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NMMOEH JA3OJT HA BPAT

» Pusuk oa manurHusmnpame Ha numdeH ja3on Ha BpaToT
» UcnepyBamwa

» MNoHaTtamolwHu ncnepgyBawa

» PechepeHumn

PU3NK o4 MANMUTHU3NPAHKE HA BPATEH JIMM®EH JA30I

Oeua

Okony efeH o AeceT 3rofieMeHn BpaTHU NUMAHY jasnu WTO ce pasnukyBaat of Hop-
MarnHuTe NMM@HY jasnu e manurex

Hajuecta npuunHa 3a mManurHusmMparwe Ha BpaTHUTE NUMEHK ja3nu ce XouknHoBaTa
6onect u numdomute. [pyrn npuyunHu BkyvyBaat pabgommocapkoM, rubpocapkom,
TyMOpW Ha TupougejaTta, HeBpPOGNacToM 1 enuaepMartm KapLuuHoMu

ConutapHuoT numdeH jazon Bo TupouaHaTa xnesga € manureH kaj 70 npoueHTu of
cnyyauTe; 6eHUrHnTe hopmauum, LUCTU, NUMEPAHTMOMMK U XeMaHrMomMu, ce 3abenexy-
BaarT yLUTe BO NPBUTE Meceun of parateTo

BospacHu Haa 40 roamHun

lonem Gpoj n3pacToum nNokanuanpaHy Bo TUpouaHaTa Xnesaa ce Manuriu
MoBekeTo ManurHy TBOpGY ce MeTacTasn Ha TYMOPU Ha rmaBsa v Ha BpaT

UCNEOYBAHKA

ConutapeH numdeH jason Hag 2 cm npeTcTaByBa MHAMKALMjA 3@ MOHATAMOLLHW Ucne-
ayBarba

BunatepanHo sronemyBame Ha cybmaHambynapHuTe Xne3am Mmoxe Aa ce crneau Bo rne-
pvog of eaeH Mecel, 6e3 NOHaTaMOLLHM 1UcnedyBara ako TUE Ce jaCHO acoumpaHn co
apuHreanHa nHdbekumja

Knesawm co ronemrHa noA 2 cm ce cnefar AoAeka HMBHaTa ronemMmnHa He ce Hamarnu unm
[oaeka He ce u3rybart HanonHo

MPALUAHKA 3A NAUMEHTOT

Bonka Bo yBO

Ouncdarnja

Bonka npu rontawe

3aHeceHocT

MopaHeLlHN TYMOpU Ha KoXa Unun Ha yCHK (OTCTpaHeTu)

OnwTn cumnTomm (Tpecka, crnabocT, HamanyBake Ha TerecHata TexuHa, rybewe Ha
aneTuToT, rageme)

MatyBayka uctopwja (Tybepkynosa, Hekou rabuyHn sabonysara)

KoHTakTu co xu1BOTHYM (Tynapemuja, aTunnyHu Mukobakrepmnymm)

MHdekumja co ybon on 3apaseH komapel, (Tynapemuja)
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PUSUKATIEH NPETTIEQ

e [annauwja Ha BpaT M Ha nuue (ycTa, Co pakaBuun)
* VIHAMpeKTHa napuHrockonuja

* [lpeHga v 3agHa pyHocKonuja

* [lpernea Ha yBO

NMOHATAMOLUHU UCNEOYBAKA

e YnTpacoHorpadwuja n TeHKourneHa Guoncuja

PE®EPEHLUM
1. Editors, Article ID: ebm00877 (038.008) © 2005 Duodecim Medical Publications Ltd.

1. EBM-Guidelines, 24.3.2003, www.ebm-guidelines.com
2. YnarcTBOTO Tpeba Aa ce aXypupa Ha egHa roguHa
3. MpepBuaeHo cnegHo axypupawe Ao mapt 2006 roguHa

NEPNOEPHA PASMACKA

» OcHOBHM nNpaBuna
» WHpukauumn
» PedepeHumn

HopmanHuTte pedepeHTHM BpeQHOCTU 3a KpBHUTE KIETKM Kaj BO3paceH ce AafeHu Bo Mno-
cebHa Tabena BO OenOT 3a f1eykouuTo3u

OCHOBHU NPABUIA

e KoHuenToT 3a nepudepHa pa3Macka He € KOHeYeH HUTY efHo3HayeH. CoppxuHaTta u

KOPUCTEHETO HA OBaa aHanuaa ce ogpeayBa cropes nokanHarta npakTvka

¢ [OudepeHumjanHa KpBHa crnmMka o6nYHo ce fJobvBa co aBToMaTckn 6pojay, goge-
Ka NnabopaTopuCKM TEXHUYAP BPLUU payHa NpoBepka eAWHCTBEHO Ha abGHopManHu-
Te Haoaw. MoHekoraw Bo AudepeHumjanHaTa KpBHa CrvKa ce BKIyYeHU W OnMCoT
Ha MopdornorujaTa Ha epuTPOLMTUTE M BPOjOT Ha TPOMGOLUTUTE

¢ Mopdonowku npernea Ha KPBHUTE efleMeHTU e KOMNMETEH Npernes Ha nepu-
dbepHa pasmacka of cTpaHa Ha cneuujanucT. 3a oBaa aHanusa o6U4YHO e NoTpebHO
ynaTyBake CO ONWUC Ha KMUHUYKMOT npobrem

UHOUKALIMU

¢ MopdonoLKMOT Npernes Ha KpBHUTE eneMeHTH cekorall e UHAMULUMPaH BO npoLeHa Ha
cnegHuBe COCTOjOM, OCBEH AOKOMKY NpUYMHaTa He e jacHa:
* JleykoneHuja
¢ Jleykouutosa
¢ [llonuuntemuja
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e Tpombouwnutosa
¢ TpombouunToneHwuja
* AHemuja CO UCKNYYOK Ha xeneso AeduumTHa aHemuja

* Bo cnepeneto Ha NauMeHTOT PeTKo ce KopucTaT AudepeHumjanHa KpBHa Crvka n Mop-
dornoLKkM Npernea Ha KpBHUTE enemeHTn; ce npedpepupaaT Apyr TUM aHanuau, Kako
LWTO e BpojoT Ha neykouuTUTEe UNK Apyr cneunduryeH napameTap (Ha npumep, 6poj Ha
PETMKYNOLMTN NpW XeMonunaa)

* HacnepHasa Tabena ce HaBefeHu 3abonysaka Kaj Kov BpeAHOCTUTE Ha XeMOrnMoBUHOT,
6pojoT Ha neykouuTUTE M TPOMBOLNTUTE MOXAT Aa Gugat HopmanHu, a mopdonorujata
Ha KpBHWTE KMETKM MOXe Aa yKaxe Ha ToyHaTta AujarHosa

Ta6ena 1. 3abonyBata kaj kou NperneaoT Ha nepudepHa pasmacka Moxe fa buae kopu-
CeH Unu aa uMa aujarHocTMyka BPeOHOCT, Mako HYMEPUYKUTE BPEAHOCTU Ha KPBHWUTE na-
pameTpu (XeMornobuH, neykoumTn, TPOMBOLMUTN U NOHeKoralw AndepeHuujanHaTa kpeHa
cnvka) moxar ga buaart HopmanHu

CocTojon

Haogu

KomneHanpaHa xemonusa

CdbepoumnTosa, nonuxpomasuja, arnyTuHaumja Ha
epuTpounTUTE

XepegwuTtapHa ccepoumTosa

CdbepoumnTosa, nonuxpomasuja

XepeguTtapHa enunTounTo3a

EnuntounTn (oBanouutu)

Tanacemuja

Xunoxpomuja, TapreT-KneTku

CpnecTo-kneTovHa aHemuja

CpnecTu eputpoLmTH

Mwuenodnbposa, nHMUNTPaTK BO KOCKeHaTa
cpueBMHa

EputpoumnTtn Bo BUA Ha conasa,
neykoeputpobnactuyHa cnvka

AcnneHuja (no cnneHekTomuja, MHpUNTPaTH BO
cnesuHara, atpoduja

Howell-Jolly-eBv Tenua, akaHTOUMTW, TapreT-KneTkn

Tpyere co onoBo

ToukecTn 6a30PUNHN MHKITY3UN BO €pPUTPOLIMTUTE

PaHa casza Ha geconumnt oa BUuTamuH B12 unn
conHa kucenuHa

XunepcermeHTupaHu HeyTpodunm

Mwuenowm, makpornobynuHemuja

Pyno (rouleaux) doopmauum

OVIK nnu mexaHunyka xemonuaa

dparmeHTUpaHu epUTPOLUTH (LLIMCTOLUTK)

TeLwukn nHpekumnm

HeyTtpodunuja, HarnaceHa (,TokcM4Ha”)
rpaHynMpaHoCT Ha HeyTpodunuTe

WHdekTBHa MOHOHYKNEOo3a

TpaHcdopmypaHm (peakTuBHW) NUMAOLNTH

Hekown Te3aypramosu

BakyonupaHnu numdoumntn

HacnepnHu 3abonyBara Ha neykouuTuTe 1 Ha
TpomGoumnTuTe

CneunduryHn MopdOnoLLKN NPOMEHH Kaj
3acpateHnTe KneTku (Ha Nnprmep, LIMHOBCKU
TpombouunTH Kaj cuHapomoT Ha Bernard-Soulier)

ArpaHynouuTo3a

HeyTtponeHnuja

Aneprucku cocTojou

EosunHodunmja

XpoHu4Ha numdoumnTHa neykemuja

PenatnBHa numdounTosa, paamadkaHu epuTpoumnTm

Jleykemuja Ha BNakHeCTN KNeTKN

BnakHectu knetku (hairy cells)

AKYTHM neykemun (Bo paHa asa)

Bnactu
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PE®EPEHLN
1. Juhani Vilpo, Article ID: ebm00304 (015.002) © 2005 Duodecim Medical Publications Ltd.

1. EBM-Guidelines, 14.6.2004, Wwww.ebm-guidelines.com
2. YnatcTtBOTO Tpeba pa ce axypupa Ha eAHa roguHa
3. MNpeaBupeHo cnegHo axypupawe Ao jyHu 2006 roanHa

MNPEMEL HA KOCKEHATA CPLUEBUVHA

» OCHOBHM npaBuna

» Llen Ha ncnepyBaweTo

» CneuundmyHm coctojoun (NnoTpedbHa acnupaumja)
» CneuundunyHm cocTojom (NnoTpedbHa Guoncuja)

» MyHKTUpawe

» UHTepnpeTtauuja

» PedrepeHun

OCHOBHUW NPABUIA

¢ [pernegoT Ha KOCKeHaTa CpLEBMHA € NEeCHO W3BOANMBO M €BTUHO UCNedyBare Koe
MOXe da ce u3BedyBa ambynaHTckM. AHanuWsata e HeonxodHa 3a NoTepaa UNu 3a uc-
Krny4yyBa€e XeMaTosOWKO ManurHo 3abonyeame

¢ Ce npenopayyBa eQHOBPEMEHO [a Ce Hamnpasu U npernesn Ha nepudepHa pasmacka.
BoereTo Ha KockeHaTa CpLeBMHA 3a NMPUCYCTBO Ha xeneso Oelue 3naTeH cTaHdapd
BO AvjarHo3ata Ha eneso geduumMtHa aHeMuja. bruoncuja Ha kockeHa cpueBUHa € He-
OMNXoAHa BO cuTyauuja kora He ce obvBa maTtepujan co acnupauuja, a e og noMoLl npu
HEKOJKY ApYyru cocTojom

LEN HA UCNEOYBAHWETO

e AcnupaToT of KOCKeHa CpLeBMHa MMa LieHTpanHa ynora Bo UcneayBakeTo Ha XxemaTto-
nowkute bonectn. Toa moxe Aa 6uae eAUHCTBEH HaYMH Ha KOj ce MocTaByBa TOYHATa
AvjarHosa. lMokpaj Toa, HOPManHUOT Haod BO KOCKeHaTa CpLEeBMHa WUCKIyYyBa noseke
XxemaTosnolLukM 3abonyBara. MoHeKoral nma NpPOrHOCTMYKO 3Havere. Moxe aa ce ko-
pUCTW 3a credere OAroBop Ha feKyBaweTo, Ha NpMMep No xemoTepanuja Kaj neyke-
Muja

e [ujarHosaTta Ha HeKONKy XemaTonowku 3abonyBarwa ce nocTtaByBa €4UHCTBEHO UMW
rmaBHO BP3 OCHOBa Ha Nperneq Ha KockeHaTta cpuesuHa. Bo osaa rpyna cnafaat me-
ranobnacTtHn aHemMumn, neykemMmum, MMenoamcninacTMyHN CUHAPOMU, MYNTUMEH MUENIOM,
makpornobynuHemuja Waldenstrom, metactasu Bo kockeHaTa CpLEBMHa U HeKou Tesa-
ypuamosu

* [lpernenoT Ha acnupar of KOCKeHa CpLeBMHA ja AONONHYBa CnvkaTa Kaj HeKonKy Apyru
6onecTtu, Kako LITO ce annacTu4yHa aHemuja, arpaHynouuTosa, nauonarcka TpomboLm-
TONEeHWYHa nypnypa u xvrnepcnneHnsam
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CNEUNP®UYHU COCTOJBMU (MOTPEBHA ACTTUPALINJA)

HepedwuHupaHa aHemuja

HepedwuHupaHa TpomboumToneHuja

JleykoneHuja, neykounTtosa

HepedwuHupaHa numdageHonatuja, cnrneHomeranuja, xenatomeranuja
PebpunHa coctojba co Heno3HaTa eTuornoruja
CoMmHeHue 3a 3adpakare Ha KocKeHaTa CpLeBUHa CO:
XemaTonoLKN ManurHuTeTt

MertacTtartckn manvrHom

Cnepetse 04roBop Ha xemoTtepanuja

OppenyBatbe CTagnyM Kaj Manurin numdomm
MocToere nokanHu 6onkun BO KOCKUTE

MeTabonHu 3abonyBara Ha Kockute

CNEUNP®UNYHUN COCTOJBU (MOTPEBHA BUOINCUJA)

HeonxogHa

He e nobueH matepujan co acnupaumja
CyB acnupat

Koarynym

Muvenodunbposa

Hekpo3sa Ha kockeHaTa cpueBuHa
MeTabonHu 3abonyBara Ha KOCKUTE

KopucHa

nnacTuyHa aHemuja

[okaxyBahe Ha MeTacTasu Bo KOCkeHaTa cpLeBuHa
OppenyBatbe KMMHUYKM CTaguyM Kaj Manuriy numcomm
paHynomarto3Hu 3abonyBama

Ty6epkynosa

Capkoungosa

NMYHKTUPAHE

Kaj Bo3pacHu BooGuYaeHn MecTa 3a MyHKLyja ce CTEPHYM M KpUCTa Ha unmjayHaTa kocka
Buoncuja 06UYHO ce NpaBu Ha 3afHaTa KpucTa Ha unujayHarta Kocka

Kaj manu feua, of parawe 4o Bo3pacT of 1-2 roamHu, 4o6Gpo MecTo 3a NyHKTUpake e
BHaTpellHaTa CTpaHa Ha rpaHuLaTa noMery cpegHarta 1 ropHaTa TpeTuHa Ha TubujaTa.
Kaj noctapu feua mecTo Ha n3bop e 3afHaTa KpucTa Ha unujayHaTa kocka. OBaa noka-
Lvja MOXe a ce KOpUCTY U Kaj Aela nomanu of 2 rogunHu

MHTEPMPETALUJA

3a ycneweH npernen Ha KockeHata cpueBnHa € HeonxogHa ,qo6pa copa60TKa nomel‘y
KNMMHUYKNOT OOKTOP U CI'IeLl,l/IjaJ'lVICTOT LUTO BpLWW nperneq Ha MaTepMjanoﬂ

1 HepoctanHo Bo P. MakeaoHuja Ha HuBo Ha 33 (NpernegoT Ha kKockeHaTa cpueBUHa U MHTepnpeTauujaTa Ha pe-
3ynTaTuTe MM NpaBu UCKMYYMBO creLujanmcT-xemMmaTonor)
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Ha cneuwjanucToT wTo BpLuM MHTEpnpeTaumja Tpeba Aa My ce AocTasaTt MHopMaLmm 3a

KnuHnykaTa coctojba (v 3a pageHuTe NekoBm)

lonemuHata Ha cnesnHaTa, Ha LpHMOT Apob, NOCTOEH-ETO Ha UKTEPYC

CocrojbaTa Ha NuMdHNUTE ja3nu

TekoBHUTE NapameTpu Ha KpBHaTa cnuka: xemornobux, xematokput, MCV, cpegHa
KOHLUeHTpauuja Ha xemornbuHot (MCH), 6poj Ha neykouuTu U andepeHunjanHa
KpBHa cnwvka, 6poj Ha TpomboumnTn. [lokonky ctaHyBa 360p 3a aHemuja, KOpUCHa e
MHdopMaLmjaTa 3a 6pojoT Ha peTuKynounTuTe

3a ycnelHa copa6oTka e NnoTpe6HO CrneuunjanucToT LWTO BPpLUKM MHTepnpeTaumja aa ae-
jcTByBa aKTMBHO U Ja 6uae jaceH Npu COOMNWTYBaHETO Ha HaoauTe 1 3aknyyouuTe of
aHanusarta. [Jokonky HaoauTe GapaaT ypreHTHa akuuja, noHekoraill e notTpeGeH anpek-
TEH KOHTaKT. 3aToa Ha crneuumjanucToT LWTOo BPLUW UHTepnpeTauuja TpeGa fa my éuaat
[OCTanHu UMETO U KOHTaKT-AeTanuTe Ha fekapoT OArOBOPEH 3a NauueHToT

PE®EPEHLN
Juhani Vilpo, Article ID: ebm00305 (015.001) @ 2005 Duodecim Medical Publications Ltd.

1.

1
2,
3. MNpeaBupeHo cnegHo axypupawe A0 jyHu 2006 roanHa

. EBM-Guidelines, 9.6.2004, www.ebm-guidelines.com

YnartcTtBOTO Tpe6a Aa ce aXypupa Ha egHa roguHa

EPUTPOLMTOSIA

Lenu

OcHOBHM NpaBuna
MpuynHKn
KnuHuyku npucrtan
TpeTmaH
PecdepeHumn

LIENN
[a ce pasnukyBa npvmapHa nonuumTtemMuja (nonuumtemuja Bepa - PV) og cekyHaapHa
N penaTMBHa epuTpoLMTO3a (MOBUCOKO HMBO Ha XeMornobuH, HopmaneH 6poj epuTpo-
unTK)

OCHOBHU NMPABUIIA

3a epuTpouunTO3a Ce CMeTa 3rofieMyBare Ha BKYMHUOT Gpoj epuTpounTH BO KpBTa. Bo
npakTuka, oBaa cocToj6a ce fedmHMpa Npeky Mepere Ha efeH of creaHuBe napamer-
pu:

KoHueHTpauuja Ha kpBeH xemMornobuH
EpuTpounTeH BonymeH Unu xematokput
KoHueHTpauuja Ha epuTpoumTH
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* EputpoumTosa 3Hauu:
e Kaj xeHwn, xemornobuH > 155 r/n, xematokput > 0.46, unm eputpoumntn > 5.2 x
1012/n
* Kaj maxn, xemornobuH > 167 r/n, xematokput > 0.50, unn eputpoumTtn > 5.7 x
1012/n
* EputpoumnTosata moxe fa buae penatuBHa (HopmanHa eputpouuTHa maca) unu an-
conyTHa (3roremeHa epuTpouuTHa mMaca). AncomnyTHaTa eputTpoumTo3a Moxe Aa buae
npumapHa (PV) unu cekyHaapHa
* PV (1) e xpoHnyHo MuenonponudgepatnsHo 3abonysare. [peTcTaByBa BUCTMHCKA No-
nuuutemuja, buaejkm BoobrnyaeHo ce 3roneMeHn 1 KOHLEHTpaumMmTe Ha neykouuTuTe n
Ha TpoMbGouunTuTe

NMPUYNHU

BUCTUHCKM nonuuuTeMumn

e [Monuunutemuja Bepa (PV)
e CeKyHAapHU nonuuutTeMmn
e [lpeansBunkaHu Co XMMNOKcHja
e EpuTpounTtosa of ronemMum BUCOHUHU
¢ BpopgeHu cpueBu 3abonysara
¢ XpoHun4Hu 6enoapobHu 3abonyBama
e [pyru (cTekHaTu cpuesmn 3abonyBarba, pUriaeH rpafeH KoL, HasHavyeHa npeky-
MepHa TeXWHa, MHTEH3NBHO NyLUeHe)
e [pyrn npuumHmn (Ko NpegusBrKyBaaT HapyLlyBaka BO eputponoesara)
¢ bByb6pexHu 3abonyBama
* Hekoun HeonnacTu4Hu 3abonyBama
* CemejHa eputpouuTosa
* [laTonoLwku xemornobuHn
* MeaukameHTn (BONWUHT), epUTPONOETUH, aHAPOreHn

PenaTtuBHu eputpouunTosun

e [exungpaTauuja

e HamaneH BonymeH Ha nnasmara

* [lceBgononuuutemmja unu ctpec-nonuumTemmnja (BoobnyaeHa Kaj ,Tewwkn” nywaym n
nvua co NpekymepHa TenecHa TexuHa)

KIMMMHUYKK NPUCTAN

e JlekapoT of onwTa npakTuKa ja npoueHyBa notpedarta o noce6GHN cnuTyBaka?
* TewkuTe cpuesu 1 6enoapobHu 3abonysara ce YeCTo NPUOPYXKEHN CO NonMunTe-
MUja, Taka LITO He ce HEONXOAHW HUKaKBK NocebHM ncnuTyBaka
* [auneHTtnte co PV vyecto mmaart cnneHomeranuvja (> 10-12 cwm), TpombouuTo3a
1 NeyKkouuTo3a, Kako M onwTa cumnTomartonoruja (3amop, UCLPMEHOCT, Yellake,
ragewe). KpeaBera 1 TpoMOOTUYHM KOMMIMKAL MK ce BoOOBU4aeHu
e [ndepeHunjanHata gujarHosa Moxe fAa OGuae oTexHata AOKOMKYy nauueHToT co PV

2 HepoctanHo Bo P. MakegoHuja (OCBeH Ha HVMBO Ha TepuujapHa 34paBCTBEHa 3allTuTa - CyncneumjanucT-xemaTo-
0T ja MpaBu NpoLeHaTa 3a NoHaTaMOLUHW UCTeayBama)
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Hema naHumTo3a unu cnneHomeranuvja. flepuHmpaweTo Ha cekyHaapHaTa nonuuurte-
Muja Moxe Aa buae oTexHaTo AOKOMKY OCHOBHOTO 3abonyBare OCTaHe HEeOTKPUEHO.
BucTuHcka nonuumTemuja moxe fa buae noTepaeHa camo Co onpefenyBake Ha epuT-
pouuTHaTa Maca, UICMUTyBake Koe e U3BOAMMBO CamMO BO KIVHWKWTE UMK BO Noronemu-
Te 6onHMuM

Tabenata 1 r1 npykaxyBa HajBaxHUTe AudepeHUmjanHo-anjarHoCTUYKN CNUTYBakba

Ta6ena 1. [lucdepeHunjanHo-anjarHOCTUYKN UCNUTYBaka Kaj eputpoumTo3a

MapameTtap BuctuHcka nonu- | CekyHaapHa nonuuutemMumja PenaTtuBHa
uuMTemMmja epuTpouuTo3a

EpuTtpouutHa maca MokaveHa MokayeHa HopmanHa
JleykouunTtosa Boobu4yaeHo He He
Tpom6ouuTosa Boobu4yaeHo He He
CnneHomeranuja YecTo He He
ApTtepuckun pO2 HopmaneH Hu3ok nnun HopmaneH HopmaneH
JIAN-6oeme MokayeHo HopmanHo HopmanHo
Cepymcku Eno HamaneH MokayeH nnu HopmaneH HopmaneH
CnoHTaH pacT Bo KynTy- | Boo6uyaeHo He He

pa oA CTeM-KIeTKu

TEPATMUJA

TpeTtmaH 3a PV (Buau 3a nonuumTteMuja Bepa)

Mpn cekyHaapHa nonvuMTemuja Tepanujata e HacodeHa KOH OCHOBHOTO 3abonysame.
BeHenyHkuun (BeHecekumu, onedbotomum), no 400-500 mn Bo efeH HaBpaT ce noTpeb-
HW MHoOry peTko. Tue ce nNpaBaT 3a NpeBeHMpake KOMMNUKaLUN Of, CTpaHa Ha LeHTpan-
HMOT HEPBEH CMCTEM, KOU Ce nocneamnua Ha XnnepBucko3HOCTa Ha KpBTa

Mpn penatuBHa epuTpoLMTO3a Ce OAW Ha eNUMUHMPaKe Ha npuynHata. Ce kopurmpa
aexvppataumjata. [lebenvHarta u BepMKHOTO NyLeke (,iBajcyBare”) ce TpeTupaaTt BO
coBetyBanuwTa UTH. (1)

PE®PEPEHLU

1.

Cadl bl

Blacklock H.A., Royle G.A.: Idiopathic erythrocytosis - a declining entity. Br J Haematol
2001; 115: 774-781
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MAKPOLIMTO3A (MOKAYEH MCV)

» Lenn

» MpunumnHM 3a nokayeH MCV (makpouutosa)
» KnuHun4ku npucran

» PechepeHumn

LENN

* CpepneH kopnyckynapeH BonymeH unu MCV o3HadyBa cpefeH BONlyMEH Ha epuTpoLnNTM
Bo femtolitri. TpagnumoHanHo Toj ce NnpecmeTyBan Bp3 OCHOBa Ha XeMaTOKpUTOT 1 6pojoT
Ha epuTpounTute; MCV = xematokpuT/6poj Ha Ep, npu wTo 6pojoT Ha epuTpounTuTe Cce
ogpeaysan co 6poere Ha komopa. MNopaaun penaTnBHO ManuoT Bpoj N3BpoeHn KNeTku,
penpoayunbunHocTa Ha oBoj napameTap 6buna mana. 3Haun, MCV He 6u Tpebano aa ce
6a3upa Ha 6pojoT Ha Ep n3bpoeHu Bo komopa

* [JleHecka MCV ce opgpeayBa AVMPEKTHO BO anapaTtu LUTO ro aHanuaupaat Xxemorrnoou-
HOT, KOPUCTEjKMN CBETNOCHM 3paumn unm umnengaHca (Coulter-os meton). Nako e mHory
npeunseH, pe3ynTarToT He e cekorall curypeH. lNMopaau Toa, pedepeHTHUTE rpaHULM BO
pa3nunyHu nabopaTtopun MoXxe Marnky a ce pasnukyBaaT

* Bo noBeketo nabopatopuu BpegHocta Ha MCV ce ogpeayBa aBTOMaTtcku, 3aedHO CO
BpEAHOCTa Ha XeMOrmnobuHOT, 1 Kora KnMHM4apoT He ro 6apa Toj Haoa. Yecto natu ce
pobvBaaTt BpeAHOCTY NOBUCOKWN O ropHaTa rpaHuua Ha pedpepeHTHaTa BpegHocT (98 fl)

NMPUYNHN 3A NOKAYEH MCV (MAKPOLIUTO3A)

¢ [lpuumnHuTe 3a makpouutosa (MCV > 100 fl) moxe aa ce nogenar Bo 2 rpynu:
¢ HopmobnactHa epuTtponoesa
¢ Petukynountosa (KpBaBehe, XeMonusa)
e 3abonysana Ha UpHMOT Apob
¢ Texok xunotupeonansam
¢ TexoK xvnonuTymTapusam
e OBWMHO KOHCYMUpaHE ankoxor
¢ MeranobnactHa epuTponoesa unu gucepuTtpornoesa
* XunosutamuHosa (donat unu sutamuH b,,)
e MwuenogucnnacTuyeH CUHAPOM
¢ ManurHo 3abonyBame Ha KpBTa
e [JedektHa cuHTe3a Ha [HK (HajuyecTo wHAyuuMpaHa of INeEKOBW, PETKO
HacnegHa)

APTE®AKTU BO OOPEAOYBAHETO

* [lojaBa Ha ,rouleaux®-popmauun Ha Ep nnu armnyTtuHauuja
* Tewka xunepravkemuja

* 3HauajHa neykouuTo3a
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KIMTMHUYKK NMPUCTAI

AKO NauueHTOT MMa aHeEMWja, XeMaTosoWKUTE UcnedyBatba ce U3BedyBaaT Boobuyae-
HO (BMAM 3a MeranobnacTHa aHeMwja 1 NpoLieHa Ha aHeMWja Kaj BO3pacHu)

Ako BpegHoCTa Ha XeMorno6UHOT e HopMarHa, cocToj6aTa npakTMYHO MOoXe Aa ce eBa-
nyvpa Ha CrefiHMoB HauuH:

AnkoxonusmMoT unu 3noynotpebaTta Ha ankoxon ce HajYecTuTe MPUYMHU 3a MaK-
pounTo3a. AKO MUHATOTO U KNWHMYKaTa MMMpecuja ykaxxyBaaT Ha ankoxonoT Kako
MOXHa NpuynHa, He ce NoTpebHN NoHaTamoLWHK ucnegyBawa. Cutyaumjata My ce
objacHyBa Ha MauMEHTOT M ce NOoYHyBa CO coBeTyBake. AKO MMa Hafdex 3a Mo-
pobpyeanwe, MCV moxe ga ce cnegu. 3a HEroBo Hopmanuampamwe ce notpebHu
HeKoInKy Meceuu. AKO ancTuHeHuujaTa e ycnelHa:

MpBo, rama-rmytamun TpaHcdepasata (GGT) nopaHo ce Bpaka Ha HOpMarnHo
HMBO

AKO HeMa 3HauM Ha ankoxonusam, ce npasaT AOAaTHU uUcnedyBara:
Petukynouutn, cepymckm GGT, cepymcku ButamuH bB12 un eputpountapeH
donat. Co TupeongHu yHKUMOHaNHM TecToBM Tpeba ga ce UCKNydn XMnoTupeo-
ngunsam. McnutyBawarta Ha nepudepHa pasmacka U KOCKEH MO30K 0BMYHO He ce
KopucTaT Kako MpBOMMHUCKM ucrnegyBawa. MakpouuTo3aTa 4YecTo OCTaHyBa He-
objacHeTa (nguonatcka). OBaa nojaBa ce jaByBa kaj okony 10 NpoueHTH Maxu, a
Kaj 40 OTCTO XeHu

PE®EPEHLUM

Juhani Vilpo, Articla ID: emb 00310 (015.008) @2005 Duodecim Medical Publications
Ltd.
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NIEYKOLINTO3A

OCHOBHU NpaBuna

Lenu

PedepeHTHM HTepBanu
Mpuctan

UcnepyBamwa
PedepeHuun

OCHOBHU NMPABUIA

JleykouuTtosata e coctojba Ha mokaveH BKyneH 6poj neykouutu (6enun KpBHWU KNeTku)
BO KpBTa. Taa Moxe Aa 6uae npeamnsBukaHa o NOPacTOT HA €AEH UMW Ha NoBeke Tuna
6enun KpBHU KNeTKu:
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* HeyTpodunuja
*  numdounTosa
e MOHOLUTO3a
* eosnHodunuja
e Basodunvja
* [lopgen6ara Ha neykounTosaTta (ocobeHo HeyTpodunujaTa), cnopes eTuonorvjaTa, oco-
6eHo e KopuCHa BO KNMHUYKaTa AunjarHocTrka
*  VHdekunn n nicbnamaumja
* WHayuupaHa of nekoBu (KOPTMKOCTEPOUAW, TPaHyNMouUMTHU DaKTopuM Ha pacT,
Apyro)
e Crpec-uHgyumpaHa (pmanukm, emoumoHaneH)
* Jleykemuu (peTko ce npuynHa Bo cnopenba co apyrute)

LENU

* BepHaw Tpeba ga ce gmjarHocTMuMpa M Aa NovHe TpeTMaHOT Ha TellkaTta uHdekuumja
ako Taa e npuunHa 3a neykouutosara

¢ JleykoneHwujata unu HoOpManHWOT 6POj NEYKOLMTH HE UCKIyYyBa Tellka Hdekumja

* JleykounTO3a Of HEno3HaTo NOTeKNo Moxe Aa buae acoumpaHa co peBmMaTcko 3abo-
nyBakbe, XpOHUYEeH MHdanaMopeH Npouec UM xemaTonoLwKo ManurHo 3abonysarbe.
MpuynHaTa 3a neykounTosa obM4HO MOXe Aa ce OTKpue CO penaTuBHO Man 6poj ucnu-
TyBakba

PE®EPEHTHU UHTEPBAJIAN
Buan Ta6ena 1.

Tabenal. PedepeHTHM BpeaHOCTU (cpedHa BpepHocT +/- 2CT (cTaHOapaHu AeBujaumm)
unn 95%) 3a neykouMTHUTE NapameTpu

MauuneHTn Teykountn AndepeHumjanHo AnconyTeH 6poj (x 10%/1)
(x 1091) (%)

Bo3spachHu 3.4-8.2

HeyTtpodunu 40-75 (1.5)-2.0-7.5

JumcpoumnTn 20-50 1.5-4.0

B-numdouuntn 10-20 0.2-0.6

T-xennepw (L1O-4) 30-45 0.4-1.5

T-cynpecopwu (LIO-8) 15-30 0.2-1.0

LA-4/L10-8 = 1.2-2.8 (cpepHo 1.6)

MoHouutn 2-10 0.2-0.8

EoanHodunu 1-6 0.04-0.4

Basodunu <1 0.01-0.1

LOeua

HoBopogeHu 9.0-38.0

1-2 Hepenu 5.0-21.0

3-4 Hepenn 5.0-19.5

1 mecel-1 roguHa 6.0-17.5

2-6 roanHu 5.0-14.0

7-12 roguHu 4.5-13.0

> 12 roguHn 4.5-13.0
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BpojoT Ha neykounTuUTEe MOXe Aa ce nMokayu BO TEKOT Ha GpemeHocTa (o 15-20 x 109/1),
Hekoja M3nyKa akTMBHOCT, bu3nonoLwku cTtpec unm no obpok. bpojoT Ha neykounTute
€ noman HayTpo OTKOMKy nonnagHe. [opHaTta rpaHvua Ha pedepeHTHUTE BPEAHOCTU Ha
neykouuTuUTe 3a Bo3pacHu Ao3sonyBsa 2.5% of 3apaBuTe UHAMBMAYW Oa MMaart fecHo no-
BUCOKM BpegHocTu of 8.2 x 109/1.

NMPUCTAN

AKO KIMHUMYKaTa CrivKka ja pasjacHyBa npuyuHaTa 3a neykoumtosa, He ce notTpe6Hu cre-
UMMDUYHM UcnedyBata

AKO He e nosHaTa npuuMHaTa 3a feykouuTosa, AudepeHumjanHaTa KpBHa Crinka Moxe
[a NnoMorHe Bo gudepeHumpare Ha cocTtojbarta

Heytpodwmnujara (> 7.5 x 10%1) e HajuecTa hopma Ha neykouuTosa

HeyTpodunujata Hajuecto ce jaByBa npu UHdeEKUUM; BPojoT Ha neykouuTuTe € noB-

p3aH co TexuHaTa Ha MHgeKuujata U co MUKPOBUONOLIKMOT NpuunHuTen. MuoreHnTe

koku (Staphylococcus, Streptococcus, Pneumococcus, Gonococcus, Meningococcus) u

6aumnute (E.coli, Proteus, Pseudomonas) ce HajuecTuTe NpuUUMHUTENN Ha HeyTpou-

nwujata. Bpojot Ha neykouuTuTte ce Awxu nomery 15-30 x 10%1, Ho Hekoraw Moxe ga

6uae n 50-80 x 10%1. MomnaguTe hopmu Ha HeyTpodpunu (cTanyecTn, METAMUENOLUTM)

N TOKCUYHUTE rpaHynaummn Bo HeyTpounute ce kapakTepUCTUKM Ha akyTHaTa dasa Ha

WHdekunjata

HeyTpodunujata e penaTuBHO 4ecTa U Kaj HenuoreHu uHgekumum. Tyka ce B6pojyBa-

aT peBmatckata Tpecka, ckapnaTtuHaTa, audrepujata, NonMoTo, TUdycoT, Konepara.

Bpojot Ha neykouutuTe ce aABmxmu nomery 12-18 x 10%/1. leykoneHujata unu HopMasnHu-

oT 6poj NeykounTn He NCkny4vyBa Tellka UHMeKUMja

[MoHekoralw HeyTpodunujata NnpocregeHa co NpMcycTBO Ha NoHe3penu hopMu € TOrKy

n3paseHa LUTO ce HapeKyBa NeykemougHa peakuuja

Opyrv npuumHun 3a HeyTpodunuja ce:

* KpBaBehe

e Tpayma

e cpueswu 6onHu (MHdapKT, aTpujanHa pubpunauwuja)

* eKoBu (KOpPTMKOCTEpouan), Tpyewa

¢ wMeTabonHu 3abonysara (bybpexHa uMHcyduumeHunja, anjabeTnyHa koma, ruxT,
eknamcuja)

*  XemaTomnoLLIKM 3abonyBata: MuenougHa neykemuja, nonuuutTemuja,
Muenogpunbposa

e peBMaTtouaeH apTpuTUC, BacKynuTu

* TpaHcdy3suja Ha KpB

Eo3nHocdunujata e penatuBHo 4yecta

Buawu ro TekcToT 3a eo3nHomnvja

Numdouutosara (> 4.0 x 10%1), ucto Taka, e penaTMBHO 4YecTa

M3paseHa numdounTosa ce cpekaBa kaj XpoOHMYHa NUMAOLMTHA Neykemuja, MHpeKTUB-
Ha MOHOHYKMeo3a U Kaj NepTycuc
[Momanky n3paseHa nMMdoLnTo3a ce cpekaBa Kaj pasnuyHn NHEKL MK
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MoHouuTo3ara (> 0.8 x 10%1) e penaTuBHO peTka

Moxe pa 6uae acoumpaHa co pas3nuyHu nHgekuun (Tudyc, bpyuenosa, Tybepkynosa,
cybakyTeH eHpgokapauT, manapwvja), peBMaTonaeH apTputuc n apyrvu 3abonyeara Ha
CBP3NMBOTO TKMBO, XOYKMHOBA OONECT 1 MOHOLUTHA neykemuja

Basodmnujarta e petka

Hexkoralu ce cpekaBa BO aKuernepupaHata dasa of XpoHn4HaTa MvenounaHa neykemuja (XMJI1)

UCINEOQYBAHA

HeonxogHo e ucnutyBake Ha KockeHaTa CpLeBMHa ako e Hero3HaTa npuynHaTa 3a ne-
ykouuTOo3a, 0cobeHo ako audepeHumMjanHaTa KpBHa Crvka U KnnHu4YKaTa cnvka yKaxy-
BaaT Ha XemaTomoLLKO ManurHo 3abonyBare

XpoHuyHaTa GeHurHa neykouuTosa CO NPUCYCTBO Ha MoHe3penu dopMu Mopa Aa ce
ondeperumpa og CML co npaBerse cneumnyHn reHeTUYKN aHanmam

AKO CUMNTOMUTE He Ce 3HayajHW, criefereTo Ha BONHMOT M KOHTpoMnaTa Ha fneyKouuT-
HMOT Bpoj no 1-2 Hegenu Moxe Aa 6uae meton Ha nsbop, Guaejku ronem 6poj og nNpm-
YMHUTE 3a neykouuTosa ce 6esonacHu 1 NpUBpeMeHn. TpeTMaHoT e cekorall HacoveH
KOH MpuyunHaTa 3a neykoumutosa

PE®EPEHLNA
Juhani Vilpo, Articl ID: ebm 00306 (015.004) 2005 Dudecim Medical Publications Ltd.
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3. MpenBuaeHo cnegHo axypupawe Ao maj 2006 rognHa
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YnaTtcTtBOTO Tpe6a Aa ce axypupa Ha eagHa rognHa

TPOMBOLIMTO3A

Lenu

OcHOBHM npaBuna
MpuynHmM 3a TpOoMGOLMTO3a
KnuHunykmu npucran
Tepanuja

PecdepeHum

LENU

IOndepeHumnjanHa gujarHosa nomery:

CekyHaapHa (peakTuBHa) TpomboumTo3a U

TpombouunTo3a Kaj XpPOHUYHUTE MueronponudepaTuBHu 3abonyBawa (NocebHO
eceHumjanHa TpombouunToneHuja, HO, UCTO Taka, NonuuMTEMUja Bepa, XPOHUYHA
MuenounpHa neykemuja u mnenocdubposa), T.e. knoHanHa TpoméounTo3a
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OCHOBHU NMPABUIIA

PedepeHTHUTE BpegHocTu 3a 6pojoT Ha TpombouuTuTe ce amxat og 150-360 x 10%1.

Op gpyra cTpaHa, NOCTOM Marna MHTpauHamBuayanHa Bapujauuja Bo pasnnyHyi GEHOBMU

TpombouwnTosaTa (6poj Ha TpomGouunTn > 360 x 10%1) Moxe aa ce knacuduumpa Bo Tpu

KaTeropuu:

¢ ®uanonowuka

e PeakTuBHa unu cekyHgapHa

* [pumapHa, T.e. knoHanHa (eceHuujanHa TpombGouuTemuja u TPOMOBOLUTO3N Kaj
ApYyruTe XpOHUYHU MuenonponudepaTnBHN 3abonysara)

Op oBue camo knoHanHaTa TpoMbounTo3a NPeau3BUKYyBa CUMATOMU U KOMMNMKaLMK.

