa.

[lo nurepatypuu JjaHHu  IgA-HeQpUTHT KaTO  Hal-yecTO  cpellaHaTa
rJIOMEMpYJIOIaThsl B CBETa, c€ ycTaHOBsBa B okojo 10 % or Ouorncupanute OOJNHU C
u3BecTHU reorpadcku paznnuusd. B Asus noctura 40 % ot I1Bb, B EBpona- okomno 20%,
nokato B CeBepHa Amepuka- 10%. Uectorata My 3aBUCH OT €THHYECKH (HAKTOPH U
(dakTopu Ha OKOJIHaTa cpela ¢ Hal-rosiMo pasnoctpaHeHue B Cpeln3eMHOMOPHETO,
cesepHa EBpoma, As3us u ABcTpaims. Pasnuuumsta B dYecToTaTta ce JIbDKaT Ha
CKpUHHMHIOBUTE M3CJIC/IBAHUS HA ypUHA 32 MUKPOCKOIICKA XE€MaTypHsl B HSAKOU CTpPaHU,
IIPU KOUTO C€ TUarHocTuiupar noseue ciayyau Ha IgAN, KakTo 1 Ha pa3TuYHUTE KPUTEPUU
3a ObOpedHa OMOTICHS IPU HATMYKE Ha MU30JMPaHa MUKPOCKOTICKA XeMaTypus. YecT e nmpu
Jena ¢ u3ojimpaHa MUKpockoricka xemarypus ( 1o 35%) unu xemartypausi, chyeTaHa C
HeHepporuyHa niporeunypus (30%). [IspBuunusaT IgA rinomepynonegpur ce cpeia mo-

YCCTO CPCa MBIKKHA ITOJI.

[Tpu xucronornunus ananu3 Ha [IBb npu HabmogaBanute ot Hac nena ¢ OHC ce
yCTaHOBSBA, 4e 9% oT Tax ca ¢ IgJA-HeppUT, KOETO OTrOBaps Ha IUTEPATYPHUTE JAHHU OT
CeBepHa AMmepuka. Y cTaHOBEHATa MOJIOBA MPEAWICKIIMs OT Hac € 1: 3 B moJi3a Ha MBXKKUS
T0JI, HO TIOpaIu Majkus Opoi Ha aenaTa ¢ noka3aH IgA-Hedput B xona Ha OHC He Moxe

Jla ce HalrpaBy JOCTOBEPEH M3BOJI 32 MMOJIOBATA MPEAMICKIIHSI IPU TOBA 3a00JIsIBaHe.
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Yecrorara na Henoch-Shonlein purpura cnopex Gardner-Medwin et al. e 22,1 na
100 000. ToBa ro mpaBu Hal-4e€CTO CpelIaHUs BaCKYJIUT B JIeTcKaTa Bb3pact. B Ham 60 %
OT cllydauTe 3acsra jAelna moja 6 —roauiiHa Bb3pacT, a Hax 90 % -mox 10 roguHwm.

CBOTHOIIIEHUETO MOMUYETA: MoMUYeTa € 2:1.

Ot nmenara ¢ OHC, xocnuTajiu3upaHd B KJIMHHKAaTa 3a ChOTBETHHS TEPHOI C
Henoch-Shonlein purpura uma 8 momueta u 3 Mmomudera ( choTHOmEeHUE 2,67 :1), KoeTo
ce Jo0aKaBa 70 JaHHWTE Ha JPYrd aBTOpW. He mpu BCHYKM TOBa € MbpBa M3siBa Ha
3abonsBaneTo. ETO 3amo He MoOKe Ja Cce HampaBH CpaBHEHHE Ha dYecToTaTa Ha

3a00JISIBAHETO B Pa3IMYHUTE Bb3PAaCTOBU TPYIH.

[To nmuTepaTypHH TaHHUM YecToTaTa Ha ObOpeuHoTo 3acsrane npu SLE e mexay 30
u 90 %, karo nymyceH HedpuUT ce Habmo1aBa B 0kosio 50 % OT 3acerHaTuTe MAIUEHTH C
M0JIOBA MPEIUJIEKLUS JKEHCKH:MBXKKH NoN=9:1, HO MO-TEXKO KIMHUYHO NPOTHYAHE B

MDbXKKaTa MMoIyJianus.

[Ipu Tpu oT BkmroveHute B npoyuBanero jena ¢ OHC ( nBe Mmomuuera v €JHO
MoMmue), mpoTuyan] che 3aabpxamu ce Hucku C3 u C4-ppakium Ha KOMILJIEMEHTa ce
yCTaHOBHM UMYyHOJIOTrHYHa KoHcTenarust 3a SLE ¢ Bucoku tutpu Ha ANA 1:1280 u (+) Ad-
SDNA. brOpeunaTta Ouorcus npu TIX HE € BKJIIOYEHAa B aHalM3a, MOpajad TOBAa, Y€ ca
XOCMUTAIM3UPAHN B Kpasi Ha MPOYYBAHETO. 3aMIOYHATO € JIeUeHUe 1o mpoTokoi 3a SLE B

JACTCKaTa Bb3pPacT.

He e n3BecTHa uectorara Ha Obp3onporpecupamusat rmomepynonedput ( bIII'H) B
neTckata Bb3pacT. llomynyHHHST TiiomMepyloHeppuT mnpencTtaBisiBa 5% OT BCHUYKH
HECEJICKTUpaHu OnOpeuHu Ouoricuu, mpoBeneHu npu nena. [lo manHuM oT PymbHUHS
roaumiHaTa yectora € 3,3 Ha 1 000 000 ot BB3pacTHOTO Hacenenue. [Ipe3 2006 r. North
American  Pediatric  Renal Trials and Collaborative  Studies  database

(CeBepHoaMepukaHckaTa 0a3a JaHHM 3a JIETCKM OBOpPEYHM MPOYYBAHUS U ChbBMECTHH
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u3cneaBaHus) mokaspa, ye uauonatuyHusaT BIIT'H e mpuumna B 1,8% 3a O6bOpeuna
TpaHcIUianTanus. ['onsimo npoyuBane Ha nanau oT nauuentu ¢ BIII'H ot Unnus, CAIL,
BenukoOputanus u @paHius nokas3pa, 4¢ UMyHOKOMIUIEKCHUST TIIOMEpYyJIOHEe(PPUT € Hali-
yecrara npuunHa 3a BIIIH ( B 75 no 80%). Onuroumynnusar I'H, makap Haii-uecTo
CpelllaH y Bb3pacTHH, € psAabK npu aeuara ( 15-20%) ¢ BIITH. [IponienTHOTO HamaneHue
B YecToTaTa Ha MOCTHMH(EKIHO3HUs rinoMepyiaonegputr B pamkute Ha BIII'H Bogu mo

poMsiHa B eTuosiornuHus npogun Ha BITTH.