Tue He ce cpekaBaaT Kaj peakTMBHUTE TpombouuTo3un aypu 1 ako BpojoT Ha Tpombo-

unTUTE € MHOry 3ronieMeH. MpumapHaTta dopma cama no cebe moxe Aa npeTcTaByBa

pu3uK 3a TpoMb03a Nnu KpBaBeHe

NMPUYUHUN 3A TPOMBOLIUTO3A

KnoHanHu TpombounTo3u, T.e. OHMe Kaj ManurHn xemaTtonoLku 3abonysama (NoTpebHo
e crnefekse N TpeTMaH)
¢ MuenonponudgepatuBHu 3abonyBawa (eceHuujanHa TpombouuTemuja, nonuum-
Temuja Bepa, XpOHUYHA MUenouaHa neykemwuja, mumenocdunbposa co MuenongHa
mMeTannasuja)
CeKyHAapHK, T.e. peakTVBHU (Oa ce 0OpHe BHMMaHWe Ha OTKPUBAHE W nekyBawe Ha
OCHOBHOTO 3abonyBame)
¢ TpaH3uTOpHU
¢ AKYyTHO KpBaBeHe
¢ XunepkomneH3auuja (asa Ha 3aKkpenHyBake o TpoMmbouuToneHuja, nocebHo Kaj
mMuenocynpecuja)
¢ AKyTHa WHdekLmnja nnn BocnaneHue
¢ 3HaunTeneH ur3nykn Hanop, nopoayBake, agpeHanuH
*  XPOHWYHHU
* AHemuja og HeOQOCTUr Ha Xeneso
e Xemonutuyka aHemuja
* AcnneHuja (Ha npumep, NO cnfieHeKToMKja)
* Manurnu 3abonysatsa
e XpOHWYHa UHMeKLnja nnun BocnaneHne
* Peakuuu Ha NekoBw (BUHKPWUCTWUH, PeTMHOMAHA KUCENMUHA, LMTOKUHU, hakTopu
Ha pacT)

KNMAHUYKU NPUCTAN

HajBaxxHO e Aa ce Hanpasu pasnuka Mery pasnuuHute opMu Ha CeKkyHOapHa TPOM-
6ouMTO3a U XPOHUYHUTE MUenonponudepaTuBH 3abonysama (nocebHO eceHuMjanHa
TpombounuTemuja, HO, UCTO Taka, U MONUUUTEMMja BEpa, XPOHUYHA MUenougHa neyke-
Muja n muenodubposa. MeryToa, noHekoraw audepeHunjanHata avjarHosa Moxe aa
6uae Tewka. KopucHuTe aujarHoCTUYKKU UcnedyBama Ce HaBeaeHu Bo Tabena 1

TEPATMUJA

JlekyBaH-ETO Kaj CeKyHAapHaTa TpoMBoLMTO3a € OPUEHTUPAHO KOH OCHOBHOTO 3abonyBare
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* Kaj mvenonponudepaTtmeHuTe 3aGonysara TpoMGoLMTO3aTa € NoBp3aHa Co 3rofieMeH
pW3uK of nojaBa Ha TPOMGO3N U KpBaBewe. PU3NKOT ce 3rofieMyBa CUrHU(MKaHTHO CO
BO3pacTa ¥ CO NpeocTaHaTuTe CUMyNTaHW puank-chaktopu. KoHcyntauuja co cneumja-
NUCT (CneuwnjanuncT No MHTepHa MeauLMHa, XeMaTosor) € HEONXO4Ha BO HEjacHM criyyan
1 KOra ce OAny4yBa 3a TEKOT Ha NeKyBateTo

Ta6ena 1. [iudpepeHunjanHa avjarHo3a Ha TpoMboumMTo3a: KNMHUYKa crvka u naboparo-
puCKku ncnegyBara

Haoau KnoHanHa Tpom6ouuTtosa* PeakTMBHa TpoMGouuTO3a

YecTo ounrnegHa nnum

OcHoBHo 3abonyBate Hema )
NecHo ce aujarHoctuumpa

Wcxemuja (uepebpanHa, Bo npctute

YecrTa (kaj HenekyBaHa 6onect) | Hema
Ha paueTte unu ctananara)

ApTepucka unv BeHcka Tpombo3a 3ronemeH puank Hema
KpaBaBere 3ronemeH pusmnk Hema
CnneHomeranuja Oxkony 40% op nauneHTuTe Hema

HopmanHa mopdonoruja Ha

KpBHa pa3macka vranTckm TpoMGoumTU
TpombounTtute

KockeHa cpueBuHa ABHOpPMAariHN MerakapuounTu HopmanHu merakapmoumnTn

*KnoHanHaTta TpoMboLnTOo3a BKIyYyBa eceHumjanHa TpoMBouuTosa 1 Apyru MuenonpornodepaTusHm-
3abonyBatba

PE®EPEHLUM
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NEYKOUUTOINEHWJA

» Uenn

» OcHOBHM npaBuna

» Kunetuka

» Etnonoruja

» KnuHuyku maHudecTaumm Ha HeyTponeHujaTa
» UcnutyBamwa

» TpeTmaH

» PechepeHumn

LIENK

ComHeHMeTo 3a HeyTporneHuja ce 6a3vpa Ha nojaBa Ha akyTHa UM XpoHUYHa cnabocT
U rafgere acoumnpaHo co MHEKUMU Ha KoxKaTa Ui MyKoan

Xocnutanusauujata e noxesnHa ako nauuneHToT e ebpuneH unu ako 6pojoT Ha neyko-
umTuTe e noman og 0.5 x 1091

OCHOBHU NMPABUIA

JleykoneHujata e cocTojba npu koja 6pojoT Ha neykoumMTUTE € Noa pedepeHTHUTE Bpea-

HocTu, Ha npumep 3.4 x 10%1 (kora pedepeHTHUOT paHr e 3.4-4.0 x 10%1). MefyToa,

6pojoT Ha neykouMTUTE Kaj 3gpaBuy fyre Moxe NepMaHeHTHO Aa ce ABwxun nomery 3.0-

4.0 x 10%1 vnu pa 6uae n NoHM3ok of Toa. NpuyrHa 3a Toa Moxe Aa buae oeduUMT Ha

LUMPKYnMpaykn HeyTpodunu n nokpaj HopmaneH pesepseH nyn (npumep, ,nepudepHa

HeyTponeHuja”). PecdepeHTHNTE BpegHOCTH 3a Aeua Bapupaart co Bo3pacTta

JleykoneHunjata moxe ga 3Hauu:

¢ HeyTponeHxuja (6poj Ha HeyTpodmnm nog 1.5-2.0 x 10%/1 )

¢ Jlumcponenuja (6poj Ha numcoumTtn nog 1.5 x 10%1)

* KombuHauuvja Ha gBaTa

Ako ce ucknyum AIDS, neykoneHujaTa € pe4ncu cekorall nocnegvua Ha necHa HeyTpo-

neHuvja

Kaj Teluknte neykoneHun e HamarneH 6pojoT Ha HeyTpodunuTe 1 Ha numdounTUuTe

JlumdponeHwnjata peTko e acoumpaHa co crneunduyH COCTOjOU CO UCKITYHOK Ha PETKM

BPOOEHU N CTEKHATU UMyHOAEeMULUNTHN cuHApoMU. JedununtoT Ha xennepHuTte T-num-

douutn (CD 4) e nuaukatop 3a ctaguym Ha 6onect kaj nHdpekumjata XMB 1 (Buau 3a

XWUB-nHbekuuja)

HeyTponeHwujaTta e acouunpaHa co 3ronemeH puauk og baktepucka uHdpekumja. OcobeHo

BHMMaHWe e NoTpebHO Npu KOHTUHYMPaHO HamanyBake Ha 6pojoT Ha HeyTpodunuTe

e bnarogapeHve Ha GoraTMOT pe3epBeH Myn Ha HeyTpodWIM BO KOCKeHaTa cpLe-
BVHA, 3rofeMeH pu3uK of MHdekuun Hema aypu u npu 6poj Ha HeyTpodunu of
1.5-2.0 x 109/

* YMmepeH pu3uk og MHdekLmMja noctomn npu 6poj Ha HeyTpocmnm 0.5-1.0 x 109/

e Tewkun GakTepUCKN UHPEKLUN ce YeCcTu ako BpojoT Ha HeyTpodunm e nog 0.5 x
1091
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e CenTu4Hu nHdEKLUN ce YecTn kora 6pojoT Ha HeyTpocunu e nog 0.5 x 10%/1

KUHETUKA

MocTojaTt ABe KWHETUYKM rpynu neykoneHwuja, rmaBHO, NPeAn3BUKaHN Of HeyTponeHuja
* 3ronemeHa KoHcymaumja
¢ T[lpumep, BO QOKYC Ha nnoreHa nHdekumnja
* HamaneHa npogykuuja Bo KockeHaTa cpLeBuHa
* T[lpumep, Kaj annacTMyHa aHemuja Kora e HamaneHa npogykuujata Ha cuTe
KNeTKn Unu npu ronema vHunTpaumja Ha KockeHata CpLeB/UHa CO MeTacTaTcku
Tymopu
* [BeTe cocTojbu MoXe Aa ce jaBaT uctoBpemeHo. KuHetnkata Ha neykoneHujaTta He
e nosHara kaj cute cnyvam

ETUOJIOIMNJA

MHdekumm

* bBaktepucku (Tudyc, napatugyc, bpyuenosa)

* BupycHu (MHdNyeHumnja, mopbunu, pybena, WHgEKTMBEH XenaTtuTuc, BUPYCHa
NHEBMOHMja)

*  Pukeumnosn

¢ [poTo3ou (Manapwja)

e Telwkun MHMEKUUN, KaKo LUTO Ce MUNUjapHaTa Tybepkynosa u uHdekummTe kaj noc-
Tapu 60NHM 1 NAUMEHTN CO HaManeH UMyHuTeT

Jleykemuja (kako 1 aneykeMmnyHuTe copmu)

Jlekosu

* lUTto npeansBukyBaaT n3onupaHa HeyTponeHuja

* lUTto npeansBumkyBaaT annactuyHa aHemuja

AnnactuyHa aHemuja

XunepcnneHuaam

Vavnonatcka HeyTponeHuja

* AKyTHa UNn XpoHUYHa

MHdunTpaumja Ha KockeHaTta cpueBuHa

* KaHuep-mertacTasu

e Jlumdommu

¢ Muenodunbposa

e MyntuneH muenom

Merano6nactHa aHemuja

CucTtemckn 6onecTu Ha CBP3MBOTO TKMBO

« CIE

* Sjogren cMHApOM

Tewka dpepogedununTHa aHemuja

Opyrv npuynHn

e TOKCUYHM XeMuKanuu

* JoHM3Mpayko 3payere

* [Opyro
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KNMMHWYKUN MAHUDECTALUUU HA HEYTPOTNEHUJA

¢ JlokanHuTe 1 onwTuTe KNNHUYKM MaHudecTaunm noTekHyBaaT o4 MHCbeKLI,VIjaTa
¢ JlecHaTa 1 acumnTomarckara HeyTponeHMja MOXe [ja ce acoumpaHn co noeeke 3a60nyBaH:a
* KnuHuykata crnivka Moxe fa ce knacuduumpa kako aKyTHa unm XpoHn4yHa

CumnTomaTcka HeyTponeHuja

* Moxe ga e acoumpaHa co:
¢ AKyTHa neykemuja
¢ Pa3nunyHu megukameHTu
¢ AnnacTtuyHa aHemuja
¢ XunepcnneHunsam
¢ Tewka namonartcka HeyTponeHuja (peTko)

AKyTHa HeyTponeHuja

e KnuHunykm manudpectauum:
¢ Tpecka, noTewe, NokayeHa Temneparypa
¢ [nasobornka
¢ MyckynHu 6onkn
* 3amop
e Hekoraw mMoxe fa ce jaBu npogpomMariHa dasa koja Tpae 1-2 geHa v ce kapakTepuaupa
CO ucupneHocT
* HajyecTta nokanusaumja Ha nHdEKUMUTE Ce KoxaTa n MykosaTta, 0OCOOeHO ycHaTa Lyn-
NHa
¢ T[lpB 3Hak Moxe ga 6uge LpBEHO U e4eMaTo3HO rpro
* o 1-2 peHa HacTaHyBa AeMapKauuja Ha HEKPOTUYHWUTE 30HW. [aHrpeHo3HnTe yn-
Lepauun ce NOKpMEeHU CO XONTO-CUBO-3eMneHa membpaHa

XpoHu4YHa HeyTponeHuja

* KnuHuykaTa crnivka e nomarky uspaseHa npu nornecHa cumnromaronoruja (cnabocr, nc-
LpneHocT)

*  VIHgeKLMnTe ce HajuecTo fiokanuanpaHun Ha Kkoxata u MykosuTe. VIHdekummTe ce obny-
HO XPOHWYHM U He pearnpaat Jobpo Ha aHTUGMOTUUKN. Hekposute u ynuepauuuTe ce
yecTtun. Nopaaun HeQoOCTUr Of rPaHynounTU, He € N3paseHo Co3[aBarEeTO MHoj

* 3asgpaByBaneTO Ha paHuTe e 3abaBeHo

NCNEOYBABA

* HeyTponeHwujaTa ce fokaxyBa co ToTanHa u andepeHunjanHa KpBHa cnvka

* HeonxogHu ce KMMHUYKM UcnedyBakba U AeTarnHa aHaMHe3a 3a KOHCyMupake NeKoBy,
XemviKkanuu, NpeTxoaHn nHdekuun n hamunujapHa aHamHesa

* lcnuTyBaweTo Ha KoCKeHaTa CpLeBuHa (BWAW Mpernes Ha KOCKeHa CpueBuHa) e Ko-
PWCHO 3a pasjacHyBake Ha eTuonorvjata u Ha KMHeTUKaTa Ha HeyTponeHujata (Hama-
neHa npoaykuuja unm srofiemeHa KoHcymaumja)

* Op nomow moxe Aa 6uae oapeayBawe€TO Ha ronemMuHaTa Ha crnesauHara (co nanna-
uuja, yntpacoHorpaduwmja). CnneHomeranujata (> 10-12 cm) moxe ga e acoumpaHa co
XvnepcnieHn3am unu ga ykaxysa Ha eTvonorvjata Ha neykoneHujaTta

e AnuecuTe MOXe Ja Ce BU3yenuampaar co rama-kamepa unm co paanoakTuBHO obGe-
nexaHu rpaHynouuTn
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. O,qpe,qual-beTo aHTMHeyTpO(bMJ'IHVI aHTuTena € MHory CrnoXxeHo ucnutyBawe 3a aa ce
KOPUCTW BO NpuUMapHaTa 3awTuta

TPETMAH

¢ Xocnurtanusaumjata ce coBeTyBa nopagu notpe6ara on 6p3a AujarHosa u Tpet-
MaH BO CNny4aj Kora nauvMeHTOT MMa HeyTponeHuja npocriefgeHa co nokavyeHa Tem-
nepartypa unm ako 6pojot Ha HeyTpocdunuTe e nop 0.5 x 10%/1. OBa e onpaBaaHo no-
paav Toa LITO HeyTpomneHujaTa e YecTo acouupaHa co dartanHu 6akTepuckm MHgeKLmn.
3artoa e notpebHa 6p3a 1 ToYHa MUKPOOUMOIOLIKa aHann3a U eukaceH aHTUGMOTCKM
TpeTmaH KOMBUHMPaH Co CyrnopTMBHa Tepanuja

¢ Kaj TewkaTa HeyTponeHuja xemaTonoeTckuTe dakropu (G-CSF n GM-CSF) ce edu-
KacHMW 1 ro nokayyBaaTt BpojoT Ha HeyTpounuTe ako MMa NporeHMTopu BO KOCKeHaTa
cpueBuHa. OBME MeaUKaMEHTUN Haj4eCcTo Ce KOpUCTaT Kaj HeyTponeHuja npeam3BuKkaHa
of xemoTtepanuja A 1 Kaj Tellka XpOHUYHa HeyTporneHuja
* Edektute ce ovekyBaart ywte Bo NpBuTe 24 4aca, a CUrypHO Mo HEKOSKy AeHa

¢ Kaj TeukaTa XxpoHU4Ha HeyTponeHuja [o31Te Ha oapXKyBare ce oapedyBaaT MHONBU-
ayanHo. Mo npeknHyBake Ha TepanujaTta, 6pojoT Ha HeyTpodunuTe ce Hamanysa 3a 50
npoueHTn 3a 1-2 feHa 1 ce BpakaaT Ha OCHOBHUTE 3a 1-7 aeHa

¢ Bo TekoT Ha xeMoTepanujaTta NpPMBPEMEHOTO MokadyBawe Ha 6pojoT Ha HeyTpodu-
nuTe ce oyekyBa 3a 1-2 geHa. 3a ga ce NOCTUrHe JONroTPaeH Teparnucki ogroBop, co
Tepanwja ce nNpogornxysa ceé Aodeka He ce NoCcTUrHe HopmManeH 6poj Ha neykouuTuTe.
Bo Hekou cnyyau Tepanujata mopa Aa tpae u o 14 genHa

e TpeTmaHOT e cKan; cekako, BHUMaTENHO CNpoBeAeHa U cenekTupaHa Tepanuja e nHan-
uupaHa kaj ogpedeHu cnyyau. CTpaTernjata 3a TPETMaHoOT ja JOHECYBa UCKYCEH crie-
uujanucT (xemaTonor, OHKOSOr, UHTEPHUCT Unu negujatap)

PE®EPEHLNA
1. Juhani Vilpo, Article ID: ebm 00307 (015.005) @ 2005 Dudecim Medical Publications Ltd.

1. EBM-Guidelines, 14.6.2004, www.ebm-guidelines.com
2. YnatcTBOTO Tpeba Aa ce axXypupa Ha eqHa roauHa
3. MpenBuageHo cnegHo axypupawe Ao jyHu 2006 rogmHa

EO3NHOPUIINIA

» OcHOBHM nNpaBuna
» 3abonyBaka KoM ce BO OCHOBa Ha cocTojbaTta

» KnuHunykmu npuctan
» PedepeHum

OCHOBHUW MNMPABUIIA

* HopmanHo 3acTtaneHocTa Ha eo3mHodunute usHecysa 16% oa neykoumtute BO nepu-
epHaTa kpB (HopmarnHo HuBo: 3.4-8.2 x 10°%/n). 3actaneHocTa BO anconyTeH 6poj us-
HecyBa 0.04-0.4 x 10%n
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Bo npakTukata, 6pojoT Ha eo3nHodunuTe > 0.4 x 10%n moxe Aa ce cmeTa 3a €03MHO-
dunuja. Kaj poeHunma (nog 1 rogmHa) ropHaTta rpaHvua e noBucoka n Jokonky e > 1.0
x 10%n ce cmeTa 3a eo3nHodumnuja

Tpeba ga ce pa3mucnu 3a crnegHoBO:

e [lanu eo3nHodunujata Moxe Aa 6uge 3Hak Ha HeKoe Apyro OCHOBHO 3abonyBake
koe Hbapa meguUMHCKa KOHCynTaumja u 3rpuxyBake (3aCHOBaHO Bp3 aHamHe3a 1
cratyc)?

* [lanu eo3nHodunujaTa, cama no cebe, npeTcTaByBa ONacHOCT 3a NaLMEHTOT (e03un-
HoUNNTEe MOXaT Aa NpeausBuKaaT oWTeTyBawe Ha TKMBaTa Npeky cekpeluja Ha
NpouHNamMaTopHN LUTOKUHN)?

MocTojaT AHeBHWM Bapujaumm Bo GpojoT Ha eo3vHoUNMTE BO KpBTa. [ocTon HUBHM

obpaTHONponopLMoHaneH oA4HOC CO HMBOTO Ha rMMKOKOPTUKOMAM BO KpBTa. bpojoT Ha

€03MHOMNNTE BO KPBTa € HajBMCOK HaBeyep, a HajHM30K HayTpo. HMBOTO Ha eo3u-

HOWMMTE € MecHO 3rofleMeHo BO Mepuof Ha MeHcTpyaneH uuknyc. ®U3nyku Hamop

NpUBpPEMEHO ro 3rofieMyBa 6pojoT Ha eo3nHoUNNUTE BO KPBTa, MeryToa NCUXOMOLLKMOT

cTpec n 6eTa-bnokatopuTe Moxar Aa ro Hamanat

3ABOITYBAHKA KON CE BO OCHOBA HA COCTOJBATA

CnnCoKOT Ha (hakTopy LITO Mpeav3BMKYBaaT e03vHoduvja e pedncu GeckoHeuyeH.
MpalareTo AONOMHUTENHO Ce KOMMAMULUMpa co hakToT Aeka eosnHodunmrjata usrnega
[eka ce nojaByea 6e3 NpaBuio, OAHOCHO HEj3MHOTO OTCYCTBO He o UCKIy4YyBa U NoCTo-
€H-ETO Ha NpuyMHaTa nopaau koja 61 ce oyekysana eo3mHodunmja

HAJBAXHU NMPU4YUHUN 3A EOSUHOPUITNJA (> 0.4 X 109/11)

Anepruvja

e AcTma, anepruyeH puHUTUC, KOXHWU UCUMYBakba, ypTUKapuja utH.

MapasutapHu nHpekunn

* VHdekumnja co ackapwuja, TPUXMHO3a, EXMHOKOKO3a, XymMaHa TOKCOMnna3mosa u co
TPOMNCKM NapasunTtun, Ha NpumMep, LWMCTocoMujasa

MeavnkameHTH
e [eHnuMnuH, CTPEenTOMUUMH W XMOPNpoMasuH, Kora ce MpuapyXeHu camo Cco
UKTEpPYC

¢ [lpenapaTtu Ha 3naTo

e AHTMOMOTMUM, Ha NpuMep, OdIOKCaLUMH U HATPOYPaHTONH

* ¥YnotpebaTa Ha TpunTodaH € MpuapyXeHa cO CUHAPOMOT Ha eo3uHodwununja-
Mujanruja (HajBepojaTHO Npean3BMKAHO CO HEKOMMIETHaTa NPEYUCTEHOCT Ha Tpun-
TOaHOT, KOj Ce KOPUCTU Kako NpUpOAEH Nek)

KoxHu 3abonyBarba

* Ekuem, nemduryc, ncopujasa, xepnetudopMeH gepMaTuTuc, Npypuro UTH.

3adhakare Ha Genute Apo6oBu - MHPUNTPaTK Ha paauorpaduja u eos3mHodunuja Bo

KpBTa (BMAW 3a €03MHOPUNHa NHeBMOHWja)
* Loffler-oB cuHapom (neceH, HajyecTo ce paspellyBa Bo nepuog of 4 Hedenu)

¢ [lponoHrupaHa cdopma Ha 3abonysaweTo (6€3 CUMNTOMM Ha acTma, NPOMEHNUB
Tek, Tpaewe of 2 0o 6 meceum)

¢ bBenogpobHa eo3nHodunmja + actma

* Tponcka eo3nHodunuja

¢ Churg-Strauss cuHgpom
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* HutpodypaHTOuHCKM 6enu gpobosu
*  UNHdekunn
* Kaj mHory 6akTepucku nHekunm Bo akyTHaTa asa e BoobnyaeHo Aa ce nojasu
eo03nHoMNeHuja, MeryToa Kora HeyTpodunujata ke noyHe ga onara, Moxe a HacTa-
He eo3nHodunuja
* Manurumn xematonoLuku 3abonyBara
* XpoHWYHa MUernouyHa neykemwuja, nonvumuTemMuja sepa, Xo4kmHoBa 6onect (aypv u
0o 10 npoLeHTV o NaunMeHTUTE), HeKoraLl 1 kaj MynTuneH mnenom. EosnHodunHarta
neykemmja e UCKINy4mTernHo peTka
e KapunHomu
* OcobeHo Kaj meTacTaTCKu UMM HEKPOTMYHU KapLUMHOMW M Mo paauoTepanuja (Kaj
okony 30 oTcTo)
e EosnHoduneH dacummt
* PeTko 3abonyBare Ha CBP3NMBOTO TKMBO LUTO NINYKN Ha CKnepoaepma
e YecTo 3anoyHyBa No MHTEH3NBEH (PU3MNYKN HAnop
* KoxaTta v Ha ropHUTE 1 Ha [OMNHUTE eKCTPEeMUTETN OTEeKyBa U Ce CTBPAHYBA KaKo Kaj
cknepopepma. 3abonyBareTo YeCcTo panuaHo nporpeampa
* JlabopaTopuckute ucnutyBama nokaxysaat nokadeHa ECP n eoanHodumnuja
* bBuoncuja Ha 3adpaTeHaTta Koxa unu dacunja e gmjarHocTnyka metoga
e Ce TpeTvpa co BMCOKM A03N KOpTUKOCTEpOUan
* CewmejHa eo3vHodUnvja
* MHory petka

KIMTMHWUYKU NMPUCTAN

e [JeduHnpameto Ha eo3nHodunujata 6apa npoueHa op noBeke acnekTu. bpojoT Ha
e03nMHounMTe gobueH od aBToMaTM3npaHu gudepeHumjanHy 6pojadym Ha neykouuTu
ce ynoTpebyBa 3a cnefewe Ha cocTojbara
* Kora 6pojoTt Ha eo3uHounute e 0.4-0.5 x 10%n, a nauneHToT e 6e3 cumnToMMU,

KNUHUYKaTa cocTtojba n 6pojoT (YTPUHCKMN) Ha eo3nHounNuTe ce nNpoBepyBaaTt BO
nHTepBanu og 1 oo 2 meceua
e Kora eosuHodunujata e nomspaseHa, HEOMXOOHW Ce AeTanHu aHanu3n (ocBeH
aKko e Mo3HaTa BepojaTHaTa npuyMHa U BeKe ce NeKkyBa OCHOBHOTO 3abonyBarse).
CocrTojbaTta Ha naumMeHTOT ja onpegenysa noTpebaTta 3a HaTaMOLLHW UCNUTYBaka
¢ Ce cmeTa geka HeKou naumeHTu cTpagaarT of xunepeosvHoduneH cuigpom (HES)

¢ CnepgHvBe KpUTEPUYMU Ce NPEANOXKEHU:

* bBpoj Ha eo3uHocunu > 1.5 x 10°/n noponro on 6 meceun
¢ [locTojaT 3HauM Ha 3adpaTeHOCT Ha TEPMUHAIHW OpraHu
¢ OTcycTBO Ha NpuYMHa Koja Moxe aa ce geduHupa

¢ Konky e nosucok 6pojoT Ha eo3nHounuTe TOIKY € noBepojaTHa 3adaTeHocTa Ha Tep-
MUHanHuTe opraHu. lNojaBaTa ce MHTEH3MBUPaA kora G6pPOjOT ro HagMUHYBa HUBOTO Of
5-10 h 10%I. VicnuTyBakeTo Ha MauueHTUTe Co cumnToMaTtornoruja (pecnupatopHu u
CpLEBU CUMMNTOMM M 3adaTEHOCT) € HaANeXHOCT Ha crneunjanuct. Ha Hekou naumeHTu
MoXe Aaa um TpebaaT aHTUXMCTaMUHULM 3a Aa MM onecHaT CUMNTOMUTE, FMYKOKOPTUKO-
nav UnNu Oypu v UMTOTOKCMYHM MpenapaTy 3a ga ce npeBeHupaaT mMaHudecTaumm of
TepMuHarnHuTe opraHm
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ANJATHOCTUYKA CTPATEIMMJA

« [poueHaTa ce npaBu BP3 OCHOBA Ha CTEMEHOT Ha eoanHoduUnuja
¢ [pu McnuTyBarETO Ha atonuja, UHAULMPAHK Ce KOXHM YGOaHU TEeCTOBM
e dekanHu napasuTu
¢ He 3abopaBsaj ga Hanpasuw UCNUTYBake 3a hekanHu napasuTu. 3eMu enugemu-
oroLlKka aHamHesa

PE®EPEHLUN
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TYMOPW O XEMATOIOETCKU
N NIMMOOUOHN TKUBA: OTNWTW
YINATCTBA

» Lenun

» OeduHuuumja

» 3Hauu M CUMNTOMMU

» [njarHocTuyka nocrtanka, oapeAyBatke Ha NOTTUMNOT U CTagUuyMoT

» YnatcTBa 3a oApeAyBake Ha yPreHTHOCTa Ha AujarHocTMYKaTa nocranka u
Tepanwuja (NpB npernea Ha NauueHT U NPOMeHa Ha cocToj6aTa Kaj mauneHT
co Beke NOTBpAEHa AujarHosa)

» Tepanwuja
» PedrepeHun

WN =

LEJN

¢ [lpenosHaBahe Ha 3HaUWUTE U CUMNTOMUTE

¢ 3anos3HaBake CO OCHOBHUTE MOUMU OA AujarHOCTUYKaTa nocranka u Tepanujata

* T[lpernen Ha KockeHaTa cpLeBuWHa 3a Aa ce UcknyyaTt Manurim 3abonysata Ha KpBTa (He
ce ogHecyBa Ha numdomm)

e [obpa nHOPMUPAHOCT 3a NoKanHWTe MOXHOCTW Ha 34paBCTBEHaTa 3allTuTa U cooa-
BETHO ynaTyBame Ha NauMeHTOT 3a NoHaTaMOLLHW UCneayBama U TpeTMaH

AOEOUHULINJA
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* Tymopu og xemaTonoeTckun 1 NMMMMHN TK1Ba

e [v Bkny4yyBa cnepgHuse: neykemuu, numdomm (non-Hodgkin-oen numdomu), Hodgkin-
0BM MMMMOMU, MUENIOMU N MUENOANCTNACTUYEH CUHAPOM

* Bknyuysa BkynHo okony 100 Buaa 3abonysaka, Bugn WHO-knacudukaumja Ha Tymopu-
Te Ha XemMaTonoeTckv n numdonaHn Tkuea Bo Tabena 1

3HALUMX U CUMITTOMMU

¢ JleykemunTe ro nonpevysaat HOPManHoOTO CO3aBake Ha KPBHUTE KIETKM BO KOCKeHaTa
cpueBuHa. Toa goBedyBa [0 LMTONEHUja CO COOABETHU 3HAUM U CUMMNTOMMU: fieyKone-
HWja 1 HeyTponeHuja (MHdekumja), TpoMbounToneHuja (CKNOHOCT KOH KpBaBeHE), aHe-
Muja (HegoBOMEH AOTYp Ha Kucnopod Ao TkuBara)

e 3HauuTe 1 cumnTomMUTE Kaj NMMAOMUTE ce HecneumdryHN U BapupaaTt BO 3aBUCHOCT
o[ OpraHoT LITO € MHUATPUPaH CO TYMOPOT, MPUTMCOKOT LUTO rO BPLUM TYMOPOT U Of
CTEMEHOT Ha HapyllyBawe BO (PYHKLMOHUPAHETO Ha OLTETEHWOT opraH. lNauneHTorT,
MCTO Taka, MOXe [a Ce jaBu CO OMTW CUMMTOMM (Toa ce cpekaBa Kaj neykemmuTte), Ha
npumep, Tpecka, NoTekwe, HaManyBake Ha TefiecHaTa TeXuHa U CIIMYHO

* JlumdageHonaTuja, xenaTtomeranuja, cnineHomeranuja n nokanuavpaHu TyMopu Moxat
[a ce BMAaT kaj NuMdoMnUTe 1, UCTO Taka, Kaj neykemumTe (BO 3aBUCHOCT Of NOTTUMOT)

AONJATHOCTUYKA NMOCTANKA, OOPENYBAHE HA NMOTTUNOT U
HA CTAOUYMOT

* OcHoBHa AujarHocTMuKa nocranka:
* KoHBeHunoHanHa mopdonoruja Ha npenapaTu of KOCKeHa cpueBuHa u nepudepHa
kpB 60eHun no May-Grinvald-Gimza (ManurHu KpBHu 3abonyBatba)
* Kaj numdomnte XMCToNoLLKN nNpernes Ha TYMopoT
* OgpepyBate Ha NOTTUMOT:
e VIMyHOMoOLLKa 1 eH3uMcKa heHoTUNM3aumja Ha ManurHuTe KneTku (cneumjanHun 6oersa)
* KapuoTtunusauuja n monekynapHa reHeTuka 3a NnoTBpAyBate Ha XpPOMO3OMCKUTE U
Ha reHcKUTe NPOMeEHU
* OgpepyBate Ha CTagMyMOT:
* TeopeTcku, ManurHuTe KpBHN 3abonyBaka ce Beke LUMPOKO pacnpocTpaHeTu npu
noctaByBah€ Ha AunjarHosata
¢ Kaj Hodgkin’s-oBute u non-Hodkgin’s-oBute numdomu nporHosata u u3bopot Ha
Tepanujata 3aBucaT of MpolLuMpeHocTa Ha TymopckaTa maca. OgpeayBareTo Ha
CcTagnyMoT ce cnpoBeAyBa CO KOMMjyTepusnpaHa Tomorpadumja n 6uoncuja Ha koc-
KeHaTa cpueBuHa

YMNATCTBA 3A OOPEOYBAHWE HA UTHOCTA HA
ONJATHOCTUYKATA NMOCTAINKA U TEPAMWUJA (MNMPB MNPEMMEQ HA
NAUMEHT UNU NMPOMEHA HA COCTOJBATA KAJ NMAUUEHT CO
BEKE NOTBPOAEHA OAUJATHO3A)

* HenocpengHa xocnutanusauuja (BoO 60nHMLA CO COOABETHM KanauuTeTu, COrMacHoO CO
rioKanHMTe NponucK):

* OppxyBameTo Ha BUTanHUTe yHKunn 6apa UTHN Mepkn (Tepanuja Ha UHdeKunm-

Te, conupake Ha KpBaBEHETO, TpaHCcdy3mnja Ha KpPB 3a Aa Ce OBO3MOXM AOTYp Ha
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Kmcnopop Ha Tkusata). Bo oBue cnyyan, AvjarHOCTULMPaHETO Ha cneunduyHnoT
noTTUN € NpeneBaHTHO

XocnuTanusauuja Bo pok of 24 yaca:

e Komnnukauun Ha opraHute (Ha npumep, Tewka OybpexHa uHCydumuneHumja Kaj
Muenom)

* [latonolkun dpakTypu

* Tpombosu, kpBaBera

e Cnyvaun kaj Aeua CyCnekTHM 3a aKkyTHa neykemuja (KMMHWYKa crnuvka, bnactu Bo
KpBTa, LUUTOMEHMja)

Xocnutanusauuja BO poK 0f HEKOMNKY AeHa:

e BospacHu NauneHTn CyCneKTHN 3a akyTHa neykemuja (KnnuHuuka cnuka, bnactv Bo
KpBTa, LUUTOMEHMja)

* [MpetxogHu cocTojbu” (M3pas3eHa uMToneHuja, MHEKUNU, KpBaBeka, aHeMuja LITo
Ce Bnollysa v Apyro)

e Komnnuumpanu cnyyam

CneuujanncTuykn npernes Bo PoK Of, HEKOIKY Hedenu (MOXHO € NauneHTOT NPeTX04HO

Aa 6vn nekyBaH of nekap BO NpMMapHa 3apaBCcTBeHa 3allTuTa):

* [lpoBepka Ha KpBHaTa CruKa Kaj penaTVBHO aCMMMTOMATCKM MaUWUEHT (XPOHWYHA
neykemuja, npaBa nonvuuTeMuja, eceHumjanHa TpomboumTemu;ja)

* [lpocnepyBatba Ha NauUMEHT CO MOHOKIIOHaNHa ramonartunja (MOHOKNOHanHa ramo-
naTtuja of HeoapedeHo 3Havewe, T.e. MI'YC, muenom)

* [pocnenyBatse Ha 3rorieMeH NMMAeEH jaszon (noronem of 2 cMm)

TEPAMUJA

Tepanuckute MoganuTeTU Ce MHOrY pasnuyHun, Tue 6p3o ce meHyBaaT u 6apaat cne-

umnjanucTudka ekcneptusa (gecTpykumja Ha ManurHu KneTku, MnoTrnopHa Tepanwuja).

Tepanuvjata e cé nocneundunyHa 3a NOTTUMNOT M LenuTe Ha Tepanujata ce ogpegysaar

cnopep Bo3pacTta Ha nauneHToT

¢ [ecTpykuuja Ha ManurHu KNeTKU: xeMmoTepanuja, pagnoTtepanuja, 6uonoluka Tepa-
nuja (TpaHcnnaHTaumja Ha MaTUYHN KNeTKN BO HEKOW criyyaun)

¢ [oTtnopHa Tepanuja: aHTMBUOTMLM 33 UMYHOCYNPECHpPaHUN NaLUeHTH, TpaHCdy3un Ha
KpB (kreTo4Ha Tepanwuja), hakTopy Ha pacT, OnLTa Hera Ha NauMeHTUTe Co KaHuep

Tepanuvjata ja cnpoBegyBaaT XeMaTO03W, OHKOIO3W, feKapu-KOHCYNTaHTU uUnn ne-

[OVjaTpUCKM OHKOIIO3W, COrNacHo CO NoKanHUTe Nponucu

Ce 3ronemyBa TeHAeHUMjaTa NoHaTaMOLLHWUTE Nperneamn Ha nauMeHToT Aa ce crpoBeay-

BaaT Of NekapuTe BO NpMMapHaTa 34paBCcTBeHa 3alTuta Bo copaboTka co cneuujanuc-

TUYKMOT LeHTap Kafe LWTOo € U3BEAEHO NeKyBateTo
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Ta6ena 1. 36vpeH npukas Ha WHO-knacudumkaumjata Ha TYMOPUTE Of, XeMaTonoeTCKUTe

1 numdonagHnTe TKMBa

KaTteropuja Bpoj Ha Tymopcku
TUNOBM

XpOHWYHK MuenonponudepaTMBHy 3abonysama 7

MuenogucnnacTtnyHu/muenonponudepaTveHm 3abonyBama 4

MuvenogucnnacTMyHn CMHAPOMMU 6

AKYTHVU MuenoungHu neykemum (AMIT):

* AMIJ1 co peKypeHTHM LUMTOreHeTCkn abHopMarnHocTu 4

¢ AMIJ1 co mynTunuHUcka Muenoaucnnasmja 2

¢ AMIJ1 MmenoaucnnacTM4H1 CUHAPOMM NPeAn3BUKaHN Co Tepanuja 3

* AMIJ1 HekaTeropuanpaHa 12

AkyTHa neykemuja - GucdeHoTmncka 1

B-kneTouHn Heonnasmmn

¢ JlumdpobnacteH numdom/neykemuja og b-npekypcopHu knetku 2

* Heonna3mu oa 3penu b-knetkn 17

* B-knetoyHun nponudepauum co HEM3BECHO ManurHo NoTeksno 2

T-kneTo4Hn n HK-kneTouHn Heonnasmu

* JlumdpobnacteH numdom/neykemuja og T-nNpekypcopHU KNeTkn 3

* Heonna3smu og 3penu T-knetkun n HK-knetkn 14

* T-kneToyHu nponudepaummn co HEM3BECHO MannrHo NOTeKNo

1

KaTteropuja Bpoj Ha Tymopcku
TMNOBU

Hodgkin-oB numdom 6

XNCTMOLMTHM 1 HEOMNa3mu o AeHAPUTUYHN KNETKN

* MakpodarHm XuCTMOUUTHM Heonnasmm 1

* Heonna3mu og AeHAPUTUYHN KNETKN 7

* MacTtoumnTtosa 6

PE®EPEHLUMN

1. Juhani Vilpo, Article ID: ebm00954 (015.039) © 2005 Duodecim Medical Publications

Ltd.

. EBM-Guidelines, 22.6.2004, www.ebm-guidelines.con{
. YnatcTBoTO Tpeba Aa ce axypupa Ha egHa rogvHa
. NMpeaBuaeHo cnegHo axypupawe Ao jyHu 2006 roguHa

WN =


http://www.ebm-guidelines.com

780 YMNATCTBA 3A MNMPAKTUKYBAHE MEONLIMHA BACHOBAHA HA IOKA3U




AHEMWIU




782

YNATCTBA 3A MNPAKTUKYBAHE MEONLVNHA SACHOBAHA HA JOKA3M

NMPOLEHA HA AHEMWJA
KAJ BOSPACHW

MpuHunnu

OcHOBHM NpaBuna
MexaHu3mu Ha aHeMuja
AuvjarHocTnykn npouenypu
PedepeHun

NMPUHLUUIMA

» JlekapoT Tpeba Aa oarosopu Ha Tpy npatuarba:

1.

Koj e TunoT Ha aHemuja (cnopen aBTOMaTu3upaHuTe BpeaHOCTU Ha CPpegHUoT Kop-
nyckynapeH sonymeH - MCV)

* MwukpouutHa (MCV < 80 fl)

* HopmouutHa (MCV < 80-100 fl)

e MakpouutHa (MCV > 100 fl)

. Koj e mexaHuamoT (HamaneHa npogykumja unu 3ronemeHa AecTpykuuja Ha

epuTpouunTuUte)

. Koja e gujarHosaTta: natodmsmonorunjata u ocHoBHaTa npuvyuHa 3a aHemujata?

OCHOBHU NMPABUIA
*  Kputepuymu, cnopeg WHO, 3a aHemuja ce:

Heua: xemornobuH < 110 r/n

XKenu: xemornobuH < 120 r/n, a Bo Tek Ha 6pemeHocT xemornobux < 110 r/n
Maxu: xemornobun < 130 r/n

Cenak, Aypu 1 NOHUCKUTE BPEOHOCTM Ha XeMOrnobMHOT MOXe Aa ce HOpMarHu, Ha
npumep, 2.5-97.5 pedepeHTHn nHTepsanu of 117-155 r/n 3a xxexun
lMpeBaneHuvjata Ha aHemuja Bapupa 3HaA4YUTENIHO BO 3aBUCHOCT Of Mpak-
TUYHMOT NpuUcTan KOH Hea. [loyecTa e Kaj XXeHn M 4ecTo e crnyvajHa aujarHosa.
OppeayBakeTo Ha XeMOrnobyMHOT YeCTo NaTn e pyTMHCKa aHanunsa

Kaj ronem 6poj naumMeHTV 4edurumMTOT Ha XKeneso e HajAeH Kako HajyecTa npuymHa 3a
HacTaHyBake Ha aHemujaTa (okony 50 npoueHTV o4 naumeHTuTe BO ambynaHTa)
AHemujaTa He e KOHe4YHa AaujarHosa, TyKy cumnTtom. [pnynHaTa 3a 0BOj CUMMTOM,
OOHOCHO OCHOBHaTa 6onecT, Mopa Aa ce AeTepMuHupa

HamanyBamweTo Ha xemornobuHOT Kaj naumneHT 3a noseke oA 20 r/n oa HeroBoTo
HOpMarHo HMBO, UCTO Taka, MOXe Aa ce CMeTa 3a CUMNTOM, AypW N ako BpeAHOC-
TUTE Ha XeMOrNobuMHOT cé ywTe ce BO pedepeHTHN BPEAHOCTH

MEXAHU3MU HA AHEMUJA

¢ AHemwujaTa MOXe da pesynTvpa of 3rofleMeHa AecTpyKuuja Ha eputpounuTute (xemo-
parum unv Xemonusu), HamaneHa npoAykumja Ha epuTPoLUTU BO KOCKEHATa CpLeBMHa
Unv n op oBete
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OWJATHOCTUYKU NMPOLIEAYPU

* Kora e ogpeneH xemornobuHoT, HajyecTo ce ogpeaysa u MCV

* Kora xemornobuHOT e odpedeH mopaau cycnekTHa aHemuja, Tpeba Aa ce ogpeaun u
eputpoumTHata cegumeHTaumja (EC), C-peaktuBHmnot npotenH (CRP), neykountute,
MCV v BpegHoOCTVTE Ha PeTUKYNoumuTuTE BO UCTO BpEMe

Knacudmkaumja cnopea BpegHoctute Ha MCV

*  MukpouuntHa (MCV < 80 fl)
* XeneseH gedunumnt
¢ CekyHOapHu aHemuu (kaj man 6poj cnyyvau)
» Tanacemun
* HopmouutHa (MCV < 80-100 fl)
* CekyHaapHa aHeMuja (HajuyecTo)
* XemonuTuyHa aHemuja (Haj4ecTo)
* AkyTHa xemoparuja
* AnnactudHa aHemuja unu nHpunNTpaLumja Ha KOCkeHa cpueBuHa
e MakpouutHa (MCV > 100 fl)
e ButamuH B12 gecuumnt
e [edwnunt Ha donatu
e [ybewe KpB (> 2 geHa NPeTXoQHO AMjarHOCTMLUMPaHO Kako XeMonusa wunu Kpea-
Beke; Ha3HayeHa peTukynoumTosa)
* XenartanHu 6onectu
* Ankoxonusam
e [pyru (Mnenoaucnnasuja, XxemMaTonoLIKU Manurin 6onecTtu, xunoTupeonansam)
¢ Makpouutosa 6e3 aHemuja (BN 3a MakpoLMTO3n)

OUWJATHO3A

[okonky aHemunjaTa e MuMKpouuTHa, 6e3 ocHoBHa H6onecT u HopmanHa EC, gedumumTor
oA Xeneso (Bnau 3a xeneso-geduuntHa aHemuja) e HajpepojateH. NpeBaneHumnjata Ha
TanaceMuMyHuUTe cUHAPOMM, cenak, Tpeba aa ce 3eme npeasua

° PeTI/IKyI'IOLlI/IO3aTa € CuUneH NnHOMKaTop 3a KpBaBek€ UK Xemonuaa (BI/I,U,I/I 3a Xxemonwu-
TVUYKa aHemuja), a peTukKynonexHmjata nHanUMpa ocrnabeHa eputpomaHa npoaykumja

* MakpouwnTtosaTa acoumpaHa CoO aHeMuja e Haj4ecTo acoumnpaHa co meranobnactHa aHe-
Muja (BMAK 3a meranobnactHa aHemuja)

* HopmouuTHaTa aHeMuja e Haj4ecTo acoumpaHa co XpoHU4HU BornecTu, T.e. e cekyHaap-
Ha no npvpoga (BUAKN 3a CEKyHAAPHN aHeMunK)

* VcnegyBareTo Ha KOCKeHaTa CpUeBMHa € eceHumMjaneH Aen of npoueHaTa Ha aHeMuja-
Ta u Tpeba ga ce Hanpasu kaj Hajronem Bpoj of HepasjacHeTUTe criyyam, Ynja npuyinHa
He € HEeJOCTUr Of >Xerne3o, a CeKyHAapHaTa aHeMuja HeMa TUNMUYHU KapaKkTepUCTUKN
Ha ocHoBHaTa bonecTt

* [leTepMUHNPaHKETO Ha HUBOTO Ha CEPYMCKUOT conybuneH TpaHCHEpPUHCKN pelenTop
(TfR) e kopucHO npu AvjarHo3a Ha xeneso AeduunTHa aHemuja (kaj xeneso aedpuunt
KOHUeHTpauujata e Hag 2.3 mr/n)

PE®PEPEHLUMN

1. Tefferi A. Anemia in adults: a contemporary approach to diagnosis. Mayo Clin Proc



784

YNATCTBA 3A MNMPAKTUKYBAHKE MEONLNHA SACHOBAHA HA JOKA3M

WIN =

2003;78:1274-1280

. Juhani Vilpo, Article ID: ebm00314 (015.020) © 2005 Duodecim Medical Publications Ltd.