3a nepuoaa Ha Habmoaenue Ha fena ¢ OHC HUTO eaHO TO TAX HE € € ¢ JOKa3aH
Obp3omporpecupainy rIOMEpyJIOHEPPUT, HE3aBUCUMO OT CPEIIAHUTE B JIPYrd TOJAUHHU

MOJ00HHU CTy4YaH.

[To nutepaTypHu JaHHU MaKpOCKOTICKa xemaTypus ce Habmogasa mpu 30 mo 70%

ot nenara ¢ OHC, nokaro npu 100% mMa MEUKpPOCKOIICKA XeMaTypus

[Ipu BKIOYEHUTE B MPOYUBAHETO JI€lla MAKPOCKOIICKA XEMaTypHUsi CE YCTaHOBSBA
npu 76,9 % npu aedroTa Ha 3a00JIIBaHETO, KOETO € HaJl TOpHA rpaHuIla Ha ChOOIaBaHUTE
JTAaHHU, I0KaTO MUKpPOCKOIICcKa xeMatypus uma npu 100 % oT naumeHTuTe, KOeTO HalbJIHO

ChBMAaJa C ONMMCAHUATA HA IPYTH aBTOPH.

He ca ycranoBeHu ciyuau Ha jena ¢ Texxka kiuHuaHa kaptuHa npu OHC u Genen

YPUHCH CCAUMCHT, KaAKTO € OIMMCAaHO OT pCArlla aBTOPH.

CDaSOBOKOHTpaCTHOTO MHKPOCKOIICKO HM3CJICABAHC Ha YpUHATa Ou T1oKa3ayo

HAJIMYMETO HAa JUCMOP()UYHU €PUTPOLIMTH U EPUTPOLIUTHH LUITUHAPH.

Cpi0TO HE € MPOBEAEHO MPHU HAc, MOpaJM JIMIcaTa Ha MOAXOAsIIA amnaparypa.
Hannuuero Ha mucMopdUUYHU EPUTPONUTH € OICHEHO CBETIMHHO-MHUKPOCKOIICKH U
nokaszBa Mexay 10 u 90 % nucMopduyHU €pUTPOLIUTH TIPH I0Ka3aH IIIOMEpyIoHeppHUT, ¢
KOETO CE JIEMOHCTPUpA HEHA/IC)KHOCTTA HA METOJUKATA.
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Huckocrenenna 1o ymepeHa npoTenHypus ce HaOmogasa npu 71 % ot genara B
HA4aJIOTO Ha 3a00JsIBaHETO, TOKAaTO IpH 29%-1uIcBa, KOETO € HOpMaJIHAa HaXxo0JIKa KaKTO
Ha (poHA Ha MaKpoxemaTypusi, Taka U B KOHTEKCTa Ha OCTpHUsi HEPPUT caM 1o cede CHu.
W3kmrouenue npaBsT 4 aera ¢ MacCuBHA TpoTenHypus Mexay 3,37 u 7,93 r/n/24 daca, kato
IpH 2 OT TIX € JI0Ka3aH MbPBUYHO-XPOHUYEH TJIOMEPYJIOHEDPUT, HATOKUI MIPOBEKIAHE
Ha KOPTUKOCTEPOUJIHO JIEYEHHE, JIOKATO MPU OCTAHAIUTE MPOTEUHYPHUSATA MOCTETICHHO
HaMaJsiBa M M34e3Ba B XO/a HA OBJIAQJSBAHETO HA OCTPUS HMMYHOJIOTMYEH Ipouec. 3a
pasnuka OT HePPOTUYHHS CUHAPOM MPU HALIUTE MAIMEHTH OCBEH MPOTEUHYpUATA HE €
Ha0JII0/JaBaHa TUMHMYHATA KOHCTENALMS OT XUMOATIOYMUHEMHS, XUIIEPXO0JIECTEPOIeMHUs,

XUMCPTPUTTTUIOCPUIMUA 1 MACUBHU OTOLIN.

[ToBeuero Aemna mo JAUTEPATYypHU JAaHHU UMAT CYTPEUIHU MEPUOPOUTATIHU OTOIIH.
Moske n1a uMa KakTo MPEeTHOMATHH, Taka U TeHEepAIM3UpPaHU C HAJUYME Ha TUICBPAITHU

HU3JIMBHU U aCLIUT.

[Ipu uzcnenBanute ot Hac nena camo 13 ( 14,29 %) ca ¢ nannu 3a G6emoapoOHa
XHUIEPBOJIEMHUS, KOETO OM MOTJIO Jla ce OOSICHH C paHHATa JIMarHo3a Ha ocTpusi HeppuTeH
CHHJPOM H 3allOYHATOTO CBOCBPEMEHHO JICUCHHE WM C €CTECTBCHHUS XapakTep Ha

3a007s1BaHUSATa, BOACIIN JI0 Ta3U KIMHUYHA KapTHHA.

XunokomiuieMeHnteMus (Hucka C3 (pakiust Ha KOMIUIEMEHTA) Ce perucTpupa npu
29% ot neuara, a npu 71% He ce ycraHoBsiBa. [IpuunmHaTa 3a HUCKUSA TPOLIEHT HaMi-
BEPOSITHO C€ ABJIKU Ha HAKOJIKO (DakTopa: HaTM4YKMe Ha TTIOMepYyJIoHEDPUTH, AeOI0THpAITH
KaTo ocTpH, ¢ HopMmanHa C3-¢ppakuusi Ha KOMIUIEMEHTA, HAIMYME Ha Jela B JATEHTHUS
NepuoJi, 0 BpeMe Ha KOWTO € Bh3MOXKHO HAJIM4KME HAa MPOMEHM B ypUHHATa HAXOJKa C
HopManHa C3-¢ppakuuss Ha KOMIUIEMEHTa M TMO-NPOJBIDKUTEIHO OTCTOSHHUE OT
npenxoxaamara nHexus ( Ipu HAIMYMEe Ha TakaBa ) C TCHAHIUS KbM HOpMaJU3upaHe

Ha UMYHOJIOTHUYHUS CTATYC.
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Hamupa ce cratuctudecku 3HaUMMa pasiiika Mexay usxoaHoro C3 mpu nenara ¢
u 6e3 xunepsosiemus (p<0,01), mo-HUCKO MpH Je1aTa C XUIIEPBOIEMUs, KOETO € CBHP3aHO
C Mo-uecTara KJIMHWYHA W35Ba HA LUPKYJIATOpHA, BKJI. U OeloapoOHAa KOHTECTHS TMpHU
Ha0JII0/IaBaHUTE OT Hac Jiela ¢ OCThp NocTUH(]EKIMo3eH rioMepynonedpur. Hactosimoro
3aKJIIOYEHHE € CBBP3aHO U C (pakTa, ye OT TAX HsIMA HUTO €JHO C JOKa3aH Jpyr
riomMepynonedput, cBbp3aH ¢ Hucka C3-dpakius Ha KOMIUIEMEHTa- KaTo JYIyCeH

He(puT, MeMOpaHoIpondepaTUBEH TIIOMEPYIOHEDPUT WK ITBHT- HEQPUT.