. EBM-Guidelines, 11.6.2004, www.ebm.guidelines.com
. YnatcTBOTO Tpeba Aa ce axypupa Ha efHa roanHa
. NMpeaBuaeHo cneaHo axypupawe Ao jyHu 2006 roamHa

XKENE3O AEPNLUUTHA AHEMUJA

» Uenn

» OcHOBHM NpaBuna

» MpuuunHmn

OujarHosa

» OppeayBake Ha NpUYMHaTa 3a AeuuUT Ha Xene3o

TpeTmaH
PedepeHun

LENN

WcknydyBatbe Ha CekyHaAapHU aHemum
[la ce nokaxe BepojaTHMOT MexaHM3aM 3a AeduumT Ha xeneso npea Aa ce NnoyHe co
nekyBatbe

OCHOBHUW NPABUIA

[MoBekeTo cnyyan Ha MmukpoumTHa aHemuja (MCV < 80 fl) ce npeamsBukaHn og HeJoCTUR
Ha xeneso. [leceT NpoLeHTM o OBME NAaLMEHTU UMaaT cekyHaapHa aHemuja, aogeka 30
OTCTO 0 NaUMEHTUTE CO Xenes3o AeduuntHa aHemuja nmaat MCV > 80 fl (Bo 3aBucHOCT
Of, aHanu3upaHaTa nonynauuja)

AKO NauMeHTOoT uma MukpoumutHa aHemuja (MCV < 80 fl) n cekyHgapHa aHemuja, Haj-
BEpOjaTHO, CTaHyBa 360p 3a geduunT Ha xeneso. CekyHOapHUTE aHEMUU ce MarKy
BEpOojaTHM aKo He MOCTOM XPOHUYHO 3abonyBake. KNMHWYKUOT cTaTyc, epuTpounTHaTa
cegumenTaumja (EC), CRP u neykoumTosata He ce CUrypHU 3HaUM 3a NpuapyxHo 3abo-
nyeame. AKO NpuyMHaTa 3a AedUUnT Ha Keneso e eBUAEHTHA U CUTypHa, MOXe aa ce
NoYHe co Tepanuja co xeneso. Bo oapeaeHn eTHUYKK rpynu 1 Bo chamunum co Tanace-
Muja, Toa Moxe aa buae npuMapHaTa npuyYnHa 3a MUKpoLMTHaTa aHemuja

Ako cocTojbaTa He e JOBOJIHO jacHa, TUMOT Ha aHeMujaTa U NpuYnHaTa 3a 4emumToT Ha
Xeneso mMopa [a ce pasjacHaT co oapefeHu nabopaTopucku ucnutyBara. MNpuunHata
3a AeduLMTOT Ha Xene3o Mopa Aa ce oTkpue

Bo npakTuka, Hekorall He € MOXHO [ja Ce [JoKaXe NpuynHaTa 3a 4edUUUTOT Ha XKeneso.
Kaj TakBu crniyyam ce novHyBa coO afiekBaTHa Tepanuja co xeneso, a 4JOO6pPUOT U TpaeH
ofroBop € NoTBpAa 3a AvjarHosara

Hekoraw moxe Aa ce novHe Tepanuja co xeneso Bo AnjarHocTuYky Lenu. OaroBopoT Ha
TepanuvjaTta e noTBpaa 3a pepoaeduunToT
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NMPUYUNHU

*  XpOHWYHO KpBaBeH:e
* HapyweHa ncxpaHa
¢ Manancopnuuja (HajuyecTo npegu3BukaHa of Lenujakuja)

OWJATHO3A

PepogeduumT 6e3 jacHa npuunHa (MHTEH3MBEH pacT BO feTckaTta BO3pacT M BO Ny-
6epTeToT, 6PEMEHOCT, TMHEKOMOLLKO UMW UHTECTUHANHO KpBaBeHe) ce AeTekTupa Co
cepymckmn dpeputnH: S/P-Ferritin < 30 mg/l e 3Hak 3a dpepogedununt

*  ®epopedmumT BOo KOMOMHaLMja CO XPOHMYHO 3abonyBare ce foKaxyBa CO TEeCT 3a ce-
pymcku cony6uneH TpaHcdepurcku peuentop (TfR). TR > 2.3 mg/l e cuneH nigukatop
3a geduumnt Ha xeneso. OBOj TECT He e curypeH npu BpeMeHOCT, akyTHO KpBaBekse,
xemonwusa, cprnecrta aHemuja, Tanacemuja u nonuuutemuja. Bo oBne cnyyau e nogobpo
Oa ce oapeau cepyMcKMoT chepuUTUH 1 TpaHcdepuHekaTta catypauuja co xeneso fP-Tsat
% (6a3vpaHa Ha Bpe4HOCTUTE Ha CepyMCKO xenes3o n TpaHcdepuH: fP-Tsat < 15% yka-
XyBa Ha bepoaedunuunT)

* Co pa3BojoT Ha BMOXeMWCKMUTe aHanuaun, UCMUTYBaHweTO Ha KoCKeHaTa cpueBuHa ja
HeMma cBojaTa HekorallHa BaXXHOCT. Ho, BO HejacHM crnyyau 1 npu CoOMHeBame 3a Xema-
TonoLuka bonecrt, cé ywTe e MHAMUMPaHO UCNWUTYBake Ha KockeHaTa cpLeBuHa

OoAPEAOYBAHKE HA NMPUYUHATA 3A JEOULUUT HA XKENE3O

* ®epogeduumTHaTa aHeMmja € camo CMMNTOM U MOpa Aa ce OTKpue NaTtoreHeTCKUoT
MexaHu3am Koj e Mpu4yMHa 3a Hea
* Kaj xxeHn BO penpoayKTMBEH Nepuog HajuyecTa npudvHa 3a depogeduumMTHa aHeMuja
ce obWNHWTE MeHCTpyanHu kpBaBeksa. AKO HEMa noaaTok 3a OBUIHU MEeHCTpyanHu
KpBaBew-a, Tpeba Aa ce mucnean racTPOMHTECTUHANHMOT TPaKT CO [ABa WU Tpu TecTa
e[HOMoApPYro 3a KpB BO M3METOT
* KpBaBewarta, 0cobeHO Of raCTPOMHTECTUHAMHWUOT TPAKT (raCTpUYeH YMKyC, UHTECTU-
HamnHu TyMOpM, XeMopouan) ce YyecTu. AKO OBUNHUTE MEHCTPyarHu KpBaBekwa He ce
npuvynHa 3a pepoaeduuUMTHa aHeMuja, Mopa BHUMATENHO Aa ce ucnean racTponHTec-
TUHaNHWOT TpakT. Bo3pacTta Ha NnauneHTOT n MuHaTHTe 3abonyBarba, 3ae4HO CO akTyen-
HWTe CUMNTOMM, FO oApeAyBaaT TEKOT Ha ucnedyBakaTta
* [lpucycTBOTO Ha KpB BO M3METOT NMOpaHO ce odpendyBario CoO XyMaHWoT dekaneH
xemornobuH Tect (Hemolex R) n co reajak-6asupaH Tect (Fecatwin SensitiveR).
OBue TecToBU cera ce 3ameHeTn co egeH Tect (ActimR) co koj ce getekTupa xe-
MOrnobuHoT BO heuecot
¢ Ce coBeTyBa ucnegyBawe Ha KONMOHOT Kaj cute nmaumeHTn Hag 50-roguwiHa BO3-
pacT (curmomugockonuja, KONMOHOCKOMNMja UM CHUMake CO ABOEH KOHTpacT co b6a-
puym). MacTpockonujata € MHAMUMpPaHa Kora NoCTOM NOA4AaToOK 3a MeneHa unuM uma
cvmnTomaTonoruja 3a ynkycHa 6onect. PekanHMoT XeMorfobuHCKN TecT He e NoT-
pebeH 3a ga ce cnpoBeaat ucriegysara Ha [T, buaejkn HeraTUBHUOT dpekaneH
XeMOornobrHCKN TECT He WUCKIy4YyBa racTPOMHTECTUHANEH TYMOP Kako MpuynHa 3a
depogedumumToT
¢ Kaj nomnagute nauveHTU UcnegyBawEeTO 3anoYHyBa CO racTpockonuja, ocobeHo
aKo MMa ynKycHa cumntomarosnorunja. AKo CMMNTOMUTE YKaxyBaaT Ha 3abonyBare
Ha AOMHWOT Aen of racTPOMHTECTUHANHUOT TPaKT UK ako CO racTpocKkonuja He ce



786

YNATCTBA 3A MNMPAKTUKYBAHKE MEONLNHA SACHOBAHA HA JOKA3M

OTKpWe NpuyMHaTa 3a aHemujata, Tpeba aa ce ucnean aebenoto upeso (6bapem co
curmomgockonuja)
HyTpuumnoHnTe npuyunHn n manancopnuujata NopeTko ce NpuYMHN 3a epoaednLmnT-
Ha aHeMuja
* Llenujakuja ce anjarHocTuumpa npu AyodeHockonuja

TPETMAH

HajBaxHo BO TpeTMaHOT e Ja ce cnpeyn noHaTamoluHa 3aryba Ha kpB 1 fa ce o6e3be-

[V BHECYBak-€ JOBOITHO KOMMYECTBO Xeneso

Cynctutyumjata co xeneso e HajuyecTto opanHa. lNpenopaunueu gHeBHW o3m ce 100-

200 Mr nogenexun Bo 2-4 no3un

* Kaj cpefHo Tellka unu Tellka aHeMuja peTUKyrnounTeH oaroBop ce ovekysa 3a 5-10
[eHa Mo 3anoyHyBakeTo Ha TepanwvjaTta

* Hopmanusauuja Ha BpegHOCTUTE Ha xemornobuHoT n Ha MCV ce ouekyBa no 2-4 meceum

Cynctutyumjata co xeneso Tpeba ga npogonku 2-3 Meceuy No NOCTUrHaTUOT OATrOBOP

3a [la ce HaJoMoNHaT pe3epBuTe Ha Xeneso

MauneHTUTE Kaj KoM Hema OAroBOP Ha TepanujaTa Co Xerneso ce ynatysaar Ha cneuujanuct

PE®EPEHLUM

1.

Lol

Suominen P., Punnonen K., Rajamaki A., Irjala K. Serum transferrin receptor and
trensferrin receptor-ferritin index identify healthy subjects with subclinical iron deficits.
Blood 92, 2934-9, 1998

Juhani Vilpo, Artical: ebm00315 (015.021) @ 2005 Dudecim Medical Publications Ltd.

EBM-Guidelines, 11.6.2004, Wwww.ebm.guidelines.com|
YnatcTBOTO Tpeba Aa ce axypupa Ha egHa rogmHa
MpepBuaeHo cnegHo axypupawe Ao jyHu 2006 rogmHa

XEMOJINTNYKA AHEMUJA

» Uenn

» Ennpgemunonorunja

» OcHoOBHM NpaBuna

» MpuyuHmM 3a xemonuTHyka aHeMumja
» [AujarHocTuyku npucrtan

» TpeTmaH

» PecdepeHumn

LIENK

3anoMHu Aeka BpeJHOCTUTE Ha PETUKYNOLMTUTE BO KPpBTa Ce MHAMKATOP 3a Xemonusa
MocTojaT okony 200 noTT1na Ha xemonuTuyka aHemuja. EtonatoreHesara, cenak, Tpeba
Aa ce oapeau
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XEMATOJIOMMNJA - COOPXUHA

ENMWOEMUONOINJA

e XeMOnUTUYKUTE aHEMUWN Ce PETKU BO HOPAUCKUTE 36Mj|/| (nomanky oA 5 npoueHTn of
cuTe aHeMI/II/I), HO MMaaT BMCOKa MHUMAeHua Bo MeguTtepaHckarta obnact

OCHOBHUW NPABUIA

* [lpn xemonu3aa MBOTOT Ha epUTPOLIUTUTE e CKpaTeH; ce ABWXM of HopMmanHute 120
AeHa o0 HEKOIKY MUHYTU
« EpuTpouunTuTe ce AecTpyupaart Ui eKkcTpaBacKynapHo (BO PETUKYNOEHAOTENHMOT cuc-
Tem, ocobeHo BO crieauHarta), MHTpaBacKynapHo (BO KPBOTOKOT) UMK YLUTE HAa HUBO Ha
npekyp3opu, BO KOCKeHaTa cpLeBuHa
 [ocneavuu Ha xemonusara ce:
* KomneH3aTopHO 3ronemMyBame Ha epuTponoesaTa BO KOCKEHaTa CpLeBUHa LWTOo pe-
3ynTupa co nepudepHa peTmkynoumTosa
» 3ronemyBate Ha BpeQHOCTUTE Ha NPOAYKTUTE of KaTtaBbonmaMoT Ha XeMorno6UHOT
(Hb)
 [pwv nHTpaBackynapHa xemonu3aa ce 3roneMyBa KoHUeHTpauwujata Ha cno6oaeH Hb
BO Nnasmara, a MoHekorall ce nojaBysa xemornobuHypuja u xemocuaepuHypuja

NMPUYNHUN 3A XEMOJIUTUYKA AHEMUJA

» 3ronemeHara gecTpykumja Ha epuTpoLnTMTE MOXe Aa bvuae npeansBrkaHa of:
e OuwreTyBaka 1 AedekTn BO camuTe epuTpouuTn (BpogeHa XxeMonuTuyka aHemuja
1 napokcuamMarHa HokHa xemorno6uHypuja - MHX)
* HapgBopeLwHn NpUYMHM (CTEKHATU XEMOSTMTUYKM COCTOj6M)
¢ CneunduyHUTE XEMONMUTUYKN aHEMUM Ce HaBedeHN Ha Tabena 1

ONJATHOCTUYKU NMPUCTAN

e LenuTe ce:
* [a ce NoTBpAM/poKaxe xemonusarta
* [Ja ce oTKpue cneumnduyHaTta AuvjarHo3a, OQHOCHO eTuonaTtoreHe3ara Ha Xemonu-
TMYKaTa cocTojba
e Op 6asnyHnTe aHemucku nabopaTopucku TecToBu (xemornobuH, xematokput, CRP,
MCV, petukynouuTn, ceaMMmeHTaumja Ha epuTpoLMT 1 Ha NeykouuTn), xemonusara ce
rrmega camo npeky petukynouutosaTta. HasHayeHa xemonusa mMoxe [a ro 3ronemu u
MCV. HopmanHute peTuKynounTHN BPeAHOCTW, MPaKTUYHO, ja UCKIy4YyBaaT MOXHOCTA
3a 3Ha4ajHa xemornu3a
* Kaj HejacHuTe cnyyau ce ogpenyea
e JlaktaTHa gexugporeHasa (LDH)
¢ CeH3nTuBeH, HO HecrneundmnieH NHAMKaTop 3a xemonusa
* XantornobuH
* HamaneH e npu xemonusa, HO 1 kaj 3abonyBara Ha UpHUOT Apob. MokayeH e
npv BOCnarneHuja n oBa NOHeKOrall ro Mackmpa HamanyBakeTo NpPean3BUKaHo
op xemonusarta
e BunupybuH
* KoHueHTpauwujaTa Ha HeKOHjyrmpaH bunupybuH pacTte npu xemonusa
* BepHaw ce npucTtanysa v KOH cneundunyHa gnjarHoctuka. PamunujapHata aHamHesa e
OCHOBHa Kaj HacregHuTe hopMu Ha xemomnuTuyka aHemuja. [ocTojat n Apyru nHdop-



788

YNATCTBA 3A MNMPAKTUKYBAHKE MEONLNHA SACHOBAHA HA JOKA3M

MaTVBHM NabopaToOpUCKN NCMUTYBaka KOW Ce KOPUCHW 3a MaTUYHKUOT nekap'

e [upekteH aHTurnobynuHckn Tect (Coombs TecT; NO3NTUBHWUOT TECT Cyrepupa as-
TOMMYHa XemonuTuyka aHemuja - AXA)

¢ [lepudepHa pa3macka v, ako € HeOnxo4HO, UCNNTYBaHe Ha KoCckeHaTta cpLeBuHa

e [leTekunja Ha xeMOCHMAEPUH BO ypuHaTa (NO3NTUBEH NPV MHTPaBacKynapHa Xemo-
n13a Kora e HagMuHaT nparoT Ha uanavyeawe Ha bybpesuTte)

MocneundnyHn ncnuTyBawa ce MOXHM BO crneunjanuanpaHute knuHuku. Cenak, ma-

TUYHWOT nekap MoXe MHOry NnecHo Aa AudepeHuvpa gany xemonusara e npuymHa 3a

aHemvjaTa. BpeaHocTuTe Ha peTUKynouuTUTE ceKkoraw ce 6a3M4yHO McnUTyBake

Kaj aHemMuunTe

Ta6ena 1: MNpuymHM 3a XeMonNUTUYKa aHeMuja

MaTonowku epuTpoLUTH HaaBopelwHn npuynHn
Mem6paHcku nedektu VIMyHOXEMONUTUYKN aHEMUN

¢ XepepuTtapHa cdepounTtosa ABTOMMYHa XxemMonuTM4ka aHemuja
¢ XepeguTapHa enuncouutosa INNagHa xemarnyTuHauuja

TpaHcdy3unoHa peakuuja
Majka-gete umyHusaumja
Xemonwusa uHagyumpaHa co NnekoBu

EH3nmonaTtum ®parmMeHTaLunoHN XeMONn3n

Xemorno6uHonaTtuun ApTeduumnjanHm NoBpLUMHY (BansBynapHW v Apyri npoTeau,

xemonepdyaunja)

Tanacemuu Backynut

MapLu-xemorno6uHypuja

MHX OWK (amcemuHupaHa MHTpaBackynapHa koarynauuja)

TTIM (TpomM60TUYHA TPOMBOLIMTONEHNYHA Nypnypa)

XYC (xeMOonUTUYHO-ypeMn4eH CUHOPOM)

ﬂpyrw HagaBoOpeLWHU NPUYNHU
MH(}beKLlI/IVI, TOKCUHU, N3ropeHnLn, xmnepcnrieHmam

TPETMAH

TpeTmaHOT 3aBuCK oA cneumduyHaTa COCTOj68 n HajHeCTO ce ussegysa BO copa60TKa
co CI'IeLl,VIjaJ'IVICT no nHTepHa meguunHa nnn xemartonor
3anomMHu feka nekoBuTe MoxaTt Aa bupgat npuynHa nnn ga ja 3acunart xemonumsarta

PE®EPEHLUM
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METAJIOBJIACTHA AHEMNJA

» Lenn

» Cumntomu

» MpuunHum 3a merano6nacTHa aHemuja
» [mjarHocTuu4Ka npoueHa

» [opaTtHu ucnepyBsawa

» Tepanwmja

» PedepeHum

U

ENN

[Hetekuujata Ha MmeranobnactHa aHemuja ce 6asupa Ha nokadeH MCV Bo kpBHaTa cnuka
Bo mHory 3emju (Ha npumep, HOPAMUCKUTE 3eMju) NEPHULMO3HATa aHeMMja e rmaBHa npu-
YMHa 3a MeranobnactHa aHemuja. Kaj Hekon Hapoau Moxe Aa 4OMWHUPA HeJoCTUroT
of donatn

MepHuumnosHaTa aHeMuja ce kapakTepuampa co:

e [Nedwnunt Ha BUTamMuH b12

e ATtpoduyeH ractputuc

e [Job6ap oaroeop Ha Tepanuja co ButamuH 612

Tpeba fa ce pasrpaHuyn nepHULUMO3HaTa aHemuja o Apyrn coctojou wto 6apaat apyr
BMA Tepanuja

CUMMNTOMMU

Bo nobnarute cnyyan cumntomute 3aBucaT O4 CTENeHOT Ha aHemujata

Kaj noHanpegHaTuTe criyyam Ha NepHUMUMO3Ha aHeMuja ce jaByBa u:

* HamanyBawe Ha TexuHaTa

* [nocutuc

* YMepeH uktepyc

* HeBponowkn cumnToMn acoumpaHm co geduumt Ha ButammH b12 (napecrtesun,
MyCKyrnHa cnabocT 1 NCUXOMNOLLKN CUMNTOMM, Kako LUTO ce AieMEHLMja U HapyLUeHO
nameTteme)

NMPUYUNHU 3A METANTOBNACTHA AHEMUJA

Hepoctur og ButammH b,

ETvonoruja Ha okony 90 npoueHTn of meranobnactHute aHemum

YecTo e pe3ynTar Ha 3abornyBake Ha XXenyaHWUKOT, Ha npumMep, AeduumuT Ha intrinsic
dakTop + aTpoduyeH ractpuTUc (NepHULMO3Ha aHemuja), racTpoekTomuja, peTko Kap-
LIMHOM Ha XenyaHuK

MopeTko Ha 3abonyBawe Ha TepmuHaneH uneym (Crohn-osa 6onecT, pecekuwja, Bpoae-
Ha Manancopnuuja Ha ButamunH b12)

MHdekumja co Diphyllobothrium latum unn co apyru napasutu

OvetaneH gecpununt
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HepocTtur op chonatm

e [lvetapeH geduumnT (YeCT Kaj ankoxonuyapm)

e 3ronemeHu notpebu (bpemeHOoCT, HeQOHOCEHOCT, XeMONn3a, KaHuep)

* Manancopnuuja (uenujakuja)

e 3ronemeHo rybewe (Hekon 6onecTn Ha Koxa 1 Ha LpH apob, anjanunsa)

INlekoBu

¢ AHTaroHucTn Ha donHa kucenuHa: methotrexat, trimethoprim

e [lypvHCKM aHano3n (aHTMHEeONMacTUYHU U aHTUBMPYCHU NMEKOBU U MMYHOCYNPECUBK):
acyclovir, azathioprine, mercaptopurine, thioguanine

e [upMMUOMHCKM aHanosn (aHTMHeONNacTU4YHW U aHTUMBMPYCHM nekoBu): azacytidine,
fluorouracil, cytarabine, stavudine, zidovudine

*  NHxnbutopn Ha puboHyKNeoTua peaykTasa (aHTMHeonnacTuyHM nekosm): hydroxyurea

¢ AHTMenunenTtuum: phenytion, phenobarbiton, primidone

e [pyru nekosu WTO UHTEPdEPUpPaaT co MeTabonuamMoT Ha donaTun: opasnHu KoHTpauen-
TnBW, gluthethimide, cycloserine

e JlekoBW WITO UHTepchepupaaT co metabonmamoT Ha BuTamunH b12: para-aminosalicilna
kiselina, methformin, phenformin, colchicine, neomycin

e [pyru: isoniazid, mefenamic acid, nitrofurantoin, pentamidine, pyrimethamine,
triamterene

ANJATHOCTUYKA NMOCTAMKA

e [naBHO, MOXe Aa ce HanpaBu BO NpUMapHaTa AejHoCT?

¢ BaxHa e nctopwjarta 3a ucxpaHara n 6onecTute Ha racTPOMHTECTUHANHWOT TpPaKT

* [la ce ncnuta HUBOTO Ha CEPYMCKUOT BUTaMUH 612 u konnunHata cdonatn Bo ce-
pyMOT No rmagyBake U KonuumHata conatu Bo eputpouutute. icnegysamweTo Ha
KOCKEHMOT MO30K MOXe Aa 6uge of KOpUCT, HO He e arnconyTHO KOPUCHO BO OBaa
¢asa

¢ Kaj xunoBuTaMnHO3u, UCNUTA] ja NpudnHaTa. AKo konuyuHaTta ButamvH 612 n do-
nar e HopmarnHa, fa ce HanpaBu UcnegyBakbe Ha KOCKEHMOT MO30K

OOOATHU UCNEQYBAHA

MzonupaH gecdnumt Ha BuTamuH B,

* BwuramuH B,,< 170 pmol/l, cepymckm cponart no rnagysarse > 4.5 nmol/l, eputpounTHUOT
donat moxe fa 6uae Ha JonHa rpaHvua Ha Hopmana
¢ 3anomHu, oBue pedepeHTHN BPEAHOCTM Ce pa3nMyHU BO Cekoja noeaunHedHa nabopa-
Topuja
¢ AKO Hema Apyrv ounrnegHu NpuymMHKU 3a geduumnt Ha BuTamud b612, ga ce Hanpasu
ractpockonuja u 6uoncuja 3a Aa ce fgokaxe aTpoUYEH racTpuTuc
« [BanaTtu Tpeba ga ce ucnutaat u pekanHu napasutu
¢ Ako naTtoreHe3ata Ha AeduUMTOT Ha BUTaMunH B12 octaHe Heno3HaTa, Tpeba aa ce
HanpaeaT UcnuTyBawa 3a Manancopnuuja. Tue Bkny4vysaar:
* CepyMcKku racTpuH (BUCOK Kaj aTpodUYeH racTputuc)

2 HepoctanHo Bo P. MakenoHwuja Ha HuBO Ha 33 (naumeHTn co cycnekTHa meranobnacTHa aHemuja BefHall ce yna-
TyBaart Kaj cyncneuujanucT-xemaTonor)
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* EHpockonuja co 6uocnuja

* XonoTtpaHckobanaMUHCKK ecej BO KpBTa® e HOB TeCT Koj e nocneunduyeH og S/
P- B,,-TecToT 3a oapeayBarbe Ha pacnonoXnnBocTa Ha BUTaMUHOT 3a KNeTKuTe.
OBoj TecT ce oyeKyBa Aa ro 3ameHu Schilling—osuoT TecT

U3onupaH aedumuunt Ha cponatu

e Cepymcku ButammH B12 > 170 pmol/l, cepymcku/nnasma conat no rnagysawe < 4.5
nmol/l n eputpounTeH conat < 280 nmol/l. KopucTtu rn conctBeHuTe pedepeHTHN Bpea-
HocTw!

* Ako e guetata geduunTHa co onatu, ga ce gae CoBeT 3a ucxpaHa. Bo noveto-
KOT Ce COBeTyBa CyncTuTyLmja co Tabnetun
* Ako gueTata e afekBaTHa, obpaTeTe ce Ha crneumjanucT (racTpoeHTeporor)

AKO ce HOpMarsiH1M cuTe BpeaHOCTU

e Cepymcku/nnasma ButamuH b12, cepymckn cponat no rmagyBamwe u eputpouuTHa KOH-
LeHTpauuja Ha donat
* T[lpoBepu ynorpeba Ha NeKoBU WU, ako € BO3MOXHO, UCKIyYU I NIeKOBUTE 3a Kou e
no3HaTo Aeka npeav3BuKyBaaT MeranobnactHa aHemuja
e T[lpoBepwu rm BpegHoCcTUTEe Ha xemornobuHot n Ha MCV no 1-2 meceumn

Kom6uHupaH gecdmumt Ha coonatm m ButamuH b,

e Cneawv rv UHCTPyKUUUTE AageHun norope. Tue ce N3HECEHM NooaaenHo

TEPAIMUJA

* Kaj meranobnactHuTe aHeMuu naumneHTUTe ce [O0OPO NPMCNOCOGEHN Ha MHOTY HUCKM

BpenHOCTU Ha xemornobuHot (gypu 40-60 g/l)

* [Na ce nsberHyBaat TpaHcdy3um Ha Ep n kpB

* Ako e BUTaNHO 3arpo3eHa OKcureHauumjarta, nonosieka Aa ce Aaae TpaHcdysuja 3a aa
ce MUHMManuampa MOXHOCTa Of MPeonToBapyBak-e NN Co3aaBake XMNEepKUHETUYKa
cocTtojba (Ha npumep, eaHa eavHuua 3a 2-4 vaca). NpumepouunTe 3a ogpenyBake Ha

HUBOTO Ha BUTAMWHUW Ce 3emaaT npepg TpaHcdyanjata

* Cynctutyumjata Ha BuUTaMuH B, Kaj nepHuUMO3HaTa aHemMuja ce MoYHyBa CO U.M.
nHjekumm Ha 1 mr hydroxycobalamin Ha 1-2 gHeBHM MHTepBanu 3a 1-2 Hegenu. lMoToa,
posupaweto e 1 Mr (Hajmanky 100 pg) MecevHo, HO, UCTO Taka, JOBOSHO € U 1 mg Ha
cekoun 3 meceun. Moxe ga ce kopuctu hydroxyl nnm cyanocobalamin

¢ [pu HeBpoNaTuja MHMLMjaNHNOT TPETMaH € NOMHTEH3MBeH: 1 Mr hydroxycobalamin
ce JaBa U.M. cekoja BTopa Heaena Bo nepuog o 6 meceun. Cynctutyumjata co
chonatu e KOHTpanHauumMpaHa (ja nogobpyBa KpBHaTa criMka, HO MOXe Aa ja Bo-
LUK HeBponaTujaTa)

* Ocurypaj ce 3a edmkacHocTa Ha nekoT. CUrHMMKaAHTHO nokadvyBawe Ha 6pojoT
Ha peTukynounTuTe Tpeba fa ce nokaxe of 5 Ao 7 AeHa MO 3anovHyBaweTo CO
TepanujaTa. [lobap oaroBop e 3Hak 3a noBoseH ucxog. MCV v koHUeHTpauujaTa Ha
xemornobrHoT ce npoBepyBaaT No efleH 1 YeTupu Meceum. MNoToa, Kaj NepHULMO3-
HaTa aHeMwuja He ce NOTPebHU PYTUHCKM KOHTPOSMW Ha KpBHaTa crnvka

* Ako TepanujaTa co BuTamuH B12 He ja kopurnpa koHueHTpaumjaTa Ha XeMornobuH,
npuyrMHa mMoxe ga 6uage cumyntaH gecumumt Ha xeneso (MCV ctaHyBa nomarn, HO

3 HepocTtanHo Bo P. MakepgoHuja
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aHemwujaTta nepsuctupa). la ce ogpean epuTUHOT M KOHLEHTpauujata Ha TpaHc-
depuHckmoT peuenTop. [la ce 3anoyHe Tepanuja co xeneso, ako e noTpebHa
¢ AKo cé ylWwTe He oarosapa, Aa ce ynaTu Kaj crneuujanuct No MHTepHa mMeauuvHa
unu xemaTtonor
OpanHara Tepanvja (2 mg/aeH) narnega Aeka, UCTO Taka, e edpukacHa Kako U napeHTe-
panHaTa Tepanvja (HHA-B)*
HednumnToT Ha dhonaTu HajuecTo e pe3ynTaT Ha AeduuutapHa agueta. Tpeba aa ce fage
coBeT 3a ncxpaHa. OpanHarta cyncTuTyuuja HajyecTo e HenoTpebHa (1mg/aeH), aypuv un
npu manancopnuuja, kora Ao3uTe ce noBucokm (5-10 mg/aeH)
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CEKYHOAPHA AHEMWJA

» Uenn

» OCHOBHM NpUHLMNNU

» AcouupaHu 3abonyBamba
» [AujarHocTuykn npucrtan
» TpeTmaH

» PecdepeHumn

LIENK

WcknyyyBakse Ha ,cneunduyHnTe” aHemmm (xeneso AeduLmnTHa, XEMONUTUYKA, aKyTHU
KpBaBeHa, MMEeNoANCNNacTMYeH CUHAPOM U ManurHu xemaTonoLukm 3abonyeama). Oa
MOXe Aa ce u3Bee Co OCHOBHUTE UCnedyBaka 3a aHeMuja (BUAW NpoLieHa Ha aHemuja
Kaj Bo3pacHM)

[a ce npoueHn fanu TexuHaTa Ha aHemujaTa Moxe fda ce objacHu co TexuHaTa Ha
OCHOBHOTO 3a6onyBatse

[a ce n3berHyBa AaBaH-eTO NpenapaTy Ha >Kerneso Npu cekoja cekyHaapHa aHemuja

OCHOBHU NMPUHLUUIMN

XeTeporeHa rpyna KOja ce genu Ha:

4 HHp = HMBO Ha gokas
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* a) aHemwuja acoumpaHa Co XpOHUYHM 3abonyBatba u

e ©) aHemMuMn acouupaHu Co oapeaeH ,opraHckun 3abonysara” (XPOHUYHU ByBpexHHU, Lp-
HoApoOHM 3abonyBarba 1 eHAOKPMHOMOLLKK 3abonyBaka)

* Oaa nogenba e npMmapHO KNWHWYKa, Guaejkn gocera Kaj Hajronem 6poj op oBue aHe-
MUK eTvonaToreHesaTa e HepasjacHeTa

* T[atoreHesa: MHxMBMLUMja Ha epuTponoe3aTa Co LUUTOKMHM U APy MeaunjaTopu Ha BOC-
nanexune. O6uYHO ce MaHudecTmpa 1-2 Meceum No nojaBaTa Ha OCHOBHOTO 3abony-
Batbe

* YecTo ce jaByBa kaj oapegeHa rpyna naumeHTu (npu Texok obnvk Ha peBMaTouaeH
apTputuc n bybpexHa nHcyduumeHumja)

* He e npeagusBukaHa og AepuUMT Ha BUTaMUHWU U MUHEpanu

* Teluko ce audepeHumpa o aApyruTe aHeMun

ACOLNPAHU 3ABOJTYBAHKA

* AHemuja acoumpaHa co XpOHUYHU 3abonyBatba
*  XPOHWUYHU NHEKLNN
e [pyrn XpoHWYHM BOcCnanuTenHu 3abonyBawa (aBTOMMYHWM 3abonysawa, TeLKu
TPayMu 1 M3ropeHnLn)
¢ ManurHuu 3abonyBama (6€3 MHpUNTpaLmja Bo KOCKEHa CpLEBUHA)
* [pyrn cocTojon (ankoxonHu LpHoAPo6HK 3abonyBara, KOHreCTUBHa cpuesa cna-
6ocT, TpombocnebuTu, ncxemnyHa cpuesa Gonect, ugnonartcka)
* OpraHcko-cneundunyHN NpUYnHN
¢ XpoHuyHa 6ybpexHa uHcyduumneHLmnja
* Linposa n gpyru 3abonysara Ha LpHUOT Apob
e EHpgokpuHOnaTMu (Xunotmpouansam, agpeHanHa mHcydvumeHumja, aHaporeH ae-
drLKT, XMNoNMTynTapmaam, xunepnapatmponansam, anorexia nervosa)

LI,I/IJAFHOCTI/I‘-IKI/I NMPUCTAN

[vjarHo3a Ha ocHoBHOTO 3abonyBawe. HanpaBu, Nokpaj pyTUHCKUTE MUCneayBama 3a
aHemuja n eputopumTHa cegumerTtaumja (EC), CRP u gudepeHumnjanHa kpeHa crnvka
(pyTuHCKM UcneayBama ce: xemornobuH, MCV n peTukynoumTn)

* TexwuHaTa Ha NpuMapHOTO 3abonyBake MOXe Aa ja OApPean M TexuHaTa Ha aHemujaTta,
Kaj nonecHu obnuum Ha 3abonyBaweTo HMBOTO Ha Hb e 100-110 g/L , a kaj noTelukuTe
06nmun Ha 6onect Moxe aa Bapupa of 80 go 90 g/L unu nomanky

* AkO HMBOTO Ha xeMornobuH e HenponopuMoHanHo HamaneHo, Tpeba aa ce bapa Apyra
cneuundmryHa NpuynHa 3a aHemujata

* VcknyyyBare Ha cocTojou co rybere epuTpoumnTn (KpBaBewa, Xemonusa, 3rofieMeH
6poj peTukynouuTm)

e WcknyyyBake Ha xeneso geduumtHa (P-TfR > 2.4 mg/L) n meranobnactHa aHemuja
(MCV > 100 fL)

* McnuTyBameTo Ha KockeHaTa CpLeBMHa e None3Ho BO CUTe ropeHaBedeHn cryyamn

* TepanujaTa co npenapaTy Ha Xeneso e NpPakTUYeH NPUCTan ako XenesHWoT AeduumnT e
KOMBMHMPaH co cekyHaapHa aHemuja. PesepBuTe Ha xeneso ce obHoByBaaT 3a 2-3 me-
ceLy 1 noToa Moxe fa ce NpoLeHN BUCTUHCKaTa CocTojba Ha cekyHAapHaTa aHemuja

e OOHOCOT Ha CepyMCKMOT TpaHCHEepUHCKM peLenTop 1 hepuUTMHOT e BaXkeH napameTtap
3a foKaxXyBakbe Ha PYHKLMOHANHNOT AeddULMUT Ha XKeneso
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* JlekyBatbe Ha OCHOBHOTO 3abonyBate

* OgpefeHa rpyna nauueHT co 6y6pexHu 3abonyBatba U ManurHOMK ce nekyBaaT co
PEKOMBUHAHTEH XyMaH epuUTPOMOETMH (CeKkorall BO KOHCynTauuja co cheumjanucr).
EpMTPONOETUHOT Ce KOPUCTH Kako Tepanuja 1 3a ApyruTe BUAOBU CeKyHAapHa aHemuja

* TpaHcgy3umTe Ha epuTpOLMUTM Ce JaBaaT caMo BO cryyau kaj 6onHu kagde WTo ce He-
onxoaHu

* BaxHo e ga ce objacHu npupogaTta Ha cekyHaapHaTa aHeMMja Ha NauMeHToT

PE®EPEHLN
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» Etnonormja

» [InjarHOCTUYKKN KpUTEpUyMU

» OudrepeHumjanHa aujarHosa
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» MpumapHu ucneayBamwa
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» PedepeHumn

» Anroputmu 1, 2

OCHOBHUW NMPABUIA

e AnnactnyHaTta aHemuja e peTko 3abonyBare. Moxe ga buae KOHreHUTanHa u cTekHaTa.
CTekHaTuTe ce genart Ha MaMonartcku (MpUmapHM), Kora He MoXe [ia ce OTKpue npuyun-
HaTa, U CeKyHAapHu (Ha npuMep, No XxemoTepanuja u/vwnu paguoTtepanuja), NOBp3aHn Co
oApefeH npegucnoHmpadkm aktop. Haweto BHUMaHue Bo oBve ynaTcTBa e hokycupa-
HO Ha uguonaTckaTta cTekHaTa annacTuyHa aHemuja
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OEGUHULIMJA

[MaHumMTONEHMja co xMnonnacTuyHa ,NpasHa” U MacHa KOCKeHa CpLeBUHa BO Koja Hema
abHopmanHa uHpuUnTpaumja u Hema 3ronemMeHo KonM4ecTBO PETUKYNNH (PUBPO3HO TKK-
BO)

ENMWOEMUONOINJA

MHumgeHuata Ha cTekHaTa annactuyHa aHemuja Bo EBpona n Bo CeBepHa Amepuka e
okony 2/1.00.000 nonynauuja/roguiiHo

MHumgeHuata e ABa-Tpu natn noBmucoka Bo NctoyHa Asuja

BospacHata auctpubyuuja nma aea nuka, og 10 go 25 rognHu n Hag 60 roamHm

Hema pa3snuka Bo nonosata guctpubyuuja

ETUOJIOMNJA

HenosHaTa kaj noeaMHe4YHnTe criyvam

Pu3unkoT 3a nojaea ce 3ronemyBa CO eKCro3uLmja Ha jOHU3Mpadko 3paderse, npy paboTa
co 6eH3eHn

[MocTojaT 1 MegnMKameHTO3HO YCNOBEHW annacTu4YHM aHeMUn, Kora ce jaByBa MANOCUH-
Kpasuja

MOCTUHMEKTUBHM annacTUYHN aHEMUW, KOU Ce MMYHOIOLLKW YCIIOBEHN

,D,I/IJAFHOCTI/I‘-IKI/I KPUTEPUYMU

MaHumTONEeHunja Bo nepudpepHarta KpB, OQHOCHO [iBa Of CreAHUBE TPU KpUTEpUymmn Tpe-
6a ga 6ugat npucyTHU:

e XemornobuH < 10 r/gn

¢ TpomboumnTtu < 50 x 10%n

* Heytpodunu < 1.5 x 10%n

XvnouenynapeH KOCKEH MO30K CO Ha3Ha4YeHu MpoCcTopy CO MacHO TKUBO, BapujabunHa
KONMUYMHa pesngyarnHo XeMaTomnoeTCKO TKMBO, OTCYyTHa abHopmanHa uHdwuntpaumja un
6e3 3ronemMeHo Konm4ecTBo PETUKYUH (pnbpo3HO TKMBO)

OTCcycTBO Ha xenatocnneHomMmeranvja n numdageHonartuvja

,EI,I/ICDEPEH UMWJANHA ONJATHO3A

Tpeba na ce wcknyyaT cuTe Apyru crnydam Ha xurouenynapHa KOCKeHa cpueBuHa co

naHuuTonexuvja. Tyka cnaraart:

e KoHreHuTanHu annactu4yHu aHeMum (HajuecTo kaj geua)

* [lapokcuamanHa HokHa xemornobuHypuja (MHX)

e XwunouenynapeH MDS/akyTHa moHonobnactHa neykemuja (AMJ1)

* XunouenynapHa akyTHa numdobnactHa neykemuja (AJ1N)

* Jleykemuja Ha BnakHecTu knetku (Hairy cell)

e Jlumdomu, Hodgkin wnnm non-Hodgkin, muenodgmbposa co naHUMTONEHUYHA
npeseHTaumja

*  WHdekummn co Mycobacterium tuberculosis

* Anorexia nervosa vnv NpoaorkeHo rmagyBame
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KIMTMHUYKA CITUKA U NTABOPATOPUCKW HAOOU

CumnTOMM Npeaun3BrKaHn of LUToneHnn, umyHodeduumeHumja

e CnabocT (aHemuja)

* KpBaBeha no Koxara n mykosute (TpombouutoneHuja)

¢ PetuHanHu kpBaBewa (TpomboumToneHwuja)

*  WHdekumm (nopeTko ce jaByBaar)

* Hema numdageHonaTunja

* Hema xenatocnneHomeranuja (Bo OTCYCTBO Ha UHMEKLMMN), aKO Ce MPUCYTHU, Cu-
rypHo ctaHyBsa 360p 3a Apyra gujarHosa

NabopaTtopucku Haoan

¢ [JleykouuToneHwuja, Co HeyTponeHuja, HO HoOpManH1M NMMAOLUTHN BPEAHOCTN

¢ AHeMmuja co MakpoumuTo3sa u peTuKyrnoneHuja

¢ MoHouMTUTE Ce HamaneHu, HO He KOMMMETHO OTCYTHU

e TpombouuToneHuja n MUKpPOTpOMBOLNTH

* Bo nepudepHaTa paamacka KpBHUTE KNETKN HemaaT AUCNNACTUYHN KapakTepucTu-
KW, Hema bnacti unu gpyrn abHopmanHu KneTku (Ha NpuMep, BNakHECTH KNeTkn), a
YyecTa € aHM30MOoUKMIIOLMTO3aTa U TOKCUYHUTE rpaHynu Bo HeyTpodunute

NMPUMAPHU UCNEQYBAA

KpBHa cnvka co peTukynouutm

MepudepHa pasmacka

Buoncuja Ha kockeHa cpueBMHa co acnupaumja (HajuecTo ce gobusa ,dry tabs®)
LinToreHeTckn ncnepgysama Ha KockeHaTa cpueBuHa 1 nepudepHaTa KpB
Ham-tect

XemocuaepuvH Bo ypuHa ako e no3vTueeH Ham-tector
MMyHodeHoTunmM3auuja co NpoTodeH LmTomeTap

ButamuH B12 u donHa kucenuHa

XenaTanHu npo6bu

Bupyconouwku ncnutysamwa: xenatutuc A, B, C, EBV, CMV
AHTUHYKNeapHu aHTuTena u aHTu-OHK aHTutena

Rtg-nynmo

YnTtpacoHorpaduja Ha abgoMeHoT

NOAENBA HA ATNMACTUYHUTE AHEMUK

Cnopepg TexuHata, AA ce genart Ha:
¢ Tewka AA
* LlenynapHocTta Ha kockeHaTa cpueBuHa < 25%, nnm 25-50% co 30% pesnpyan-
HW XeMaTonoeTCKu KNeTKu
* T[lpucycTBo Ha ABa Of CreAHUBE TPU KPUTEPUYMMU:
1. Heytpodunu < 0.5 x 1091
2. TpomboumnTtn < 20 x 1091
3. Petukynouuntun < 20 x 1091
¢ MHory Tewka AA: UCTO KaKo 3a Tellka, caMo HeyTpodunute ce < 02. x 1091
¢ JlecHa AA: naumeHTUTe He MM 3a40OBONyBaaT KpUTepUymuTe 3a NpeTxogHuTe ABa
Tvna Ha AA
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CTtaHpapAaeH TpeTMaH

CynopTuBHa Hera

1.

TpaHcdysum

MoTkpenara co TpaHCcdy3nmn Ha epUTPOLIMTU U HA TPOMBOLIMTH € CyLUTMHCKa 3a NauuneH-

TnTe co AA 3a ga ogpxat 6e36eneH 6poj KPBHU enemeHTr

* [MMpenopaka: noseke ce npenopadvysa (HHA-D) ga ce aagaT npodunakTUykmn TpaHe-
y3un Ha TpombBoumnTh Kora 6pojoT Ha TpombounTute e < 10 x 10%I (Mnun < 20 x
10%/1 BO NpuUCYCTBO Ha Tpecka) OTKOMKY AaBake TPOMBOUMTU CaMOo Kako OAroBOP
Ha KpBaBeHe

. XemonoeTu4Hu pakTopu Ha pacTt

Mpenopaka: pyTuHckaTa ynotpeba Ha rHUEpo kaj AA He ce npenopadvyBa (HHA-D)

[pyrute xemonoeTnyHn akTopu Ha pacT 6une kopucTeHu kaj AA 3a aa ce ogpeamn

Aanu mMoxar Aa ja ctumynupaat Tpombonoesara: interleukin-6 (IL-6, dakTtopoT oa ma-

TUYHUTE KNETKN, peKkOMOMHaAHT xymaH TpombonoeTuH (rHu-TPO) He ce nokaxane kako

ycnewHmn

MpeBeHuuMja Ha nH(ekuun

PuankoT og uHdekunja e ogpeneH of 6pojoT Ha HeyTpounIMTe U MOHOUUTE Kaj na-

umeHToT. MNauneHTnte co AA ce nog pusuk o GakTepucka u dpyHranHa uHdpekumja.

MHdpekumute co Aspergillus nmaat MHOry BMCOKa pata Ha MOpTanuTeT Kaj nauneHTu

€O Tewka annactuyHa aHemuja (TAA) nopaan 4eCTu NPONOHIMpaHN NEPUOAMN Ha TeluKa

HeyTponeHuja (M MOHOLMTONEHwuja)

MauneHTnTE CO BUCOK pM3nK of nHdekunja Tpeba Aa ce 3rpuxaT BO n3onauuja kora ce

xocnutanuanpanu n Tpeba aa npumaar:

e [podunakTnykn aHTMOMOTULM U aHTUPYHTanHN NEKOBK

* PepoBHa Hera Ha ycTaTa, Koja BKMy4YyBa aHTUCENTUYKN CPEACTBA 3a NiakHeHwe Ha
ycTara, kako wto e chlorhexidene

* XpaHa co Mana coapxuHa Ha 6akTepum

Mpodunatnykm aHTMGMOTUUM Cce AaBaaT 3a MpeBeHuMja Ha rpamM-HeraTMBHa cernca

U kako kombrnHauuja Ha ABa HeancopOunHU aHTMBMOTULM, Kako LITO ce heomycin u

colistin, nnn kmHonoHu, kako wTo e ciprofloxacin. Ciprofloxacin He Mmoxe aa ce KopucTu

3a TpeTMaH Ha PebPUIHU HEYTPOMNEHNYHM enNn3oan ako Ce KOPUCTU NPOUNAKTUYKK.

M36opoT e nnm co HeancopbunHu aHTMbrnoTMum nnm ciprofloxacin Tpeba aa 6uae ocra-

BEH Ha MHAUBUAYaNHUTE LEHTPU

Moxe pna ce 3eme npenBua KOpUCTEHwE OparneH itraconazole HamecTo nystatin u opa-

neH amphotericin, ocobeHo ako uma MuHaTa ucrtopuja 3a uHdgekumja co Aspergillus,

bupejkn fluconazole e HeedumkaceH npoTtue Aspergillus (M KOH Hekou BMAOBM Ha

Candida). Ancopnuujata Ha kancynute itraconazole e cnaba n eppaTtuu, a cycneHsuja

Ha itraconazole gaBa NOCMrypHO CepyMCKO H1BO. XenaToTOKCUYHOCTA, UCTO Taka, e npo-

6nem co as3onHUTe NEKoBM

Hema wnHaukauum 3a pyTUHCKM npodpunakTnykm mepku npotmB Pneumocystis carinii

pneumonia (ML) nnm aHTMBMpYCcHa npodunakca kaj HeTpeTupanu nauyneHm co AA

AHTMBMpYCHa npodhunakca Co auMKIoOBMP € eceHuujanHa 3a cuTe TpaHCnnaHTUpaHu

nauMeHT! 1 3a OHMEe LITO Ce Ha MMyHocynpecuBHa Tepanuvja co ATI. MNpodunakcaTa
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npotus lNLIMN e eceHunjanHa no TpaHcnnaHTaumja Ha kockeHa cpueBuHa® (TKC), Ho He e
uHamumpaxa no TpetmaH co ATI (Ljungman, 2000)

3a naumeHTu co Telwka HeyTponeHuja (HeyTpodumnu < 0.2 x 10°%/n) Tpeba aa ce kopuctat
NpoMMNaKTUYKN aHTUBMOTULIM U aHTUMUKOTULM U Tpeba Aa ce n3berHysa xpaHaTa Koja
NOCTOWN MOXHOCT [ja € KOHTaMUHUpaHa co 6akTepun unu rabu

He e jacHo ganu npodunakcaTta co aHTMBMOTULM M aHTUMUKOTULM Tpeba Aa npogon-
XMW Kaj OHMEe CO ymeeH pusuk of uHdekumja (Heytpocunm 0.2—0.5 x 10%n). OgnykaTta
Hajaobpo ce oapeayBa Ha WHAMBMAYanHa OCHOBA CMOpen YecToTaTa M TexuHata Ha
npeTxoaHUTe NHMdEKLUn

. TpeTmaH Ha uHdekuunTe

3a cuTe nNauneHTn Co HeyTpomneHwja nojaBarta Ha Tpecka moxe Aa bapa UTHa xocnu-
Tanusauuja u TpeTmaH npep Aa ce gobujat pesyntatute of 6akTepuonoLwwKkuTe ucnu-
TyBakba. Toa Haj4ecTo 3HAYM WMHWUMjanHa MpYMEeHa Ha CUHEeprncTuyka kombuHauuja
Ha aHTMBMOTULM, KaKO LUTO Ce aMUHOMMMUKO3NA U 6-nakTamMCku NEHULMUMNH, @ TOYHMOT
n3bop 3aBWCKU Of NoKanHWTe cocTojon Bo BonHuuata BO OAHOC HA MUKpoGWonoLlKaTa
CEeH3NTUBHOCT/pe3ncTeHumnja. TpaerweTo Ha HeyTponeHujaTa, uctopuwjata Ha nauneHToT
BO OAHOC Ha MHMEKUMUTE N aHTUONOTMLIMTE KOPUCTEHN HeoJaMHa Ke BrunjaaT Ha n3bo-
poT, BKINy4yBajkn ro paHoTo BOBefyBake amOoTepuLMH BO TepanuvjaTta
Ce npenopavyBa paHo AaBake MHTPaBEHCKN aMdOTEPULIMH BO PEXUMOT Ha dhebpunHa
HeyTponeHwuja ako nepsncTupa TpeckaTta. AKo NaUUeHTOT NPeTXOAHO nMan rabuyHa nH-
dekumja nnn ako ce AoKaxe UM NMa CoOMHeBame 3a rabunyHa nHdekuuja, Tpeba ga ce
KOPWCTW MHTPaBEHCKN aMoTepULIMH CO aHTMBMOTUKOT of NpB u3bop. PaHa (Mnun nHu-
umjanHa) ynotpeba Ha cooaeTHa nunuaHa dopmynaumja Ha amoTepuLnH Unn egex
o[, NOHOBWTE 0A00PEHN aHTUMUKOTUYHMN NEKOBU, KaKo LUTO Ce BOPMKOHA30M UMK Kacno-
dyHruH, Tpeba aa ce semat npeasua Kaj nauneHTn co AA kon Moxe Aa umaat notpeba
o[ NPONOHrMpaH TpeTMaH, co Luen Aa ce n3berHe cepmosHa HedPOTOKCUHHOCT
Mpenopaka: kpaTok kypc Ha cynkyTaH G-CSF Bo gosa op 5 Ig/kg/neH moxe aa ce seme
npeaBuna Kaj TeLKN CUCTEMCKM MHMDEKLIMN KOW He OAroBapaaT Ha MHTPaBEHCKU aHTUbu-
OTMLM U @aHTUMMNKOTULIN
* Moxe ga npeavssuka npuBpeMeH HeyTpoduieH oAroBop camo Kaj nauneHTuTe
LUITO MMaaT pesnayarnHa rpaHynoLnTHa akTMBHOCT BO KOCKeHaTa cpueBuHa (OfHoC-
HO, OHMe co He Tewka H6onect) (Marsh, 2000)
¢ AKo Hema ofroBop MO efdHa Hefena, pasyMHO € [a Ce MNpekMHe AaBareTo Ha
nekot
¢ GM-CSF Ttpeba ga ce KopucTu Co eKCTpeMHa NpeTnasnuBocT U, BepOjaTHO, cCamo
BO HamarneHa [03a 3a TpeTMaH Ha TellKu MHdekunmn kaj nauneHTn co AA, bugejkm
MOXe Aa npeav3BuKa Tellka xemoparuja u gpyra cepumosHa TOKCUMYHOCT. 3aTtoa
ynoTtpebarta Ha G-CSF uma npegHocT Bo ogHoc Ha GM-CSF kaj nauueHTtn co TAA
Aypv 1 BO NpUCycTBO Ha rabuyHa nHdekumja (Marsh, 2000)

. epanuja CO XeJylaTu Ha Xxenes3o

[MpeonToBapeHocTa CO Xene3o Moxe Aa Npeav3BuKa 3HauYUTeNHN NpobnemMu Kaj MHory
TpaHChYHANPaHN NauMeHTH

MpeanHo Tpeba Aa ce 3ano4He co cynkyTaH AecdepuokcamyH Kora cepyMckuoT depu-
TMH e > 2.000 Ig/l, Ho oBa mMopa Aa ce oueHu Ha uHAMBMAyanHa 6asa Bo OOHOC Ha pu-
3MKOT 0 NoKanHa xemoparuja u nHdekumja o cynkytaHuTe nHjekummn (Gordon-Smith,
1991; Porter, 2001)

* Tpeba ga ce Hanpasu EKI™ npep 3anoyHyBaneTo Ha Tepanujata co fecdepuokcaMmmH

5 TKC = TpaHcnnaHTaumja Ha KockeHa cpueBuHa
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* AKO CynKyTaHWOT AecdhepuoKCaMuH He ce Torepupa 1 nauueHToT MMma noctojaHa
LeHTparnHa nuHuja, Toraw Moxe Aa ce Aaje UHTpaBeHCKu AecdeprokcammnH
* Pu3sukoT o nHdpekuunja co Yersinia Tpeba ga ce 3anameTu Kaj nauueHTn Kou ce Ha
Tepanuja co gecdepnokcaMmH
* Co ornep Ha BUCOKaTa MHLUMAEHLA Ha arpaHynouuTosa Koja e noBp3aHa co oparn-
HUOT xenatop Ha xeneso J11 (Porter, 2001), Toj He ce nNpenopayyBa pPyTUHCKU Ka]
nauneHTn co AA
e 3a maumeHTM CO onToBapyBake CO Xene3o no ogrosop Ha ATl unu no ycnewHa TKC,
06W1YHO e nonecHo Aa ce BOCMOCTaBW Mporpama 3a perynapHa BeHecekumja egHall Ha
14 peHa unn egHall MeceyHo
6. BakuuHaunu
e BakumHauum Tpeba fa ce fagat camo ako e anconyTHo notpebHo. XKusa nonvo Bakum-
Ha Tpeba fga ce n3berHysa no TKC nnu no TpetmaH co ATG
7. NMcuxonolika 1 onwTa Hera
e [lcuxonolwkaTa Hera 3a naumeHToT, dhamunujata u GnuckuTe npujatenu e of ronema
BaXXHOCT
* AA e petka 6onecT n 6apa BHMMaTenHo objacHyBake Ha HejavHaTa npupoaa, NporHo3a,
KaKo M AUCKYyCUWja 3a BaxHWTe npaliaka, Kako LWTo e bpemeHocTa
* Ha nauneHTtuTe Tpeba Aa um ce Aage MOXHOCT Aa 6uaaT ynaTteHu BO LEHTPpU Kou ce
crneumnjanmanpanu 3a TpetMaH Ha AA

CneuuncunyeH TpeTmaH Ha annacTu4yHa aHemuja

e CraHgapgeH cneunduyeH TpeTMaH 3a HoBoaMjarHocTMumpaH naumeHT co AA e:

1. AnoreHa TpaHcnnaHTauuja Ha matudHu knetkn (ATMK) og XITA-ngeHTU4eH cnbnuHr-
[OHOp unu

2. NmyHocynpecuBHa Tepanuja co kombuHaumja Ha AT 1 LMKNOCMNOPWH

e OcHOBHO € npeg ga ce gage cneundUYHUOT TpeTMaH NauMeHToT Aa buae KNMHUYKK
cTabunuanpaH BoO OAHOC Ha KOHTponaTa Ha KpBaBekaTa U TPETMaHOT Ha MHdekuujaTa

¢ [Mpenopaka: onacHo e Aa ce Aage MMYHOCYMNpecuBHa Tepanuja BO NPUCYCTBO Ha WH-
dekumja N1 HEKOHTPONMPaHO KpBaBewe (HHA-D)

e [lpucycTBOTO Ha MHeEKUMja € HernoBoneH (hakTop 3a UCXOAOT Ha TpaHCMnaHTa-
umnjata Ha matudHu knetkn (TMK) (HHA-C)
¢ [Mpenopaka: 6uaejkn AA e peTka 6onecT, xemaTonoroT KOj € OAroBOpPEH 3a NauUeHTOT
Tpeba fa KoHTaKTUpa Cco LeHTap, O4HOCHO CO CMeLmjanucT Koj e ekcrnepT 3a AA BegHall
Mo OTKPMBaH-ETO 3a Aa AMCKYyTMpa 3a TepanuckuoT MraH 3a nauneHToT (HHA-D)
e KopTtukocteponamTe He ce edukacHu, TUe ja 3acunysaaT GakTepuckata u rabuyHata
KONoHM3aumja 1 Moxe Aa NpeuunMTnpaaTt CEpUO3HM raCTPOUHTECTUHANHN KpPBaBeHa BO
NpUCYCTBO Ha Tellka TpoMBouUToNeHWja
* [MMpenopaka: npegHn30mnoH He Tpeba Aa ce KOpUCTK 3a TpeTMaH Ha NauueHTu co
AA (Grade C recommendation; level IV evidence)

¢ [penopaka: crnMyHo, xemonoeTu4yHuTe dakTopu Ha pact, kako G-CSF u rHuEpo,
He Tpeba Aa ce kopucTaT Kaj HoBOAMjarHOCTMLMPaHU NauMEHTU CO TPELUHO Bepy-
Bake [leka MoxaT Aa ja usnekysaat 6onecrta (HHA-D)

Buau anroputam 1. Tepanucka wema Kaj Tellka cTekHaTa annacTuyHa aHemuja
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UHaukauum 3a TpaHcnnaHTauuvja Ha KockeHa cpueBuHa oa XJTA-ngeHTH4eH
CUONUHr-goHop

Mpenopaka: TpaHcnnaHtauuja Ha kockeHa cpueBuHa (TKC) op XJA-ugeHTnyeH

CVBMWHI-A0HOP € UHMLMjanHNOT TPeTMaH Of M3bopoT 3a HOBOAUMjarHOCTULMPaHW naum-

eHTun co AA, ako:

* Wmaart Tewka unu mMHory Tewka AA (BMAK AedurHMUMja HA TexXMHaTa Ha GonecTta
BP3 OCHOBa Ha aHanu3arta Ha KpBHaTa Criuka u Hao[oT 0f KOCKeHaTa CpLeBuHa)

¢ Ce nomnagu of 40 roguHu (MOCTOM KOHTPOBEp3uja BO OQHOC Ha ropHaTa rpaHu-
ua Ha Bo3pacTta 3a TKC. Pesyntatute og TKC co kopuctewe Ha XJIA-ugeHTu4eH
cnbnuHr-goHop ce nonowu kaj naumeHTn > 30 roguHu BO cnopenba co naumeHTn <
30 roauHn (Bacigalupo et al, 2000a)

OpnykaTa ganu ga ce TpetupaaTt nauyueHTuTe Ha Bo3pacT Ha 30—40 roguHn co ATI m

LMKIOCMNOPWH UNu fa ce TpaHcnnaHTupaar BegHalw Tpeba aa ja 3eme npeasug onwra-

Ta 3gpaBcTBeHa cocTojba Ha naumeHToT. OBMe naumeHTn Tpeba ga ce semar npensug

3a BKNyYyBak€e BO CKOPELUHO npeanoxeHara paHgomusvpaHa EBMT SAA ctyauja 3a

cTaHfapaHa Bucoka fo3sa cyclophosphamide n ATI Bep3yc fludarabine/Hucka gosa Ha

cyclophosphamide/ATG npenopayaHu HeojamMHa 3a anTepHaTMBHa OOHOPCKA TpaHC-

nnaHTauwuja (Storb et al, 1997)

TKC moxe ga ce npenopaya (HHA-C) 3a naumeHTn Ha Bo3pacT mery 40 n 45 rognHu

Kou:

* Wmane HeycnewHa nmyHocynpecusHa Tepanuja co ATl 1 unknocnopvH

¢ Wmaart XJIA-komnatubuneH goHop

* Ce BO fob6pa 3gpaBCcTBeHa KoHAMUMja

Buawn anroputam 2. Tepanucka wema 3a He Tellka cTekHaTa annacTtuyHa aHemuja

MMYHOCVHPECMBHa Tepanwja: AHTUTUMOLUUTEH rnoﬁynm-l U UUKNOCNOPUH

e  VHankauum
* [Mpenopaka: nMyHocynpecuBHaTa Tepanuvja e uHaMLMpaHa 3a NaumMeHTn Kou He
ce norogHu 3a cubnuHr-goHop TKC. Toa Bkny4yyBa (HHA-C):
* [MaumeHTn co He Tewka AA KOWU ce 3aBUCHW Of TpaHCMy3nun co epuTpoLuTH n/mnm
TpombounTtn
¢ [laumeHTun co Tewka AA unu MmHory Tewka AA kou nmaat > 30—45 rognHu
e [aumeHTn co Tewka unm MHory Tewka 6onecTt kon HemaaT XJIA-komnaTnbuneH
CUBNUHr-goHOP
e [eua co He Tewka AA co XJTA-ngeHTU4eH cUbNUHr-goOHOP U KOW Ce 3aBUCHU Of,
TpaHcdysmnja, ocobeHo ako Mma naj Ha KpBHWTE eneMeHTU, Moxe Aa ce 3emar
npeasug 3a TKC
* 3a nauueHTnTe CO He Telwka AA KOU He ce 3aBUCHW Of, EPUTPOLIUTHU 1 TPOMBOLIMTHM
TpaHcdy3nm 1 Kou ogpxyBaaT 6e3beaeH 6poj KpBHM KNETKM € pa3yMHO Aa ce oncep-
BMpa O6p0ojoT Ha KPBHUTE KNETKM 1 a Ce MOHMTOPUpa perynapHo naumMeHToT 6e3 nHu-
uujanHo ga ce MOTTUKHyBa MMyHOCynpecuBHaTa Tepanuja. Oanykarta ganuv u kora
[a ce 3ano4yHe CO TpeTMaHOT OOUYHO e oapeaeHa oA HaodoT 3a OpojoT Ha KpBHUTE
KNeTKNn W UHAMBMAYANHMOT U360p Ha NaUMEHTOT U HETOBMOT HAYVH Ha XnBeeke
e  AgMuHuUcTpaumja
¢ [Mpenopaka: AT e MOKeH MMyHOCYNpecuBEH ek U Heroeata ynoTtpeba kaj
nauMeHTM CO Tellka HeyTporneHuja 6apa MHOry BHMMaTenHO MOHUTOpUpat-e,
npodwmnakca u TpeTMaH Ha UHMEKLMN, NCTO KaKo M afeKkBaTHa (M noHekorall
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VWHTEH3MBHA) NoTKpena co TpaHcdy3un Ha TpoMbountn (HHA-A)

* ATl ce pnaBa 5 geHa Kako AHeBHa W.B. UH(Y3nja BO Tek Ha 12—18 yaca npeky
LeHTparneH BEHCKM kaTeTep

e [HeBHaTa pos3a e 1.5 Bujanu/10 kr TenecHa TexuHa (edeH Bujan Ha KOHCKU
ATT, Lymphoglobuline, cogpxwu 100 Mr npoTenHn, Taka WTo AHeBHaTa fo3a e 15
Mr/kr; egeH Bujan op 3ajayku ATT, thymoglobuline, cogpxu 25 mr npotenH, Taka
WTO AHeBHaTa fo3a e 3.75 mr/kr)

e Tect-posa (1/10-unHa oa Bujan (10 Mr kowsckm AT nnu 2.5 mr 3a 3ajauku ATI)
aunyunpano Bo 100 MNn U3MNOMOLLKA pacTBOP Kako MHTpaBeHcKka WHMy3uja BO
Tek Ha 1 yac) Mopa ga ce Aafe NMPEeTXOOHO M ako Ce jaBu Tellka cucTemcka
peakuuja unu aHadmnakca, noHaTamMoLHWTE [03M Ha TOj MpenapaTt He cMeat
na ce gaeaat

* HenocpegHuTe HecakaHu edeKTU ce anepruckvM u ce jaByBaaT YecTo, BKIyYy-
Bajku Tpecka, purop, ucunyBamwe, XunepTeHsuja u peTeHumja Ha TEYHOCTH

* Ha cekoja gHeBHa fo3a Tpeba fa & npeTxoau uHTpaBeHcku hydrocortisone u piriton

e TpaHcdysun Ha TpomboumTn Tpeba Aa ce gapat 3a ga ce oapxu 6e3beneH
6poj TpombouunTn (MgeanHo > 30 x 10%n), Ho He Tpeba Aa ce gapar 3aefdHO Co
nasaweTo Ha ATl nopagu aHTUTpombounTHaTa akTUBHOCT Ha ATl

e [MauwneHToT Tpeba Aa Guae 3rpuxeH Bo n3onauuja co pesBep3Ha Gapuepa u ce-
Koja Tpecka, Aypv U ako NMoCTon COMHeBake feka ce aomku Ha ATl Tpeba pa
ce TpeTupa co aHTUBUOTMLM Of, LUMPOK CrnekTap

* Ha nettnoT AeH of Tepanujata co ATl ce 3anovHyBa CO NPeAHM30MOH CO A03a
op 1 wmr/kr/p 3a pa ce NoOMoOrHe fa ce npeBeHMpa cepymckarta bonecT u ce
npoAokyBa BO Tek Ha 9 fieHa, a noToa ce NpekMHyBa NOCTENEHO BO TEKOT Ha
cnepHuTte 5 geHa. Cepymckata 6onecT TMNM4YHO ce jaByBa Mery 7. u 14. fieH of
NoOYeTOKOT Ha TpeTmaHoT co ATl

* Ako ce jaBu cepymMckaTa Gonect, MHTpaBeHCKU ce 3anoyHysa co hydrocortisone
100 mMr Ha cekou 6 yaca. HajuecTute cumnTomn Ha cepymckarta bonecT ce: apT-
panruja, Mujanruja, ucunyBame, Tpecka, bnara npoTenHypuja n KOHCymaumja Ha
TpomboumnTuTe, Koja YecTo natu 6apa 3acuneHn TpaHcdysmm Ha TpomboumTH

Mpenopaka: nauneHToT Tpeba Aa ocTaHe XocnuTanuampaH of NOYEeTOKOT Ha Tepa-

nujata co ATl n BO nepmnoaoT Kora MoXe Aa ce jaBu cepyMmckaTa bonect. [MauumeHToT

He Tpeba Aa ce ncnuwysa of 6onHuua camo no neTaHeBHWOT Kypc co AT -Tepa-

nuja (HHA-D)

OpaneH uuknocnopuH Tpeba fa ce 3anoyHe Ha NOCNefHWOT AeH of KypCcoT COo npea-

Hu3omnoH (aeH + 14) npu 5 mr/kr/aeH, co Len Aa ce oapXu BPBHOTO LMKIOCMOPUHCKO

KpBHO HMBO Mery 150 n 250 Ig/l kaj Bo3pacHu u merfy 100 n 150 Ig/l kaj geua

KpBHMOT NpUTKUCOK, peHanHuTe 1 xenatanHute yHKUMOHanHM TectoBm Tpeba Aa

Cce MOHUTOpUpaaT perynapHo cé Aypu € Ha Tepanuja co LMKIIOCNOPUH

Buaejkv ogrosopot Ha ATl e ognoxeH Ao 3 Mmeceuw, nauneHTUTe ke umaar norpeba aa

NPOAOIMKaT Co peryrnapHa CynopTvBHa Hera Co KPBHW NPOAYKTU BO TEKOT Ha Toj nepuog,

Btopuot kypc co ATI ce npenopadvyBa ako HemMa OAroBOp UNu penanc no npBuOT.

Toj He Tpeba na ce gape nopaHo od 3 mMeceuun Mo NpBUOT, Buaejkn ce NoTpebHN

okony 3 mecelm 3a a ce jaBu oaroBoport. lNMoctom waHca of okony 60 npoueHTn 3a

oprosop Ha BTopuoT kypc (Tichelli et al, 1998)

Tpeba pa ce 3eMe npeaBua gaBakbe M TpeT Kypc Ha ATl ako Hema oarosop Ha

npeute aBa n ako TKC He e onuwuja nnv ako NnauMeHToT MMa penanc no NPeTXo4Hu-

oT Kypc. VMIcTo kako v 3a BTOPUOT Kypc, Tpeba Aa ce Hanpasu NpBO TECT U ako Hema

TellKka peakuuja, Aa ce fage nonHa gosa
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3. edmHuumja Ha oaroBopoT

MpudateHn ce HOBM KPUTEPMYMWU 3@ OATOBOP O CTPaHa Ha €KCNepTCKM KOMUTET 3a
annacTuyHa aHemwuja, cymmpanu Bo Tabena 1

OproeopoT Tpeba ga 6uae NoTBpAeH o4 2 UM NoBeke aHanu3n Ha KpBHaTa crvka BO
WHTepBan of Hajmarnky 4 Hegenu n uaeanHo Tpeba Aa ce mepar Kaj NauueHTU Kou He
npvmMaat xemonoeTcku aktopu Ha pact (Camitta, 2000)

. Cnepewe Ha naumeHTUTe no ATl

Mo TpeTmaHoT co ATI 1 co uuMKnocnopuH, nauneHTnTe Tpeba aa Guaat MoHUTOpPUPaHK
BHMMATENHO CO perynapHa 3a AoKaxyBahe penarnc 1 3a NoAOLHEXHW KIIOHamnHW Hapy-
wyBaka, kako wto ce MHX, MOC n AMJ1

Ha 3—4 meceum no ATT, Tpeba aa ce Hanpaeu ckpuMHUHF 3a NMHX n oueaH Ha kockeHaTa
CpuUeBMHa CO LIMTOreHETCKM UCnUTyBaka

Kora naumeHTOT ke nocTurHe oaroBop M 6pojoT Ha KPBHUTE KNETKM Ke NOCTUrHe nnarto
op Hajmarnky 6 meceun, Moxe Aa ce pa3muciyBa 3a 6aBHO HamanyBake Ha LMKnocno-
pvHOT (0BMYHO BO TeK Ha NoBeke MeceLuu unv Aypu u nogornro, BO 3aBMCHOT oA 6pojoT
Ha KPBHUTE KIETKN)

Ce coBeTyBa Aa ce NOBTOPY MCMUTYBaHETO Ha KOCEKHAaTa CpLEeBMHA CO LMTOreHeTcka
aHanu3a u ga ce Hanpasu, BO UCTO Bpeme, CKpuHUHr 3a MNMHX. MNoHaTtamolHo nenury-
Bak€ Ha KOCKeHaTa CpLeBMHa CO LUMTOreHeTMKa e MHAMLMPaHO ako MMa Jokas 3a pe-
nanc unu 3a Apyrv NpomMeHn Bo B6pojoT Ha KPBHUTE KNETKU UMK KpBHaTa pa3macka
BHMMaTenHnoT npernes Ha KpBHaTa pa3macka e BaXeH 3a MOHUTOpUupake Ha [oKas3oT
3a MOC

Ce cyrepupa ckpuHuHroT 3a NHX aa ce nssegyBa efHall roAWLLHO 3a CUTE NaUMEHTU

Ta6ena 1. Kputeprymmn 3a oarosop Ha MyHocynpecvBHaTa Tepanuja kaj AA.

Oarosop E;"::S:Z:t\sa ©oArosop Kputepuymu 3a ogroeop kaj He Tewka AA
Bes ogrosop Cé ywre Tewka BriowieHa vy He ogrosapa Ha KpUTepuyMUTE 3HECEHN NOJOITY
Lenymen HesaBucHa op TpaHcdy- | HesaBucHocCT of TpaHcdy3um (ako Guna 3aBucHa npep,
3un TOQ)
Mnu sronemyBare BO OOHOC Ha NMOYETHNOT XEMOTTIOBUH >
3 g/dl vnu yaBojyBare nnn HopMmanuaauuja HajManky Bo
Moseke He rv 3af0BosyBa | €0Ha KNEToYHa NHWja (ako MHuumMjanHo 6un < 6 g/dl)
KpUTEPUYMUTE 3a TELLKa HeyTpodunu og > 0.5 x 10%I (ako nHUUmMjanHo Gune <
Gonect 0.5 x 10%1)
TpomGouunTn of > 20 x 10%I (ako nHMuUmMjanHo Gune <
20 x 10%1)
XemornobvH HopmaneH
KomnneteH criopen Bospacta McTn kputepuymm Kako 3a Tewukarta 6onect
HeyTtpodunu > 1.5 x 10%n
Tpom6oumnTn > 150 x 10%/n

TpaHcnnaHTauuMja Ha KOCKeHa cpLeBUHa of, HecpoAeH papurten®

1.

UHaukauum
MY TKC moxe aa ce 3eme npeasug kora nauneHTUTe rm UCMONHyBaaT CriefHVBE Kpu-
Tepuymun (HHA-C):

6 Bo MakefoHuja He ce U3BeAyBa TpaHCnnaHTaumja Ha KOCKEHa CpLEeBUHa Of HECPOAEH AapuTen
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1. Mimaat goHop co HanonHo coBnarakwe (Ha HMBO Ha [HA 3a knaca | n 3a knaca |l
aHTUreHn)

2. [a uma < 40 roguHun

3. 3a Bo3pacHu, Aa uma Hajmarnky ABa HeycnelHu TpeTmaHa co ATl 1 umMKnocnopuH
1 3a Jeua Hajmarnky eqeH TpeTMaH

4. Wmaat Tewka AA n

5. Hemaat fokas 3a akTuBHa UHdEKLMja /Mnun KpBaBeH-e 3a BpeMe Ha N3BeAyBaHeTO
Ha TKC

Buaejkn AA e peTka n 6ugejkv noctom nocebHo ronem pusuk kaj MY} TKC kaj oBaa cocToj-

6a, oBaa npoueaypa Tpeba caMo Aa ce HanpaBw BO LIEHTPY CO MCKYCTBO BO TpaHCMnaHTa-

umjata kaj AA 1 Kou ce akpeauTupaHu 3a TpaHcnnaHTaumja o4 HecpoaeH aapuren

Opyru MmyHoOCynpecuBHM NEKOBU

Bucokn pnosu unknogocdammg 6e3 CynopTUBHO AaBake€ MaTtU4HU KNeTku

Mpenopaka: ynotpe6aTa Ha BUCOKWU [03K Ha uunodoctammz 6e3 cynopt o MaTuyHu
KNEeTKW He ce NpenopavyBa HUTY Kaj HOBOAMjarHOCTULMPAHW NALMEHTU HUTY Kaj OHUE CO
HeycnelleH TpeTMaH co ATl 1 LMKIIOCNOPWH Nopaan HeroBaTa Cepuo3Ha TOKCUYHOCT U
BMCOKMOT MopTanuTeT (HHA-B)

MwukodeHonaTt modeTun

Micofenolat mofetil ja Hxn6upa nponudepaumjata Ha B-numdountute 1 Ha T-numdo-
LUTUTE M CE KOPUCTU BO TPETMAHOT M NpeBeHUMjaTa Ha OTdprakEeTo Kaj TpaHcnnaHTa-
Luja Ha opraHu, Kako U 3a TPETMaH Ha aBTOMMYHU HapyLlyBaka, Kako LITO ce ynuepa-
TUBEH KONUTUC, pEBMAaTOMAEH apTpUTMC U MynTUnmna ckneposa

Mpenopaka: MauneHTuTe Tpeba Aa ro npMmMaat OBOj ek caMo Kako Aen of cTyauvja

Oxymetholone’

OKCMMETONOHOT MHOTY AeKaan e KOPUCTEH eKCTEeH3UBHO BO TepanujaTta Ha AA npeg aa

6uaat Ha pacnonarawe ATl U LMKNOCNOPUHOT

¢ Kaj Hekou naumeHTn, OKCMMETONOHOT MOXe Aa ja cTuMynupa ocobeHo epuTponoe-
3aTa, HO MOHeKorall Moxe Aa Aaje u TpunvHeapeH OAroBop

* Bo kombuHauwmja co ATT, ro 3aronemyBa OAroBOpOT BO KOMMapauuja co JaBaHeTo
camo Ha ATT (Bacigalupo et al, 1993)

* OKCMMETOMOHOT e XxenaToTOKCUYEeH M 3aToa Mopa [a ce KOPUCTWU CO npeTnasnu-
BOCT, CO perynapHo MOHUTOpUpare Ha TECTOBUTE 3a XxenaTanHa dyHkuuja u npeky
ynTpasByk Ha xenapoT

* T[lopaau BUpUNU3NpadvkmoT edekT, NOHeKorall He € NpudaTtnue 3a XeHu

e JlekoT cé ywTe ce KOPUCTU Kako omnuuja 3a naumeHTUTe KoM mmaaT Heycnex of
noseke TpeTmaHu co AT 1 LMKNOCNOPUH NNK Kaj HEKOW NauMeHTM Kaj Kou cTaHaap-
AHaTa MMYHOCYNpecHBHa Tepanuvja He € MOXHO Aa ce NpUMeHn

Ynotpe6a Ha G-CSF co ATl ¥ uMknocnopwH

OnpaepaHocTa 3a kopucteke G-CSF no ATl 1 umknocnopuH e o6uaoT Aa ce pegyumpa
PU3UKOT oA MHdEKUMja BO TEK Ha 3 MeceLn Kora ce 04eKyBa XeMaToroLLKUOT, 0cobeHo
HeyTpoUIHMOT OAroBOp U Aa ce Noaobpy OATOBOPOT (TPUSIMHEAPEH) HA MMYHOCYNpe-
cuBHata Tepanuja, bugejkn G-CSF moxe aa paboty Bo koMbGuHaumja co apyrv eHgore-
HW XEMOMOETCKM hakTopy KOW MM CTUMYNuUpaaT XeMOMNOETCKUTE MaTUYHU KIETKN

7 HepocTtaneH Bo P. MakegoHuja
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PyTuHckaTa gonroTtpajHa ynotpe6a Ha G-CSF no ATI™ n unknocnopwvH He ce npenopauvy-
Ba HaABOP 0Of KMUHWYKU CTYAUN

TpeTMaH Ha NaUMeHTn co anslacTU4Ha aHemuja kom umaat MHX-knoH®

MauneHTnTe co AA Moxe nopouHa Aa passujat xemonutuyHa MNHX n obpaTtHo, nauuex-
Tn co xemonuTtuyHa MHX moxat nogouHa ga nporpeavpaat go AA (Socie et al, 2000)
Moxe na 6ugat noTpebHu perynapHu unv MHTEPMUTEHTHU KPBHU TpaHCHy3nmn U CTaH-
OapOHu NPEeTXodHO MNpe3epBupaHy of NeyKoUMTU-OCUPOMALLEHN ePUTPOLMTHU naky-
Batba ce 6e36egHn 3a ynotpeba. PeTko uma notpeba ga ce kopuctaT UCNpaHU epuT-
pouunTM 3a MpeBeHUMja Ha aKkyTHa XemMomnu3a, Koja MOXe MOoHekorawl Aa ce jaBu no
TpaHcdy3suja Ha KpB Kaj naumeHTu co MHX

Cute naumeHTn Tpeba Aa npumaat perynapeH HegoMecT Ha donHa kucenuHa (5 mr/g)
AKo ce jaBu AeduunT Ha Xeneso nopaau MHTpaBackynapHa Xemonu3aa, opanHo ce Ha-
[OMeCTyBa Xene3o, HO BHUMaTernHo, buaejku moxe ga Hanpasu akyTHa xemonusa. Ce
npenopadvyBa [a ce 3arovHe co Hucka o3a, Ha npumep 200 Mr cekoj BTOp AeH, U noToa
a ce 3sronemysa 3a 200 Mr/g ako He ce jaBu akyTHa xemonu3aa (Packman, 1998)

3a naumeHTV co TeLllKkM U/UnKn YecTM enu3odn Ha akyTHa MHTpaBacKynapHa Xxemornuaa
npeaHn30noHoT 06MYHO Nomara ga ce pegyumpa CTerneHoT Xemonuaa, HO KOHTUHYM-
paHata ynoteba Ha BMCOKM [03U OGUYHO e orpaHuveHa nopaau HecakaHute edekTy,
nopaau LWTO ce NpUMEeHyBa PexunmM Cekoj BTOp AeH CO HUCKM Jo3u mefy 10 n 15 mr
AnTepHaTUBHa onuuja e Aa ce 3eMe NpeaBua oparnHo LMKNOCNOPUH, CO OAPXYBake Ha
HMBOTO BO kpBTa oa 150 go 250 nr/n, WTO MoXe Aa ro Nnogobpun HUBOTO Ha XEMOrNo6u-
HOT 1 6pojoT Ha HeyTpodunute n Ha TpombouuTute (Van Kamp et al, 1995)
Mpenopaka: ATl He ce npenopayyBa Bo NpUcycTBO Ha 3HauuteneH MHX-knoH co nabo-
paTOPUCKM UMW KIIMHUYKM JOKa3un 3a xemonu3aa, buaejkv nocTon pusmk of akyTHa UHTpa-
BacKynapHa xemonu3aa koja moxe 6uge nposoLumpaHa BO TEKOT Ha cepymckaTa bonect
(Ebenbichler et al, 1996) (HHA-D)

XJTA-ngeHtnyHata cnbnuur TKC 3a xemonutuyHa MHX e camonHamumpaHa 3a naumex-
TW KOUW nofdoLHa pa3suBaaT Telka AA nnu 3a naumMeHTn co MynTUNMM U BUTANHoO3arpo-
3yBayku BeHCkM Tpombo3u (Saso et al, 1999)

TpeTmaH Ha annacTu4yHa aHemMuja BO rpaBuanTeT

AnnacTuyHaTa aHeMuja MOXe Aa ce jaBu BOo bpemeHocTa, nako cekoraw Tpeba ga ce
MWUCIN fieKa Toa MoXe Aa ce AOMKM Ha Cry4aj unm Ha ApyrM MOXHMW npuynHu. bonecta
MOXe fia ce MoBreyve CNOoHTaHO Mo 3aBpLuyBake Ha 6pemeHocTa, CNOHTaHo unu Tepa-
NeBTCKM U NO NopoayBakeTO, HO He BO CUTe cryyan

Bo TekoT Ha GpemeHoOCTa KpBHaTa Cnunka ce MeHyBa 3HavajHO — ce HamarnyBa HUMBOTO
Ha XemornobuHoT u 6pojoT Ha TpombouuTnuTe, a ce 3roneMmyBa 6pojoT Ha HeyTpodu-
nute. Ho, nocton TeHaeHumMja Aa ce BpaTaT Ha HMBOTO Npef rpaBMAMTETOT BO TeK Ha
1-6 meceun no nopogyBaweTo. HopmanHMOT 6poj KpBHM KMNETKM npen KoHuenuwujata
He rapaHTupa Jeka Hema ga ce jaBu penanc Ha AA BO TeKoT Ha bpemeHocTa. MoxHoO e
naumeHTka co AA aa ja MuHe 6pemeHocTa 6e3begHo

duHanHaTa oanyka ganu Aa ce nNpoaorky co GpemeHocTa unu fa ce Hanpaeuw Tepa-
neBTCKkM abopTyc ja AoHecyBa nauueHTKaTa Mo Hej3MHOTO KOMMMETHO MHGOPMUpaHe
3a pusuuyute

Mpenopaka: cynopTMBHaTa Hera e rmaBHWOT CTON6 Ha TpeTMaHoT Ha AA Bo bpemeHocT
n BpojoT Ha TpomboumTuTe Tpeba, ako e MOXHO, Aa ce oapxysa Haa 20 x 10%n co

8 Bo MakepjoHuja He e BoBefileHa MeTofaTa 3a AeTekumnja Ha knoHoT Ha PNH
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TpaHcdy3un Ha TpomMGoLmUTH

AKO nauueHTkaTa uma notpeba of TpaHcdysum Unu ako 6pojoT Ha KPBHWUTE KNETKU ce
HamanyBa KOoH HMBO koe 6p30 ke Bapa TpaHcdyauja, ce npenopadvyBa fa ce 3anoyHe Co
opaneH uuknocnopuH 5 mr/kr/aeH 3a aa ce ogpxu H1Bo mery 150 n 250 n/n. OgroBopoT
Ha LMKMOCNOPUHOT € OANOXEH U MoXe Aa b6apa nepuog of 6 Ao 12 Hegenwu

BaxHo e nauneHTkaTa u 6pojoT Ha KPBHWUTE KNETKU @ CE MOHWUTOPMPAaaT YeCTo BO TEKOT
Ha BpemeHocTa 1 fa ce copaboTyBa CO TUM COCTaBEH Of akyllep W nekap no onwTa
MeauumuHa
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AHEMWJA KAJ CINTOPTUCTU

» MpnyunHmn
» [Janu aHeMujaTa Kaj cnopTucTuTe Tpeba Aa ce TpeTupa?
» PedepeHuun

NMPUYUHU

Hu3ok xeMornobuH e TnNuyeH 3a ,Ton” U3aPXINBM - BPBHU CMOPTUCTH

HepocTturoT op xeneso e HajuyecTaTta NpuynHa 3a aHemuja. lNpoueHaTta Ha XenesHnoT
6anaHc He e necHa kaj cnoptTuctute. BoobnyaeHnte TecToBK BKNy4vyBaaT KPBHA CMKa
N cepyMckn dpepuThH. AKTUBHOTO (PU3NYKO Bexbate ro aronemMyBa CepyMCKUOT depu-
TuH. Of Apyra cTpaHa, BpBHWUTE CMOPTUCTM YECTO MMaaT MHOTY HUCKa KOHLIeHTpauwuja Ha
eputuH (20-30 mr/n) 6e3 3Hauu 3a xeneso geduuntHa aHeMuja

OTKako Ke ce UCKIy4n He[OCTUIOT Of Xeneso Kako NpMuYnHa 3a aHemujaTta Kaj cnopTuc-
TUTe, Haj4ecTo ce cMeTa Aeka nceBaoaHeMujaTa e npeansBUKaHa of, xemoaunyuuja.
Moxe aa 6uae npeaunsBrKaHa v of Nperonema KomneH3auuja nopaan XeMOKOHLeHTpa-
uujaTa Koja ce jaByBa Npu akTUBHO Bexbarbe

Xemonusarta obnyHO He ja objacHyBa aHemujaTa, HO Moxe Aa buae objacHyBame 3a
MakpoumTo3aTta (ManuTe n cTapu epuTpOLIMTM HajNeCcHO Ce YHULITYBaaT Co XeMonmaa)

AAINTN AHEMUJATA KAJ CNTOPTUCTUTE TPEBA A CE TPETUPA

HecakaHvoT edekT Ha aHemujaTa Bp3 puamnykaTa NoaroTBEHOCT Kaj BPBHUTE CNOPTUCTM
e ouurnepeH. XXenesHwot AeduUUT ce TpeTupa Kako xeneso AeduumTtHa aHemuja
MpeBeHTNBaTa e Hajaobap TpeTMaH. 3anOMHU MM PU3NYHWUTE TPYNu (aJONECcLEeHTU 1
XEHU BO penpoayKTUBHWOT nepuog,). MpoueHn ro npudakakeTo Ha Xenes3oTo of XpaHa-
Ta 1 hakTopuTe LWTO BMNMjaaT Ha HeroBaTta ancopnuuja
PyTuHcka npodunakca co xeneso He e nHAMUMpaHa, 0cobeHO ako XenesHWoT 6anaHc
penoBHO ce KOHTponupa kaj cnoptuctute. ®onHa kucenuHa u ButamuH B612 He Tpeba
[a uM ce gaBaat Ha cnopTucTu, Guaejkm cnopTckMTe akTUBHOCTU He npeau3BuKyBaaT
HWBHW HeJoCTUr
BeluTaykoTo 3ronemyBarbe Ha KOHLEeHTpaumjata Ha XeMOrnobuHOT M Ha XeMaToKpUTOT ja
nofobpysa aepobHaTa akTMBHOCT Kaj NauneHTUTe, Kaj 3apaBuTe nyre 1 kaj cnoptucTuTe
-KOMKY LUTO € norofiema KoHLeHTpauujata Ha XxeMornobuH TonKy e noronema kopucra
BoobuuyaeHata chbopma Ha aHeMuja Kaj cnopTUCcTUTe, AunyLMoHaTa aHemuja, He e onTu-
MarnHa cocToj6a Bo nornea Ha MakcumanHoTo npudakate Ha KUCnopoa U MakcumarHa-
Ta NponoHrMpaHa guanyka aktuBHocT. Cenak, Hema TpeTMaH: 3abpaHeTu 1 onacHu ce
epUTPOLUTHUTE TpaHCy3nn N epTUTPONOETUHOT
¢ [IpMmeHaTa Ha epUTPOMOETUHOT MOXe fa Npeamn3BrKa cocTojba cnnyHa Ha nonuumuTeMuja.
3ronemyBaHEeTO Ha XeMaTOKPUTOT MOXe Aa ja HapyLun LmpKynaumjaTta Bo LepebpanHute
1 KOPOHapHWTE apTepun 1 Aa NpeanasKKa okIy3un, ocobeHo Npy aexvaparaumm

PE®EPEHLN
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AHEMWJA TIPU BPEMEHOCT

» Lenn

» OcHOBHM npaBuna

» MNojnoBHa Touka

» MpuynHu 3a aHemunja

WN =

» [OmjarHo3a
» MoBp3aHu gokasu
» PedepeHum

LEJN

[a ce pasrpaHuuu dusmnonoLlikaTa xeMoaunyLmja o4 BUCTUHCKaTa aHemuja

OCHOBHU NPABUNA

¢ HopmanHo HamanyBawe Ha HUBOTO Ha xemornobuHoT (Hb) go 110 r/n (npBuoT TpUmec-
Tap of 6pemeHocta) unu > 100 r/n (nogouHa 3a Bpeme Ha 6pemeHocTa): Hema notpeba
of VHTepBeHuMja

¢ [MoHuckn BpeaHoCcTn Ha xemornobuHot < 95-100 r/n n MCV < 84 fl; HajsepojaTHO Hepo-
CTUr oA xene3o: Npobaj co TpeTMaH co Keneso

¢ KoHTMHyMpaHO HamanyBakwe Ha xemornobuHot (Hb < 100 r/n) unu Hb 90-95 r/n: not-
pebHM ce NoHaTaMOLUHW UCneayBama

NOJOOBHA TOYKA

e Cnopeg WHO, kpuTeprym 3a aHeMuja npu GpeMEHOCT € HUBOTO Ha XEMOTrMOBUHOT <
110 r/n

* ®usnonolukaTa xeMoagunyLmja 3anoyHysa noMery ocmata v iBaHaeceTTaTa Hefiena o,
BpemeHoCcTa n 06MYHO Ce ABWXM NPaBoONpPOoNopLUMOHanHo co bpemeHocTa. PU3NONOLLIKOTO
objacHyBame e aeka penaTuBHOTO 3rofieMyBatb-e Ha BOflyMeHOT Ha nna3marta (8o 50%)
€ MoronemMo op 3ronemMyBarEeTO Ha BKynHaTa epuTpoumnTHa Maca (8o 25%)

NMPUYUNHN 3A AHEMUJA

* Tlokpaj PU3MNOMOLIKOTO Hamarnyeake Ha BPedHOCTUTE Ha XeMOorno6UHOT, HeJoCTUIoT
Ha Xeneso e YecT npu 6pemeHoOCT. 3a BpeMe Ha BTOPMOT TpumecTap, notpebHa e no-
roneMa KonmyMHa Xeneso 3a ekcrnaHaupake Ha epuTpouuTHaTa Maca Ha MajkaTa, a
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3a BpeMe Ha NocnegHnoT TpMMecTap 3a pacTere Ha PeTycoT. Ynorata Ha pyTMHCKaTa
Tepanuja co xenes3o He e jacHa. Npodunakca no 20. Hegena of 6peMeHocTa e npeno-
payaHa 6apem BO Hekou Hopaucku 3emju (60-100 Mr/gHeBHO)

e [loTpebaTa oa chonatu, UCTo Taka, ce 3roneMyBsa 3a Bpeme Ha 6pemeHocTa v ¢onat-
HMOT HEAOCTUr € MOXHa MpuYKHa 3a aHemuja. Hekoun cneumjanmcTvi npenopavysaar
donartHa cynctutyumja (0.3-0.4 mr/gHeBHO) 3a Bpeme Ha 6pemeHocTa (HHA-A)

e [lpyrute NnpuunHU 3a aHemuja ce NnopeTku

ANJATHO3A

Tepanwja co xxene3Hu npenapatu (HajManky 4-6 Hegenu) ako HUBOTO Ha XeMOrnobuH <
95 r/n n cpegHNOT KopnyckynapeH BonymeH — MCV < 84 fl: 60-100 mr/gHeBHo. Tapret
npeTcTaByBa HMBOTO Ha XxemornobuHot 100-120 r/n

¢ HopmouunTHa aHemuja (6e3 ocHOBHa 60OMecT) ako HMBOTO Ha xemornobuHot < 95-100
r/n: EC, CRP, xemorno6uH, MCV, petukynountu n dpeputuH. Mpu BocnanutenHun co-
CTOjOV HMBOTO Ha hEpPUTUH He e adeKkBaTeH nogatok. HMBOToO Ha conybunHu TpaHcde-
PVHCKM peuenTopy Moxe Aa 6uae KopucHO (HopmanHaTa BPeAHOCT € MHAMKauumja 3a
ceKkyHAapHa aHemuja), HoO camaTa GpeMeHOCT MOXe Aa ja 3rofieMu oBaa BpeAHOCT

e MakpouunTtHa aHemuja (MCV > 100 fl): epuTpouuTHU honaTt Npu rmagyBare U cepym-
CKN BUTaMUH B12

¢ HejacHu cnyyau: ncnegyBame 1M Ha KOckeHaTa cpueBuHa

NOBP3AHU OOKA3U

¢ PyTuHCKaTa cynnemeHTauuja co Xefeso € NpeBeHTVMBa 3a HWU30K XeMOrnobuH npu
parakeTo W/vnu npBuTe LWeCT nocTnapTanHu Hegenu (HHA-A). Vima MHOry marnky WH-
dopmaummn 3a gpyrv BnvjaHuja Bp3 MajkaTta unv Bp3 nnogot
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NHOWKALUMWN N TEXHUKU HA
EPUTPOUNTHUN TPAHCOY3NU

OCHOBHM NpaBuna

MHaukauum 3a eputpoumnTHa TpaHcdysmja

Cenekuuja Ha epUTPOLIMTEH KOHLEHTPAT Kaj moceGHUTe cny4vau
TexHUKN Ha epuTpoOLMTHA TpaHcdy3uja

MNoBp3aHu Aokasum

PecdepeHum

OCHOBHU NPABUIA

e KnuHmMYkn 3HavajHa (cumnTOoMaTcka) akyTHa UNM XpoHWYHa aHeMuja Tpeba ada ce Ko-
purupa co TpaHcdyauja JOKOMKY He e npeam3BrkaHa oA crneunduyHa cocTojba 3a koja
Mma agekBaTeH TpeTMaH U/unm ako KnuHu4kaTta coctojba 6apa 6p3a kopekumja Ha aHe-
MujaTa

MHOUKALUUN 3A EPUTPOLUTHA TPAHCO®Y3UJA

EputpouuTtHaTa TpaHcdy3uja Moxe Aa ce agMUHUCTPUpPa BO paMKMTE Ha NpUuMapHa-
Ta 3apaBCTBEHa 3aluTUTa NpU criegHUTe cry4yam

Mo akyTHO KpBaBeHe

* [lpumep, ennctakca nnm NpocTpenHa paxa, kora 3arybarta Ha kpB ce ABwxu nomery 20%
1 40% of BKYNHWOT KPBEH BOMyMEH
.