C3 u C4 dpaxius Ha KOMIUIEMEHTA ca U3CJIe/IBaHU MPU BCUUKH mariuenTy. Hamuie
ca nanueHTH c: HUcku C3 u C4 ¢pakuum Ha KoMiuiemMeHTa, Hucka C3 u HopmanHa C4
bpakuus Ha komruieMeHTa U HopManHu C3 u C4 ¢pakuuu Ha KOMIUIEMEHTa, KOETO OH
MOTJIO Jia c€ HaOJt0/1aBa KaKTO B 3aBUCUMOCT OT BHJa Ha MOJJIeKaIIUs HepUT, Taka U B
pe3yiTaT pasMKH BBB BPEMETO OT HAYAJIOTO HAa HWH(QEKIHATa 10 H3CJICIBaHE Ha

HMYHOJIOTHATA.

[Ipu 62 nena e wscnenan IgA, xato mpu 13 gema e ycraHoBeHa BHCOKA 3a
ChOTBETHATa BB3pacT CTOMHOCT, HO camo 2 oT Tsax ca ¢ Henoch-Shonlein purpura, 3a
pas3jivKa OT Bb3PAaCTHHUTE MAIMEHTH, IPH KOUTO YecTOTaTta Ha BUCOKUTE IJA B KpbBTa €
3HAYUTEITHO TO-BHCOKA. V3ciieBaHeTO Ha OCTaHAIMTE WMYHOTTOOYJTWHE HE IMOKa3Ba

OTKJIOHCHHEC, KOCTO Ou MorJI0 Jda € CBbpP3aHO C OCHOBHATA AWArH03a Ha IIAllMCHTUTC.

ANA ¢ uscnensana npu 14 mena cbe chMHeHue 3a SLE, xaro mpu 5 oT TaX €
yBenudyeHa B TUTbp Hana 1:1280, oT xouTo 10 Kpas Ha IPOy4YBAaHETO MMa 3 Jena ¢
NocTaBeHa JMarHo3a Jymnyc epuremMarosyc ¢ nojgoxuteaad AntiDs-DNA u orpunatennu
AntiSm-ADb. Tlpu Tsx He e mpoBercHa OBOpeyHa OHWONCHS O Kpas Ha HAOIIOJaBaHUS

NEpOoa U 3aTOBA HE Ca BKIIIOYCHHU B aHAJIM3a HAa OuoICuuTeE.
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Waaler-Rose- npu 4 nena — B pepeperrnu croiinoctu, ANCA-MPO-ANCA, PR3-ANCA
ca otpurnarenau, nopaau aunca Ha ANCA-acouuupanu octpu HeppuTH B 00XBaHATaTa OT

HacC MoIryJjranus.

Hanndana e kopenanus Mexay Huckute HuBa Ha C3 (paknuara Ha KOMIDIEMEHTA U
aurcata Ha ObOpeyHa OWONCHS TpU Jela C OCThbp HeDPUTEH CHHIPOM TpU IIbpBaTa
xocnutanu3auuss (P = 0,027). ToBa e cBBp3aHO C MpeodsialaBaHETO Ha
XHITIOKOMIIEMEHTAPHSI MMOCTUH(MEKIIMO3€H TIIOMEPYJIOHEPPUT, KOETO PSIKO Hajara
NpoBeXKJIaHe Ha OBOpeuHa OHWOICHS, TOpaJM CAaMOOTPAHWYABAINUS CH XapakTep W

CHOTBETHO J00paTa MporHo3a.

[ToBumenu nuBa Ha AST ce mokazpat enBa ipu 15% ot genara ¢ ocThp HEGPUTEH
CHUHJIPOM, KOETO OM MOTJIO J1a ce 00SCHU ¢ HAJIMYMETO Ha MPEeIX0XKAA0 aHTUOMOTUYHO
JIeYEeHHUE, JIMICcAaTa Ha JOCTaThYHO BpEME 3a MO3UTUBUpAHE HA TUTPUTE, BKIIOYBAHE B
rpymara ot 10-15 % c Hopmamau tutpu Ha AST, KakTO € MO JUTEpaTypHU JAHHH OT
HOCTCTPENTOKOKOBH HMMYHOJOTHYHU (EHOMEHH KaTro peBMaTHYHaTa OojecT wWin
nocrcTpenTokoBure Hepputu, kakto U Ha OHC B pe3ynraT Ha pa3ivueH oOT

MOCTPENTOKOKOBHS TTIOMEPYIOHE(DPUT.

64,8% ot nmenata ¢ octhp HepuT npu nedroTa Ha 3a00SIBAHETO HSAMAT JIaHHU 32
O0b0peuna HemocTaThuHOCT, 20,88% mMmat I crenen 6b0peyHa HEOOCTATHUHOCT, 7, 69%
uMar Il crenen u 5,49 % umar Il crenen. [Ipu npocnensBane Ha Ob0peunara GyHKIUs HA
JeraTa ce yCTaHOBsIBA HamalisiBaHe HAa KpeaThHuHa B rpynute 06e3 (¢ 42,85%), c¢ |-Ba
creneH OBOpeuHa HemgocTaTbuHOCT (¢ 33,33%), numnca Ha AUMHaAMUKa B ObOpeyHaTa
¢ynkuus npu |l ctenen 0b0pevHa HeOCTATHYHOCT U HAMaJsIBaHe Ha mporeHTa jena c 111-
Ta creneH (cbe 66 %). To3u QakT, KAKTO U MO JUTEPATYPHU JAHHU CHBMA/A C KATO 1510
OnaronpusTHaTa M3siBa M 10 rojisma crerneH nporHoza npu OHC B nmercka Bb3pacr,
CBBpP3aHM C TMpeobsaaBaHeTO Ha CaMOOTPAaHUYABALIUS C€  MOCTHH(EKIIMO3EeH

rJIOMepynoHedpuT.
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ITpu 82% ot penmata ¢ OHC, xocnuTanu3upanu B KIMHUKATa, HE € MPOBEJICHA
MyHKITMOHA OBOpedHa OWOINCHs, 3a pa3jfKa OT BB3PACTHUTE IMAIMCHTH, TMPU KOHWTO
ouorcus ce ochiiectBaBa B 100 % ot ciayuaute. Ot 18% ot 6uoncupanute neua, 4,5%
uMaT MesaHruomnposnpepatuBer riomepynonedpur, 9%-1gA uedpur, 4,5%- Henoch-
Shonlein wedpur. Ilpu 2 or memara ¢ Me3zaHTHONpOIH(EPATUBEH TIIOMEPYIOHEHPHT
WHIMKAIUS 32 MPOBEKJIaHE HAa OMOICHSTA ca MEPCUCTUPAIIUTE XeMaTypusi U 0coOeHO
NPOTEUHYPHS, a TIPH APYTUTE 2- BUCOKOCTEIICHHA TPOTEHHYPHUSI OCBEH XEMAaTypHsTa U
apTepualiHaTa XUIEPTOHHUS, C YCTAaHOBEH M'bPBUYHO-XPOHHUYEH TJIOMEPYIOHEDPUT,

HAJIOXKWJI BKIIFOYBAHC HAa KOPTUKOCTCPOHUIHO JICUCHUC.