DN3NOMOLLKMOT pacTBOpP CeKorall MoXe Aa Ce KOPMCTU KaKo NpBa NMoMoLl Npu akyT-
Ha aHemuja

OnwTaTa cocTojba Ha nauMeHTOT U OCHOBHOTO 3abonyBake cekoralwl ce 3emaar
BO 06sup kora ce oanyyyBa ganu uma norpeba of epuTtpouuTHa TpaHcdysuja.
KoHueHTpauujaTta Ha xemornobnHoT e camo efeH of kputepuymute. Kaj naumeHTtn
CO UCXemmnyHa cpuesa 6onecT camo man naj Ha XemornobuHOT ro 3ronemysa pu-
3MKOT 0 MUOKapAEH NHMAPKT

Kora nauueHTOT ke n3rybu noseke og 50% of HEroBMOT KPBEH BOMYyMEH, My ce
agMUHUCTpUpa epuTtpoumnTHa TpaHcdysuja 3aegHo CO nnasma-samecutenu 3a ga
ce Kopurupa KpBHMOT BoOnymeH. laumeHTOT ce npenpaka BO crneuujanuanpaHa
oonHuya

AKO KpBaBEHETO MpPOAOMXKyBa (BO raCTPOMHTECTMHANHMOT TPAKT), NauMeHTOT ce
npenpaka Bo 6onHMLa kage WTo My ce AaBa TpaHcdysunja n KpBaBEHETO ce CTo-
nnpa eHJocKoncku 1

Co per os cynctutyuumja co xenesHu npenapatu (100 mg Fe++ x 2) ce 3anovHyBa
BEeAHall 1 ce MPOAOIKYBa HajMarnky ywTe ABa meceua

XpoHu4yHa aHeMuja, pe3McTeHTHa Ha Tepanuja (HOpMOBONeMMYHa)

maBHa uen e Aa ce 3ayyBa BooOMYaeHaTa hmamyka KoHAMLMja Ha NaUMEHTOT
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¢ 3a nauneHTUTE CO ManurHm 6oNecTn UnNKu co TeLKn cucTtemckn bonecTu He ce npe-
nopavyBaaT pPyTUHCKM TpaHCdy3nu, OCBEH aKko He ce 04YeKyBa fieka TpaHcdysujaTta
Ke ja nopobpwu onwTaTta cocTtojbata Ha MauUMEHTOT UMK Ke NpUAOHece 3a Heroea
hu3nyka He3aBUCHOCT

* [lparoT 3a TpaHcdy3nmn ce ogpedyBa UHAMBUAYaNHO 3a CeKoj nauueHT. Hajronem
6poj of naumeHTUTe cTpadaaT of OnwTUTe CUMNTOMW Ha aHeMuja ako HMBOTO Ha
xemorno6buHoT um e nog 70 g/l. HajuecTo ce gaBaat TpaHcdysumn 2-4 eguHMLM Ha
eputpounTn. [JOKONKy NaumeHTOT MMa KapAUOoreHW Mnu MyriMOHanHW CUMMTOMM,
nparoT Ha BpeAHOCTa Ha XeMornobuHoT (oapedeH cnopes CMMNTOMUTE) € MOBUCOK.
Kaj Hekon naumeHTV HMBOTO Ha xemornobuHoT Mopa Aa ce ogpxysa Hag 120 gr/l
W npuToa Aa ce uMa NpeaBua Aeka CMOHTaHOTO Co3fdaBake epuTpouuTY Kaj HUB
onara u uHTepBanoT nomery TpaHcdysunte mopa fa ce ckpaTyBa

CENEKUMWJA HA EPUTPOUUTEH KOHLEEHTPAT KAJ MOCEBHUTE
CITYYAU

EpuTpouuTHUN KOHUEHTpaTu 6e3 neykoumTu: Kopekumja Ha aHeMujaTa Kaj naunmeHTn kou

mopa Aa usberHat XJ1A-umyHusaumja nnu nHdekumja co cytomegalovirus

e AnnacTu4Hu aHeMun Unu neykemuja

e [pepn TpaHcnnaHTauuWja Ha opraHu 1 No Hea

e [aumeHTn co cycnekTHN XxemMaTomnoLLku 3abonyBara

* [apokcuamanHa HokHa xemorno6uHypuja (MHX)

* bBpemeHocT

e MaumeHTn kon nmaat PebpunHu peakuun of NeykouMTUTe BO EPUTPOLIUTEH KOH-
ueHTpat (HHA-B)

MHX; MueHu eputpoumnTn (OTCTPaAHET € KOMMNIIEMEHTOT)

IgA-gednumnT; MueHn eputpounTu (IgA e oTCcTpaHeT)

IgA-aednumnT 1 aHTU-IgA aHTUTENa; epuTPOLMTI OA AOHOP co IgA-AedununT unu neTna-

TN MUEHWN €PUTPOLUTH

MMyHopedmumeHumja acoumpaHa, Ha npumep, Co LMTOCTaTMUM MU MMyHoCynpecuja;

3payeHun epuTpoumnTH (3a ga ce cnpeyun AoHOp NPOTMB AOMaKUH-peakuujaTta)

TunuanpaHy epuTpoOLUTM ako NaLMEeHTOT MMa KIUHUYKM 3HaYajHU aHTuTena

EpuTtpouutHute eguHuum Tpeba ga ce 3arpeart (+370C) npen TpaHcdyauja kaj naumeHT

CO NnafHu arnyTUHUHN

TEXHUKU HA EPUTPOLIUTHA TPAHC®DY3UJA

1.

3eMu NpuMepoK o4 KPBTa Ha NaUMEeHTOT 3a oApedyBatbe Ha KpBHAaTa rpyna u 3a

TecToT Ha KoMnaTuGunHocT

e TlpoBepu ro MOEHTUTETOT Ha NALUEHTOT

* OcBeH Kaj ypreHTHWUTe criy4au, npuMepouuTe of KpBTa 3a oApedyBatse Ha KpBHaTa
rpyna v 3a TecToT 3a koMnatubunHocT Tpeba aa ce 3emat BO pasnuyHO Bpeme U
0f, pasnuyHu nNuua

« OBMe NpyMepOoLM KaKo NosiHa KpB ce YyBaaT Bo (pwkuaep. Bujabunuu ce u no 5
[eHa 3a TecToT 3a KoMnaTMBUIHoCT

2. MpoBepu rm eANHULIMTE Ha KpPB

. KpBHaTa rpyna Ha etukeTaTta O KecaTa CO KpB TpeGa na 6uge ucta co KpBHaTa
rpyna Ha nauuveHToT WTOo € 3aBefieHa BO HEeroBoTo gocue (BM,EWI I'IO,ElO.I'Iy)
. EpVITpOLlMTMTe o4 OOHOPK KO nmaat KOMMaTUBUNHN, a8 HE MOEHTUYHU KPBHU rpynn
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MoXaT ia ce KopucTaT nocnoboAHo OTKOMKY nonHa KkpB. MpasunaTta 3a npudakame
Ha MHKoMMaTnbunHocTa Mopa Aa ce oapeAeHn ogHanpes

e [lpoBepu ro TecToT Ha KoMnaTMbunHocT; BpojoT Ha kecaTa CO KpB W enpyBeTaTa
Tpeba Aa ce coBnaraar (TecToT Ha komnaTtubunHocT Aa Guae HanpaBeH CO COOA-
BeTHaTa KpB) 1 Aa 6uae 3aBefeHo Jeka e HanpaBeH TeCTOT Ha KoMnaTubunHocT
1. NMpoBepu ro UAEHTUTETOT Ha NaLMEeHTOT
2. NpoBepwu ru BUTanHUTe pyHKUMU (KPBHUOT NPUTUCOK, NYNCOT, TemneparTy-

pata) npep TpaHcdy3ujaTa

3. UHdy3uja

* Wrnata 3a uHdy3nja Tpeba aa 6uge AoBonHoO TeHka (Npumep, 3eneHa Viggo urna)

* EpHa eguHuua eputpounTu (okony 320 mn) Tpeba aa ce nHdyHamnpa 1-2 yaca Kaj
HOpMOBONEeMUYeH nauueHT. [1Be eanHum ce HpyHAMpaaT egHa no egHa; nortoa
ce npenopadyyBa naysa of HeKorky 4yaca, bapem Kaj noctapute naumeHTu

* AKO naumeHTOT cTpaja oA cpueBa crnaboct unm og 6enogpobHa cTasa unu eaem,
ce agMuHucTUpa nHTpaseHckn 20 mg furosemide 3a Bpeme Ha TpaHcyHAMPaHETO
Ha cekoja eanHMLA epuTpoLMTH

* [laumeHTOT ce crnegu BHUMAaTENHo, ocobeHo 3a Bpeme Ha npBuTe 15 MUHYTM of
TpaHcdyaujaTta. 3a nocrankaTta Bo crny4yaj Ha nojaBa Ha TpaHcdy3noHa peakuuja
(BnAau 3a TpaHcdy3noHU peakunm)

NMOBP3AHU OOKA3U

Hema pgokas aeka agMmuHucTpauujata Ha anbyMmuH Moxe Aa vM ja nogobpu coctoj6ata
Ha KPUTUYHO TellKUTe MaumeHTW (XunoBomnemuja, U3ropeHuun, xunoandbymmHemuja), a
MOXe fa ro 3rofiemMmv pusuKoT oA NeTaneH ucxon (HHA-B)

P13unkoT oa nocTonepaTMBHU MHAEKLMM MOXeE Aa Ce 3ronemu ABanaTi ako, MecTo aBTo-
rnorHa, ce gaBa anoreHa TpaHcdy3auja Ha kpB (HHA-C)

WckycTBaTa ykaxyBaaT Aeka npoueaypaTta Ha 3adyByBawe (cnacyBarbe) KneTku npu
afoONTHUTE ENEKTUBHU XMPYPLLKM UHTEPBEHLMN € edheKTUBHA NpoLeaypa Koja ja Hama-
nyBa notpebara of arnoreHa eputpounTHa TpaHcdysuja (HHA-B)
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TPAHC®Y3NOHU PEAKLUNA

» Mepku WwTo ce npe3emaar Npu COMHeHue 3a TpaHcdy3noHa peakumja
» Hajuyectu TpaHcdy3noHu peakuum

» MNMoBp3aHu pokasn

» PedrepeHuun

MEPKW LLUTO CE NPE3EMAAT NMPU COMHEHME 3A
TPAHC®Y3NOHA PEAKLUUJA

BegHall npekuHeTe ja TpaHcdy3njaTa Ha KpBHU AepuBaTtu

IlekyBajTe ja peakuujata co cynypaTtuBHu MepKu

KoHcynTupajTe cneumjanuct Bo HauMoHaneH/permoHaneH TpaHcdy3ncku LeHTap

Kako mepka Ha npeTnasnuBoCT, 3a NpoueHa Ha TpaHcdy3uckuTe peakumm Tpeba okony
neT AeHa no TpaHcdysujaTa, NPUMEPOK Ha KPB Of NauMEHTOT 3a ogpeayBarke Ha KOM-
naTMBUNHOCTa Ha KpBTa M Napye of LEeBYECTUOT Aen oA cekoja TpaHcdy3noHa keca aa
ce YyBaaT Ha oaJeneHneTo

HAJYECTU TPAHC®Y3UOHU PEAKLIUA

Buau tabena 1

Ta6ena 1. HajuecTu TpaHcdy3noHn peakumm

Peakuuu WUHumnaeHua/1MunuoH og ETnonoruja
nonynauujata roauiiHo

Tpecka Okony 100 JleykounTHu anTuTEna

YpTukapuja Okony 100 HenosHata

3apouHeTa xemMonuTUYKa peakuuja 5-10 EpuTtpouutHu aHtutena

HenocpenHa xemonuTtuyka peakuuja 0.4-1 EpuTtpouutHun aHtutena

TpeckaTta ce TpeTupa cuMmnToMaTcku. Tpeckarta npeausBukaHa of TpaHcdyanja Boobu-
yaeHo 6p3o ce noenekysa (HajaouHa 3a 8-10 yaca)

YpTukapuja ce jaByBa Kkaj 1-2% op nauMeHTUTE KOW Mpumaart TpaHcdysuja.
Mpenn3BukyBay, BepojaTHO, € CyncTaHumja Bo TpaHcyHAMpaHaTa KpB Ha Koja nauueH-
TOT € aneprmyeH. AHTUXUCTaMUHULIM MOXe Aa ce ynoTpebar 3a CMMNTOMAaTCKN TPeTMaH.
CepornoLuku cnuTyBaka He ce MHANLMPaHK

Tpecka, BO3HEMMPEHOCT, YyBCTBO Ha NPUTUCOK BO rpaguTe U ocobeHo 6onku BO AOMHK-
oT Aen of rpboT ce 3HauM 3a HemocpeaHa XxeMonuTUYKa peakumja. bojata Ha ypuHaTta
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ce MeHyBa BO LipBeHkaBo-kadpeHa. NaumMeHToT YecTo e XMNoTeH3nBeH. TepanuvjaTa ce
COCTOV BO JaBake TeYHOCTU (OOpKyBake COOABETHA ANypesa) U MHTPaBEHCKN KOpTU-
KocTepouam

* bp3o pasBuBake Ha aHemWja, a MOHeKorawl Tpecka, ragete U MKTepyc ce 3Hauu Ha
3a4ouHeTa XeMonuTHU4Ka peakuuja. llabopatopuckuTe pesynrtartu BKIyyyBaaT BUCOKM
KOHLEHTpaLumM Ha HEKOHjyrmpaH 6unmpybuH Bo cepymoT, Nno3uTueeH ampekteH Coomb’s-
OB TECT U 3rofleMeHn KOHLIeHTpaLmMKn Ha nakTtaT gexugporeHasa Bo cepyMoT. CoctojbaTa
peTKo e cepuosHa

* AHadmnakca npeaussukaHa co IgA-aHTUTena e petka, HO MHOry onacHa TpaHcdyau-
OHa peakuuja

NMOBP3AHU OOKA3MU

¢ JleykomnTpauujata narnega geka cnpedvyBa HajronemM 6poj on debpunHute peakumm
(HHA-B)

* ABTOMOrHaTa TpaHcdysuja Ha KpB ja HamanyBa ekcrnoauuujata KoH anoreHa KpBs, HO ja
3ronemyBa ekcroauumjata 3a koja 6uno TpaHcdysuja (HHA-A)

* T[lepnonepaTvBHaTa aBTOMOrHa TpaHcdysmnja Ha KPB He Bnnjae HeraTMBHO Ha NPexXuBy-
BaH-€TO ¥ NOBTOPYBaHETO Ha ManurHaTta 6onect (HHA-A)
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NPUCTAIN N TPETMAH HA NMAUUVEHRT
CO XEMOPATMYHA ONJATESA

» OCHOBHM npaBuna

» MpuunHu 3a xemoparvyHa gujatesa
» [AujarHosa

» UcnepyBamwa

» lMoHaTaMoLWHM ucnepgyBawba
» TpeTmaH
» PechepeHumn

OCHOBHMU MNMPABUIA

* 3ewmu ja npeaBua MOXHOCTa Aeka Moxebu cTaHyBa 360p 3a HapyllyBake Ha Koaryna-
LujaTta AOKOMKY NauMeHToT uma:
* HasHayeHO Npody3HO KpBaBeHE MO XMpYpLUKa MHTEpBEeHUMja unu Tpayma
* CnoHTaHa nypnypa, ronemMmv exumosu, XxemaToMun, XeMapTpocu Unm MmeHoparuja. Ha
npumep, KOHTUHYMPaHO KpBaBeH-e MO eKcTpakuuja Ha 3ab BO Tek Ha Lena Hok ce
cMmeta 3a abHopmarnHo
* Hajau ja npuunHaTa 3a KpBaBEHETO KOJIKY LUTO € MOXHO Nobp30 1 opraHnanpaj noHa-
TamoLLeH TpeTMaH
* [lucemuHunpaHa nHTpaBackynapHa koarynaumja (AUK)
* AkyTHa neykemuja
* T[lpeposmpatre co BapdapuH (MoOXe Aa ce TpeTnpa BO NpUMapHa 3aliTuTa JOKOMKY
KpBaBeHETO € NoA KOHTpona)

NMPUYNHU 3A XEMOPAITMYHA OUJATE3A

e BpopgeHu koarynonatum
e Xemodunuja A (aeduumt Ha dakTtop VIII)
¢ Xemodunuja b (aeduumnt Ha dakTtop IX)
¢ Von Willebrand-osa 6onect
¢ CTeKHaTu KoarynonaTtuu acouupaHu co ocCHoBHa GonecTt
e XenartanHu 6onectu: HamanyBake Ha NnasMa-koHUEeHTpaLuuWjaTa Ha XenaTuyHuUTe
daktopu (npotpombuH; F-VII, F-1X; F-X)
e PeHanHu HapywyBawa, ypemuja: gucdyHkumja Ha TpombGounTun, TpombouuTone-
HUja, KoarynauvoHun HapyLwyBawa 1 nbpuHonusa
XemoparvmyHu HapyllyBaka acounpaHu co nHdekuumja
Xematonollku 6onectu: neykemuja, TpombounToneHuja, nonuuuTemuja
OnK
ManurHommn
ABTOMMYHM GonecTun
BackynapHu xemoparuyHu HapywyBaka: Osler-oBa 6onecT (xepegutapHa xemopa-
rMyHa TeneaHruekTasmja)
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KpBaBeuku HapylwlyBaHte acoLupaHu co JieKoBU

¢ TepaneBTcku: BapdapuH; XxenapuH

¢ HecakaHu edeKkTu: acnupuH, HECTEPOUOHN aHTMPEeBMAaTULM, TEKOBU KOU Npeans-
BMKyBaaT TpombouuToneHuja

Mpumepu 3a KpBaBeYKU HapyLlyBaka KOU MoXaT Aia buaar pesynTar Ha KpBaBeyvka

AujaTesa, HO HajyecTo ce Co floKanHa reHesa

* Enucrakca

* MeHoparuja

¢ [aCTPOMHTECTUHANHO KpBaBEHE

¢ CynKOHjyHKTUBANHO KpBaBeHe

NJATHO3A

Mornenaj rv 3HauuTe 3a KpBaBeH:E Ha KOXaTa U MyKO3HUTE MembpaHu

Mcnegwm ro narnenot v gBuxenara Bo 3rnobosute

XonTuua, 3ronemeHy nMMdHM ja3nu, 6onkn Bo KOCKUTE, XenaTtomeranaHuja unu cnne-

HOMeranuja mMoxat Aa ja uHguumpaaT ocHoBHaTa BonecT koja e npuyvMHa 3a TeHOeH-

uujaTta 3a KpBaBEHE

TUNMYHM CUMNTOMU Ha KpBaBeH-e MPeAM3BUKaHO Nopaau BacKynapHW HapyllyBaha,

TpombouuToneHuja unu TpomGoumTonNaTuja BKNyyysaar:

* KpBaBetbe Ha koxaTa (netexuu; nyprypa, MOAPUHKM)

¢ Myko3Hu MemBpaHu (rMHrMBoparuja, enucTakca, MeHoparuja)

* KpBaBereTO NOYHyBa odefHall No Tpayma U MoXe Aa ce 3anpe co KoMmnpecuja, a
He ce NOBTOpYBa OTKako Ke 3arnpe

TunuyHW 3HauKM 3a KkoarynonaTtuja BKNy4vyBaarT:

e [nabokun xematomu

* KpBaBetre BO 3rnobosute

* XemaTtypuja

¢ PeTponeputoHenHo KpBaBehe

TpaymaTCKoTO KpBaBeH-€ YECTO NOYHYBa OAMOXEHO U 3anupa, HO ce NnojaByBa NOBTOPHO

no 2-3 geHa. KpsaBehe of paHa He MOXe TpajHO Aa ce 3anpe Co KoMmnpecuja

NCNEOYBAHA

[lokonky uma COMHeHue 3a reHepanuavpaHo KpBaBehe, Ce MPeKnHyBa CO acnupuH u

CMUYHM NEeKOBM 1 Ce NpaBaT crefHnBe TeCTOBU:

¢ bBpoj Ha TpomMGounTn

* Bpeme Ha kpBaBehe, KOPWUCTEjKM CEH3UTUBEH MeToA (He cnopen MeToAoT Ha
Duke)

¢ TpombonnactuHcko Bpeme

* OppenyBarwe Ha eKCTPUH3UHr-cakTopu Ha koarynaumja (cdaktop VII n X un
NPOTPOMOUH)

* HoTupaj aeka NpeumMsHNOT MepeH paHr Ha TecToBWUTE LITO ce KopucTaT npu
criefere Ha aHTuKoarynaHTHa Tepanuja (npumep, Tpombotect (TT-TT)) ce Bo
Tepanucku paHr. [lokonky HMBOTO Ha KoarynauuoHute daktopu e 6nmcky o
HopmanHuTe BpegHocTw, Tpeba fa ce HanpasaT ApYyruM TecToBu (Kako LITO ce
TT-SPA; TT-NT)

¢ AkTuBMpaHO napumjanHo TpombonnactuHcko Bpeme (APTT)
e [eHepanHa npoBepka Ha UHTPUH3WHI-PAKTOPM Ha koarynauuja (cubpuHoreH,
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npoTtpombuH; cpaktpu VI, VIII, IX, X, XI, XlI), Ho He n Ha dakTopuTe VII; XIII
* [Jlokonky coctojbaTa Ha nauneHTOT JO3BOMYyBa OANOXYBake, MOXe Aa ce oape-
OV of, NPYMEPOKOT KOj € OCTaBeH 1 TpaHcrnopTupaH Ha +4 °C
[okonky naumeHToT uma TpomboumToneHnja, NPOAOIMKEHO BpeMe Ha KpBaBeke 1 ab-
HopMmarnHo TpombonnacTUHCKO BpeMe, ce ynaTyBa Ha HaTaMOLUHW ucneayBare 6e3 oa-
pegyBare Ha APTT

NMOHATAMOLUHU UCNEQYBAKA

Buawn pen 3a nsonupanu TpomGoumToneHun

[Hokonky BpegHocTuTe Ha TpombouuTuTe ce HopmanHu, AMNTT u TpoMGonnacTMHCKOTO

BpeMme ce HopMariHu, HO BPEMETO Ha KpBaBehE € NPOAOIKEHO, Ce COMHeBame Ha Von

Willebrand unu gucdyHkumja Ha TpombounTute. HataMoLHW ncnegyBawa ce ogpeay-

Batbe Ha cpaktop VIII nnu TpombouutHa ancdyHKumja

[okonky BpegHOCTUTE Ha TPOMBOLUUTUTE Ce HOPMarnHW, MPUYKMHA 3a KPBaBEHE € HajYec-

TO AeduuUMTOT Ha bakTopm Ha kKoarynauuja

¢ HopmanHo APTT 1 TpombonnacTUMHCKO BpeMe: MauueHToT HajBepojaTHO HeEMa n3-
pasuTa koarynonatuja. HopmanHute pesyntaTtu He ucknydvyBaaT bnara dopma Ha
aeduumt Ha Hekon chaktopm unu daktop Xlll. HatamowHn ucnegysarwa ce noT-
pebHM OOKOMNKY NpoAoIKyBa KpBaBeweTO. [JOKONKy Aujate3aTta e bnara, 4OBOSHO
e caMo cregemne

¢ TpogomkeHo APTT n HopManHo TpoMGONNIacTUHCKO BpeEME: NaLMeHTOT MMa XeMO-
dunuja A nnu b, gedpumumnt Ha dakTop Xll (Koj He e acounpaH co xemoparnyHara
avjatesa) unu Tewka gopma Ha Von Willebrand-oea 6onect. Bugu ro genort 3a
xepeautapHu Tpombodunum

¢ HopmanHo APTT n HamaneHo TpombGonnacTUHCKO Bpeme: nauueHTOT Mma Ha-
pylwyBawa BO €KCTPUH3UHI-(hakTopuTe Ha koarynauuja (npoTpombuH, ¢-VIlI, X).
MponoHrmpaHo TpoMBGONNacTUHCKO BpeME (BUCOK MHP) € YecTo Kaj xenatanHu 6o-
nectu u ButamuH K gedmumnt (M, HopMarnHo, Kaj nauneHTn Ha BapadpuH)

e TpopomkeHo APTT u ckpaTeHo TPOMGOMMACTUHCKO Bpeme: MyNTUMHU OedeKkTu,
LMPKYNaTOpHN aHTMKOArynaHcu unum HapyLlyBaka npu KpajoT Ha KoarynauuoHuoT
npouec (daktopu X, V, npoTpoM6uH, pnubpunHoreH)

TPETMAH

Mpodby3HuTe KpBaBeka LUTO He MOXaT Aa ce KOHTponupaaT cekorall ce MHAMKauwuja 3a

npuem Bo pedepeHTHa 6onHuua. HTpaBeHcka MHMYy3mnja, KOHTPONa Ha KPBHUOT Npu-

TUCOK M NOAroTOBKM 3a TpaHcdy3uja ce oCHOBHWM paboTu kou Tpeba Aa ce HanpasaTt

BefHaLl

Xocnutanuaauuja Bo pedepeHTeH LieHTap, UCTO Taka, MHAULMPaHa e 1 Npu neykemuja,

Tewka nHdpekumja nnn QUK

[lokonky KpBaBeH-eTO € Nnopagu xenatanHa wnu peHanHa AucdyHkuuja, TpeTMaHoT

MOXe Aia ce crnpoBefe BO NOKaNHWOT LieHTap AOKOMKY nocTojaTt ycrosu 3a 1oa

* [lokornKy MauueHTOT e CO CKpaTeHO TPOMBOMNacTUHCKO Bpeme 1 6naro KpBaBehe
nopaau xenatanHa 6onecrt, ce gaea 1-3 kanku (20 mr/mn) unu egHa Tabneta 10 mr
BuTamuH K. [lokonky ce 6apa 6p3 edekT, BuTamuHoT K ce gaBa 6aBHO MHTPaBEHCKM
10-20 mr. Tepanucku edpekT nma 3a 6-12 yaca. OnacHuTe KpBaBeha ce TpeTupaaTt
Co cBexa cmp3aHata nnasma (10-15 mn/kr)

* T[lpeposupatrse co BapdapuH ce nekysa co 1-2 mr ButamuH K nep oc, n.m. unu u.s.
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[lokonky ce kopucTu rornema fosa ButamuH K, aHTuKoarynaHTeH edekT He Moxe
[Aa ce MNocTUrHe BO TEKOT Ha cregHuTe Hekonky Hegenu. OnacHuTe KpBaBeka ce
TpeTupaart co cBexa cMmpaHaTa nnasma (10-1 5mn/kr) unu co Prothromplex T
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XEMOOUITNJA N
VON WILLEBRAND-OBA BOJIECT

» OcCHOBHM NpaBuna

» MpuHuunu

» Xemodounuja Au b

» Von Willebrand-oBa 6onect

» PedepeHumn

OCHOBHMU NPABUIA

¢ MaTuyHMOT Nekap Mopa Aa rm 3Hae cuTe XeMounuyapy Nomery CBoMTe NaumeHTu
e OpraHusauujaTta Ha TPETMaHOT BO Cry4aj Ha KpBaBewe Tpeba Aa ja vcnnaHvpa ogHanpea u
cekoral TpeGa aa My GuaaT Ha pacnonarake KOHLEHTpaTK Ha hakTopy Ha Koarynauuja'

NMPUHUUIMAN

¢ Ha naumeHtute co 3aGonyBatsa Ha xemocTasaTa He Tpeba Aa UM ce AaBa acrnupuH.
3a HMB aHanreTcku nek Ha usbop e napauetamon unu kom6uHauuja Ha napaueramon
co kopeuH. MedeHamnyHaTa kucenuHa, TondeHamuyHaTta KucenuHa u audnyHusa-
noT, UCTO Taka, ce Ao3BorieHn. MNpu cunHu Gorku Moxe Aa ce KOpUCTU U TpamagosnoT
(dextropropoxyphene)

¢ MeankaMeHTO3HO NeKyBaHe € HEONXOAHO 3a KpBaBek-e BO 3rnobosu, nuue, Bpar, ycTa,
jasuk 1 oum, TELKW yaapu no rmaea W Tellku rnaBobonku, ronemMo KpsaBere, 60nku u
oTouM BO Koj 61no Aen Ha TenoTo, paHU Ha KoM Mopa Aa UM ce CTaBW CyTypa, eKCTeH-
31BHU Tpaymu, Badere 3abu 1 XMPYPLLKN MHTEPBEHLMM

¢ MWHOpPHWTE TKMBHMW KpBaBek-a MoXaT fa ce TpeTupaat co umobunusauuja, 6aHaaxm-
pate, nagHW KOMMPECUN N eBEHTYyarHoO Co aHanreTuum

e Kora xemodunuyap ke ce NOCOMHeBa Aeka KpsaBu, chaTu ro CeprosHO M Kora Hema
BUANMBM 3HALM 33 KPBaBEHETO

1 HepgocTtanHo Ha HMBO Ha 33 Bo P. MakegoHMja - TpeTMaHOT Ha NauueHTU co xeModunuja ga ce cnposeayBa
Ha HUBO Ha CeKyHAapHa U TepuMepHa 3ApaBCTBeHa 3alUTUTa.
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Bo cnyuvaj Ha kpBaBere, CUCTEMOT Ha koarynauuja mopa TpaH3UTOPHO Aa ce HopMarnu-
3upa Co MHpyHAMpPaHe Ha KOHLEHTpaT oA KoarynauunoHu caktopu. CMmp3HaTa nnasma
ce MpUMeHyBa camMO ako Hema KOHLEHTpaT of crneundunyeH cdaktop notpebeH 3a 6o-
necTa Ha nauyuMeHToT

Hemoj aa npaBuw gnjarHocTMyka apTpoueHTe3a. AKO apTpoueHTe3aTa e MHavumMpaHa no-
paav 6onka, Tpeba Aa buae HanpaBeHa co NPEBEHTMBHA aAMUHUCTPaLMja Ha KOHLEeHTpaT
of hakTop Ha koarynauuja. TpeTMaHoT CO Hero NpPOAOIKYBa M Mo apTpoLeHTe3aTa
[okony He MOXe Aa ce AujarHocTUuMpa KpBaBeweTo, Tpeba fa ce npuMeHn yntpaco-
Horpadwja. PeHareH-TexHWkaTa peTko MoXe a MoMOrHe Bo AujarHocTvkara

Mpu npodpy3Ho kpBaBere ce oapeayBa KOHLUEHTpaLumjata Ha XeMornobuHot. Hema vH-
Avkauuvja 3a noBeke nabopaTtopuckn TectoBu. AHemMujaTa, Jokony uma notpeba, moxe
[a ce Kopurmpa co epuTpouuTHa TpaHcdyauja

AKO KpBaBeHETO NPOAOIKYBa U NMOKPaj TPETMaHOT, CyCNeKTHa e NpoAyKumjaTa Ha aHTu-
Tena u Tpeba Aa ce KOHCyNTMpa cneyunjanuct

OpToneackMTe XMPYPLUKM UHTEPBEHLUW U APYrUTe eNneKTVBHU XMPYPLUKU U OEHTanHu
onepauuu, Kako U TPeTMaHOT Ha MauueHTU KoM MMaaT aHTuTena KoH daktopute Ha
Koarynauuja, ce n3sefyBaat BO cneLmjannampaHn LeHTpu

MaumeHTUTe WTO NpUMaat KpBHU AepuBaTu Tpeba fa GuaaTt 3awTUTeHn o xenatuTnc
B co BakumHauuja

XEMOO®UITMJA AN DB

Xemodunuja A e BpogeH HegocTatok Ha VIII dpakTop Ha koarynaumja noBp3aH co Xpo-
Mo3oMoT X, a xemodunuja b e HegocTaTtok Ha IX hakTop Ha koarynauuja. 3abonysaat
MaxuTe, a HocuTenuTe ()KEHUTE) PETKO MMaaT CUMMNTOMM

loavwHaTa nHumMaeHua Ha xemodunujata nsHecysa 1/MUnNuoH

AKTMBMpaHOTO nNapuujanHo TpombonnacTuHcko Bpeme (ATPP) e npogomnkeHo kaj oBue
nauneHTH, a BPEMETO Ha KpBaBehe e HopMarHo. Tpeba oa ce HanpaBaT NoHaTaMOLLHK
ucnuTyBaka co Kou Ke ce oapefat cneundunyHuTe hakTopuy Ha Koarynauuja

TpeTmMaH Ha KpBaBeH€TO

MauueHnTuTe co xemodunuja A Tpeba ga GuaaT TpeTMpaHu Co aHTUXEMOMUNEH KOHLIEH-
TpaT, KOj He HoCcW pu3uk og xenatutuc n XMB

Mpy MUHOPHYM KpBaBeH-a € A0BOMHA NoeAMHeYHa [03a Of, KOHLEHTPaToT Ha dhakTop 3a
koarynaumja (10-15 eguHUUW/KT TenecHa TexuHa)

3a kpBaBeHa BO MycKynu unu 3rnobosu gosata e 25-40 eguHuuu/kr. TpeTMaHoOT YecTo
naTtu ce npogonxyea 2-4 geHa, 10 eguHmum/kr Bo nHTepsanu og 8 oo 124aca

3a kpBaBewa BO [MnaaTta, BpaToT, abgomuHanHaTa npasHuHa U rpagHUoT KO WHU-
umnjanHata go3sa e 40-50 egnHuuu/kr. NoHaTamoweH TpeTMaH e cekorawl UHAWLUMPaH, a
po3sarta ce npucriocobyBa crnopeg HMBOTO Ha dpakTop VIII Bo nnasmata

MauueHnTuTe co xemodunuja b Tpeba ga GuaaT TpeTMpaHu Co aHTUXEMOMUNEH KOHLIEH-
TparT, Koj He Hocu pusuk o xenatutuc n og XMB. Heroeata Aosa e okony 30% nosucoka
on posata Ha ¢aktop VIII. Ako uma notpeba on nNpodorkeH TpeTMmaH, UHTepBanoT
nomery AgBse 0o3u u3HecyBa 12 yaca

VON WILLEBRAND-OBA BOJECT

3abonyBan-eT0 € NpeansBMKaHO of HamaneHa KoHueHTpaumja (tun 1), cTpykTypHa ab-
HopMmanHocT (Tvn 2) unu Texok HegocTaTok (Tun 3) Ha Von Willebrand-osnot daktop



822

YNATCTBA 3A MNPAKTUKYBAHE MEONLVNHA SACHOBAHA HA JOKA3M

(VWF). Tun 1 n TMn 2 ce HacnepyBaaT aBTOCOMHO AOMWHAHTHO, a TMn 3 ce HacneadyBsa
aBTOCOMHO peLieCUBHO

3abonyBaheTo Cce jaByBa €4HAKBO Kaj MaxuTe W Kaj XeHuTe (3a pasnuka of xemogu-
nwujata)

CumnTomMuTe ce nocneguvua Ha yHKUMOHanHW abHopmanHocTM Ha TpombouuTuTe
(MoApWHKM, KpBaBewa of Cry3HuuaTa, NPOSNIOHMMPaHN enUCTakCu UM MeHCTpyarnHu
KpBaBeH-a)

MHumnpeHuaTa e okony 2/10.000. Moseke of 90 npoueHTU oA criydauTe umaat necHa
dopma (Tvn 1) 1 HajuecTo ocTaHyBaaT HeaujarHOCTULMPaHM

MpopomnkeHo Bpeme Ha KpBaBeke, HO HopmanHo ATPP, ykaxysa Ha oBaa 6onecT. Kaj
Tewknte oopmu n ATPP e npogomxkeHo

TpeTmaH

Myko3anHuTe KpBaBeHa (enuctakcu, oBUNHM MeHCTpyariHu KpBaBeha) MoxaT Aa ce
TpeTupaar co Boo6M4aeHn 40o3n Ha tranexamic-4Ha knucenuHa2

Kaj naumeHTute co G6onect tTun 1, 6Gnarute KpBaBeHa M NOManNUTE XMPYPLUKU UHTEp-
BEeHUMU ce TpeTupaat co agmuHucTpaumja Ha desmopresin 0.3 pg/kg unm Bo nHdy3auja
UM NOTKOXHO M MHTpaHa3anHo (300 pug 3a Bo3pacHu 1 150 pg 3a geua). Jokonky uma
notpeba, fosata Moxe ga ce noeTopu no 12-24 yaca. Mcto Taka, nauneHTUTe Moxe n
camu Ja cu agMUHUCTpUpaaT MHTpaHas3aneH cnpej

KpBaBenata kaj naumeHTuTe co 6onect Tmn 2 v Tn 3 u ApyruTe NnoTeLLKN KpBaBeH-a Kaj
Tmn 1 Ha 6onecTa ce TpeTupaaT co haemate (Cryo-AHG). MiHuunjanHata gosa e ucra
Kako kaj xemodpunuja A. ViHTepBanoTt nomery ase fo3n e 12 yaca
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TPOMBOSUIINJA (BPOLEHA)

» Lenn

» MpuunHu 3a BpoaeHa Tpombocpunuja

» WHpukauum 3a ucnepgyBawe Ha TpombGodunuja
» Mpumepok Ha KpB

» Tepanuja Ha nauueHT co Tpombodunuja

» MNoBp3aHu nokasm

» PedepeHum

LEJTN

OunjarHoctTuumpameTo Ha TpoMGodunuja e BaxHo:

* 3aynoTtpeba Ha aHTUKoarynaHTHa Tepanwuja, OKONKY e noTpebHa

* 3a npodunakca Ha Tpomb0o3a BO Tek Ha GpeMeHOCT, nopoayBake, Nyepnepuym

* 3a ucnegyBake Ha GMUCKATE POAHWHU U HUBHO MHGOPMUpaHE 3a PU3MKOT Of
Tpombo3sa

NMPUYNHN 3A BPOOEHA TPOMBODPUITUJA

[MaumeHTn co HacnegHW HapyllyBaka BO koarynaumjata nnv udpuHONUTUYKUOT CUC-
Tem ce NpeaucrnoHMpaHmn KoOH anaboka BeHcka Tpombo3sa
TpombodunumTe ce HacnegysaaT AOMUHAHTHO, HE CE NOBP3aHM CO CEKC-XPOMO30MUTE.
MpuunHMTE ce HaBeadeHW cnopen YecToTaTta BO onaravkv pegocnen;
* PesucrteHuuja koH aktnseH C-npotenH (APC-pesncTteHumja)
¢ Ce cpekaBa kaj 20% oa mnagvTe nauMeHTU CO BEHCKM TpombomnmsaMm, HO caMo
Kaj 4% op onwTarta nonynauuja. OBaa reHcka myTauuja e 5-10 natu noyecrta of
cuTe Apyru 3aegHo
* Oaa myTauuja ro norogysa ¢aktopoT V Ha koarynauuja n gosefysa Ao pesmc-
TeHUuuja KOH akTuBMpaHnoT npotenH C
e Hepoctur Ha npoTtenH C
* Hepoctur Ha aHTuTpom6buH Il (kaj 0.2% op onwTarta nonynauwja)
e Hepoctur Ha npoTtenH C
* Ha nocnegHute Tpu HaBegeHu myTauuu oTtnaraat 10% og TpombGodununre.
Cute 4 myTauuu ce HacnegyBaaT JOMUHAHTHO
¢ HapyuwyBata Ha PUOPUHONMUTUYKMOT cUCTEM (BEPOjaTHO, HEe NpeaMCnoHMpaaT KOH
Tpombo3a)
* [Opyrm
¢ [Monumopdusam Ha G20210A-myTaumja Ha NpOTPOMOUH KOj ce cpekaBa kaj 1%
of onwTaTa nonynauuvja u 5-7% oa nauMeHTUTE CO BEHCKM TpoMboembonumsam
e [JncchoubprHoreHemuja
e Jlynyc aHTukoarynaHc (CTekHaT CMHAPOM Ha aHTMdochOoNMNNAHN aHTuTena) He
e HacnegHa Tpombodunuja
¢ XunepxomouuctuHemuja
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MHOWKALUU 3A UCNTEAYBAHKE HA TPOMBOPUTTUJA

1.

[naboka BeHcka Tpombo3a Cco crnefHUBE KapakTepPUCTUKM:

* CcrnoHTaHa TpoMb6o3a Kkaj Mraga v 3gpasa UHAMBKUAYA

* MauueHTKa Ha KOHTpauenTueu unu 6pemeHa

* MOBTOpPYyBak-€ Kaj UHAMBMAYWM Ha NnoMnaga Bo3pacT (nog 45 roanHu)

* HeBoOGWYaeHa nokanusauuja

* CrnoHTaHa TpoMb603a Kaj 6GrMcku POAHUHM

ApTepucka Tpombo3a co cregHMBE KapakTepPUCTUKK:

e Mnapga BospacT (< 30 roguHu)

* WCTOBpEeMeHa apTepucka v BeHcka TpoMb60o3a

PogHuHa op npB cTeneH co HacnegHa Tpombodunuja. NpobnemoT Moxe ga cTaHe akTy-

erleH Kora nauueHToT e U3NOXEH Ha PU3UK 3a BeHcka Tpombo3sa (onepaumja, 6peMeHocT,

KoHTpauenTmeu). OujarHocTuumpareto Ha Tpombodunuja kaj 3gpaBa MHAMBMAYA He €

WHOMKauMja 3a aHTUKoarynaHTHa Tepanuja, merytoa Tpeba fa ce o6pHe BHMMaHWe Ha

npocmnakcarta

e LUunpok reHeTCKM CKPUHWHT 3a OTKpUBaHk€e Ha HajyecTaTta Tpombodunuja (APC-pe-
3ucTeHumja unu daktop V Leiden) kaj Mnagu 3gpaBsu xxeHu ce npenopadysa npea
Aa ce nsbepe curypHa KoHTpauenTuBHa metoga. MerfyToa, oBa rneguite e Komep-
uujanHo u gocera He e BOBEAEHO BO KINMHMYKaTa NpakTuka

e bBnucku pogHMHM Ha MnaguM naumMeHTM CO CrMoHTaHa BeHcka Tpombosa moxar
HajnpBWH Aa ce ucnepat camo 3a daktop V Leiden n FIIG20210A. Ako ce yTBp-
AV MyTauwuja, NauMeHToT MOXe HajnpBUH Aa ce ucrneam camo 3a UCTUTE MyTauuu.
[Hokonky He ce yTBpAaT, nauneHToT Tpeba ga ce ucnuta 3a Apyrute HajuecTu npu-
4YnHKM 3a Tpombodunuja

NMPUMEPOK HA KPB

[lokonky e MOXHO, MPMMEPOKOT Ha KpB Tpeba Aa ce 3emMe npef No4YHyBaH-eTO CO NeKy-
Bame. MoTpebHn ce nocebHn enpyseTn

MpumepokoT Ha KpB Tpeba Aa ce 3eMe npefd NOYHYBaHETO HA NeKyBaHe CO aHTMKoa-
rynaHcu vnu 3-4 Hepenu No HUBHOTO MpekuHyBawe. McnuTyBake Ha poauTenute Ha
nauveHToT e Apyra MOXHOCT JOKOSIKY aHTMKoarynaHcuTe He MoXaT Aa ce npekvHaTt
dakTop V Leiden moxe aa ce mepu co JHK-TexHuka, 6e3 fa ce NpekMHyBa aHTuKoary-
naHTHaTa Tepanwuja

TEPAMWJA HA NAUMEHTU CO TPOMBODUITUJA

dakTopoT V Leiden ro aronemyBa pusukoT 3a BeHcka Tpom603a 35 natu npu KOpUCTEHE
KOHTpauenTusu. He e no3HaTo 3ronemyBarbe Ha PU3NKOT BO Tek Ha BpemeHocT
Hepocturot Ha aHTMTpom6uH Il ro 3ronemyBa pu3nkoT 3a BeHcka Tpombosa 3a 2-4%
roAMLLHO

AHTUKOarynaHTHaTa Tepanuja ja cnpedysa Tpombo3aTa

OnepatuBeH 3adat MOXe a ce u3Beae co NPouUNaKkTUYKO AaBare XenapuH nunv sap-
dapvH

TpombodunujaTta e yecta (4%) Bo onwTaTa nonynauuja. AHTUKoarynaHTHa Tepanuja He
ce ynotpebyBa ako nauMeHToT Heman Tpombo3a. BpemeTpaereTo Ha aHTUkoarynaumja-
Ta 3aBWCK O[] CEPMO3HOCTa Ha NocneauuuTe 1 NpMUUHUTE 3a AnabokaTta BeHCKa TPOM-
603a. CnoHTaHOTO nojaByBake Ha Tpombo3la Gapa ponrotpajHa Tepanuja. Ognykata
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3a NoYyHyBake OOMroTpajHa aHTMKoarynauumja Mopa fa ce goHece uHavsuayanHo 1,2.
[lokonky naunMeHToT nMa ABa HacnedHu AedeKkTy (ABOEH XETEPO3UTOT), aHTMKOarynaHT-
HaTa Tepanuja Tpeba fa ce noyHe NokoMoTHoO. MNoTpe6Ho e aa ce yTBpaat amunujap-
HaTa aHamHe3a u Apyrute gakTopu LITO NpeaucnoHupaar KoH Tpombosa. CyrectumTe
on Hopawckata rpyna 3a BpemMeTpaeheTo Ha aHTukoarynaumjata kaj nauneHtute co FV
Leiden no Tpomb60o3a ce HaBefeHn Bo Tabena 1.

* [lpodmnakca co xenapuH BO Tek Ha BpemeHocTa e cekorall HEONXOAHO MpU HE[OCTUr
Ha aHTuTpoM6uH IIl. Mpu apyrn Tpombodunun, Tepanujata 3a Bpeme Ha BGpemeHocT
ce cnpoBefyBa camo BO Cryyaj kora naumeHTuTe nMane npeTxogHo Tpombo3a u nocne
MHAMBMAYaNHa npoueHa.

e OpanHu KOHTpauenTBK Ce KOHTpauHANLMPaHN. XOpPMOHCKa CyncTUTYLMOHa Tepanuja,
06u1YHO e Jo3BoneHa.

Tabena 1. YnatcTBa 3a Tepanuja 3a APC-pesucteHuuja (FV-mytaunja) (Hopaucka koHdpe-
peHuuja 3a koarynauuja Uppsala 24. - 26.4.1997)

Mpenopaku 3a nauu- BpemeTpaewe | Mpodmnakca Mpodmnakca Bo Mpodunakca
eHToT Ha nepopan- BO BpCKa CO | Tek Ha 6pemeHocT BO TeK Ha
HaTa aHTu- onepauujata nopoayBake n
KoarynaHTHa unu onepauuu
Tepanuja mMmobunusa-
umjaTta

1. Tpaewe Ha TepanujaTa:

(a) TpaH3UTOPEH NOTTUKHYBaYkM hakTop: Npu AucTanHa Tpombo3a NPOAOIKETe ja Tepanujata MUHU-
MyM 3a 6 Hegenu, kaj npokcumanHa Tpombosa - 3 meceun
(6) CnoHTaHa Tpomb603a; AnctanHa Tpombo3a npogomkeTte 3-6 meceum, npokcumanHa Tpombosa (3-)

cTeneH

ce fasa npu
npoueaypu co
BUCOK PU3NK

He e nmobunmanpax

6 meceumn
Hewma Tpomb6o3a aoypu HopwmanHa npo- He e notpebHo He e notpeb-
HW Kaj pogHuHM of 1. dunakca koja | AOKOMKy NaLMEHTOT | HO OCBEH Kaj

Lapcku pes unu
nmobunusauuja

MauneHToT HEman Tpom-
603a, HO POAHWHUTE Of
1. cteneH umane

Buawn norope

Hajuyecto He e
noTpeGHO, HO CeKoj
cnyyaj aa ce paar-
nepysa uHauBMAy-

Hajyecto He e
notpe6Ho, HO
cekoj cny4aj aa
ce pasrneaysa

anHo VHAMBUAYANHO
MauneHToT Mman Tpom- lMpuBpemeHo Oa PasrnenyBajTe ja Oa
603a, HO poaHWHM of 1. norpe6ata uHau-
cTeneH Hemane BUAyarnHo, 4ecTo
HeonxoaHa

Tpom6o3a kaj naumeHToT | [MpuBpemeHo Oa HajyecTto Heonxoa- Oa
W Kaj poaHuHu oa 1. Ha
cTeneH
[Oga Tpomba Loneka He Oa Oa Oa

ce oanyuu

nounHaky

NMOBP3AHU OOKA3U

* PenaTtuBHWOT pusnK 3a nsonupaH 6en0/:|,po6eH embonusam e CUrHUh1KaHTHO Noman BO Cro-

penba co pu3mMKoT 3a Araboka BeHcka TpomMG0o3a kaj naumeHTn co cpatop V Leiden (HHA-B)
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2. YnarcTBoTO Tpeba Aa ce axypupa egHall Ha 3 roguHU

3. MNpeaBupeHo cneaHo axypupawe Ao centemBpu 2006 roamHa

TPOMBOUNTOINEHNJA

» KnuHuuku npucrtan

» OcHoBHM NpaBuna

» MpuynHun 3a TpombouuTONEHM]ja
» KnuHuuku npuctan

» MoBp3aHu pokasun

» PecdepeHumn

KIMTMHUYKWU NMPUCTAI

WmajTe npeasua neka e MOXHa T.H. nceBaoTpomMbGouuToneHuja

MpekunHeTe 1, OCBEH ako UMa BUTarnHa MHAMKaLWja, NEeKoBUTE LITO MOXaT Aa Npeaus-
BUKaaT TpomGouuToneHuja

AKO NauWeHToT CO TPOMBOLMTOMEHMja MMa CUMNTOMU Ha KpBaBekse, ce npenopavysa
[a ce xocnutanuavpa seaHall

OCHOBHU NMPABUIA

MaTodmanonowknoT MexaHusam Ha TpoMmGoumToneHujaTa (bpoj Ha TpomGounTu < 150 X
10°%n, kaj pouHa 6pemeHocT < 120 x 10°%n) moxe pa buae:

* HamaneHo co3naBane BO KOCKEHaTa cpLeBuHa

¢ 3ronemeHa nepudepHa koHCymauuja

* 3ronemeHa cekBecTpaumja BoO crie3uHaTa

JlaxxHo HU30k 6poj TpombBouuTK peTko ce AobMBa Kora Kako aHTUKoarynaHT BO npume-
pokoT Ha kpB uma EATA. Ako TpombouunToneHujata (< 100 x 10%n) kaj nauneHToT €
AujarHocTuumpaHa npBenart, MICTUOT NPUMEPOK Ha KpB € NoTpebHo Aa ce NnpoBepu MaHy-
€rlHO 3a NoCToeHe TPOMBOLUTHM arperatu

TpombouwnToneHwjaTa € camMo CUMMTOM, YMM MPUYMHM € NoTpebGHO Ada ce pasjacHar.
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TunMyHn mMaHudecTaumm Ha TpombouuToneHwnja ce MOAPUHKA U NMeTeXun No Koxara,
Kako W KpBaBeHe Of CIy3HMUUTE, a NOCeBGHO e YeCTO KpBaBeHETO 0of MMHIMBUTE U Of
HocoT. KpBaBeHt-eTO MOXe [ia HacTaHe 1 BO raCTPOMHTECTUHANHWOT TPaKT 1 BO ypuHap-
HWMOT TpakT. MIcTo Taka, YecTa e n MeHoparuvjaTa

* CKnoHocTa KOH KpBaBehe e HeBoobunyaeHa [oKOnKy 6pojoT Ha TpombGoumTute e 50 -
100 x 10%/n. Ako 6pojoT Ha TpomouuTuTe nsHecyBa 10-50 x 10%/n YecTn ce cnoHTaHu
KpBaBeH-a; KpBaBeH-aTa YecTo ce CUIHM Kora BpojoT Ha TpombBoumnTuTe € < 10 x 10%/n

NMPUYNHN 3A TPOMBOLIUTOMNEHUJA

CwmaneHa npogykumja

* BpoaeHu npuymHu

e [laHuMTONEHUM N TpoMBOLMTONEHUN

*  VHdunTtpaTtn BO KOCKEHaTa CpLeBUHa

e Pyb6eona

e Ynotpeba Ha TujasMgHU AMYypeTMUM of CTpaHa Ha Majkata BO TEKOT Ha
6pemeHocTa

e CTekHaTV NpUYnHK

* AnnactuyHa aHemuja

* WHdbunTpaTn Bo KOCKeHaTa cpLeBuHa (kapLuMHOM, neykemuja, mmenodpubposa, Mu-
enoavcnnasuja, Tybepkynosa)

* JoHu3upauyko 3padetrse, Apyry NpUUNHK 3a Muenocynpecuja

e JlekoBu (TpumeTOoNpuUM-cyndameTokcason, 3naTo, TujasauaHu AnypeTuum, ankoxon,
eCTporeHun, uHTepdepoHn)

* HepocTur Ha BUTaMUHU U pYyrn eceHunjanHu eneMeHTun Bo Tparosu (612, donatu,
xKeneso)

e BupycHu nHopekuyun (kaj Henoch-Schonlein nypnypa, 6pojot Ha TpombouuTute e
HOpMarneH)

* Ypemuja

* Texok ankoxonusam

* BbpemeHocT

3ronemMeHa KoHCyMauuja

* BpopaeHu npuyunHm
* HeumMyHonowku (xemonuTmyka 6onect Ha HOBOPOAEHOTO, NMpemMaTypuTeT, Npeek-
namMncuja Ha majkarta, Tpombo3a Ha BybpexHuTe BeHU, MHekumm)
*  MmyHonowkun (NpeansBukaHn of NeKoBW, M30MMYyHa HeoHaTanHa TpombouuTone-
HWja, nanonarcka TpombounTONEeHNYHa nypnypa kaj majkata - NTI)
e CTekHaTn NpUYnHMn
* HewumyHonowkn (MHdekunn, AucemMmnHmpaHa nHTpaBackynapHa koarynauuja, TpoM-
6oTnyHa TpomboumToneHnyHa nypnypa - TTI1, XeMONMUTUYHO-YPEMUYEH CUHOPOM,
npekymepHa TpombouutHa pasrpagba npegussBukaHa co NeKoBum)
e ViMmyHonowku (nNpegu3BrkaHu CO NEKOBU, Npy aHadmnakca, No TpaHcdy3unja Ha
KpB, XpOHWYHa 1 akyTHa UTM)

TpombGouuTHa cekBecTpauuja

¢ XunepcnneHusam u xunotepmuija
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lN'y6ewe TpomGoLNTH

KpBaBene 1 xemonepgyauja

KMWHWUYKK NPUCTAN

AcumnToMaTCKu naumeHT, 6poj Ha TpomGouuTun 100 - 150 x 10°%/n

OnwTNOT Nekap Moxe CUrypHo Aa ja cnean coctojboata, BO NOYETOKOT BO MHTepBanu of
Hekosky meceLm. [Jokonky OCHOBHOTO 3abornyBarbe He ce OTKpue 1 TpombouuToneHuja-
Ta ce ogpxyBa ctabunHa, He e NOoTpebHO NoHaTaMoLWHO cnefexwe. CuTe NeKkosu LITO
npeansBMKyBaaTt TpoMboLmUToneHnja, Nno MOXHOCT, Tpeba Aa ce n3berHysaat

MHory nekosu penaTMBHO YeCTO MOXaT Aa NpeausBmkaart TpomboumnToneHunja (HHA-LL).
Bo HMB ce BOpojyBaaTt: xenapuH, XMHUAWH, XNIOPOXMHWH, 3naTo, canuuunatu, cyndo-
Hamugu, Tvjasuaum, anonypuHon, eHuTouH, kapbamasenuH n TpumeTtonpum. HCAUI
(ocobeHo aueTuncanuuMHa KMCEnuHa) U HeKkou Apyru nekosBu (Knonugporen) 4ecTto
ja HapylyBaaT TpombounTHaTa yHKUMja U foBeayBaaT A0 CKINOHOCT KOH KpBaBEH-E.
OBaa CKMOHOCT € AMCMPOMNOPLMOHANHO CUMHA Kaj TPOMOOLMTOMNEHWUYHWU MNauueHTw.
MapauetamonoT usrneaa Aeka He ja HapyLlysa TpomboumTHaTa dyHKuUWja

AcumMnTomaTcku nauueHTH, 6poj Ha TpomGounTu < 100 x 10°%/n

nekoBuUTe LITO NMpean3BuKyBaaT TpombouuToneHunja Tpeba Aa ce npekuHat. Ce cnpo-
BeflyBaaT OCHOBHW UCNWUTyBaka: xemMornobuH, 6poj Ha neykounTn n audepeHunjanHa
KpBHa cnvika, 6poj Ha TpoMBoLUWTK 1 Npernes Ha KockeHaTa cpLeBuHa

ako cocTojbaTa He ce nofobpyBa, ce COBETYBa NaLMEHTOT Aa Ce ynaTu Kaj cneuujanuct
No VHTEpHa MeAuLMHa UNKn xemaTtonoruja

ako HeMa jacHu Npu4nHK 3a TpombouunToneHwjaTa, Tpeba Aa ce Hanpasu paHo oapeay-
Bak-€ Ha TPOMBOLMTHM aHTUTeNna

NOHeKorall e HeONXOAHO Aia Ce MePU XMBOT Ha TPOMOOLMTUTE CO PaANOAKTUBHO MapKu-
paHu TpomboumnTn. OBa ucnuTyBake AaBa MHGMOPMaLMja 3a NpUpoaaTa Ha KMHeTukaTa
Ha TpombBouuToneHujaTa (cnabo cosgaBare Ha TPOMBOLIMTUTE UNN CMaNeHo NpexunBy-
Bake)

nceegoTpomboLuToneHnja: TpoMGoOUMTUTE Ce arpernpaHu Bo enpyseTtaTta co EATA

AKO naumeHToT co Tp0M60LlMTOI18HVIja nMa CUMNTOMU Ha KpBaBeH€

MoTpebeH e TpeTmaH oa cneunjanmcT

BaxHo e goa ce oTkpve mMoxHaTa npuunHa. Mimajte npeaBua geka nucrata Ha NeKkoBu
Kon MoXe Aa npeanssrkaaT TpomboumToneHmnja e mHory gonra. Cute Tne nekosu Tpeba
na ce nsberHysaat

Wauvonarcka TpOMSOHMTOﬂeHVI‘-IHa nypnypa

JlekyBameTo ce oapeayBa of creumjanqcT Nno MHTEpHa MeavuvHa, neaujatap unm xe-
matonor

Kaj Bo3pacHu, npeaHn30(M0)H 1 noHaTamy € nek Ha npB 13bop Bo Tepanujata. lMoveTHaTa
no3a e 1-2 mr/kr/gHeBHO. OAroBOPOT Ha TepanujaTta 4ecTo ce NOCTUrHyBa 3a 1-4 Hegenw.
Hajmanky napuwujaneH ogrosop ce cpekasa kaj 70-90% op cnyyauTe, Ho sobap oarosop
(npumep, 6poj Ha TpomGoumnTh > 100 x 10°n) camo kaj 30-50% op naumeHTUTe. OTKaKo
ke ce NOCTUrHe MakcumarneH oaroBop, NekoT 6aBHO (BO Tek Ha Heaenu) ce cmanysa
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Ha HajHWckaTa [o3a LTo pe3ynTupa co npudatnuea KnuMHWYKa coctojba, npumep, 6poj
Ha TpombBoumnTn > 50 x 10%/n, 6e3 cumnTomMn Ha KpBaBeke. Mery neaujaTpuckuTe xe-
martono3n ynotpebata Ha kopTukocTepouam kaj Tl noBeke e koHTpoBep3Ha, buaejku
CMOHTaHN PeMUCUM ce MHOry YyecTu 1

* WHTpaBeHcka nHdysmnja Ha ramarnobynvH Moxe Aa NocTUrHe oarosop nobp3o oa kopTu-
koctepougute. MNauyneHTnte 63 oaroBOp ce TpeTMpaaT Co MMYHOCYNPECUBU UMK Chne-
HeKkToMuja

*  NHxnbutopwn Ha onbpuHonusata moxart fa ce ynotpebar 3a Aa ce HaManu KpBaBeHETo
of Crny3HUUWTe, Kako KpBaBeHe of HOC, Of raCTPOMHTECTUHANHUOT U Of, YPUHAPHUOT
TpaKT 1 MeHoparuja. TpoMbouNTHN TpaHcy3un ce edonkacHN AOKOIKY HE Ce MPUCYTHMU
aHTUTpoMbBoLMTHU aHTMTena. OB6unHO KpBaBeHe ce KOMMeH3uWpa CO TpaHCdy3uu Ha
epuTPOLMTH, CBEXO 3aMp3HaTa nna3ma u TpoMOOLUTHU KOHLEHTPaTH

Tpomb6oTUYHa TpOoMOOLMTONEHMYHA nypnypa

* TTI ce nekyea Co CBEXO CMp3HaTa nnasma v UHTEH3UBHU Nnasmadepesn n MHTpaBeH-
CKV METUNMNPEAHNUCONOHE 2 MI/Kr/AHEBHO

NMOBP3AHU OOKA3U

e OnpenBekuH® Moxe Aa ro 3abp3a 3akpenHyBakEeTO Ha TpoMGouMTUTE U Aa ja cManu
notpebata og TpoMBOLUTHU TpaHcdy3um kaj TpoMboLMToNeHuja Npean3BMKaHN of xe-
moTepanuja (HHA-C)
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NECHA NMOJABA HA MOOPUWHKN,
NETEXWN N EKXUMO3U

» Uenu

» TepmuHonoruja

» OcHOBHM NpaBuna

» lMpuuuHM 3a nojaBa Ha nypnypa

» KnuMHWYKM cnukm Ha pa3nuyHu o6nuum Ha nypnypa
» KnuHuuyku npucran

» PedepeHumn

LIENK

Op KNUHWYKaTa Cnvka M aHamHe3aTta usBefeTe 3aknyyok Aanu nauueHToT MMa HopmarHa
UMK 3roneMeHa CKIIOHOCT KOH MojaBa Ha MOAPWHKM, OQHOCHO Aanu ce nojaByBaar nertexuu
HajsoobuyaeHo nypnypara e npean3BukaHa of CKIIOHOCT KOH KpBaBeHa Unn o, Backy-
nuT. MNpaBeTe pa3nuka nomery oBue ABe cocTojou

WmajTe ja Ha ym MOXHOCTa o hM3NYKO ManTpeTupawe Kako npuyvHa 3a ,CroHTaHa”
nojaesa Ha MoapUHKK, ocobeHo Kaj Aeua

TEPMUHOJIOIMNJA

Mypnypa npeTcTaBysa rpyna HapyllyBaka KapakTepusupaHu co MHTpagepmariu unm
cyOMYKO3HM KpBaBehsa, kou no Goja ce BUONETOBM UMK KadeHo-LpBeHU. XeMaTtomuTe
ce netexunmn UM eKXMMosu

MeTexunTte ce fobpo AeduHMpaHn manu (1-3 MM) MHTpagepMarnHyu unu cybmykosHu
neTHa, NPeAU3BUKaHU CO KpBaBehe. Te He MPOMUHMPAaT Hag HUBOTO Ha KoXara, He ce
ry6aT nog NpuUTUCOK, Ha MpMMep Nog CTakmno. BHMMaBajTe Ha NOCTOeH-EeTO pasfvka BO
0ZHOC Ha XeMaHrMomu 1 TeneaHrnekTasum

EkxvMMO3a e Masio xeMoparyHo neTHo, MorofiemMo o4 neTexuja, Bo Koxarta Unu MykosHa-
Ta MeMbpaHa LITO hopMUpa HeusaurHata, HempoOMUHEHTHaA, KpyXKHa Uiu HenpaeusHa,
CWHa UNu BMONeToBa JamMka

OCHOBHU NMPABUIA

Kaj cekoro ce nojaByBaaT crny4ajHu MOAPWHKW, MO MUHOPHW Tpaymu, oypu u 6e3 Bo-
onwTo 3abenexnuea Tpayma. [locTojat ronemu pasnuku Bo YyBCTBUTENHOCTa nomery
pasnuyHn nHAnBMAyW. NoeanHeYHUTe MOAPUHKW, AypW W KOra He MOCTOM eBUAEHTHa
Tpayma, ce obuyHo GesonacHu M 3a HUB He e HEONxXoAHo Aa ce BapaaTt HaTamoLUHU
nabopaTopucku UCNUTYBaHa

[MeTexumTe HajuecTo ce nojaByBaaT Ha fokauuuTe Kage LUTO BEHCKUOT NPUTUCOK € Haj-
rofniem, Ha NpuMep No Ho3eTe, Kako U AUCTanHO, A0 KOJMKY Ce HOCaT TeCHU Yopanu unm
3aBou. TonnuHaTta, Ha NpMMep Of cayHa, MOXe Aa ro MHTEH3MBMPa KanuiapHOTO ucTe-
KyBatbe 1 [a NpeansBuka netexumm
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TUNUYHK ,HenaToNoLwWwkKKn” NojaBu Ha MOAPUHKK Kou He GapaaT gononHuTen-
HU UCNUTYBaka

* MogpuHkaTa ce co3gaBa Ha Nokauuvjata Ha Tpaymara

* EpaunHeyHa mopgpuHka (< 3 cm) kage 6uno Ha Tenoto. bes gpyrn cumntomu

* HesabenexaHute MoapuHKn ce Boobn4aeHn, ocobeHO Ha ekCTpeMuTeTuTe

* T[loBo3pacHuTe nyfe Moxar Aa MmaaT MOOPUHKM MO paueTe 1 Ha fAop3anHaTa cTpaHa of
AnaHkuTe. Tue ce npean3BukaHn Co NOUMHTEH3NBHOTO ABUMXEHEe Ha KoXaTta, LUTO pe3yrn-
TUpa CO KPLNKMBOCT Ha Kanunapute

MeTexuurte He 6apaaT AONOJIHUTEJNTHN UcnnuTyBaka OOKOJKY:

 [MaumeHTOT MMa cpLeBa UnM BEHCKa MHCYULMEHLM|a U METEXMUTE Ce NMOLMPaHM Ha HO3eTe
1 cocTojbaTa ce NoTeHUMpa Npy nojaBata Ha OToLM (NeLadyerse, TONMo Bpeme, cayHa)

MeTexuute n MOAOPUHKHNTE 6apaaT AONOJTHUTEJNTHU UcnutyBaka OOKOJMKY:

* [MauymneHToT MMa 1 apyru cMMmnToMn o HeNnO3HATO NOTEKNOo, Tpecka, 3aMop U Ci.

* Twuece I'IOjaByBaaT CMNOHTaHO Ha pas3finyHU NoKauun Ha TenoTo, Aypu U ako naumneHToT
HeMa apyrn cMMnTomMu

* [pu Baksu crny4yan Mopa fa 6uge paajaCHeTo Aanu nauneHToT nMa nypnypa unun He

NMPUYUNHUN 3A NYPNYPA

* TlypnypaTta obu4HO ce jaByBa mpw 3abonyBarba KOW M 3aceraart KpBHWUTE CafoBU U
Tpombounutute (TpomMGoUMTONEHM]ja UNK TpoMmboumTonaTtuja), MerytToa e HesoobuyaeHa
npwv koarynonatum

ABTOMMYHU 3a6onyBata

* Aneprucku nypnypu

* Henoch-Schoenlein nypnypa e 4yecto npuapyxeHa co 3rnobHa 6onka n racTpouH-
TECTUHaNHN CUMNTOMM

e [pyru cnuyxHm nypnypu

* Wpnonatcka TpomboumnToneHnyHa nypnypa - ITP

* Backynaphu nypnypu npeanssrkaHm og MegukameHTu (joaman, aTponuH, KWHWH, npoka-
WH NEeHUUUNNH, aMUHOMeHa3oH, acnupuH, xnopan xuapart, Apyrn cegaTveu, cyndoHa-
MUaW, AepvBaTh Ha KymapuH)

e Purpura fulminans

UHdekunmn

* BakTepucku (MeHMHrokokuemuja u Apyru centukeMuu, TudouaHa Tpecka, LiapraxHa
Tpecka, gudptepuja, Tybepkynosa, eHaokapanT)

e BupycHu (rpun, cunasuum, Apyru)

* Pukeuujantmn

¢ [MapasuTtapHu (Manapwuja, Tokconnasmosa)

CTpyKTYypHU Mandopmauumn

* HacnegHu xemoparnyHu TeneaHrmnektasuu unm Osler-oBa 6onect
* HacnegHu 3abonysatba Ha cBpanusoTo Tkneo (Ehler-Danlos-oBa 6onect, osteogenesis
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imperfecta, pseudoxanthoma elasticum)
¢ CrekHaTy 3abornyBara Ha CBP3NMBOTO TKMBO (CKOPOYT, Nyprypa NpeausBuKaHa of KopTu-
koctepouau, Cushing-oBa 6onect, ceHunHa nypnypa, nypriypa npuapyxeHa co kaxekcuja)

PasHo

¢ ABTOEpPUTPOLUTHA CeH3MBUNM3aLumja u CpoaHU CUHAPOMM

* [lapanpoteMHeMun

e Purpura simplex n cpogHu HapyllyBaha (opTocTaTcka U MexaHudka nypnypa, ncesao-
nypnypa)

¢ [ypnypa npu KoxHU 3abonyBama

e [pyru (Tymopcku embonu HoceHu npeky kpeTa, Kaposi-eB capkom, KacHyBaka o 3Muja,
XemMoxpomaToasa, ammnom,qosa)

KNMAHUYKUA CNUKU HA PASITUYHUTE OBJTIULIK HA NYPMYPA

Aneprucka nypnypa

* Warnep, nojaBa
¢ PasnnyHa
¢ Manu moapvHku, ypTukapwja, 6ynu, noHekoraw manu ynuepauumv
¢ Jlokauum
¢  CUMETPUYHO, MPOKCMMArHO Ha EKCTPEMUTETH, HATKONEHULN U rNyTeanHn perum
e [Jpyrn Haoau
¢ Yewawe, 3rnobHM u abgomMuHanHM cuMnTomMu, 06e3 onwTa CKAOHOCT KOH
KpBaBeHe

Purpura fulminans

* Warnepn, nojaBa
e [onemu, CUMETPUYHN MOAPUHKN. KOXXHM MHGAPKTK CO OCTpu rpaHuun. MNMetexun ce
HeBOOOMYaeHu
¢ Jlokaumun
¢ YecTo CMMETPUYHO, BO AUCTANHUTE OEMNOBU Ha EKCTPEMUTETUTE M BO reHMTanHara
pervja
e [pyrn Haoau
e [luctanHa raHrpeHa Ha ekcTpemuTeTuTe (NpcTUTe Ha paueTe M Ha Ho3eTe).
MokayeHa TemnepaTypa (Tpecka), MCLpNeHOCT (3amMop), onLITa CKIIOHOCT KOH KpBa-
BeH-€ U Koarynonatmm

CkopOyT

* Warneg, nojaBa
* BoobuyaeHo noctojat netexun okony donukynuTe Ha BnakHaTa. MogpuHku, rone-
MM NOTKOXHM XeMaToMu
¢ Jlokauun
e YecTto cumeTpuyHo. Bo chopma Ha ceano Bo ByTHWUTE U rmyTeanHuTe perum
e [pyrn Haogu
*  WcupneHocT (3amop), 6onkn Bo eKCTpeMUTeTUTE, NepuocTanHy KpBaBewa Kaj ae-
LaTta, onwTa CKMOHOCT KOH KpBaBeHe
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ABTOCEH3U6UNM3auuja KOH epUuTPOLIUTH

e MWarnea, nojasa
e [loeguHeyHun, 4ecTo ronemMm TEMHOLPBEHW MOAPWHKU BP3 LPBEHKaBa U oTevyeHa
OCHOBa
e Jlokauuu
¢ Ha ekcTpemuTeTnTe, NPOKCUMAIHo, BO ByTHUTE pervun, JONHUTE AernoBU Ha HO3eTe
n abgomeHoT. MHory peTko Ha rp6oT
e [Jpyrvn Haogu
e [lpogpomManHu CUMNTOMMU, YeCTO BONHU ne3un
e [apere, NoBpakawe 1 ONWTU CUMMNTOMMN
¢ XUCTEPUYHM N HEBPOTCKU CUMMTOMM
¢ MeHoparuvja, xemaTypuja, enucrakca
e [lo3MTUBEH KOXEH TecT

TpomGountToneHnyHa nypnypa

* Wasrnegq, nojasa

¢ BuonetoBu/upBEHN U TEMHN MOOPUHKMN

e [lOBPLIHM MOAPVHKKN CO pasnuyHa ronemumHa n obnumk
e Jlokaumm

* Hacekape. HajuecTo Ha nokauumn Ha BeHCKa KOMMpecuja U BUCOK BEHCKM NPUTUCOK
e [pyrv Haoau

e OnwTa CKNOHOCT KOH KpBaBeHa BO MYKO3HU MeMbpaHu

KIMTMHWUYKUN NMPUCTAN

* [lokomnKy MocTou BepojaTHOCT UMM €BUAEHTHO NOCTOM 3rofieMeHa CKMOHOCT KOH nojasa
Ha MOAPUWHKM 1 NeTexuun, NpucTanoT moxe Aa 6uge cneageH:
1. Oeua. Tpeba fa ce npoueHn fganu KNnHUYKaTa crnvka e komnatubunHa co
* Henoch-Schoenlein nypnypa
* Wpuonatcka TpombouutoneHmyHa nypnypa - ITP
* WHdekumnja, koja BoobnyaeHo e npuapyxeHa co nypnypa; Aa Ce MUCNU Ha
MEHWHIOKOKLieMMja [OKOMKY MauWeHTOT e BO folia coctojba u co nokaveHa
Temneparypa
e ®usnuko manTpeTnpame
e 3a opuveHTauuja, Hekoun nabopaTopuckM McnuUTyBaka MoxaT da buaaTt og
nomouu
e XemornobwuH, 6poj Ha neykounTn u 6poj Ha TpomMBoLUTH
e AHanusa Ha ypuHa (MUKpOCKorMcka xemaTypuja?)
e C-peakTuBeH npoTeuH (bakTepucka nHdpekumja?)
2. Bo3spacHwu. pBo Tpeba Aa ce ncnuta eBeHTyanHarta ynorpeba Ha HecTepouaHu
aHTuMHdnamatopHu aHanretuum (NSAIDs) n opanHu aHTukoarynaHcu
* [lokonky nauueHT, koj e BoobnyaeHo 6e3 kaksa buno cumnTomaronorvja, ynort-
pebyBan NSAIDs, necHaTa nojaBa Ha MOAPWHKN HajBepojaTHO € yCroBeHa co
nekosuTe. MNpenaparot Tpeba Aa 6Guae NcknyvyeH unu saameHeT co napaueTamon
NN MHXMBWTOP Ha LMKMOOKCUreHasa-2, a KnuHuykata cocTojba Tpeba Aa ce
nposepu no efeH mecel,. [Jokonky nyprnypara cé ylwTe e NpUcyTHa, UHAULMPaHn
ce AOMnonHUTENHW ncnutysawa. [lOKOMKy nojaBata Ha nypnypa e HeHafejHa u
MacuBHa, NpenopaynvMeo € ga ce NoyHaT NpPeTXofHO cnomeHaTuTe naboparo-
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pUCKM UCNUTyBaka, Oypu M ako naumneHToT cé ywTe ynotpebysa NSAIDs

* [okonky nauueHToT ynoTpebyBa opanHu aHTUKoarynaHcu u nma nojaesa Ha Mopj-
PVHKM, @ HaKy e 6e3 cumnTomaronoruja, onpegenysaneTto Ha INR nomara 3a opu-
eHTauuja. [lokonky BpegHocTa e BO Tepanmnckvm paMku, MOXHaTa ynora Ha oparnHu-
Te aHTUKoarynaHcu Bo nojaeBata Ha MoapuHkuTe Tpeba Aa My buge objacHeTa Ha
naumeHToT. Ha nauneHTOT My Ce CoBETYBa Aa Ce jaBu Ha KOHCynTauuja kaj nekapot
[OKOMKY CKIMOHOCTA KOH MojaBa Ha MOAPWHKM Ce MHTEH3NBMPA WUNn JOKOSKY ce Ma-
HudpecTpaar onwTn cumnTomun. KnmHnyapot Tpeba Aa npoueHn Aany Ha nauveH-
TOT BefHaLL My Ce HEeOMXoAHM NabopaTopucku NCNTYBaka UNK Xocnutanusauuja.
MpoTpoMBMHCKOTO BpeMe Moxe Aa ce MHTepnpeTnpa Kako ,yCroBeHo co Tepanuja”,
HO MOXe Aa 3Hayu 1 3aKkaHa oA MajopHO HapyllyBaHe Ha XxeMocTasaTta

3. Ce npoBepyBaaT cuTe MeAWKaMeHTM CO Lien Aa ce OTKpujaT MeKoBM KOW eBeH-

TyanHo moxaT Aa gosefat A0 TpoMbouuToneHuwja unu HapylieHa dyHkuuja Ha

TpomboumnTuTe. Hajronem nHTepec npeansBrKyBaaT NIEKOBUTE MPUMaHW BO TEKOT

Ha nocrnegHWoOT Mecel, npeq nojaBarta Ha nyprypa. AHTUXEMOCTaTCKMOT edeKT Ha

NSAIL Tpae okony egHa Hegena

4. Tpeba pa ce nposepaT UHMEKLMUTE Kako MOXHa NpuUYMHa 3a nypnypaTa (4a ce

MWUCIM Ha MOXHOCTa 0 CenTu4Ha cocTojba A0 KOMKy NauueHToT e BO folua onwra

cocTojba 1 co nokayeHa Temneparypa)

5. [okonky He nocTojaT egHOCTaBHU objacHeHuja 3a nypnypaTta, Ha npumep ne-

KoBW unu nHdekunja, Tpeba ga ce oAroBOpW Ha CNeAHOTO Mpallare: Aanu Kaj na-

LIMEHTOT MOCTOW 3rofieMeHa CKNOHOCT KOH KpBaBeHa (HajBepojaTHO cocTojba wTo

ja adpexkTnpa dyHkumjaTa Ha TpombouMTUTE NN 06UYHO TpombBoumToneHwuja) unm

Aanu nypnypaTa uma BackynapHa eTuonoruja (aneprucka, KoxHo sabonysawe)?

* T[lpBu4HNTE nabopaTopuckn WUCNUTyBaka Ce UCTM Kako Tue 3a deua (Buau
npetxofgHo). Tpeba Aa 6uge AeduHupaHa npuunHata 3a TpombouuToneHwja
(6poj Ha TpombBounTn < 100 x 10%n) - BMAM TpomboumnToneHuja u ITP. Tpeba aa
ce UMa Ha yM Jeka nyprnypaTa e peTko acouupaHa co ymepeHa TpombouuTone-
Huja (6poj Ha TpomboumTtn 50-100 x 10%/n), ocBeH BO criyyauTe Kora mocTojart
Apyrv dakTopm LWITO ja BrowyBaaT cocTojbara

e [Jlokonky ce ucknyuu Tpomboumutonenwjata (6poj Ha TpombounTy > 100 x 10%n)
Kako npuymHa 3a nypnypara, ce npoleHysa dyHkupjaTa Ha TpomboumnTuTe, Hajaob-
po MpeKy TecToT 3a arperaumja Ha TPOMOOLMTY MM NPeKy BPEMETO Ha KpBaBeH-e.
HopmanHo Bpeme Ha KpBaBeh-e HacouyBa KOH BacKyriapHa eTvonoruja, a He KoH Ha-
pyLieHa gyHKumja Ha TpombouuTute. [lokonky Henoch-Schoenlein nypnypa e manky
BepojaTHa, 3a NpeumsHa AujarHo3a Ha BacKynapHOTo 3abonyBake 4ecTo ke Guae
HeonxogHa buoncuja Ha koxa 1 MMyHoxucToxemuja (broncuja Ha Koxa - Buan 4)

* [lokonky nocTou HapylleHa cyHKuunja Ha TpomboumnTuTe, NnauneHToT Tpeba Aa
6uae npeynarteH Ha CneLmjanucTMYKo 3rpuxyBame (ako coctojbaTta He Moxe Aa
6uae objacHeTa, Ha NpuMep, CO AEjCTBO HA MeANKaMEHTH)
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TPOMBOTUYHA
TPOMBOUWTONMEHNYHA TTYPITYPA
(SYNDROMA MOSCHOWITZ)

» OcHoBHM NpaBuna

» OedwmHuumja

» Enngemunonorumja

» ETnonormja

» KnuHuykn kapakTepucTuku

» [OwmjarHosa, aucepeHumjanHa agMjarHo3sa n ucnegyBarba
» TpeTtmaH

» MporHosa

» PedepeHum

OCHOBHUW MNMPABUIIA

¢ TpomboTuyHaTta TpoMGoumToneHnyHa nypnypa (TTI) e peTka, HO ypreHTHa cocTojba BO
xematonorujata. Of BUTanHo 3Hayewe e Aa ce npernosHae BeAHall U Aa ce agMUHUCT-
puvpa coofBeTHa Tepanuja, buaejku cekoe oAnoXyBawe Ha TepanuvjaTa Bnujae HeraTue-
HO Ha ucxoaoT Ha bonecTta

OEOUHULIMJA

e ®ynmMuHaHTHO 3abonyBare CO HeMo3HaTa eTnonoruja WTo ce KapakTepuanpa co 3rone-
MeHa TpoMOOoLMTHa arperaumja n okny3uvja Ha apTepuonu 1 Kanunapu BO MUKPOLIMPKY-
nauwjata. Naton3nonoLwkiTe U KNMHUYKUTE KapakTepuCcTUKM Ha oBa 3abonyBawe ce
coBnaraat Co OHME Ha XEMOJNUTUYKO-YPEMUYHNOT cuHapom (XYC)

ENMWOEMUONOINJA

* MHory e peTko, 3.7/1.000.000 »xuTenu roamLiHo

* HajuecTo ce jaByBa kaj BO3pacHM, CO MK Ha nHumaeHuarta okony 40. roguHa, a 90% ce
< 60 roguHn. XYC ce jaByBa no4ecTo BO AeTcka Bo3pacT

*  Co0QHOCOT XeHn:Maxu nsHecysa 2:1

ETUONOINNJA

¢ HenosHaTa

KIMMHUYKUN KAPAKTEPUCTUKH

¢ Osa 3abonyBate MmMa NeT KMMHUYKN KapaKTepUCTUKN
¢ TpombouuToneHuja
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¢ MwuKpoaHruonaTcka xemMonuTuyka aHemuja

* HecTabunHa HeBposoLKa cumnTomaTonoruja

* BbybpexHo owTeTyBake

* Tpecka

e XemonusaTa - Tellka U MHTpaBacKynapHa; npeansBuKyBa xontuua

¢ TpomboumnToneHuja - Tellka, Haj4eCcTo UMa MyKO3allHU KpBaBeHa U MHTPaKpaHujanHu
KpBaBeHa, Kou MoXaT Aa bugat datanHm

* HeBponoLkn CUMNTOMU - OF NleCHa Aenpecuja 1 KoHdyaunja, Npeky BU3yenHu HapyLly-
Bak-a [0 KOMa 1 cTaTyc enunenTukyc

e BybpexHn cumnTomMmn - xemaTypuja, NpoTEeNHypwuja, onurypuja u NokadeHn BpeaHOCTU
Ha ypea 1 KpeaTVHWH

* Tpecka - BapujabunHa, 4ecto npocneaeHa co cnabocT v ragere

e [lpyr1 kapakTepUCTUKN: CEPUO3HN BEHCKM TPOMBO3UN Ha HeBoOOMYaeHn mecTa (Ha npu-
Mep, carutaneH CUHyC, MMKPOTPoM6bK BO LiepebpanHa uipKynauuja BUAeH! Ha MarHeTHa
pesoHaHua). Jakn abgomyHanHu 60Mku LWTO UMMTMPAAT 1 akyTeH abaoMeH, NoHeKoraly
MoxaT Aaa 6ugaT u pesynTaT Ha MeseHTepujanHa ncxemunja. Moxe ga nma v gvjapeja,
ako e kpBaBa, cyrepupa XYC

,[1VIJAFH03A ANOEPEHLUWJATNTHA ONWJATHO3A U UCITIEQYBAKA

[wvjarHosaTta e UCKNy4YnBO KNnHUYKa 1 ce b6asvpa Ha cregHVBe NeT KapaKTepUCTUKK:
¢ TpombouuToneHuja
¢ MukpoaHruonaTcka XeMonuTnyka aHemuja
¢ HecTtabunHa HeBpornoLika cumnTomaTtosoruja
* bBybpexHo owTeTyBake
* Tpecka

¢ [NoyeToKOT Ha 3abonyBarETO HajYecTo e ApamaTuyeH

* Tpeba ga ce ncknyyat apyrvu 6onectu, kako LWTO ce uepebpaneH nynyc, cenca co ANK

* KpBHaTta cnuka nokaxyBa Tellka aHemuja u TpombouuToneHuja

* Bo nepudepHata pasmacka ce rnegaat parMeHTUpaHu epuTpouuTn, ccepouuntn 1
nonvxpomasuja

¢ HasHayeHO nokayeHu peTuKynounTH

e Bwucoko LDH (> 1.000 1U/I)

e Xemoctasata, FDP u pubpurHoreHoT 0614HO ce HopmanHu (audepeHunjanHo-gujarHoc-
Tnuku og JUK)

e CepyMCKMOT XanTornobuH e HU30K NN OTCYTeH

e XemocuaepwH BO ypuHa - MO3UTUBEH

¢ Bucok nHanpekTeH (HekoHjyrupaH) 6unupy6uH

e [upekTteH aHTUrMobynuHcku TecTt (Coombs) - no3mTnBeEH

e XunepuenynapHa KockeHa cpueBuHa

e Ypea 1 enNeKkTponuTK NoKayeHu

* T[lpoTenHypuja n xematypuja

e MarHeHTHaTa pe3oHaHLa Ha MO30K MoKaxyBa MUKPOTPOMOU, a NOBPEMEHO U MHTpaKpa-
HuWjanHa xemoparuja

e JlymbanHa nyHkuuja - HEMOj Aa MpaBULL, OCBEH ako KT Ha MO30K He e ypedHO M nMall
COMHeBah€ 3a MHDPEKTUBEH MEHUHIUTUC

¢ [pobaj Aa pokaxell BUpycHa UHeKLuja

e TTIMN moxe ga 6uage acoumpana co HIV, SLE, unMknocnopuHckn TpeTMaH u TpeTUoT Tpu-
mecTtap og 6pemeHocTa
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TPETMAH

Mnasma-uameHa

e [NaBHMOT HauuH Ha TpeTMaH Ha akyTHaTta TTI1 e nsmeHarta Ha nnasmara. [peq HejanHOTO
BOBe/lyBak-€ Kako Tepanvcka metoaa, pataTta Ha cMpTHocT buna Hag 90%, a cera e Hama-
nexa Ha 10-30%. NMnasma-n3meHara e cynepuopHa BO OAHOC Ha MHAY3MUTe Ha nnasma

Mpenopaka

¢ Co nnasma-nsmeHa Tpeba ga ce 3anoyHe BefHall Kora ke ce npeseHTupa bornecta, a
AHEBHO ce pa3MeHyBa eVHeYeH BONlyMeH Ha nnasma (HHA-B), a ngeanHo e ga ce 3a-
noyHe Bo npsuTte 24 vaca (HHA-D)

* [lnasma-uameHnTe npu Kou ce ynotpebysa kpuonpeuunutat moxaTt Aa bugart noedwu-
KaCHW OTKOJKY KOra ce npaBsar CO CBeXa cMp3HaTta nnasma (HHA-C)

e [HeBHWUTE NnasmMa-n3MmeHu Tpeba ga ce npaaT HajManky 2 geHa no NoCTUrHYBaHETO
KomnneTHa pemucuja (HHA-D)

[JononHuTtenHa Tepanuja

KOpTMKOCTepOMAM! cTeponguTe LLMPOKO ce npuMeHyBaaTt BO TpeTMaH Ha TTM, nako uma
Manky gokasun 3a HMBHaTa ed)I/IKaCHOCT

Mpenopaka

e Cwure nauneHTn Tpeba Aa npvmMaat gogatHa kopTukocTepouaHa Tepanuja (HHA-C)

* 3a fa ce NOCTUrHe NOTEHTHA MMYHOCYNpecuja, a Aa ce MUHUMU3MpaaT AONroTpajHuTe
HecakaHu edekTu Ha cTepouauTe, ce npernopavysa nyncHa Tepanuja 1 r u.B. MeTUNN-
penHU30MoH BO TeK Ha Tpu AeHa egHonoapyro (HHA-D)

AHTUTPOMGOLIMTHM cpeacTBa: YnotpebaTta Ha aHTUTPOMOOTUYHUTE areHCK OCTaHyBa KOH-
TpoBep3Ha. ACMUPWUH U AMNUPUAAMON Ce KOPUCTEHU BO MHULMjANHNOT TpeTmaH Ha TTT1

Mpenopaka:

e Manu posu acnupuH (75 mMr gHeBHO) Tpeba fga ce annuuupaart kora ke ce nogobpar
TpombouutHute BpegHoctu (Tp > 50 x 10%/1) (HHA-D)

CynopTuBHa Tepanuja

* EputpoumTHUTE TpaHCcdy3um ce eceHumjanHa KOMNOHEHTa Ha TpeTMmaHoT. Cenak, Hema
e[eH eAMHCTBEH NapameTap Koj ja oapenysa notpebaTa 3a eputpouutHa TpaHcdysuja

e bBupejkn TTI moxe ga ce komnnumumpa co 6p3a xemonusa un cpuesBa MHCyduumneHLmja
CeKyHAapHO Ha MUWOKapAHWTE WHTpaBacKynapHu pombu, maumeHTuTe Tpeba ga ce
TpaHcdhyHAMpaaT cnopes KpUTUYHaTa KNMHUYKa NpoLeHa Mo COOABETHO 3eMake npea-
BWA Ha PU3MKOT U KOopucTa of TpaHcdysujaTta

* 3a cuTe nauneHTn Tpeba ga ce HagomecTyBa pornHa KucenmHa

* TpaHcdy3unte Ha TPOMOOLMTU Ce KOHTPaNHAWLMPaHW, OCBEH MpU Xemoparuja LWTo ro
3arposyBa XMBOTOT, 6uaejkun ce noBp3aHu co ersauepbaunja Ha bonecta

* Hekon UeHTpKM npakTMKyBaaT npodunaktTuyika ynorpeba Ha heHnTonH 3a fa ce MyUHU-
MusMpaaT cekyHAapHuUTe KOHBYN3un. [locooaBeTHa e cekyHAapHa, a He TOnKy npumap-
Ha npodmnakca Ha KOHBYN3nn co (PEHNTONH
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WMako nojaBata Ha Tpecka e egHa of aeduHupadkute ocobeHocTn Ha TTT, Tpeba pga ce
6apa akTuBHa MHeKLmja. AKO He ce TpeTupa, OKyNTHa MHMeKLMja MoXe Aa ro cnpeyn
OrOBOPOT Ha M3MeHaTa Ha nnasma unu aa npeuMnuTupa paH penarnc

BakumHa npoTtuB xenatutuc b Tpeba oa um ce gage Ha cuTe NauMeHTU U Taa MoOXe
6e3benHo aa ce npumeHu npwu npar Ha TpomboumnTn og 50 x 109/

Mpenopaka

EputpounTtHu TpaHcdyanm ce AaBaaT ako MMa KnuHWYKa uHaukaumja (HHA-C)
MoTpebHa e cyncTuTyuuja co onartu kaj cuTe NnaunmeHTu

TpomBounTHM TpaHCMy3nn ce KOHTPaNHANLMPaHW, OCBEH Kaj TELLUKUTe COCTOjou WTo ro
3arposyBaart XWBOTOT

Ce npenopayyBa BakuuHa 3a xenatutuc b kaj cute nauneHTn (HHA-D)

TpeTmaH Ha pedpakTepHa 6onecT

Mokpaj nogobpyBare Ha NPeXMBYBaHETO, OCTaHyBa eaHa noarpyna 6onHun co 6aBeH unm
HEKOMMMEeTeH OAroBop Ha nnasma-uameHarta +- crepouaute. PedpaktepHata Gonect
MoXe Aa ce AedmHMpa Kako nepavncTeHTHa TpombouuToneHuja (TpomboumTy < 150 x 109/
1) unn nopact Ha JIAX no BKynHO cegymaHEBHW NpoLeaypy Ha nnas3Ma-u3meHa

MaHunynauumja co nnasma-uameHa

Mpenopaka

Mpu pedppakTepHa GonecT 3a Nnasma-n3MeHu ce ynotpebysaaTt anTepHaTUBHU Nnasma-
NPOAYKTU BO KOM HEmMa CyMNcTaHLUMM CO BUCOKOMOTEKYNapHa TEXNHA, Kako MynTuUMepu
Ha VWF. Tpeba fna ce kopucTu kpuocynepHataHT unu S/D nnasma (HHA-D)
WHTeH3ndukaumja Ha nnasma-usameHu Tpeba fa ce Hanpasw kaj NauueHTn Ha Ko UM e
3arpo3eH X1BoTOT (HHA-D)

Vincristine

WMako npu TpeTmaH Ha pedpaktepHaTa TTI1 YecTo ce KOPUCTU BUHKPUCTUH, Ny6Gnuumpa-
HaTa nuTepaTtypa Koja ja NoTKpenyBa HeroBaTa e(pMKacHOCT Ce COCTOM CaMo of NpuKasmu
Ha criyyYau unu manu peTpocnekTUBHU CTyaun