He ce ycraHoBsBa CTaTHUCTHYECKH 3HAYMMa pa3jidka MEXAy II0J0Bara
MPEIUICKINS U HAUTMIUETO WIIM HEe Ha OMOTICHS 00III0 32 BCUYKH JIEIa U IPH MTPOCIIeAsIBaHE
B roguHuTe. ToBa OM MOTJIO J1a ce 00SICHU ¢ MaJKusl Opoii OMOIICHH U pa3HOOOpa3HeTo B

€THOJIOTUYHHUSI CIIEKTHP HA OCTPHUSI HEPPUTEH CUHJPOM B JIETCKA BB3PACT.

3ama3Ba ce ¥ OTHOCUTEIIHUS ST Ha OMOTICHpaHuTe Jieta, KolTo octaBa 18% u 82%
ca Te3H, IPU KOUTO He € MpoBeieHa ObOpeuHa Ouorcus 3a npocieAsBaHus Neprol, KOETO

OTHOBO TOKa3Ba OnaronpusTHara nporHo3a Ha OHC.

YcTaHoBsIBa ce Kopenamus MEeXIy HATMYUeTo Ha Y3 HaxoJlKa (XHIepeXxOoreHHOCT
Ha ObOpeuHHss mnapeHxuM) u HHcKaTa ¢Qpakuus Ha C3 Ha KOMIUIEMEHTa MpHU
HeOuoTcupaHuTe Jena ¢ ocTbp HehpuT B nedroTa Ha 3abonsBaneTo (p=0,004), koeto e
CBBP3aHO C TATOTeHEe3aTa Ha OCTPUTE NOCTUH(EKIMO3HU TIIOMEPYIOHEePpUTH,
XapaKTepU3HpPaII Ce C HATPYNBAHE HA UMYHHU KOMIUICKCH, XUIIEPIETYIapUTET, OTOK Ha
€H/IOTEJIa, ME3aHTHATHO-KIIEThUHA POIHQEpausi U CTPYIIBaHE Ha BH3MAIUTEITHU KICTKU
B TJIOMEPYJIUTE, KOPEITUPAIIO ¢ MOBUIIICHATA €XOTCHHOCT Ha OBOPEUHUS MApPCHXUM MPHU
V3 uscnensane. He mpu Bcuuku Apyru jena ¢ oCThbp HEPPHUTEH CHHAPOM C pa3inyHa
€THOJIOTUS, BKJIIOYEHU B MPOYYBAHETO HMa TMOJOOHA HAXOJKa Ha XWIIEPEXOTCHEH

MMAPEHXUM.
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[To nuTepaTypHM JaHHM XUNEPTOHMATA KaTto 3-Tus raaBeH cumnroMm Ha OHC ce
ycraHoBsBa B 70 % oT xocnuTanusupanute 60aHu. B Hamero npoyuBane 76 % oT neuara
ca ¢ apTepHajHa XHUIIEPTOHUS B HAYAJIOTO Ha 3a00JIABAHETO, KOETO Ce IMpUOJIMKaBa 10

JAaHHUTC Ha APYI'UTC aBTOPHU.

OTuuTaT ce 3HaYUMO O-BHUCOKU CTOMHOCTH Ha CUCTOJIHOTO apTEPHAIIHO HaJIsTaHe
IpY MOMUYETA MpHU Je00Ta Ha HEPPUTHUS CUHIPOM B cpaBHEHUs ¢ Momuuera (p=0,046),
KOeTo OM MorJo Ja ce 00scHU ¢ ¢ (pakTa, ye mpeobiaaaBamaTa Bb3pacT Ha MOMYETaTa €

Haj 12 ronuHuU, KakTo U C BUJA HA TIIOMEpyJIoHeppuUTa.

YcraHoBeHaTa CTaTUCTUYECKHU 3HAYMMa 3aBUCHUMOCT MCXKAY BHUCOKUTC CTOMHOCTH

Ha CUCTOJIHOTO apTCPUATHO HAJIATAHC, HUCKHUTC HMBA HA XeMOTrJI00nHa

( p=0,02 ) u Bucokute Ha kpeatuHuHa (p<0,001) e ouakBaHa u CBBp3aHa C MMaToreHe3aTa
Ha OHC, npu xosiTo KOpenupaT HamajeHaTa TJIOMepyiaHa (UITpamus, 3aJpbKKaTa Ha

TCUHOCTH U CBBP3aHUTC C TOBA JUJIIYHHUOHHA AHEMUSA U CUCTOJIHA apTCPHAIHA XUIICPTOHMA.

[TpocnensiBaHETO HA MAIUEHTHUTE JIO TOJIIMA CTETIEH € CBBP3aHO C OIIEHKA Ha KIIMHUYHOTO
NpOTHUYaHEe, JTaDOPATOPHUTE W3CIEABAHUS, MPH TMOKA3aHUsA- MPOBEXKIAaHE Ha OBOpeuHa

ouorcus ¥ u3Bexkane Ha nporHoctuunute Gaxropu mpu OHC.

[Ipu mpocnensiBaHe Ha KpeaTMHWHA B JMHAMHUKa 3a oOIlara Mmomyjianus U Mpu
HeOHoIcupaHu OOJTHU C€ YCTAHOBSIBA TEHCHIIMS 32 HAMAJIIBAHETO MY MEXKIY IIbpBaTa U
tpetata (p=0,00) 1 BTOpaTa u TpeTaTa XOCIUTATU3AINH, KOETO € €IH OT OJIarONpHUsSTHUTE

nporHoctuyHu pakropu 3a OHC B geTckaTa Bb3pacT.