Ce npumeHyBaaTt 6pojHM O03HWM pexumu 6e3 jacHa npefHOCT 3a Hekoj nocebHo.
MonynapHa e wemarta co 1 Mr Ha cekoun 3-4 geHa co BKynHo 4 fo3u, buaejkv ja orpaHu-
4YyBa TOKCMYHOCTA, Npy 3a4yBaHa ecukacHocT. Co ouurnenHa yCcnewHoCT Ce KOPUCTEHU
1 MOBUCOKUTE JO3HU PEXMMMU

MexaH13MOT Ha AejcTByBare Ha BUHKPUCTUHOT OCTaHyBa HejaceH

Mpenopaka

Kaj pedpaktepHata TTI ce gaBa 1 Mr BUHKPUCTUH cekoun 3-4 aeHa, MakcumMyMm 4 0o3u
(vHA-D)

Cyclophosphamide

Cyclosphosphamide ce npenopadvyBa 3a TpeTmaH Ha TTI1, oc6eHo Ha cny4aun co peky-
peHTeH penanc (Tewka nHTepmuteHTHa TTI1). YcnewHo ce KopucTu nyncHa Tepanwuja
Unv AHEBHO [03upakbe, nako 6pojoT Ha nssecteHuTe BPOjKN Ce EKCTPEMHO HUCKM
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Cyclosporine

¢ Mako UMKIOCnopmHOT € NMOBpP3aH CO 3rofieMeH pu3uK og MukpoaHrunatuja noct TKC ,
1MMa M3BECTyBaka 3a ycrneluHa annvkauuja 3a Tpetmad Ha TTT1 - pedbpakTepHa, Teluka,
MHTEPMUTEHTHa 1 noctaHanorHa TKC

e OnTMManHuTe LenHn TepaneBTCKU rPaHuLM He ce No3HaTW: Ce KOPUCTU CEPYMCKO HUBO
op 200-300 ug/l. Mopa pa ce ma npenBua TOKCUYHOCTA Ha OBOj Nek

Mpenopaka

* Kaj Tewkunte pedpakTepHn 1 pekypeHTHn dopmu Ha TTI1 e nHauumpaHa nmyHocynpe-
cuja co cyclophosphamide unwm cyclosporine (HHA-D)

TpeTmaH Ha TTP acoumupaHa co manurHutet u co noct TKC

Mpenopaka

e TTIN acounpaHa co ManUrHUTET UMK acoumMpaHa co TpaHcnNaHTaumja Ha KOCKeHa cpue-
BWHa e YecTo pedpakTepHa Ha nna3ma-uamenun. Tpeba fa ce pasmucnysa 3a MMyHoan-
copnuuja Ha npoteuH A (HHA-D)

TpeTmaH Ha penanc

¢ Wako geHec ce nocturHyBaat pemucun kaj okony 80% op nauueHTuTe, penancute oc-
TaHyBaaT npobnemaTtuyHu

* CuTe naumeHTun Tpeba fa ce npedynpenat Ha MOXHOCTa 3a penarc v Aa ce coBeTyBaar
paHo Aa rv npujaeat CMMNTOMUTE LUTO CyrepupaaT Aeka ce pa3BuBa penanc

¢ [lneHekTOMMjaTa ce npenopadyBa CO Len Aa ce pedyuupa partata Ha penancu. Ho,
akyTHM ersauepbaumm Ha TTI1 ce jaByBaaT nocTonepaTtMBHO M OBOj npuctan Tpeba oa
He ce npesemMa fnecHo

¢ AHTUTpPOMBOLIMTHUTE NEKOBU, UCTO Taka, Ce NPEArnoXyBaaT Kako MOXHa antepHaTusa

Mpenopaka

Penancort e yecTt. Ako 3abenexar CUMNTOMW KOW UM Cyrepupaar penarnc, naumeHTuTe Tpe-
6a ypreHTHO Aa ce jaBaT Ha nekap. CnneHekTomujaTa ro Hamanysa pPU3UKOT Of pernanc
(HHA-C)

NMPOIrHOS3A

* 90% op cny4aute pearvpaaT 4o6po Ha nnasma-u3MeHu Co CBexa CMp3HaTta nnasma

* Kaj okony 30% poara go penanc. Hajronem 6poj noBTopHO pearmpaar Ha nna3ma-uame-
HW, HO kaj 15% ce jaByBaaT XpOHMYHM penancu

* YnoraTa Ha npodWNakTUYHMOT TpeTMaH Kaj XPOHUYHWTE penancu He e jacHa.
VMHTEpMUTEHTHN MHMY3NM CO CBexa CMp3HaTa nna3ma MM KOHTUHyMpaH TpeTMaH co
HWCKU [03W acnMpuH MoXaT Aa NOMOrHaT Kaj MHOUBUAyanHu cnyyau
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HENOCH-SCHONLEIN NYPMYPA

» OCHOBHM NpUHLUNK

» CumnTomMM M 3HaUM

» OudbepeHuujanHa gujarHosa
» Komnnukauum

» TpeTmaH u cnepemwe

» PedepeHum

OCHOBHU NPUHLUUNA

* [la ce ucknyyar TeLku MHpeKumMn n xemaTonoLkn 3abonyeara npeq noctaByBamwe Ha
AvjarHosata Ha Henoch-Schonlein nypnypa

CUMIMTOMU U 3HALIN

¢ bBonecta HajuecTo ce jaByBa kaj Aeua og 2 oo 10 roamHu

e [lanynuTe WwTO co3pasBaaT NeTEXMM ce jaByBaaT Ha AonHUTe ekcTpemutetn (Cnuka 1)

* [lepuapTpuKkynapeH OTOK 1 Oonka ce MaHudecTupa BO KOneHaTa, CKOYHMOT 300, a
MoHeKoraLl BO NakoTHWOT 3ro6 v 3rnoboT Ha AnaHkaTa

¢ AGpomuHanHata 6ornka e yecta maHudecTaumja

* Mukpockonckata xematypuja e YecT Haod BO paHWOT cTaguym Ha GonecTta u 4ecTo ja
noTBpAyBa AujarHo3aTta co Haof 3a HopMareH 6poj TpombounTn

* Hedputnc e petka maHudecTaumja 1 ce jaByBa BO MOAOLHWTE CTaauyMun Ha 3abony-
BakETO

OND®EPEHUWJANMHA OUJATHO3A

¢ [MomucneTe Ha gpyra 6onecT ako:
e BonHMOT MMa nokayeHa TemnepaTypa Hag 38.5 oC
* Cepymcko CRP Hapg 20 mg/l unn cegnmeHTaumja Ha epuTpoumTu Hag 35 mm/h
e Ako e HamaneH 6pojoT Ha TpoMboLMTUTE, NPUCYTHA aHEMUja UMK fleyKoMeHunja

* MeHMWHrokokHaTa cernca npeau3BrKyBa MeTexmMmn v noHekorawl U 3rnobHu maHudecra-
uun. Ako 6pojoT Ha TpombounutuTe e HM3oK (< 100), GonHMoT Moxe Aa uma u UTI nnn
ApYro XxemaTosIoLKO ManurHo 3abonysame

KOMMIMUKALNU

e AKYTHM KOMMnMKaUMU Ha 3ab0onyBaHeTO Cce MHTeCTUHAmNHa MHTycucenuuja, MeneHa u
PEeTKO KpBaBeHE Of APYrM OpraHu

TPETMAH U CINEOQEWE

* BonHute 6e3 upeBHa cumnToMartonorvja u MenexHa Tpeba ga Gugart Ha gomallHo ne-
KyBatbe, a OHWe co abaomuHanHa Gonka unu MerneHa ce ynaTtyBaat Ha GOINHWYKO ne-
KyBatbe
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AKO MUKpOCKOTCKaTa xemMaTypuja npofomky Aa nepsunctvpa no akytHarta asa Ha 6onec-
Ta, ce 3eMaaT HeKONnKy NpMMepoLu of ypuHa Bo HapedHuTe 6 meceuun. KoHcyntupajte
ce Co creuujanvcT ako 3abenexuTe NpoTenHypuja unm cUMNToOMK Ha HedpPUTUC BO OBOj
nepwog,

Ako nHuumjanHo noctoun BybpexHo 3adpakare 1 ako BybpexHUTe CUMNTOMU Ce UHTEH-
3MBHU 1 BO Tpaekwe noBeKe of efeH Mecel, bybpexHuTe napametpu kaj 6onHuoT Tpeba
[OXMBOTHO Aa ce crieAat nopaauw onacHocta of bybpexHa nHcyduumneHuumja. KXenute
Kou umane 6naru 6y6pexHn cumnTomMu Bo paHWoT ctaguym Ha Henoch-Schonlein nyp-
nypa Tpeba aa Guaat BHUMATENHO ONCEPBMPaHN BO TEKOT Ha GpemeHocTa U notoa

PE®EPEHLUM

1.

N

Ronkainen J., Nuutinen M., Koskimies O. The adult kidney 24 years after childhood
Henoch-Schénlein purpura: a retrospective cohort study. Lancet 2002;360:666-670
llkka Kunnamo, Article ID: ebm00653 (032.053) © 2005 Duodecim Medical Publications
Ltd.
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CYMNEPOMUNJATIHA BEHCKA
TPOMBO3A

» OcHOBHM NpaBuna

» MpeaucnoHunpaykm dakrTopu
» CumnTomm

» TpeTmaH

» PedepeHumn

OCHOBHU NPABUIA

CynepduumjanHuTe BEHCKN TPOMBO3M Ce YeCTU 1 HajuecTo BEHUTHN COCTOjom

AKO KNMHMYKaTa Crvka He e jacHa U NocTou COMHeHue 3a aAnaboka BeHcka Tpomb6o3a,
Aonnep-yntpacoHorpadckoTo ucrneayBake OBO3MOXYBa Aa ce NoTBpav AnjarHosata u
[la ce UCKIy4n MOXHOCTa 3a Anaboka BeHcka Tpombo3sa

Cekoja npBa enusoga Ha cynepduumjanHa BeHcka Tpombo3a unu JOKOMKy ce 3Hae oc-
HOBHaTa Npu4ynHa 3a Tpombo3aTa, Ha NpMMep TpayMa, BapuKCU U BEHCKA MHCYULIM-
eHuuja, ce TpeTupa CUMNTOMAaTCKU

Bo 5-10% op cnyyaute anabokata BeHcka Tpombo3a ce jaByBa MCTOBPEMEHO CO Cy-
nepduunjanHara, n Toa Ha UCTUOT Unn Ha ApyruoT (!) ekctpemuTeT. [inaboka BeHcka
Tpomb0o3a MoXe [a ce pa3Bue W NoAoLHa (HEKOMNKY Hedenu no AnjarHoCTULMPareTo Ha
noBpLUMHckaTa Tpombo3a). benogpobHuoT embonusam e penok (okony 1%). A-anmepu-
Te He NomMaraat AndepeHLmjanHo AUjarHoCTUYKM Aa ce pasrpaHuym cynepduumjanHara
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n gnabokaTta BeHcka Tpombo3sa

* Ako BeHckaTta Tpomb03a ce NOBTOPYBa, MHAULMPAHO € penapupare Ha cynepduumjan-
HWTe BeHW. AKO NaLMEHTOT HeMa BeHCKa UHCYydULMeHUMja, Tpeba Aa ce UCKYYM MOX-
HoCTa 3a cucTtemcka Gonect

NMPEOUCTITOHUPAYKNA ®AKTOPU

e XpoOHMYHa BEHCKa UHCyuLmMeHumja
* [loBpwuHCcKa Tpayma
*  VIHTpaBeHCKMN MHAY3NN UK W.B. annmkauuja Ha HapKoTuLm
e bpemeHocT
¢ KoarynonaTtum (ocobeHo aedpumuut Ha npotenHu C u L)
* XOpMOH 3amecuTenHa Tepanuja
* Manurim HeonnacTnyHun 6onectu, Ha NpumMep:
* MuenonponudgepatusHn  Gonectu  (nonmuuutTemMuja Bepa M eceHuujanHa
TpombouunTemuja)
e Mwurpupaykn TpomMb0odnedbunT (KpaTko BEHCKO KOPUTO, YECTO UHULUMjanHo e Bnoku-
paHoO BO rOPHUTE €KCTPEMUTETH, Na TaMy e U3neKkyBaHo, a NoToa ce jaByBa NOBTOP-
HO BO ApYr Aen) moxe Aa buae acoumpaH Co raCTPOUMHTECTUHANHW KapLUHOMU
* KonareHosu, Ha npumep
e Behcet-oBa 6onect
* Buerger-oBa 6onecTt (ogHOCHO TpoMGOaHrMTUC obnuTepaHc) HajuyecTo v 3adaka
mManuTe n apTepumTe CO CpeaHa roneMuHa kaj nywavuTte. lNpoceyHo, okony 1/3 of
oBMe NauueHT! umaat u cynepduunjanHn BeHCKM TpoM60o3un. PekypeHTHu cynep-
duumjanHm BeHCkU TpoMB0O3n Kaj mragu nyrfe WTO NywaTt HajuyecTo cyrepupaar 3a
Buerger-osa 6onect

CUMINTOMMU

. 3acbaTeHaTa BeHa e 6onHa, 3oHaTa OKOIy Hea e UupBeHKaBa, Tonsa 1 note4yeHa, co nan-
nabunHa PE3NCTEHTHOCT. [MaumeHTOT MOXe Aa uma Tpecka

* [loHekoraw Tpe6a Oa nomuHat 2-6 Hegenu 3a ga ce noereve BocnaneHnero, Ho Terobu-
Te o4 OncTpyunpaHaTta BeHa MOXe Aa nep3nctupaart 1 co meceuun

TPETMAH

e CumnTOMaTCKu: Horata ce ApXW MoAMrHaTta, NauvMeHTOT HOCKM KOMMPEeCWBEH Yopan M
cTaBa nagHu obnoru

e AHanretuuu: 6onkata obnyHO ce HamarnyBa 3a 3-5 geHa, LpBEHUNOTO U OTOKOT UCYE3-
HyBaaT 3a 2-3 Hegenwu, nepwopg kora Tepanujata co HCAUIT (He COX2 cenekTuBHW) e
KopucHa

* [loKomnKy nokasiHo ce Mayka aHTMKoaryrnaHTeH kpem, ce 3abpayBa neKkyBaEeTO Ha Cy-
nepduumjanHata BeHcka TpoMb03a

e XvpypLUKM TPETMaH € MHAWUMPaH 3a PeKypeHTHU TpomM6odnebuTn Ha AoNHWUTE eKcTpe-
MUTETU KOU ce pedpakTepHU Ha KOH3epBaTMBHA Tepanuja. [Jonnep-ynTpacoHorpaduvja
n/vnn KoHcynTtaumja co cneuujanuct e mHauumpaHa Bo akyTHuTe a3 Ha cregHvse
cocTojou:

e Ako TpoMbBonedbuToT ce jaBu BO rOPHUOT Aen of GyToT (3ronemMeH e pusmkoT 3a ana-
6oka BeHcka Tpombo3a)



850

YNATCTBA 3A MNPAKTUKYBAHKE MEONLMHA SACHOBAHA HA JOKA3M

Tpomb6odchnebuT Bo pernoHoT Ha vena saphena parva (nMcToT Ha HoraTa) e Mpeancnoan-
uuja 3a anaboka BeHcka Tpombo3a (Mopaau MOXHOCTa 3a nepdopauuja Ha BeHUTe)
Annukauuja Ha NpPodUNakTUYHN A03M Ha HUCKOMOIEKYNapeH XenapuH e nHauumpaHa
Kaj ekcTeH3nBHN prebnTtn 1 3a Bpeme Ha BpemeHoCT. TpeTMaHOT NPOAOITKYBa BO TEKOT
Ha 6pemeHocTa 1 6 Hegenu No nopoadyBaHETO

Pedeperum 1, 2

PE®EPEHLUM
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Belcaro G. Nicolaides AN, Errichi BM, Cesarone MR, De Sanctis MT, Incandela L.,
Venniker R. Superficial thrombophlebitis of the legs: a randomized, controlled, follow-up
study. Angiology 1999; 50(7):523-9

Kalodiki E., Nicolaides AN. Superficial thrombophlebitis and low-molecular-weight
heparins. Angiology 2002 Nov-Dec;53(6):659-63

Juha Sinisalo, Article ID: ebm00920 (005.035)© 2005 Duodecim Medical Publications
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OJTABOKA BEHCKA TPOMBOSA (OBT)

» Uenn

» dakTopu Ha pu3uk 3a BT

» Cumntomm

» AunjarHo3a

» YnaTtcTBa M HaCOKM 3a nocTtanyBaHke Npu cnyvyam coMHuTenHu 3a BT
» Tepanumja

» Tepanuja cnopep nokauujata u BpeMmeTpaeweTo Ha TpoMbo3aTta
» Tepanuja Ha KpBaBeH€ NPeAN3BUKAHO CO XenapuH

» MporHosa

» MNoBp3aHu aokasu

» PechepeHumn

LIENK

CnpeyvyBane 6enogpobeH embonusam v NOCTTPOMOOTUYEH CUHAPOM
MocTaByBawe COMHeEHUE 3a TPOMO03a Kaj NaLMeHTU CO BUCOK PU3NK
TecTupameTo 3a nnasma D-gumepun moxe ga 6uae nssegeHo BO NPMMapHOTO HMBO Ha
30paBCTBOTO, Kako MPBOMIMHUCKM TECT 3a UcknydyBamwe Ha [BT. [Jokonky KOHUeHTpa-
uunjata Ha D-gmumepu e 3ronemeHa unuM NOCTOWM KNUHUYKKM ouurnegHa [ABT, nauneHToT
Tpeba aa 6uae npeynaTteH Ha AWMjarHOCTUYKK Limaging’-ucnuTyBara
ComuutenHa BT ce notBpayBa co cneborpadmja unv co KoMnpecmoHa ynTpacoHor-
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padwuja

3a npeBeHupane Ha BT kaj nMobunuanpaHu NnaumeHTn: MycKkyrnHmu Bexoun 3a noTkone-
HMLaTa, enacTU4YHM Yopanu 1, OKOIKy e NoTpebHOo, NpeBeHTMBHA Tepanuja co CynKyTaH
HWCKOMOIEKynapeH xenapuH

Mpu notBpaeHa auwjarHosa, BT moxe ga 6uge TpeTupaHa BO AOMaLUHM YCMOBU UMK
xocnuTanHo Bo onwTa 6onHuua. AuncrtanHa anaboka BeHcka Tpombo3a Ha NOTKONEHU-
LuaTta He npeamnssrkyBa embonycu n camo okony 25% op TpombuTte cTurHyBaar Ao de-
MOparHo HUBO

Mpanonatcka BeHcka TpoMmbo3a Moxe Aa 6uae 3Hak Ha Heonnasma

®AKTOPU HA PU3UK 3A OJIABOKA BEHCKA TPOMBO3A

Mmobunumsaumja nopagm akyTHo 3abonyBame, 0cobeHO [OKOMKY NOCTON napanenHo
HapywyBate Ha uupkynauumjata (Ha npumep, cpuesa crnabocT, napanusa, xvpypruja,
MHdEeKUMja, 4onr neT)

Tpayma Ha JOnHWUTE ekcTpeMuTeTH (0CoBeHO hpaKkTypu Kou ce BO rmrnceHa nmobunu-
3auuja)

HacnenHu nnu ctekHaTu HapyllyBakwa Ha koarynauujaTta (cekoraw Tpeba ga ce noc-
TaByBa

COMHEHMe 3a BakBa €TUOIOrWja, ako He NOCTOM HafBOpELLHA EBUAEHTHA NpuYKHa)
MonuumnTemuja, eceHumjanHa TpomboumTOo3a

Ynotpeba Ha opanHu KOHTpaLenTMBM, XOpMOHanHa 3amecTuTeNnHa Tepanuja, ocobeHo
Kaj nyLaium

MpeTxoaHa BeHcka Tpombo3a

BpemeHocT 1 noctnaptaneH nepuop (6 Hegenu), Lapcku pes, BO3pacT Ha MajkaTa
KapunHom BO akTuBHa hasa

LleHTpanHu BEHCKM KaTeTpu, YeCTO NOCTaBEHN BO FOPEH ekcTpemMuTeT

CUMINTOMMU

OTOK Ha LieraTa Hora Unu Ha noTkoneHuuata (3a audepeHumnjanHa aujardosa suam nog 1)
BonHa yyBcTBUTENHOCT MK Gonka Bo MUpyBaHe

Bonka Bo noTkoneHuuaTa npu oaexe

MapanenHoTo noctoeke Ha 6orka, 6onHa YyBCTBUTENHOCT U OTOK € CUMHO CYreCTUBHO
3a BT (59%). Cekoj 3Hak cam 3a cebe e nHAMKaTop 3a NocToexwe Ha Tpombo3a camo
kaj 11%-22% on cnyvavTe

YecTo e cocema acumntomaTcka, 0COOEHO Kaj NauuMeHTU Bp3aHW 3a KPEeBeT, kaj Kou
NpBKUOT CUMNTOM MoXe Aa 6uae 6enogpobeH embonusam. Kaj naumeHTn co cpaktypa
Ha Kornk, TpomGo3aTa YecTo HacTaHyBa camo Bo heMoparnHaTa v KaprvyHaTta pervja
Peuncu nonosuHa opf npokcumanHute BT ce npuapyXeHW co CUMNTOMATCKU UMU CO
acumnTomatckm 6enogpobeH embonusam

ONJATHO3A

BepojatHocTa egeH nauveHT ga uma OBT e ycnoBeHa of HeroBaTa/Hej3auHaTa CKro-
HOCT KOH TPOMBGOTUYHM eNnU30AM U of Toa Aanu NOCTOM UCTOpWja 3a NPETXOAHA BEHCKA
Tpombo3sa

KnuHunyku Haoam

e OTOK Ha CKOYHMOT 3rnob M noTkoneHuuata; npu TpombO3M Ha wunujayHaTa BeHa
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MOCTOM OTOK Ha LienaTta Hora

Ana6oka 6onHa YyBCTBUTENHOCT Ha NOTKONeHWUaTa npy nannauuja no fomkuHaTa
Ha 3adaTeHaTa BeHa

MosutnueeH Homan-oB 3Hak (He cekorall, 0CO6eHO AOKOSIKY NauneHTOT MUpyBa BO
nerno)

MokayeHa nokanHa TemnepaTypa Ha Koxarta, CNopeAeHo CO ApyraTta Hora, Kako u
HarmaceHu NOBPLUHK KonaTepasiHu BeHu

[Jonnep-ynTpacoHorpadcko UCnuTyBake (2) kako NOMOLL BO AujarHocTukara:

HapylweH unn sabaBeH NpOTOK BO MNonnuWTeanHaTa BeHa Mpu Komnpecwja Ha
noTkoneHuuarta

3abaBeH npoTok BO MnocTepuvopHata TubujanHa BeHa nNpu OTNyWTawe Ha
KomnpecujaTa

Mpn TpombBo3a Ha unujayHa BeHa MOCTOM OTCYCTBO Ha (ha3HMOT pecrnmpaTopeH
curHan unu ocnabeH 3Byk Ha NPOTOK oA demopanHata BeHa kora ce criywa BO
uunara

3a gudepeHumjanHa aujarHosa Buan nog 1

YNATCTBA W HACOKU 3A NMOCTAINYBAHKE NMPU COMHEHUE 3A ABT

BepojaTHocTa 3a BeHcka Tpombo3a mMoxe Aa buae npoueHeTa U nNpecmeTaHa, npume-
HyBajKku ja nogony HaBefdeHaTa nucTa Ha 3Hauum 1 cocTojou. (Ce faBa 1 noeH 3a cekoja
noTBpAa Ha cocTojba koja ja nmokavyBa BepojaTHocTa 3a [IBT npepn npaBeweTo ucnu-
TyBakea. [lokonky, og kom 6uno Apyru NpuyvHW, € BUCOKa BepojaTHOCTa 3a NOCTOeHe
apyra avjarHosa, a He [1BT, og3emete 2 noeHu of BKYNHWOT 36ump)

KapuunHoMm koj ce TpeTupa akTMBHO Unn MeTacTasupan

Mapanusa nnu ckopellHa mobunuaaunja Ha fONeH ekcTpemnTeT

MupyBane BO nerno nogonro og 3 AeHa

[onewm onepatuseH 3adpat Bo npeTxodeH nepuog oa 1 mecel

JlokanHa 6onHa YyBCTBMTENHOCT Ha NOTKONEHULaTa UNu Ha HaTKoneHuuaTa okony
AnabokoTo BeHCKo cTebno. OBa e 4ecTo MHAMKaumjata 3a ynatyBare Ha nauueH-
TOT, MeryToa [OKOMKY € eAWHCTBEH 3Hak, MMa crnabo NPOrHOCTUYKO (ANjarHOCTUYKO)
3Ha4yeHe 3a noctoewe Ha [ABT

Pasnuka Bo 06emoOT Ha nNoTkoneHuuuTe noronema og 3 cM

M3paseHa cemejHa npegncnosnumja (MOCToewe UCTopuWja Ha BeHCka Tpombo3a Haj-
Manky Kaj ABajua CpoAHWLM of MpB CTeneH)

M nokpaj Toa WTO CTyAMMTE KOM ro NpecMeTyBaaT 3Ha4YeHEeTO Ha PU3UK-CKOPOT He
r 3emaat npeasua ynotpebarta Ha opanHu KOHTpauenTMBM W NMYHaTa ucropuja
3a npetxogHa BT, no egeH noeH 6u moxen aa 6uge AoaeneH 3a cekoj o oBue
dakTopn Npu KNMHUYKaTa aganTaumja Ha CUCTEMOT 3a CKOpUpaHe

Mna3ma D-gumep TecToT ce ynotpebyBa 3a uckny4vyBake Ha BT (TecToT € MHOory ceH-
3UTUBEH, HO HE UCTO TOSKY cneumnduyeH. MNopaaun Toa, NO3MTUBHWOT pe3ynTaTt cekorail
He noTBpAyBa NOCTOEHe Ha Tpombo3a)

Ookonky D-gumep TecToT e HeraTuBeH Kaj nauMeHT co HM3ok pusuk (0 noeHun 3a
pu3uk), He ce NoTpebHM HaTamowHu ncnuTtyBawa (30). Bo knMHMYKaTa NpakTuka,
HeraTuBHWOT D-gnmep TecT e [OBOMEH U 3a ucknyyyeawe Ha ABT kaj nauneHTn
Kou umaat gobreHo camo no 1 noeH 3a pu3mk camo 3a 6onHa YyBCTBUTENHOCT Npu
nannauuja Ha NOTKONeHuuaTa Unu HaTkoneHuuaTa

Hokonky obata, NnpBUOT ynTpacoHorpadcku pesynTtart u TectoT 3a D-gumepun Bo
nnasmarta, ce HopManHu Kaj nauneHT co MOBUCOK PU3NK, He e NoTpebHO NoBTOpY-
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Bakbe Ha yNTpasBy4YHOTO UCNUTYBaHe

* KoHueHTpauwujata Ha D-anmepu koxe aa buae sronemeHa 1 BO TEKOT Ha HOpMarnHa
6pemeHocT

MoyHyBake Ha Tepanuja co HUCKOMONEKyNapeH XenapuH e 4ecTo J03BOSIEHa CaMo BP3

OCHOBa Ha comHeHune. KakBo 61no oanoxysare BO imaging-ucnutyBarara He npeTcra-

ByBa AOMOMHUTENEH PU3NK 3@ NaLMEHTOT

KomnpecvoHata ynTpacoHorpaduja Bo OBOj MOMEHT ce ynoTtpebyBa Kako WCMUTY-

Batbe BO paHaTa ¢asa (Bugm 1). Metoparta e ceHsuTmBHa (90%), ocobeHo npu Npok-

cvmanHu Tpombo3n, merytoa e nomarnky ceHautusHa (50%) npu aMctanHu Tpomo6o3u.

KomnpecnoHaTa ynTpacoHorpadwja ja 3ameHyBa dneborpadmjara, koja, nak, e kopuc-

Ha 3a AujarHocTuumpare Ha nostopysaHu BT

e [laTtonowkun ynTpacoHorpadpcku Haopd npeTcTaByBa WHAWKaUMja 3a TpeTMaH.
HopmaneH pesynrar kaj naumMeHT CO HU30K pu3unk (0 NoeHn) ucknyyysa nNocToere
Ha BeHcka Tpombo3a. HopmaneH pesynrar, 3aefHO CO MOCTOeHEe Ha MO3UTUBEH
D-anmep TecT Kaj nauneHT co ymepeH pusuk (1-2 noexn), Hanara notpeba oa nos-
TOpPEHO ynTpacoHorpad)cko UcnuTyBake No 7 AeHa, a Kaj NauneHT Co BUCOK PU3MK
(3 nnu noeeke noenHn) Tpeba BegHaw fa ce Hanpasu neborpaduja (3)

e [atonowkn Haop of dneborpaduja (NocTojaHa HEMOXHOCT 3a BEHCKO WUCMor-
HyBawe HajManky BO ABe MNPOeKUWM) npeTcTaByBa WHAWKaUWja 3a TpeTMmaH.
HopmanHunoT pe3ynTaT nckny4yea noctoewe Ha BeHcka Tpombo3sa

TEPAIMUJA

OcHOBHM NpaBuna

KomnpecwuBseH 3aBoj (Buau nogony)

Mpwu npokcmanHa Tpombo3a ce npenopadyBa paHa MMobUnM3aumja no HeKONKyaHeBHa
Tepanuvja co xenapuH

[uctanHarta Tpomb03a, a 4ecTo 1 MpoKcumManHaTa, Moxe Aa buae TpeTupaHa xocnuTan-
HO BO onwiTa 6onHMLa, BO AOMALLHW YCMOBU UMK CO NMOMOLL Ha pervoHanHa MeauumnHeka
cecTpa Unu of cTpaHa Ha camvoT nauueHT. Bps ocHoBa Ha MHAMBUAyanHaTta cutyauuja,
OPAUHUPAYKMNOT Nnekap ke onpeaeny kage Tpeba aa ce usseaysa TpeTmaHoT. Ha nauunen-
TUTE CO NpeKyMepHa TexunHa ke um buaaT noTpebHn ABe MHjeKLMM Nopaan HEONXOAHUTE
BUCOKM [03U. CnabuTe, NOTXpaHeTn NaunMeHTn, UnNn nauneHTUTe co noBeke napanenHu
3abonyBata 06UYHO He Ce NMOroAHM 3a JOMALLHO 3rpwxyBare. Ha nauueHToT Tpeba aa
My ce u3gafart MMCMeHW ynaTcTBa 3a JOMALLUHO 3rpuXyBakbe

BonHunyko nekyBake € MHAMLMPAHO JOKOMNKY NOCTOU:

HarnaceH oTok Ha uenaTta Hora

TpombGo3a Hag HMBOTO Ha LunaTa

Opyrn napanenHu 3abonysara kou bapaat xocnuTaneH TpeTmaH

[Hokonky Tepanujata ce cnpoBefyBa BO AOMallHW ycriosu, Tpeba aa ce obesbenart:
KopekTHa TexHWKa Ha MHjeKkTipake 1 4o3a Ha MegnKkaMeHToT

CooaBeTHa KOHTpoOra Ha aHTukoarynaHTHaTa Tepanuvja

MaumeHnToT Tpeba Aa nocegyBa UHCTPYKLMM BO BPCKa CO KOMNPECHBHUTE 3aBOW U enac-
TUYHUTE Yopanu

MoHuTOpUparbe Ha NaLMeHTOT Nopaan eBEHTYanHN KOMMNNVKaumm (Kpaeete, embonunsam)
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TpeTmaH BO COrflacCHOCT CO fioKauujaTta U TpaeweTo Ha TpOM603aTa

Bucok, nneodemopanex Tpom6, nnv Tpomb BO ropHUTE €KCTPEMUTETH, KOj HACTaHarn BO

nocneagHuTe 7 feHa

Bo Hekoun ueHTpu ce ynotpebyBa cuctemcka pubpuvHONMTUYKa Tepanuvja, cnvyHa Ha

OHaa LWTOo Ce OpAMHMPa NPU MUOKapAEH MHapKT. HaBmuaym, Taa Hyau NpeaHoOCT Nopaau

HamanyBake€ Ha LUaHCUTe 3a HacTaHyBake Ha MOCTTPOMBOTUYEH CMHAPOM W nopaau

oppXyBame Ha BeHckaTa npoogHocT (HHA-B). Jlokannata dwbpuHonutnyka Tepanuja

ce opauvHMpa Npeky BHeCyBake kaTeTep BO MacaTa Ha TpoMbOT. YcnelHocTa Ha ub-

puHONUTUYKaTa Tepanuja ce MoHUTOpupa co gneborpaduja. CoBpeMmeHata pubpuHo-

nMTUYKa Tepanuja ro ynotpebysa npenapaTtoT TKMBEH nna3muHoreH aktusatop (TPA).

BpemeTtpaerweto Ha TpeTmaHoOT e 1-3 geHa, a ce uenu ga ce MUHUMU3NPpa BPeMETo

nopaav pu3nKOT Of KpBaBeHE

¢ KoHTpavHaukaumute 3a pmbpmnoHonuTMYKa Tepanuja ce UCTU Kako 3a MWOKapAeH
uHdapkT. Llen e ga ce Hamanu pusumkoT of noctdnedbutnyeH cuHagpom. MNpumeHata
€ NUMUTUpaHa Kaj Mnagu nauueHTn co CBeXu nneodemopanHm TpomMbo3mn nnm co
nyniMoHanHn embonuu co noTeHumjan 3a HeraTMBHW XeMOAWHAMCKM Mocneanum.
ToTanHa nu3a peTko ce NOCTUrHyea, buaejkn BeHcknTe Tpombu YecTo naTu ce oon-
M ¥ OpraHn3npaHu

* HuckomonekynapHuoT xenapvH (HHA-A) ro 3ameHu u.B. xenapviH. ictoBpemeHo
3ano4yHu 1 co TpeTMmaH co BapdapuH. XenapuHot ce 3anupa kora INR e Bo Tepa-
nucku rpadmum (obuyHo 2.0-3.0), Hajmanky 3a 2 geHa

* WHaukaumnjata 3a TpombeKTOMMja € onacHOCT 3a BUjabunHocTa Ha Horata unu Ha-
ManyBaHeTo Ha TeXuHaTa Ha noctdnebnuTnyeH CMHApPOMm

OucTtanHa Tpombo3a Ha Hora unu Koja 6uno apyra TpoM603a noctapa og 7 AeHa

HuckomonekynapeH xenapwvH (Ha npumep, dalteparin 200 |U/kg/aHeBHo, enoxaparin 1.5 mg/

kg/pHesHo ili 1 mg/kg ABanaTy AHeBHO) (HHA-A). Kaj naumeHTuTe co sronemeHa TeHaeHumja

3a TpoO6MO3U ce MpenopavyBa NPOTOKOMOT KOj Ce Aasa ABanati QHEBHO. XenapuHoT ce

3anupa kora INR e Bo Tepanucku rpannum (o6udHo 2.0-3.0), Hajmanky 3a 2 geHa. Hema

notpeba TpeTmMaHoT da ce criegy nabopaTtopucky ako xemocrtasara e ypegHa. Kaj 6pemenn

XXEHW 1 Kaj NaumneHTn co peHanHa nHeyduumeHumja, Tpombodunuja nnu xemodunmja Tpe-

6a fa ce cnegm KOHUEHTpaumjata Ha aKTUBHWUOT XenapuH. HUCKOMONeKynapH1oT xenapwH

€ Hajmanky egHakBo ePeKTMBEH Kako CTaHAapOHWOT xenapuH (HHA-A), a npeamsBuKasa

nomarky TpomboumToneHnn 1 napagokcanHu embonmamm

* WcToBpemeHO 3anoyHu 1 co TpeTMaH co BapdapviH (B1Au 3a opanHa aHTukoary-
naHTHa Tepanwuja) 1 Npoaoku cnopeq Tabena 1

* baHnpaxwpaj ja Horata og ctananoTo A0 ropHuoT Aen Ha 6yTot. Co baHaaxupaHa
Hora nauMeHToT MOXe Aa Ce ABUXM

* Camo 25% op HenekyBaHuTe AucTanHu Tpombo3n nporpeanpaart A0 HUBO Ha KO-
neHo. XenapuH-sapdapuH Tepanujata ce NpyMeHyBa AOKONKY HEMa KOHTpauHau-
Kauum 3a Hea. Kaj guctanHmute Tpomb03n Moxe Aa He ce Aage aHTukoarynaHTeH
TpeTMaH; MOXe Aa OCTaHaT CYNKMVHUYKM UK Aa ce nojaBaT AOAeKa HoraTa € UMo-
OunnsmpaHa co runc

3a BpemeTpaereTO Ha BapdapvHckaTa Tepanuvja (BMAKW aHeKC: oparnHa aHTukoarynaH-

THa Tepanwja) n Tabena 1

MpeBeHuuja Ha Anaboka BeHcka Tpombo3a (BMAKM 3a NpeBeHuMja Ha anaboka BeHcka

Tpomb03a)
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Tabena 1. BpemeTpaeneTo Ha aHTUKOoarynaHTHaTa Tepanwja ce oapenysa nHgmesuayarHo
Bp3 OCHOBa Ha NpPeTnoCcTaBeHUNOT ycnex oA TepanmjaTa, apyrute 3a6onyBa|-ba 1 Bo3pacTa
Ha nauneHTOoT, a NpuToa oany4vyyBa4vkm aKkTop e pM3nKOT 3a peunans

TPAEHE HA
WHAKKALWK TEPAMUJATA
Mpea enunsofa Ha Tpom603a 1 TPAH3UTOPEH WUINM MOAUDULIMPAYKM Npe-
[AVCMoHMpayky hakTop (XMpypLUKa UHTEpPBEHLM]ja, Tpayma, MUpyBake BO 3-6 meceun
KpEBeT, eCTpOreHcka Tepanuja)
MpBa enusoga Ha Tpom603a 6e3 npegncnoHpadku dakTop Hajmanky 6 meceuun

Mpea enunsona Ha Tpomb03a Kaj NAaLUMEHTU CO KaHUep, KapANOIUMUHCKA
aHTuTena, KOMOMHMPaHK koaryrnonaTum, XoMo3urotu 3a caktop V Leiden
unu npoTpombuHcka reHcka mytaumja

Peunansupaykm Tpom603mn 6e3 npeamcnoHmMpadkv aktop unu acoumpaxmu
CO 3ronemeHa koarynabunHocT Ha kpBTa

Op 12 meceuu oo
[OXMBOTHO

[OXMBOTHO

TEPANMWJA HA KPBABEHE NMPEOU3BUKAHO CO XEMAPWUH

* AKO xenapuHOT NpeausBuKa TELIKO KpBaBewe, Tpeba Aa ce HafoMonHaT KpBHUTE Ae-
puBaTu (CBexa cmp3HaTa nnasma, TpombouuTn). [NpoTammnH ce gaBa ako € KOpUCTEeH
HedpakuMoHnpaH xenapuH. MNpoTaMMHOT He e ePeKTMBEH Kako KOHTpabanaHc Ha ak-
TMBHOCTa Ha HUCKOMOJSIEKYNapHUOT XenapuH

* Kaj egeH npoueHT o naumMeHTUTe XenapuHOT npeanssukyBa TpombouuTonenuja (XUT),
LITO NpeTcTaByBa NpoToMOOTUYHA cocoTojba

NMPOrHO3A

* PwuaukoT 3a peunavs 3aBUCK NMPUMapHO Of OCHOBHATa NpUYMHa U Of MOXHOCTa 3a He-
javHa envMmuHaumja. TpaeweTo Ha aHTMKOarynaHTHaTa Tepanuvja 3aBuCK 0f TeXuHaTta
Ha TpombosaTta 1 of MOXHocTa 3a peunavs. Kaj ngmonatckute Tpomb0o3n puU3NKOT Of
peunanB € BUCOK U TPETMAHOT Tpae AOMro, NMOoHeKorall Aypu U OOXWBOTHO. Peunauns
BO TeK Ha noﬁponpmmeHeTo neKkyBake oau BO nMpunor Ha mManurHo 3a60nyBaH=e nnn
aHTudochonMnNuaeH CUHAPOM

* CocrojbaTta Ha BEHCKWTE BanBynun € KpUTMYHA 3a NpoLieHa Ha pU3nKOT oA noctdnebuTtn-
YeH cuHApoMm. AHTMKOoarynaHTHaTa Tepanuja ro npeBeHmpa peumManBoT Ha TpombosaTa,
HO He 'Y 3aluTUTyBa BanBynuTe. O,q gpyra cTpaHa, peungneoTt noeeke naTu ro 3ronemy-
Ba PU3UNKOT 0F NOoCcTONedUTMYEH CMHAPOM

* ExkcTeHanBHa 1 ocobeHo Bucoka nokaumja (Hag MHrBuMHYM) Ha Tpombo3aTa ce cMeTa 3a pU3UK-
akTop 3a nocTnedbrTMieH CMHOPOM U e NHAMKaumja 3a hnbpuHonuTyka Tepanuja 3a Aa
ce 3awwTutar Bansynute. OBa MOXe fa ce NOCTUIHe Co NokarnHa ubpuHonMTMyka Tepanuja
LITO ce aAMUHUCTpMpa co kaTeTepusaumja. Cenak, oBaa Tepanuja He € cexkorall AocTanHa u
MMa HecakaHu edheKTu, na ce Npasu NPoLieHa NHAMBKAYASTHO 3a CeKOj NauveHT

* Komnpecujata co enactuyeH 4opan ro HamarnyBa pU3uKOT of NocTnedbuTuyeH cMHa-
pom u Tpeba nocTojaHo Aa ce Hocu a.

e HoraTa ce 6aHgaxunpa co enacTu4eH 3aBoj LUTO MOYHyBa Of CTananoTo, CO Hajro-
nem NpuTUCOK BO BriM3mMHa Ha CKOYHMOT 3rnob Koj Harope ce HamanyBsa. 3aBojoT ce
HOCUK OBe Heaenw, LEHOHOHOKHO, N Ce MeHyBa BO 2-3 AHEBHM uHTepBanu. oTtoa,
norogeH e KOMnpecuBeH Yyopan. [0 Hamanysa pU3NKOT of NocTdnebuTnyeH cuHa-
pom 3a okony 50 otcTo. Ce KOpMCTM Yopan BUCOK [0 KOMEHO, HajYeCTo CO MPUTUCOK
of 2 knaca. Yopanot ce Hocu of 6 Meceun A0 2 rogMHU, NOHEKOrall U KOHCTAHTHO
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NOBP3AHU OOKA3U

HonroTpajHata aHTMKoarynaHTHa Tepanuja no npsata env3ofa Ha BeHCKM TpoMboemb0-
nv3am ro HamanyBa pU3uKOT o peumauB 6e3 aa ja aronemu 3Ha4YMTenHo MHUMAeHLaTa
Ha xemoparuyHu cnyyku (HHA-A)

BapdapuHckaTa Tepanuja co KOHBEHUMOHANeH MHTEH3NTET e noedekTusHa of Bapda-
pvHcKaTa Tepanuja co nomMan UHTEH3UTET BO MOAONT BPEMEHCKM MHTepBan 3a NpeBeH-
uuja Ha peumanBupaykm BeHCkU Tpomboembonmu. MpoToKonoT co NoMarnky MHTEH3UBEH
BapdapuH He ro HamaryBa PU3MKOT Of KIIMHUYKM 3HayajHu KpBaBewa (HHA-B)

Hopeka ce npMMeHyBa, TPETMaHOT CO aHTaroHUCTW Ha BUTamMuH K ro HamanyBsa puankoT
of peunavBMpadkn BeHckM Tpomboembonun. BeywHOCT, anconyTHUMOT pU3nk of peum-
OvBUpatrse ce HamarnyBa 1 CO TEKOT Ha BPeMETO, AoAeKa PU3MKOT 0 MajopHU KpBaBeHa
ocTtaHyBa (HHA-A)

HuckomonekynapH1oT xenapvH € eHakBo epeKTUBEH U CUTYPEH KaKo U aHTaroHUucTuTe
Ha BUTaMuH K BO JONroTpajHNOT TpeTMaH Ha CUMMNTOMaTCKUTE BEHCKM TpoMboembonus-
MU (HO, MHOTy e nockan u 6apa cynkyTaHa agMuHucTpauuja) (HHA-B)

BpojoT Ha HecakaHu edpekTu co HuckoMonekynapeH xenapuH (LMWH) 3a Bpeme Ha 6pe-
MeHocTa e man (HHA-C)

MHumnpeHuaTa Ha KMUHWYKU OYUINEeaHNOT BEHCKU Tpomboembonnsam kaj oproneackute
nauueHTV co HeraTMBHa BeHorpadwmja npu ncnuc n 6e3 noHatamollHa apmakonoLuka
npodumnakca e noHuncka og 2% (HHA-B)

ELISA-meTogoT e noceH3uTuBeH of latex-tecToT 3a [J-aumepu BO AnjarHOCTULMPaHETO
Ha BeHckMTe TpoMboembonum (gnaboka BeHcka Tpombo3a unu 6enogpobHa embonuja)
(HHA-C)

TpetmaHoT co LMWH egHaw gHeBHO e egHakBo eekTUBEH N CUTYPEH Kako 1 TpeTma-
HOT co LMWH pgBanaTtu AHEBHO Kako MHWLUMjaneH TpeTmaH 3a BeHckute Tpomboembo-
nun (HHA-A)
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NHOEKLU NN KAJ
NMYHOKOMIMNPOMUTUPAHU
NAUMEHTU U TTAUWMEHTU CO
MAJINTHN BOJIECTH

» BonecTtu n nekoBu KoM NpeAn3BUKYBaaT UMyHoOCyfnpecuja
» MNokayeHa TemnepaTtypa kaj UMyHOCYNpUMUPaHM NaLneHTn
» MpununHu 3a MHdeKuUn Kaj NnauMeHTU co ManurHn Gonectu

» MHdekumn Kaj nauMeHTM co Manurim Gomectu 6e3  Teluka
rpaHynouuToneHumja

» MNpeBeHunja Ha 6GaKTepuckM MHbEKUMN Kaj HEyTPOMEHWYHM NauUEHTU U
nauMeHTU KoM ce peLUnUeHTU Ha CTEM-KNETOYEH TPaHCNaHTaT

» Herpes zoster

» Lutomeranosupyc (CMV)
» Tyb6epkynosa

» Pneumocystis carinii

» DyHranHu nHdekun

» Bapuuena u mop6unu

» MNoBp3aHu nokasum

» PedepeHum

BOJIECTU N NNEKOBWU KOU NMPEON3BUKYBAAT
MMYHOCYNPECWUJA

Manurim xemaTonolku 3abonyBama

XWB-nHdpekumja

BpogeHn umyHogeduumeHumn (xunoramarnobynmHemuja, owTeTeHa daroumTosa, Ha-
pyLlyBaka Ha KNeToYyHo nocpeayBaHUoT UMYHUTET)