[Ipy wu3cnenBaHe HA EPUTPOLMUTYpHUSTA CE€ YCTAHOBSABA CTAaTUCTHUYECKH 3HAUYUMO
HaMaJlsIBaHE MEXJly TbpBaTa U Bropara xocnuranusanus Ha (p<0,01) u He ce ycTaHOBsIBa
3HaUMMa pa3liuKa MEXIy EpUTPOLUTYpHUsiTa MEXIy I'bpBaTa M TpeTara, BTOpaTa
4eTBbpTaTa, IbpBaTa U YETBBbPTATA U TPETATa U YETBBPTATa XOCNHUTaIu3auuu. ToBa 10

Crp. | 130



rojisiMa CTCIICH € CBbP3aHO € q)aKTa, ye OOJIIIMHCTBOTO Jca ,ZIC6IOTI/IpaT C MAaKpPOCKOIICKa

XEMaTypHsd, KOATO B paMKUTC Ha MECCII CTCIICHHO HaMaJllsBa.

He ce ycranoBsiBa pa3iuka MeXAy EpUTPOLUTYpUSATAa TMpU OUOICHUPAHU H
HEeOMOTICUpaHu Jela Mpu pa3IunyHUTE XOCTUTAIN3alUH, KOETO ChOTBETCTBA Ha (pakTa, ue
EpUTOLIUTYPHSITA C U3KIIOUEHHE Ha (pakTopa MpOABIKUTENHOCT Haj 18 Mecena cama 1o

cebe cu He € uHAuKaIus 3a npoexaane Ha [IBb u HebnaronpusiTeH MpOrHoCTUYEH OeIer.

[Ipn mnpocnensBaHe Ha HUBaTa Ha XEMOINIOOMHA 3a IsylaTa TMOIMYyJNALMsS ce
YCTAaHOBSIBA 3HAYMMOTO MYy IIOBHIIIABaHE OT M'bpBaTa [0 BTOpaTa XOCHUTATU3AIUS
(p=0,021). HamansBaneTro Ha aHEMUYHHUS CHHIPOM, XapaKTEpPHO 3a OCTPHS
MOCTUH(DEKIIMO3eH TOMepYyJIoHEePPUT U 3aIbprKaHETO/3a1bI00YaBAHETO MY, TUIIMYHO 3a
MeMOpaHonpoaudepaTuBHUS U OBbP30-TIPOrpecUpaIius rIoMepyIoHedpuT, IoKa3Bar ue
HaW-TOJISIM MPOIICHT OT JiellaTa, BKJIIOYEHHU B HAIIIETO MPOyYBaHE, UMAT J0Opa MpOorHo3a.
HamupaneTo Ha CTaTUCTUYECKH 3HAUYMMO MOBHIIIABAaHE HA CTOMHOCTUTE Ha XEMOTJIOOMHA
MeX/1y TbpBaTa U BTOpaTa XOCHUTAIU3aus pu HeOuorncupanute nanuentu (p=0,039) 3a

pasnuka OoT OMOTICHpaHH Jiella Cy>KU OTHOBO B MOJIKPETa Ha TO3H (akKT.

VYcraHoBsiIBa ce 3HauMTENHA pasziuka ¢ nosumiaBane Ha C3 ¢pakuusta Ha
KOMIUIEMEHTA IpU MPOCIIeBaHe Ha Aelara ¢ ocThp He(ppUTEH CUHAPOM IPH II'bpBaTa U
BTOpata xocnuranuzamus (p=0,013), koeTo e CBbP3aHO ChC CTUXBAHE HA UMYHOJIOTMYHUS
npouec Mnpu  MOpeodsiafjaBalluTe OCTPU  MOCTUH(MEKIIMO3HH  IIIOMEpYJIOHEePpUTH,

KOpEeJMpalo ¢ 100pata UM MPOTHO3A.

He ce nHamupa 3Haynma pas3inka B CTOMHOCTUTE Ha KPeaTMHHUHA TP Jiena ¢ U 0e3
XUMEPBOJIEMHUSI B pPaMKUTE HA pPA3IUYHUTE XOCMUTAIHM3AIUHU, T.e. HAIWYHUETO Ha
XUIEPBOJEMHs caMo 1Mo cebe cu He € Jionl mporHoctudeH Oener. He ce ycraHoBsiBar
3HAaYUMHU PAJIMKW B HUBATa Ha XEMOTJIOOMHA TPU MbpPBaTa XOCIHTAIU3ANMNS, KaKTO U B

JUHaMHWKa IIpu aAcnara ¢ 1 0e3 XUIICPBOJIEMMU. To3u (baKT IMOKa3Ba, 4€ XEMOJUITYyLUATA
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IIpHu HU3CJICABAHUTC OT HAC JCHa HC € CbHICCTBCHA O CTCIICH, Y€ NaJIC CTATUCTHUYCCKU

SHaAYUMHU Pa3JIUKH.

[MpocnensBaHeTo Ha KOJWYECTBOTO Ha mpoteuHypusta (g/l) mokasBa 3Haunmo
HaMaJlsIBaHE MEK]y IT'bpBaTa U TpeTaTa U BTOpaTa U TpeTaTa XOCHUTAIN3alks Ha JAenara ¢
Hepputen curapom (crorBeTHO p=0,035 m p =0,033), KoeTO € emuH OT Jo0puTe
nporHoctuyHu ¢akropu npu OHC B nercka Bb3pact. HaGmrogaBa ce HamansiBaHe Ha
OTHOCUTENHUS A1 Ha nenata ¢ 1(+) mporeunypus (ot 73,6% mo 25% mnpu tperata
XOCIUTAIM3AIMs) U yBEIMYaBaHe Ha Jiea Ha Te3u 6e3 nporeunypus (ot 12,1% no 57,1%)

IIpU IMPOCIICAABAHC HA MATUCHTHUTC.

He ce ycraHoBsiBa 3HaYMTEIHA KOpENAIUs MEXKIY CTEIEHTa Ha XeMaTypusTa W
HuBaTa Ha C3 (pakuusara Ha KOMIUIEMEHTA TIPU PA3IMYHUTE XOCITUTAIN3AlMY Ha Jerara
¢ Hedpuren cungpom (p=0,450 u p=0,386). TakaBa 3aBUCUMOCT HE C€ M OYAKBa, MOPATU
TOBA, Y€ CHIICCTBYBAT KAKTO INIOMEpYyIoHeDPpUTH, mpoTHyainy ¢ HopMmaiHa C3-dpakius
Ha KoMmIuleMeHTa u xematypus ( Hamp. IgA nedpur, Henoch-Shonlein purpura), taka u

ciaydau rmpu kouto uma gannu 3a OIICT'H ¢ nopmannu C3.

HannyHo e 3HaunMo NOHMKaBaHE HAa CUCTOJIHOTO apTEepPHAlIHO HaJsITaHe MpH Aela
C OCThp HEPPUTEH CHHIPOM MEXKJYy IbpBaTa W TpeTara W BTOpaTa W TpeTara
xocrutanu3anuu ( cporBeTHO p=0,021 1 p=0,030), KoeTo € enuH OT OCHOBHUTE TOOpHU

NPOrHOCTUYHM Oesie3u B AeTckaTa Bb3pacT 3a OHC.

YcTaHoBsIBa ce 3aBUCHMOCT MEXJY BHCOKHUTE CTOMHOCTH Ha cuctoiaHoTo (p=0,036) u
nuactonHoto (p<0,001) aprepmanHo HalsiraHe W CTENEHTa Ha MNPOTEUHYpUATA MPU
npociensBaHe Ha TMalnueHTUTe. ToBa ca JBa He3aBUCMMHU (haKTopa 3a Mporpecus Ha

O0b6peunoTo 3abonaBane npu OHC.
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OO6paTHONPONOPIIMOHAIHO Ha KPEaTUHUHA, € HAJTMYHO HE3HAYMMO MOBUIIIaBaHE HA
KPEaTUHUHOBUS KIUPBHC TMPU BCHUKHU Jera Mexay mbpBara u Tperara (p=0,009) u
BTOpata u Tperarta (p=0,011) xocnuranuzanuu. [lo-ckopo nurcara Ha ocTpo OBOpeUHO
3a0oJiiBaHe B MO-BHUCOKA CTEIEH, OTKOJIKOTO JomaTa mporHosa mpu aenata ¢ OHC 6u

00sCHUIIO TO3U (DaKT.

YcTaHOBSIBa c€ 3HAYUMO TIOBHINIABAHE B CTOWHOCTHUTE Ha KPEATUHUHOBUS KIIUPHHC
Ipu HEeOWOIICHpaHU Jela Mexay mbppBata u Tperata (p=0,028) m BTOpaTa m TpeTata
(p=0,028) xocnmranmu3anuu. Hamnunero Ha momoOpsBaHe Ha ObOpeyHaTa QYHKIHSA TIPH
HEOMOIICHpaHUTE JIela € CBbP3aHo ¢ MpeodiaiaBalliys MPOLEHT Ha TE3U C KIIACUYECKUS U

Haii-uect OIICTH u no6para My nporHo3a B OBEYETO CIIy4aH.

HabmonaBa ce 3aBUCHMOCT MEXIY MO-BHCOKUTE CTOMHOCTH HA KPEAaTHWHUHOBHUS
KIMPBHC U nurcara Ha xunepBosuemus (p=0,010) wiu 6enoapoden orok (p< 0,001) mpu
ne0roTa Ha JieraTa ¢ oCTbp He(PpHUT, KOETO € CBBP3aHO C MO-TeKKaTa KIMHUYHA U3SBa MIPH
HamaJieHa TJIoMepy/THa GUITPAIUs ¢ TIOCIIeIBAIIA IIMPKYIATOPHA, B YaCTHOCT OenoapoOHa
koHrecTus. [Ipu mpociensBaHeTo UM 3aBUCHMOCTTA CE€ 3ara3Ba caMo B TpyIaTa Ha Te3U C

6enmonpobuus otok (p=0,013).

HanHopMmenu cTOMHOCTH Ha apTepUaIHOTO HaJIsIraHe ce ycTaHOBsBAT npu 35,7% 3a
cuctoiHoTo U 23,6% 3a auactonHoTo Hanmsrane Ha aenata ¢ OHC 3a mepuoma Ha
MPOCHEASBAHETO MM, KOETO OTroBaps C rojisiMa TOYHOCT Ha MPOLEHTA Ha Jernara ¢
Pa3IMYHUA OT OCTPUTE MOCTUH(MEKIIMO3HH TIIOMEPYIOHEPPUTH, CHIICHKH 10 PE3YITATUTE
OT TpoBeleHUTEe OBOpeuHM OHMOINCHMM M TOCTAaBEHWTE JAMarHo3u Ha Oaszara Ha
JOMBITHUTEIIHA UMYHOJIOTHYHU w3cienBanus ( Hamp. JynyceH Hedpur). CienoBaTeIHO
nepcucTUpaliaTa apTepruaiia XUIepTOHUsI 0CTaBa Bojell mporHoctuyeH oener npu OHC

B ICTCKAaTa Bb3PAcCT.
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[IporHoctuunuTe (akTOpu MpH HEDPUTHTE B JETCKA BB3PACT MO JUTEPATYPHU
JaHHU ca (popMUpaHU Ha 0a3aTa Ha KIMHUYHUS XOJ, JaOOPATOPHUTE M3CIEIBAHUS NpPU
npociensBaHe, pe3yJTaTUTE OT IPOBEACHATA IO CBHOTBETHH HUHAMKAUUU OBOpeuyHa

ouoricus u epekTa OT JCUYCHUETO.

[Tpu OIICTH B meTcka BB3pACT € M3BECTHO, Y€ paHHATA MPOTHO3a € OTJINYHA, ChC
cMBpPTHOCT OT 1 %, JOKaTo Mo OTHOIICHHWE HA JajeyHaTa MPOTrHO3a MHEHHUATA ca
IPOTHBOIIOJIOKHH, Bapupaiku OT MHOTo no0pa criopes Potter et al. mo HebnaronpusTHa
copen Baldwin et al. Cameron et al. ormaBa Te3u paznuuus Ha KPUTCPUUTE IPHU
CCNICKIIMATA Ha TAIMEHTUTE C pa3IuKd B KIMHUYHO/CYOKIMHMYHO IPOTHYAHE,
JIe11a/Bb3pacTHH, JOKYMCHTHPaHa/HEJOKYMEHTHpaHa MpeIiecTBana CTPEenTOKOKOBa

UH(pEKIMs, HaTMYUe WU He Ha ObOpedHa Ouorncusl.

N3BenenuTe oO1M HEOIATONPUATHA MTPOTHOCTUYHU (HaKTOpU ca HA4YaJIo B MO-KbCHA
BB3PACT, BHCOK CEPYMEH KpEaTMHUH TpH [ae0loTa Ha 3a00JIIBaHETO, HalW4YUEe Ha

He(pOoTUYHA IPOTEUHYPUS, TaHHU 3a nonyayHus rpu [1bb.

[Tpornoctuunute ¢akropu npu BIII'H ca cBwp3anm ¢ Texecrra Ha ObnOpedHara
HEJIOCTAaThUYHOCT B HA4yajoTO Ha 3a00JIsIBAHETO, BPEMETO /IO 3allOYBaHE Ha JICUEHHUETO,
pe3yaTaThT OT XMUCTOJOTMYHOTO wu3JenBaHe mnpu [IBb m chOTBETHO mNOIEKAIIOTO

3a00JIsIBaHE.

[Tpu IgA-HedpuTa GakTopuTe, KOUTO CE ACOLMUPAT C MIPOTPECHs IPU BH3PACTHUTE, &
MMEHHO HamalieHa ObOpedyHa pyHKIUS pu 1e0roTa Ha 3a00JIsIBAHETO U MepCUCTUpAIaTa
apTepuaiHa XWIIEPTOHMS, ca pEeIKH B JeTCKaTa BbB3pacT. 3a pas3jiuka OT TOBa,
NPOTEHHYPUATA € HAJAEKICH PUCKOB (haKTOp 3a Mporpecusi, 0CO0EHO KOrato HaJBuIIasa |

r/1/24 4aca, 3a7ppKa c€ MKy €MU30JUTE Ha MAKPOCKOIICKA XeMaTypHsl U B TOJUHUTE.

Crp. | 134



[Ipu cucremuute 3a0onsBaHus ACOIOTHT C OCThp HEPPHUTEH CUHAPOM HE €
OnmarompusiteH  nporHoctuueH  Oenmer. OOHMKHOBEHO  Hajlara  BKJIOYBaHE Ha
KOPTHUKOCTEPOHTHO W/MIM UMYHOCYIIPECHBHO JICUCHHE U OTTOBOPHT CIIPsAMO ObOpeuHaTa

q)yHKI_II/I}I N OCHOBHO CTCIICHTA Ha IIPOTCUHYPUA Ca TC3U, KOUTO OIIPCACIIAT IIPOTrHO3aTa.

XucronornyHute (akTOpu 3a TMPOTPECUsi ca CBbpP3aHU C TeXecTTa Ha
IJIOMEpYJIocKiepo3ara, TyOynouHTepcTunania ¢uoposza win atpodus u npu BIITH-

IMpOUCHTBHT U BUABT HA IIOJTYJIYHUATA.

OO61mure 3a U3CeIBAHUTE OT HAC Jella C OCThP HEPPUTEH CUHAPOM OJIAronpUsTHU

MPOTHOCTUYHU (PaKTOPU ca CBHP3aHHU C:

-BB3pacT MeXay 3 v 12 roauHu;

-JINTICa Ha HampeaHalia ObOpeyHa HeTOCTATHYHOCT MPH J1e0r0Ta Ha 3a00JIIBAHETO,

KaKTO U IIPpOIrpeCupaHe Ha 6L6peqHaTa HCOOCTAaTBb4YHOCT,

-JIMIICA Ha MaCHBHA IIPOTCHHYPHUA B HAYAJIOTO U IIPH IIPOCIICAABAHETO,

-U34YC3BAHC HA HUCKOCTCIICHHATA IMPOTCUHYPUSA B PAMKUTC HA IITbPBUTC 6 Mecela,

-U34e3BaHE Ha xeMarypusTa 10 18 mecena;

-HOpMaJIM3UpaHe HA apTepUATTHATA XUIIEPTOHUS 32 2 CeIMUIIY;

-aucka C3-¢gpakius Ha KOMIUIEMEHTa B HAYajloTo Ha 3a00isIBaHETO,

HOpMaJIM3upaiia ce 3a 6-8 ceqMuiIy;

-HOPMAJIN3NUPAHC HAa aHCMUYHHA CUHAPOM,

-JIAIICA HA EKCTPAapeHaJHW MpOsSBUM M OTULATEJICH pa3IIMPEH HMYHOJIOIMYEH

CKPUHUHT;
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-JUIIca Ha OeJie3W Ha XPOHHUYHOCT IIpU XHCTOJIOTMYCH aHAJIW3 Ha MaTCpual OT

O0bOpeuHa Ouoricus.

CbhOTBETHO HEOJIArONPUATHU MPOTHOCTUYHU (HaKTOPH ca:

-BB3pacT noja 3 u Haja 16 roauHuy;

-HaIllpcaHalia 6’b6peqHa HCOAOCTATBbYHOCT IIPH IIOCTABAHC Ha OWarHo3ara HWIn

MPOrpecupaHeTo u;

-HepOTUYHA NTPOTEUHYPUS,

-IIEpCUCTUPAHE HA JIEKa WJIK yMEpEeHa NpoTenHypus Haj 6 Mecena;

-HAJIM4YKE Ha xeMarypus Haj 18 mecena;

-IICPCUCTHUPAHC HAa apTCpHUaIHaTa XUIICPTOHHUA IIPU IIPOCICAABAHEC,

-HopmasiHa C3 ¢pakius Ha KOMIUIEMEHTa B HA4aJI0TO Ha 3a00IsIBAaHETO;

-3a7bprkade Ha HUcKa C3 ¢paknusara Hax 12 cenMuIy;

-3a]IbpKaHe WK 3a1bJI00YaBaHE HA AHEMUSITA;

-HAJIMYUEC Ha CKCTPAPCHAIHHA IIPOABH WU IMOJIOKUTCIIHA UMYHOJIOTHA 34 CUCTCMHHA

3a00IIBaHHS;

-Hanu4ue Ha noyryayHus npu 11bb win nanHu 3a rmomepysiockinepo3a U HHTEPCTULIMATHA

bubpoza/aTpodusi;
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X. U3Boan

VYcraHoBsiBaT ce aemMorpa)CKd XapaKTepUCTHUKM Ha Jenara ¢ ocTbp He]pwur,
XapakTepu3upalm ce ¢ MbxKka mnojoBa mnpemwieknus ( 1,6:1) u Bb3pacToBO
pasnpeaeneHne ¢ MUK MeXAy 3-Tata u 12-tata roguHa.

[TukbT Ha yecTOTaTa HA OCTPUTE HEQPUTH € CBBP3aH ChC CE30HHOCTTA HA BOJCIINUTE
npenuiecTBamuTe MHGEKIUH ( HOEMBpHU-ANPHII), XapakTEpHU 3a KIMMara B
CTpaHara.

YcTaHOBSIBAT ce€ KIMHUKO-JIA00PATOPHU 3aBUCHMOCTH B MTPOTUYAHETO HA OCTPUTE
HEe(PUTH, KOPECIIOHAMPAIINA HA TEXKECTTa Ha 3a00JSIBAaHETO M MPOTHOCTHUYHUTE
dakTopu 3a nmporpecusiTa Ha 3a00IIBAHETO.

Jloka3Bar ce pa3iuKe B KIMHUYHOTO MPOTHYaHE W J1aO0OpAaTOPHHUTE NAaHHU TPHU
OuoTICUpaHUTE U HEONOIICUPaHUTE JIela.

[TporieHTHT Ha OCTpUTE HE(HPUTH B IETCKA BH3PACT, PU KOUTO JIUTICBAT WHIUKAITUH
3a MpoBeXk1aHe Ha OBOpeyHa O6uoricus € BUCOK ( 82%) 3a pa3nuka OT Bb3pacTHATA
nonyJnanus, nopaau npeoodnamasamius OITMTH.

[Tpu octpusi HeppuTEH CUHIPOM HEOIATONMPHUATHUTE MPOTHOCTUYHU (HAKTOPH ca
KIMHUYHHA, J1a0OpaTOpHU W  XucTojornyHu (  HampeaHana ObOpeuyHa
HEJ0CTAaThYHOCT KbM MOMEHTA Ha JoKa3BaHe Ha ['H, mepcuctupain naToaorndcH
YpUHEH CEAMMEHT, TpailHa XUIMOKOMIUIEMEHTEMHUS, apTepUalHa XUIEPTOHUS,
BB3PACTOB UHTEPBaJ 1O/ 3 U HaJl 16 roAMHYU U TaHHU 3a XpoHUYHOHOCT OT [1BB).
brnaronpusTHUTE MPOTHOCTHYHU (HaKTOPHU ca CBBP3aHM C MO-MaJIKaTa Bb3pacT Ha
nenara ( mexay 3 u 12 rogwHm), numncata Ha ObOpedHa HEIOCTATHYHOCT WIIH
nporpecusTa i, u3ue3BaHe Ha MPOTCHHYPHITA U XEMaTypUsaTa, HOpMalu3upaHe Ha
KOMIUIEMEHTEMHUTA, KAKTO U Ha apTepHallHaTa XUIIEPTOHMS, KAKTO W JIUIICA Ha

naHHU 3a XpoHnyHocT npu [16B).
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XI. 3akiaouenue

OcTtpusT HeppUTEH CHHIPOM B IETCKA BB3PACT C XapaKTEPHUTE 32 HETO XeMaTypus,
IPOTEUHYPUS U YECTO apTepUAIHA XUIEPTOHUSA ¢ WK 0e3 ObOpevyHa HEJOCTATHYHOCT €
IpeACTaBeH OCHOBHO OT OCTpHs MOCTHH(EKIHo3eH Tiaomepynonedput. C KIMHUKA Ha
OHC, wmakap u  mo-psgko, Morar Jjga ce  nposBiT  IgA-Hedpura,
MeMOpaHoTponudepaTUBHUS rJI0OMepyIoHehpHT, OBp30Iporpecupanys

romepynonedput, Henoch-Shonlein purpura u SLE.

Enmnnemnonoruara sva OHC npu npociieieHuTe 0T HaC XOCHUTAIN3UPAaHU Jlena €
CBBP3aHa C KIIMMaTHYHUTE OCOOCHOCTH U II0-BUCOKA YECTOTA IIPE3 €CEHHO-3UMHUS CE30H.
BB3pacToBoTO pasnpenencHue ¢ NpeBalMpaHe Ha Jenarta Mexay 3 u 12 roguHu u
IIOJIOBOTO- C ITO-BUCOKA YE€CTOTA Y MBKKHS I10J CHBIIAJA C JAHHUTE OT JIMTEPATYPHUTE

HN3TOYHHNIIH.

KimnHuko-1ab0paToOpHUTE XapaKTEPUCTUKHU TIPU JIe0I0Ta Ha HEPPUTHUS CHHIIPOM H
B XOJla Ha MPOCIEASBAHETO Ca CBHP3aHU KAaKTO C YTOUHSBAHE HA MOMAJEKAIIUS THUI
rioMepynoHe@put ¢ uiau 0e3 mpoBek1aHe Ha ObOpeyHa Ouoricusi, Taka U ¢ TPOTrHO3aTa Ha

3a00JIIBAHETO.

Ha 6a3a Ha KIMHUYHMA XOJI, TaOOPaTOPHUTE M3CJIEIBAHUS, BKI. UMYHOJOTHYHH,
pe3yiATaTUTE OT TPOBEJCHOTO JICYEHHWE W I0 WHAUKAIMH- OBOpeuHara OWOIICHS, ca
U3BEICHW ONarompusiTHU W HEOJarompusTHH  NPOTHOCTUYHU  (pakTopu  mpu

HaOJII0JJaBaHUTE OT HAC JIela C OCTPUsI HE)PUTEH CHHIPOM.

BbBexaaHeTo Ha IMAarHOCTUYEH aaropuThM 3a moBeaeHue mpu jeua ¢ OHC
JIONIPUHACS 32 CBOEBPEMEHHOTO IIOCTABSHE HA JAWAr€Ho3a M CHOTBETHO-3AII0YBAHE HA

JICYCHHCEC, KOCTO € OT ChIICCTBCHO 3HAUYCHUC 3a H0-1106paTa IIPpOrHo3a.
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XII. IIpuHocu

1. C opurmHaneH xapakrep

3a mBpBH BT B CTpaHaTa C€ OCHIIECTBSIBA MPOYYBAHE HA AEMOTrpadCKUTE,
KJIMHUKO-TA00paTOPHUTE M TIPOTHOCTHYHH XapaKTEPUCTUKU HA OCTpHUS HEPPUTCH
CHHJIPOM TIPY XOCTIUTAIN3UPAHU JICTIa.

OcpIecTBsiBa ce rpynupaHe Ha OCTpUsS HEPPUTEH CHHAPOM Ha 0a3aTa Ha HAIHYHE
WM HE Ha TIpoBe/icHa ObOpeuHa OUoTICHs.

W3Bexxnar ce oOummTe 3a OCTpus HePpUTEH CUHAPOM OJIAroNpusiTHU U
HEOJIaronpusATHH MPOTHOCTUYHHU (PaKTOPH 3a MPOTpechs Ha 3a00JISIBAHETO.
[Ipemmara ce TMarHOCTHYEH AITOPUTHM 3a OCTpHUS HE(PPUTEH CHHIPOM B JETCKA

Bb3pacT.

2. C noTtBbpAUTENEeH Xapaktep

Jloka3Ba ce 3Ha4EHMETO Ha Bb3pacTOBATA, I10JIOBATA IIPEAWIICKIUSA U CE30HHOCTTA
B YecToTaTa Ha OCTpUsI HEPPUTEH CUHAPOM B JIeTCKaTa Bb3pacT.

[ToTBBprKIaBa ce 3aBUCUMOCTTA MEXy KIMHUYHOTO IPOTHYAHE U TaOOpaTOpHUTE
MPOMEHU IIPU JIea C OCThP HeQPUTEH CHHIPOM.

[ToTBbpxKAABAT CE KIIMHUKO-TA00PAaTOPHUTE U XUCTOJIOTMYHU IPOMEHH U CE OTUUTA
BJIIMSIHUETO UM BBPXY MPOrHO3aTa Ha OCTPHUS HEPPUTEH CUHAPOM.

[ToTBbpxkAaBaT c€ HMMYHOJOTMYHUTE OCOOEHOCTH, KIMHHUYHOTO NPOTHYAHE WU

NPOTHO3aTa MPH JIela ¢ OCThP He(HPUTEH CHHIPOM.
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XIII. ITpunoxkenus
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