TpaHcnnaHTaumja Ha opraHu

MpemaTypuTeT (HEQOHOCEHOCT)

LiInToToKCMYHN NnekoBwm (BKINyYyBajKu M 1 a3aTUOMNPUH U METOTPeKCaT, MPenuULIyBaHu Kaj
peBMaTouAEH apTPUTUC)

LinknocnopwvH, MukodeHonat, Takponumyc

MpenHu3onoH Bo go3a noronema og 0.3mr/kr

TNF (TyMOp HekpoTuampauku akTop), anda-uHxmoéutopu

AHTURMMdOUUTEH rMobynuH
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NMOKAYEHA TEMIMEPATYPA KAJ UMYHOCYNPUMUPAHU
NMAUUEHTH

BepHaw Tpeba goa ce ogpeau 6pojoT Ha rpaHynouuTMTE BO KpBHaTa cnvka. Ako 6pojoT
e noronem og 1,0 x 10%n 1 ako onwTaTta cocTojba Ha naumeHToT € Aobpa, Tpeba aa ce
TpeTupa kako HopMareH nauMeHT co nokaveHa Temnepatypa. Ako 6pojoT Ha rpaHyno-
untnTe e nog 1,0 x 10%/n, naumneHToT Tpeba fa buae xocnutanuanpaH 1 4a ce COMHeBa-
Me Ha cenTuyHa uHdekumja. Kaj nauneHTn co Texok umyHogeduumT Tpeba BegHal aa
Ce 3arnoyHe Co eMnuMpucKka aHTUBMOTCKa Tepanuja co LWNPOK CneKTap OTKako ke ce 3emat
[OBa Npumepoka 3a XeMokynTypa, buaejkvm Haj4ecTo e TellKo Aa ce npeaBuan TEKOT Ha
3abonyBareTo 12. AHTMOMOTCKaTa Tepanuja NoAoLHa MOXe Aa ce MPOMeHH Kora ke ce
nobuve pe3ynTaToT of XeMOKYNTypuTe n aHTMbrnorpamot

CepymckaTa koHueHTpauumja Ha CRP BoobuyaeHo e Bucoka kaj MMyHOKOMMNpOMUTUpa-
HWTe naumeHTn co BakTepucka MHdekumja, HO Moxe Aa buae HopManeH unu peuucu
HopMmareH BO caMMOT MoveTok Ha Gonecta NokayeHaTa TernecHa TemnepaTypa BO TOj
Cnyyaj e eQUHCTBEHWOT 3HakK 3a MHAEKUMja Kaj HeyTpONeHNYHUTE nauneHTn, buaejkm un
BM3yernHUTE HAaoaW ce NMPOMEHETU Kaj CUIMTHO HEYTPOMEHUYHUTE naumeHTu. AKo Temne-
paTypaTa ce Hamanu BO TEKOT Ha 12 Yaca M ce oApPXU HOPManHOTO CEPYMCKO HUBO Ha
CRP, peuncu moxeme fa ncknydMmMe nocToere Ha cepuo3sHa baktepucka UHdekumja
BpojoT Ha rpaHynouutuTe e noBaxeH of HMBOTO Ha CRP npu goHecyBawe ofnyka 3a
npvem Bo 6onHuua

NMPUYUHUN 3A UHDPEKUNJA KAJ MAUMEHTU CO MAJTUTHU
BOJNIECTH

HeyTponeHuja (No untocTatcka Tepanwja)

[pam-HeraTuBHM cTanyecTn 6akTepun (eHTepobaktepun, Pseudomonas)

* Stafiloccocus aureus

¢ Stphylococcus epidermidis (ueHTpaneH BEHCkM kaTeTep)

e [abu (Candida species)

e Acneprunyc (ocobeHo Kkaj Tellka HeyTpomneHwja NPOMOHrMpaHa Ha HEeKOorKy
Hegenwu)

HapyLwyBara Ha XyMoOpanH1oT UMyHUTET (MynTUNEH MUENOM, XPOHUYHa NUMdoLUTHA

neykemuja)

¢ VHkancynupaHu 6aktepun (MTHEBMOKOKMN, MEHWHIOKOKW, XeModunyc)

CnneHeKTOMMPaHU NaumeHTm

¢ VHkancynupaHu 6aktepun (MTHEBMOKOKU, MEHWHIOKOKW, XeModunyc)

HapywyBata Ha kneTtoyHo nocpedyBaHUOT UMyHUTET (XUB-uHdbekuuja, numdomu,

TpaHcnnaHTaumja Ha opraHun)

¢ Mukobaktepun

¢ Jluctepua

* CanmoHena

* Xepnec

¢ Lintomeranosupyc

* Tokconnasma

¢ Pneumocystis carinii

¢ KpunTokokyc

e Kangupa rabuykm

e Acneprunyc myBnu
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MHPEKLUUU KAJ NALUEHTU CO MAJIUTHU BOJIECTU BE3
TELLUKA TPAHYITIOLUTOMNEHUJA

* bBpojoT Ha rpaHynouutuTe e Hag 1.0 x 10%n

e VHdeKumMnTe YecTo ce 3apyXKeHU CO ONCTPyKUMja, OLITETYBake Ha NPUPoaHUTE Gapue-
pv CO TYMOPp, MHBa3WBHU Npoueasypy U TYyMopcka Hekpo3a

e BooGunyaeHu NpUYNHUTENN Ce BUPYNEHTHU BakTepum

* [onroTpajHarta xocnuTanusaumja ru eKCnoHupa naumMeHTUTe Ha KoloHMU3auuja co UHTec-
TVHaNMHN 6akTePUK 1 CO Toa I'M eKCNoHUpa NauNEeHTUTE Ha TeLLKU UHAEKLMM

e WHdbekumute Tpeba aa GuaaT TpeTMpaHu Kako MHEKLUN Kaj UMYHOCYNPUMUPaHU XOC-
nuTanManpaHy NnaunueHTun

* JlokanHaTa paguoTepanuja MOXe Aa ro 3ronemMu pusmnkoT of MHGEKLMja Co OLITETYBaHe
Ha Myko3HaTa Gapuepa no JomkMHaTa Ha raCTPOUHTECTUHANHMOT TPakKT

NMPEBEHUWUJA HA BAKTEPUCKU UHPEKLIUN KAJ
HEYTPONEHWYHU NAUUEHTU UK NAUMEHTU TPETUPAHU CO
TPAHCINNAHTAUUJA HA MATUYHU KNETKWU

* [naBeH kny4 BO NpeBeHLMWjaTa Ha MHPEKLMN CTEKHATN BO BOMHWUYKM YCIOBU € 3a405KN1-
TENHOTO PyHKLMOHMpaKe Ha BornHnykaTa xurveHa koja ja npeBeHupa TpaHcMmucujaTta
Ha MHdeKuuMTe nNpeky paueTe. YIITe NOBaXHO € Aa Ce CKpaTh BpemeTpaeHeTo Ha He-
yTponeHujaTta (neykoumMTHU hakTopu Ha pacT)

*  Mako npodunakTUYKMOT aHTUMUKPODEH TpeTMaH BO HEKOM CTyAMM Ce nokaxano geka
ro pegyumpa rnojaByBaHeTO Ha BakTepucku MHeKLMM, NOBEKETO Of ekcnepTuTe npeno-
paJvyBaaT feka pyTuHckata ynotpeba Ha npodunakTuykv TpeTMaH Moxe Aa Hanpasu
noseke LUTeTa OTKONKY Kopuct 3,6 1

XEPTEC 30CTEP

* TpeTmMaHOT CO auMKIoBUP € MHAMLMPAH Kaj NaumMeHT co Manuriu 3abonysata, co 1c-
KMy4yoK Ha cnyyauTe Kage LWTO NoOMUHane noseke of TpW AeHa oA nojaBata Ha nNpeuTe
BE3UKYNW UK HEKOMKY AeHa of nojaBaTa Ha HOBU KOXHU ne3un

» Xepnec 3ocTep Moxe Aa 6uae MHOry noarpecuBeH 1 reHepannanpaH Kaj naumeHTuTe co
TEXOK UMyHoAedMUUT (0COBGEHO BO TEK Ha TeLLKa HeYyTponeHuja), nopaau LTo € BaXHO
[a ce 3anoyHe aHTMBUpYCHaTa Tepanuja (auMKroBMp UNu BanauuknoBup) BegHall no
rojaBaTa Ha NpBUTE BE3WKYNU

LUTOMEIAITOBUPYC (CMV)

e  CMV e 3Ha4aeH NpuYmMHMTEN Ha MHPEKLMM Kaj MauMeHTUTE LUTO Ce PEeLMNUEHTHN Ha CTeM-
KrneTo4yHa TpaHCcnnaHTaumja unm TpaHcnnaHTauuja Ha opraH. Bupycot moxe aa ce peak-
TMBMpa BO TEKOT Ha AOMroTpajHaTa MMOHOCYMPECUBHa Tepanuja Kaj nauneHTuTe Kom ce
no3anTneHu Ha CMV-aHTutena u Tve kou wto ce CMV-HeratvBHU, HO NpuMaar TpaHcnnaHx-
TaT og AoHop co no3utuBHn CMV-aHtuTena. Kaj oBue nauueHTtn Tpeba ga ce gage npo-
dunakTnyHa Tepanuvja Co raHUMKNoBMp nnn gockapHeT. MHuupaweTo Ha npeTxogHaTta
Tepanuja e 6asupaHa Ha cnegewe Ha CMV-pp65 - aHTured unu CMV-DNA-PCR

¢ CMV-uHdekuumjata Tpeba aa ce tpetupa co ganciklovir, foskarnet nnm uidofovir

e Crankata Ha mopTtanuteT og CMV-nHeBMOHMja € ocobeHo Bucoka. Taa ce TpeTupa co
aHTMBMPYCHM NEKOBN BO KOMBMHaLMja CO MHTPaBEHCKN MMYHOTTOGYNMHN
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TYBEPKYIO3A

[a ce 3anameTn MOXHOCTa 3a peakTuBauuja Ha TybGepkynosa kaj UMyHOCYnpuMmnpaHm

nauueHTn

MpodunakTnyeH TpeTmaH ce cnpoBeayBa ako:

* [peTtxogHa TyGepKyno3a He e TpeTupaHa cCo xeMmoTepanuja

* Tybepkynosata e TpeTupaHa npeg 1970 roguHa (Npes BpeMeTo Ha edpekTUBHA Xe-
MoTepanucka KoMbuHaumja)

* MauwmeToT Kako AeTe BN eKCNoHWpaH Ha cry4aj co nynMoHanHa Tybepkynosa Bo
damunujata

PNEUMOCYSTIS CARINII

CekyHAapHa unv npuMapHa npeseHuMja € MHAMLMPaHa BO COMMacHOCT CO NpuynHaTa
3a nmyHocynpecuja. MNpodunakTnyHn Nekosn ce AaBaaT Kaj cuTe naumeHTU Kaj kou ce
BPLUX anoreHa cTem-kneTo4Ha TpaHcnnaHTauuja u kaj nauneHTute co XMB kou nmaar
HuBo Ha CD 4 nopa 0.2 x 10911

lMpodumnakTnyHata Tepanuja ce cocTou of cyndaTtpumeTonpum, Koj ce Aasa Tpu-
natn HefdernHo, UNW Of WHXanauuja Ha NeHTaMWAWH, KOj Ce AaBa efHall MeCe4HO.
MpodunakTuyHata Tepanuja NPoAOIKyBa LUECT Meceuu Mo anoreHa CTeM-KneToyHa
TpaHcnnaHTaumja, Aypy U NOJOMAr0 ako MauuMeHToT NpUMa WM ApYrn NOTEHTHO MMYHO-
CYNpecvBHN NEKOBU, Ha NPUMep, KOPTUKOCTEPOUAN UNu LmknocnopuH. Kaj naumeHTtuTe
co XVB npocunakcata npogosrkysa ce gogeka HuBoto Ha CD 4 nepmaHeHTHO He ce
nokauu Hag 0.2 x 10°%/n

Jlek Ha n36op 3a TpeTMaH Ha UHdekumjata Pneumocystis carinii e nHTpaBeHcku cyndat-
pvMeTonpuM BO ronemu Ao3uv. 3a aneprinyHu naumeHTn antTepHaTMBEH Nek e MHTPaBeHc-
Kn neHTammnaunH. Kaj Telukm nHdekummn, Ha NpoTOKONOT ce AoAaBaat kopTukocTeponamn'

®YHIAINTHA UHOEKLUA

Bo Tek Ha nponoHrMpaHa u Tellka HeyTponeHuja nauveHTMTe BoobuyaeHo gobusaar
emnupucka aHTugyHranHa Tepanuja, ocobeHo ako cé ywte ce hebpunHu no Tpu-ne-
TOHEBHa Tepanuja co LUMPOKO CrNeKTpanHu aHTnbakTepucku nekosu. Jlek Ha nps n3bop
e amdotepuumnH b. [leHec MmMame NOHOBWM NEKOBU LITO ce TonepupaaT nopobpo, Ha
npumep, nunosomaneH amgoTtepuunH b2, kacnodyHrMH® n BopukoHason.* OBune HoOBU
NeKoBW MokaxKyBaaT ehUKaCHOCT HajMarnky egHaksa co TpaguuMOHaNHWOT amdoTepu-
LMH Kako eMnupucka aHTudpyHranHa tepanuja, HO HMBHATa BUCOKA LieHa ja nuMutupa
nowmpokata ynotpeba. ®rnykoHa3onoT Bo HeKou cnyyaum Moxe Aa buae cooaBeTeH 3a
eMnupucka aHTudyHranHa Tepanuja, HO NOWNOT edPeKT Kaj PyHranHu nHdekunmn npe-
OV3BUKaHW Of MYBMUW U 3rofiemeHaTa pesuncTeHumja kaj rabnykute geHec npetcraByBaaT
npo6nem

[MokaxkaHo e geka aHTUYyHranHaTta npodunakca rm pegyuupa uHdekummTe Ha cynep-
uumjanHMoT opodapuHKC Npeaunssukanu oa rabu (HHA-A). MNMpeeeHuujaTa Ha Anaboku
yHranHu MHgekuun e HajedeKkTMBHA Kaj NnaumeHTUTe TpeTupaHu COo anoreHa crem-
KneToyHa TpaHcnnaHTaumja. Bo cormacHoCT co AeHelHuTe npenopaku, pyTUHCKa aH-
TUdyHranHa npodgunakca e uHgnumMpaHa eaMHCTBEHO 3a OBWe nauueHTu. [losata Ha

1 HepgocTtanHo Bo P. MakegoHuja
2 HepoctanHo Bo P. MakepgoHuja
3 HepoctanHo Bo P. MakepoHuja
4 HepocTtanHo Bo P. MakegoHuja
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dnykoHason e 400 mr gHeBHO. EKCTEeH3MBHa npodunakca co grykoHason Kaj apyrute
UMyHoaedUUMTHM NauueHTn MoXe Aa AoBede A0 NokayeHa pesucteHumja kaj rabuyHm-
Te CoeBu

BAPUYENA U MOPBUIIN

» Bapuyenata Moxe fa 6uae npeBeHMpaHa co aAMUHUCTpaLyMja Ha Bapuyena-3ocTep Xu-
nepyvMyHornobynuH Bo Tek Ha TpW AieHa of eKkcrnoavumjaTa

* Mop6unute moxaT fa 6uaaT NpeBeHMpaHu co agMUHUCTpaLUuja Ha 06UYeH UMyHOrmMo-
GYNVH MHTPaMYCKYITHO KOJIKY LUTO € MOXHO No6p30 no ekcnoauuujata

NMOBP3AHU AOKA3U

e [lpodhmnakTuyHa Tepanuja co UHTpPaBeHCKM amdoTepuumnH B Moxe aa ja nogo6pu npo-
rHo3aTa kaj naumeHTMTe Co ManurHa 6onecT n HeyTponeHuja (HHA-C)

* AHTMYHranHata npodunakca e HajedekTuBHa 3a npeBeHUMja Ha opodapuHreanHa
KaHouawjasa kaj nauueHTy co manurHa 6onect (HHA-A)

* T[locTojat cnabu gokasn Aeka ancopnTUBHUTE NIEKOBM, Kako LUTO € KeTOKOHa30s1, MoXe
[a ja epaguumpaaT opanHaTa kaHauauvjasa u Toa Bucoku aosu (50 mr) Ha napuujanHo
ancopbupaHnoT fek KnoTpMmason mMoxe Aa buaaT noedukacHu of HuckuTe Aosum (10
Mmr) (HHA-C)

* VMuneHem-umnacTtaTvH e noedekTMBeH of GeTa-nakTamckutTe aHTUGMOTMLM 3a emnu-
puUCku TpeTMaH Ha (hebpUNHN HeyTPONeHNYHU nauneHT (HHA-C)

* [lpodhmnakcaTa co ryopokMHONOHM e eddeKTUBHA 3a peayLmparbe Ha MHUMaeHuaTa Ha
rpam-HeraTmBHaTa BakTepuemuja Kaj rpaHynouuToneHnyHuTe naumeHTn. [logasaweTo
rpam-no3nTMBHa Npodunakca ja peayumpa HUMAEHUaTa Ha rpam-no3uTuBHaTa b6akre-
puemuja (HHA-A)

* OpanHute aHTUBMOTMLM Ce NpudaTnvBa anTepHaTMBa 3a UHTPaABEHCKUTE aHTUONOTULM
BO TPeTMaH Ha debpunHaTa HeyTponeHuja kaj nauneHTn co Manurin 6onecTn co H3oK
pU3UK 3a KOMMnuKauum (HHA-A)
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NMPEBEHUWNJA N TIEKYBAHE HA
NHOEKUNW KAJ CTITIEHEKTOMWPAHN
BOJIHU

» OnwTo

» BakumHauum

» Mpenopaku 3a cycnekTHU UHdeKunmn
» PedbepeHumn

onuTo

CnneHekToMMjaTa ro 3ronemyBa pU3MKOT Of MH(PEKTUBHU KOMMNMMKALMM BO TEKOT Ha
uenuoT xuBoT. HdekuunTe ce acoumpaHm co BUCOK MopTanuTeT (4o 60% npu nHeBMO-
KOKHa cenTtukemuja)

Hajyectn npeavsBukyBadM Ha CEPUO3HU MHAEKUMU ce WHKancynupaHute Baktepuu,
nHeBmokokute, Haemophilus influenzae B 1 MeHUHrokokute

Pu3nkoT 3a nHdekuuja e 3ronemMeH Kaj naumMeHTu co cnieHuyHa nHcyduumeHumja, Bk-
ny4vyBajku M 1 nauueHTuTe CO CPNecTo KNeTovyHa aHemuja, Tanacemuja, eceHumjanHa
TpombouuToneHuja, TpaHcNnaHTaumja Ha XeMaToNnoEeTCKMN CTEM-KNETKM U NuMdonponu-
epaTuBHU 3abonyBara

BAKLUMHALIUN

OTCyCTBOTO Ha Crne3nHa He e KOHTpauHAuKaumja 3a BakuMHupame

NMHeBMOKOKHa BakLuHa

* Ce npenopavyBa 3a cuTe crnneHekTommpaHu 6onHu

* BakumHauujaTa ce cnpoBefyBa 2 Hefenu npeg cnneHekTomujata

* bycTtep gosa ce gaBa Ha cekou 5 roguHu

BakuuHa 3a Hemophilus influenzae B

* Ce npenopayyBa 3a NauneHTV Kou He Bune BakUMHMPaHW BO AeTcka BO3pacT

* BakuuHaTa ce gaBa camo BO efleH HaBpar

MEeHWHroKoKkHa BakLuWHa

* BakuuHaTa He gaBa 3awTuTa 3a MHEKUUW Npean3BuKaHn of MEeHWHrokok tun b.
3awTunTata 3a MeHnHrokok A u L e kpatkoTpajHa. Cnopeg BputaHckute npenopa-
KW, MEHVMHIOKOKHaTa BakuMHa MM ce AaBa Ha CuTe nauMeHTW No ChnieHekToMuja u
npea natyBake BO eHAeMCK/ nogpavja

BakumHa npotuB rpun

« Ce cnpoBeayBa cekoja roguHa, buaejkv ro Hamanysa pU3nMKoOT of CEKyHAapHU Gak-
TEepUCKN UHeKL N

NPEMOPAKWU NPU MNOJABA HA CYCNEKTHU MH®EKLIUN

MNauueHTUTE WTO Ce cnneHekToMUpaHu Tpeba Oa ro uMaaTt HOTMPaHO TOj NOAATOK Kaj
MaTU4YHUOT NieKkap
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Mpu nojaBa Ha Tpecka, Temnepatypa unu ragetse 60nHMOT Tpeba BegHalw Aa nobapa
MeZMUMHCKa NOMOLL

Ce npenopayyBa TpeTMaH CO aMOKCULMIUH BO Tpaekwe of 5 aeHa

Mpyn cepuosHN MHGEKUMM Kaj CIEHEKTOMUPaHK MauueHTH ce npenopadyysa napeHTe-
paneH NeEHULMIVH CO MPETXOAHO 3eMake NPUMEPOK Of, BEHCKa KPB 3a MUKPOGUONoLLKa
noTBpAa Ha NpeansBrUKyBadoT

JlyfeTo WTO NaTyBaaT BO eHAeMCKM nogpadja 3a manapuja Tpeba fa 6uaat uHdopmm-
paHu 3a 3rofieMeHnoT pU3KK o AobrBakbe TEXOK 06GNUK Ha Manapwja 1 Tpeba fa 6uge
cnpoBeaeHa cooaseTHa nNpodunakca

PE®EPEHLUM
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N
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TASk Force. Guidelines for the prevention and treatment of infection in patients with an
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AKYTHU JIEYKEMNWN KAJ BO3PACHW

» OcHOBHM npaBuna

» OedwmHuumja

» Ennpgemunonorunja

» ETnonorunja

» [AMjarHOCTUYKN KPUTEPUYMU

» OudbepeHumjanHa gujarHosa

» KnuHuuka cnuka n nabopatopucku Haoau

» MpumapHu ncnepyBamwa

» Tek Ha bonecTa M NporHosa

» Komnnukauum

» TpeTmaH n cnepemwe

» TpeTMaH Ha aKyTHa MMenoupHa neykemmja

» TpeTMaH Ha akyTHa nuMmcobnacTHa neykemuja
» Kateropum Ha nekoBu Kou ce KOpuCTaT Kaj aKyTHUTE fieyKeMuu
» PedepeHum

OCHOBHUW NPABUIA

[MocomHeBaj ce Ha akyTHa neykemuja Kaj NnaumeHTU CcOo aHemwuja, rpaHynouuToneHuja,
TpomGouUTONeHnja acoumpaHa Co CUCTEMCKM CUMMTOMM, KaKo LUTO Ce MHGeKuuja u
KpBaBeHe, 0c06eHO MYKO3HW KpBaBek:a

3anomMHu aeka He ce cpekaBaaT brnactu BO nepudepHaTa kpB kaj okony 10 oTcTo of
nauuMeHTUTE co neykemwuja. [lujarHosaTta 3a neykemuja UCKIy4MBO Ce MocTaByBa Bp3
OCHOBA Ha UcrefyBake Ha KockeHaTa cpLeBMHa

OEGUHULIMIA

AkyTHaTa neykeMuja e xemaToroLika 6onecT WTo ce KapaKkTepuanpa co akymynauuja Ha
BnacTHM KNeTkn BO KOCKeHaTa cpLieBMHa, a BO NOBEKETO Cry4an 1 Bo nepudepHaTa KpB.
Kaj Hekon nauueHTy nponopuwmjata Ha MaTypHU (HO NaTOMNOLLKMW) KNETKM e 3Ha4ajHa
JleykeMu4HUTE KNETKN M MHUATpUpaaT u Apyrute opraHu

ENMWOEMUONOINJA

logvwHaTa nHumaeHua e okony 3-4/100.000

MHumpeHuaTa e okony 2/100.000 Ha BospacT of 40 go 50 roguHu. MNoTtoa uHumaeHuara
pacTe go 15-20/100.000 go 75-roguiiHa Bo3pacT

Maxute noyecto 3abonyBaaT of XeHuTe (MHUMAEeHUATa € MOBMCOKA Kaj Mnagu Maxwu
OTKOJIKY Kaj mocTtapu Maxwu)

Okony 80 oTCTO Of NauMeHTUTE MMaaT akyTHa muenoungHa neykemuja (AMJ1), a 20 otcto
umaart akyTHa numdobnacTtHa neykemuja (A1)
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ETUONOINJA

* ETuonorvjata octaHyBa HejacHa kaj Hajronem 6poj cnyyau

e [o6po nosHaTu pusmk-hakTopu ce jOHU3NPaYKOTO 3payere, OpPraHCKUTe pacTBOpyBayn
(ocobeHo BeH3eH) U HEKOU LIMTOTOKCUYHM MeaKaMeHTH

e CekyHOapHWUTE neykemun Kou ce jaByBaaTt Mo TPETMaH Ha Apyru ManurHomum ce ce no-
YecTu 1 codmHyBaart okony 10 NpoueHTu of cute neykemmm

* [opecnomMeHaTuTe dakTopu ro aronemysaat puamkoT 3a AMJT noseke Bo ogHoc Ha AJlJl

,U,I/IJAFHOCTI/ILIKI/I KPUTEPUYMU

[MaBeH KpuTEpUyM 3a akyTHa neykemuja: 6nactm > 20% Bo kockeHaTa cpueBuHa (npe-
nopaka Ha Hoeata WHO-knacudwmkaumja) unu > 30% (ctapa PAB-knacudukauuja)

¢ Cnopen HoBata WHO-knacudukauumja, AMJT (BknydyBajku rv u cyntMnoBuTe) cé ywTe
ce cmeTa kako nocebHa rpyna 6onectu. AN/l e rpynupaHa 3aegHo co NUMAOMUTE Kako
,Heonnasma Ha b u T-knetouHuTe npekyp3opu”. AJlJl ce pasrnegysa osae, a NUMAOMU-
Te nocebHO BO AenoT 3a HYB

¢ [lpeuusHaTa gujarHo3a BO MOMEHTOB ce 6a3vpa Ha TpaguumoHanHaTa mopdosnoruja
(kpBHa cnvka, acnupauuja u buoncuja Ha KockeHa cpueBuHa 1 Gruoncuja kaj numdomm)
W Ha uMTOoXemujata, MMyHodeHoTUNN3aLmjata, XxpOMO3OMCKUTE UCNNTYBaHa U MOSIEKyY-
napHo-bronoLwkuTe cTyammn

¢ [lpenuMuHapHu ucnutyBaka (MICNMTYBake Ha KOCKeHaTa cpuesuHa, Guoncuja) moxat
[a ce u3BpLUyBaaT BO NpuMmapHaTa 3gpaBCTBEHA 3aliTUTa, HO 3a Aa Ce KOOpAWMHMpa
AvjarHosata, Tpeba Aa ce KOHCynTupa XemaTtornor U Toa BO CaMMOT MOYeToK 3a Aa ce
“cnnaHvpa noHaTamoLUHOTO AnjarHocTULMpame 1 nekysame®

¢ AMIJl-nottnnosn (WHO-knacudukaumja)
¢ AMIl co cTaHgapgHU XpOMO30OMCKM NPOMeEHHN (4 noTTuna)
* AMIJl co mnenogucnnasmnja Ha HeKonKy fMHUK (2 noTTUNa)
¢ [lpeTxogHu TUNOBK, HO acouuMpaHu co Tepanuja (3 noTTnna)
¢ AMI1 HeknacuduumpaHa (12 notTuna, cnopei AOMUHAHTHUTE KNETOYHU TUMNOBU U

CTENeHOT Ha 3penocT)

e AJlN-notTunosu
¢ B-kneToyHu 3abonysara
e T-knetouyHu 3abonyBara

ANOEPEHUUJANHA OUJATHO3A

¢ AMIJI: MmnenogncnnacTMyeH CMHOPOM
e ANN: numobnacteH numdom (kaj NMMEPOOMOT LOMUHAHTHUOT TYMOP € HaABOp Of KOC-
KeHaTa cpueBuHa)

KIMWHUYKA CITUKA U NABOPATOPUCKWU HAOOM

e PacTteykaTa neykeMuyHa KreTo4YHa nonynawuuja ja HapyLlyBa HopMarnHaTa xemaronoesa

* AHemwja, HeyTponeHuja, TpoMGoLMTONEHUja N acoLMpaHn CUCTEMCKA CUMMTOMM, KaKo
LUTO Ce MHJEeKUMja 1 KpBaBere, 0COBEHO MYKO3HU KpBaBeHa

e ABHOpManHu kneTkn BO nepudepHata kpB (bnactu) ce HajyecTuoT nabopartopucku

5 Cuctemort Ha 34paBCcTBEHA 3aluTUTa BO P. MaKe,quMja Hanara cute FlVIjarHOCTVNKVI npouenypu ga ru n3segyea cne-
Ll,VIjaJ'IVICT-XEMaTOJ'IOI'



XEMATOJIOMNJA - COOPXUHA

Haog. [MoBekeTo of nauneHTUTE umaat neykoumutosa. Okony 10 oTCTO oA NauueHTUTe
HeMaart 6rnacTu Bo AudpepeHuunjanHaTa KpBHa crivka. [injarHosa Ha neykemuvja Moxe aa
ce nocTaBW UCKIy4YMBO BP3 OCHOBA Ha uUcrnefdyBake Ha KOCKeHaTa cpLeBuHa

[Opyrute nabopaTopuckn TeCToBM faBaaT HecneunuduyHn pesyntaTtu

NMPUMAPHU UCNEOYBAA

KomnneTHa KpBHa cnvka, audepeHumjanHa KpBHa cnvka U ucrefyBame Ha KOCKeHa
cpueBuHa

MpumapHuTe ucnegyBana (BKkydyBajkv acnupaumja Ha KOckeHa cpLeBUHa) Mopa Aa ce
HanpaBaT 3a HEKOJKY ieHa Kaj NauMeHTN Co cycrnekTHa akyTHa neykemuja. [injarHosara
M TPETMAHOT ce NnocTaByBaaT COOABETHO Ha koopAauHauujaTa Mery cneumjanucroTt u
npumapHara 3awTuTa’d

Ce npaBar vcnegyBatba U 3a ogpegyBakbe Ha cTaaMyMoT Ha Bonecrta: ynTpacoHorpa-
uja Ha cTomMakoT U peHareHorpaduja Ha 6enute gpo6osu

NMPUPOOEH TEK HA BOJIECTA U NMPOIrHO3A

[lokonky He ce nekyBa, bonecrta e ynNMMHaHTHa 1 pesynTupa co cMpT BO TEK Ha HeKon-
Ky Hedenu kaj Hajronem 6poj cnyyau

Kaj Hekon naumeHTV Gonecta nporpeanpa 6aBHO M 04eKyBaHO NpexuByBake 6e3 TpeT-
MaH e okony 1-2 roguHu

AKyTHa muenoumaHa neykemuja

Pemucuja ce nocturnyea kaj 50-80 otcto of naumeHtuTe. [NporHo3aTa ce Browysa co
BO3pacTa: peMucuja ce nocTurHysa kaj 55-80 otcto o naumeHTute nog 60 roguHu, HO
camo kaj 33-76 otcTo oA naumeHTuTe Hag 60 roguHn. CpegHOTO Tpaekwe Ha pemucujata
€ OKony efdHa rognHa u CpefgHo OveKyBaHO MpexuvByBamwe Ha nauueHTute co AMI e
oKony 2 roguHn

Okony 20-40 npoueHTn og naumeHTute co AMJ1 ce nanekyBaat co xemmoTtepanuja

AxyTHa numdobnacTtHa neykemuja

CpepnHaTta Bo3pacT Ha naumMeHTuTe e nomana Bo ogHoc Ha AMJ1

Pemucuja ce nocturHyea Bo 70-90 OTCTO OA MauueHTUTE U CPELHOTO Tpaewe Ha pe-
MucujaTta e 18-24 meceuun. [lonrotpajHu pemucumn ce nocturHyeaat kaj 20-40 oTcTo of
nauueHTuTe

MporHo3aTa e curHucukaHTHO nogobpa Kaj nauMeHTV TPeTUpaHu Co aroreHa TpaHc-
nnaHTauuja

KOMMIMUKALINU

WHpekummn

KpBaBene

Hesponeykemuja

Komnnukaumun oa xemuotepanuja

6 HepoctanHo Bo P. MakepoHuja, ocBeH Ha HUBO Ha TepuujapHa 3ApaBCTBeHa 3alTuTa (cyncneuunjanuct-
xemaronor)
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TPETMAH U CINNEOEHE

MoBekeTo nauveHTU ce TpeTupaaT CO MHTEH3MBHa KOMOWHWpaHa XxemuoTepanuja.

Tepanujata ce nnaHMpa UHANBMAYANHO, COOABETHO HA PUSUKOT Of MOPTanuTeT 3a ce-

KOj noeguHeYeH crnyyaj

Llenn Ha TepanujaTa ce:

* bBps3o BocnocTaByBake Ha HOpManHaTa xematonoesa (MHAYKUWOHa Tepanwuja)

* [lpeBeuuja on hopMupare pesancTeHTHa NeyKeMuyHa knetouHa nonynauwuja (vMH-
AYKUMOHa Tepanuja)

e [Jla ce enuMuHMpaaT XapulwTa WTO He Ce AOCTUrHaTU Ha xemuoTepanujata (Ha
npumep, paguotepanuja Ha LeHTPanHWoT HEPBEH CUCTEM)

* [lpeBeHuMja of co3aaBake MynTUMHA pe3ncTeHUMja KOH NekoBmn (KoHconuaaunoHa
Tepanuja Koja crnegysa no pemucujata)

LleHTpanHu nekoBu Bo TpeTmaH Ha AMJ1 ce cytarabine u antracyclines. Kaj AllJ1 kombu-

HauujaTa cekorall Bkny4yBa vinca alkaloid u predniso(lo)ne (HHA-A)

AroreHa cTeM-KrneTo4YHa TpaHcnnaHTauuja ce npasn Kaj nauneHtn nog 40-50 roguHwm,

ocobeHO [OKOSKY MporHo3ata Ha TUMoT Ha bonecTa e nowa (HHA-A). ABTONOrHa cTem-

KneToyHa TpaHcnnaHTauuja, UCTO Taka, ce KOPUCTM Kako fodateH TpeTmaH (HHA-L),

nako OBOj BMA TPETMaH Ce yLUTe He e LienocHo eTabnupax

Mpodunakcarta Ha LeHTpanHMOT HEPBEH cUCTeM e eTabnupaH TpeTmaH kaj AlJl

TpeTMaHOT ce u3BeadyBa BO cneuujanuanpanmn UeHTpu. MNomanky MHTEH3VBHWU TpeTMaHu

MoXe Aa buaaTt MHAMLMPaHW Kaj MHOTY CTapu NauueHTn 1 Kaj NauneHTn Kom ce Hecooa-

BETHW 3a VHTEH3VBHa XemuoTepanuja

CynopTuBeH TpeTMaH Ha akyTHWUTE feykeMun e 3aformknuTeneH. HajBaxkHn KOMMNOHEHTH

Ce KPBHUW NPOAYKTW N TPeTMaH Ha MHdeKLn

[ManujaTuBeH TpeTMaH Kaj NauMeHTU Co akyTHa feykemmnja Moxe fa ce cnposeaysa Kaj

MaTu4eH nekap BO KoopAnHauuja co xematonor. Yecto e notpebeH xocnuTaneH kpeseT

Aypw 1 3a nanujatueHa Hera

TPETMAH HA AKYTHA MUENOBIACTHA NNEYKEMUJA

Mpernen Ha TepannUcKun onuuu

YcnewHnoT TpeTMaH Ha akyTHa muenobnacTtHa neykemuja (AMJ1) 6apa koHTporna Ha
KOCKeHaTa cpueBMHa MU Ha cucTemckata bonect, Kako u cneunduyeH TpeTMaH Ha 3a-
ceraweTo Ha LeHTpanHunoT HepseH cuctem (LIHC), gokonky e npucyTtHo. Temen Ha oBaa
cTpaTernja npeTcTaByBa cucTemMckaTa agMmuHUCTpauuja Ha KOMOWHUpaHa xemoTtepa-
nuja. buaejkm camo 5 otcto oa nauueHtute co AMJ1 pasBuBaar 3adpakamwe Ha LIHC,
NpodUNaKkTUYKN TPeTMaH He e NHAMLMpaH

TpeTmaHOT e nogeneH Bo 2 dasu:

*  WHaykuwnja (3a nocTurHysamwe pemucuja) n

¢ [ocTpemucuoHa Tepanuja (3a oapxyBawe Ha pemucujarta)

Tepanwvjata Ha ogpxyBawe 3a AMJ1 nopaHo 6una agMUHUCTPUpaHa BO TEK Ha noseke
rognHW, HO MoBeke He ce BKIy4yBa BO MOBEKETO COBPEMEHMW TEPANUCKWN KITMHUYKKN CTY-
oun Bo CA[] (Bnam ro nornaejeTo 3a agyntHa AMJ1 Bo pemucuja)

Hpyrn cTyaumn kopucTene NoMHTEH3MBHA KOHCONUAaLMoOHa Tepanuvja agMUHUCTpUpaHa
BO MOKPAaTOK BPEMEHCKW NEPUOA, NO LUTO TpeTMaHoT 6un npekmHaT

KoHconnpaauvoHata Tepanuvja ce YnHu Aeka e epekTUBHa Kora ce AaBa Uiy BefHall no
NOCTUrHyBak€ peMUCHja Unu Kora ce gaBa oanoXeHo no 9 meceum



XEMATOJIOMNJA - COOPXUHA 873

* Mwuenocynpecwujata e o4yekyBaHa nocrneguua u og rieykemujata u of xemoTtepanujaTta,
nopagu WTo nauMeHTUTe Mopa Aa bugat BHUMATENHO MOHUTOPUPAHU BO TEKOT Ha Te-
panujaTa

* HeonxopHo e fa buae oBo3MoXeHa CynopTyBHa XeMaTosoLwKa Tepanwuja, BO cMucna Ha
noBeKkekpaTHW TpaHcdy3nn Ha KpB M KPBHU AepuBaTty, BKIYy4YyBajku u TpaHcysum Ha
TpombounuTHa Maca, Kako U TpeTMaH Ha MHAPEKTUBHWUTE KOMMNUKaLum

e PaHgomusupaHu cTyouu nokaxarne CrnvyHU pe3ynTaTh Kaj nauueHTVW Kou npumane
npocdunakTMykm TpaHccy3mm Ha TpoMGoLMTHA Maca Npu HMBO Ha TPOMOBOLMTK oA
10.000/MM3 OTKOMNKYy npu HUBO Ha Tpombouutn og 20.000/mMm3. MHumnaeHuaTa Ha arno-
MMYyHM3aumMja co TpoMBoumMT Buna cnuyHa Kaj rpynute nauveHTu paHAoMU3npaHn aa
npumar:

*  TPOMOOLMTHM KOHUEHTPaTW Of CryyajHn AapuTenu;

* unNTpMpaHu TPOMOOLUTHM KOHLEHTPATK Of CNy4ajHu faputenu;

*  TPOMOOLMTHM KOHLUEHTPaTV Of CryyajHn AapuTenu o3payeHu co b yntpaBnonetHo
CBETNO Unn

e cuntpupaHu TpombouuTn JobueHn co adpepesa o4 eAUHUYHY CryYajHu JapuTenu

* [lpoy4dyBaHu ce hakTopuTe Ha pacT, Ha NpUMep, rpaHyroLnTeH CTUMYNMpPaYku dakTop
Ha pacT (G-CSF) u rpaHynouutHo-MakpodareH ctumynupadku daktop (GM-CSF), co
Len aa ce ckpaTu NepuogoT Ha rpaHynoumToneHunja acounpaH co Tepanujata
* Ao ce ynotpebart, 0B1e areHcu ce agMUHUCTpMpaaT no KomnrneTnpare Ha UHAYK-

LMoHaTa Tepanuja
* [lpegomeT Ha aKTUBHOTO KINMHUYKO UCTpaxyBake e agMmuHucTpaumjata Ha GM-CSF nnun
ApyrM muenovaHu akTopu Ha pacT npej WHAyKUMoHaTa Tepanvja unu 3a Bpeme Ha
Hea, CO Uen Aa ce 3acunu edeKkToT Ha LUMTOTOKCUMYHAaTa Tepanuvja npeky Bpakamwe Ha
neykemMnyHuTe 6rnacTu Bo KNETOYHUOT LMKNyC
* EpHa paHpomusupaHna ctyamja 3a GM-CSF 3a Bpeme Ha KOHBEHLUMOHaNHa UHAyK-
LIMOHa 1 KoHcoNuaauMoHa Tepanuja He Nokaxana pasnunka Bo MCXo4oT nomery na-
umeHTn kom npumune GM-CSF v oHue wTo He npumune dakTop Ha pacT (HHA-B)

* Bo cnpoTuBHO, egHa cnvyHa paHgommusvpaHa nnauebo-koHTponupaHa cTyaunja co
GM-CSF priming kaj naumeHtn co AMJ1 Ha Bo3spacT of 55 go 75 rogmHun nokaxa-
na nopobpo npexwuByBake 6e3 npucycTBo Ha HGonect BO rpynarta kKoja npumana
GM-CSF (cpepnHoTo npexuByBake 6e3 NpucycTBo Ha GonecT Kaj naumeHTuTe Kou
nocTurHane KoMnreTHa pemucuja usHecysano 23 meceuun Hacnpotu 11 meceum;
2-rogMWHOTO NpexuByBake 6e3 npucycTBo Ha 6onecTt n3Hecysano 48% HacnpoTu
21%), co TpeHa KoH nofobpyBake Ha BKYNMHOTO MpexuByBake (2-roguLIHoTOo npe-
XuByBawe nsHecysano 39% Hacnpotu 27%, p = 0.082) 3a nauneHTV Ha Bo3pacT
oa 55 po 64 roguHu (HHA-B)

HenekyBaHa aayntHa akyTHa muenobnactHa neykemuja

* HenekyBaHaTta akyTHa MuenobnacTtHa neykemuja kaj Bo3pacHu (agyntHa AMI1) e necou-
HVMpaHa Kako HoBOAMjarHocTUUMpaHa neykemuja koja He e NPeTXoAHo TpeTupaHa
e [laumeHTOT r1 NpojaByBa CriefHNBE KapakTepUCTUKK:
* [laTonoLuka kockeHa cpueBuHa co Hajmanky 20% vHduntpaumja co bnactu
e 3Hauu u cumnToMuM Ha Gonecrta, BoOGMYaeHO NpuapyxeHu co abHopmaneH 6poj
nieykounTn 1 BapwvjabunHu BpefHOCTM Ha xemornobuH/xemaTokpuT u 6poj Ha
TpombouunTtun
* [lpotokon oa ABa MeAMKaMeHTU koj ce coctou of daunorubicin gageH 3aegHo co
cytarabine ke pe3ynTvpa co komMnneTeH oaroBop kaj npudnmxkHo 65 oTcTo of cnyvanTe
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Hekou nekapu gopgasaaTt BO OBOj NPOTOKON TpeT meaukameHT, thioguanine, nako
nocTojaT MHOTy Marnky [Aokasu Jeka OBOj 3-MeAuKaMeHTeH MpoTokon e nogobpa
Tepanuja

EpHa ctyanja cyrepupa feka gopaBakeTo etoposide Bo TeKOT Ha MHAyKUMOHaTa
Tepanuja Moxe Aa ro nogobpu TpaexweTo Ha pemucujaTta

Ce uymHK peka idarubicin e noedwukaceH oTkonky daunorubicin, nako gosute Ha
idarubicin 1 Ha daunorubicin moxe aa He 6uaaT cekorall eKBUBaNEHTHU

He e 3abenexaHa curHudmkaHTHa pasnvka BoO AejcTBOTO nomery daunorubicin n
mitoxantrone

Ynorata Ha BUCOKWN 031 cytarabine BO MHOYKUMOHaTa Tepanmja € KOHTpOBEpP3Ha

EnHa aHanusa Ha rpyna nauMeHT cO KOMMMEKCHU LUToreHeTckn abHopmManHocTm
TpeTUpaHu BO eHa paHAOMMU3UpaHa MYNTULEHTPUYHA cTyanja Bo MepmaHuja no-
Kaxxa nogobpyBake Ha CTEMNeHOT Ha KOMMeTHa peMucuja co MMHUMarnHo nopo6b-
pyBake BO npexuByBaheTo 6e3 HacTaHu (CR 56% VS 23%, p = 0.04; cpegHoTO
npexusyBane 6e3 HacTaHu 1 VS 2 meceua, p = 0.04) (HHA-B)

AMI1 wTo npowusnerysa of Mnenogucnnasmnja unmn kako cekyHgapHa nojasa no npeTxoa-
Ha UMTOTOKCMYHA XemoTepanuja uma MoHWU30K CTEMeH Ha pemucuja oTKonky de novo
AMIN

EfHa peTpocnekTVBHa aHanu3a Ha nauMeHTW NoANoXeHN Ha anoreHa TpaHcnnaH-
Taumja Ha KOcKeHa cpueBUHa nopaau cekyHaapHa AMIT nokaxana geka pon-
roTpajHoOTO NPEeXuByBake Kaj OBME NauMeHT GUno UOEeHTUYHO HE3aBUCHO Of Toa
fanv nauneHTUTe NpUMUNe MHAYKUMOHA Tepanuja (NpexvByBameTo 6e3 NpucycTBo
Ha 6onecT nsHecysano npubnuxHo 20%)

OBue nopaTtouy cyrepupaaT Aeka naumeHTuTe co cekyHaapHa AMIT moxe aa 6u-
faTt TpeTupaHu MHULUMjanHoO CO arloreHa TpaHcnnaHTauMja Ha KOCKeHa cpLeBuHa
[OKOMKY LIeNOKYMHWOT CTaTyC € COOABETEH, Ha TOj HAaYMH NoLuTeAyBajKu rv nauneH-
TUTE Of AOAATHU TOKCUYHU eekTW oA MHAYKUMOHATa XxemoTepanuja (HHA-D)

CynopTuBHaTa Tepanuja BO TEKOT Ha MHAYKLMOHATa Tepanuja Tpeba pyTUHCKM Aa Bk-
nyvysa:

TpaHcdysmnja Ha epuTpouUTH M TPOMOOLMTHA Maca Kora e MHAULMPaHo

Emnupuckn Wwupok cnektap Ha aHTUMUKpOOHa Tepanuja e anconyTHa notpeba kaj

hebpunHM NauneHTN Kou ce n3paseHo HeyTPONEHNYHN

e 3a cuTe NauMeHTU ce HEONXOAHM BHUMATENHW MHCTPYKLUN 3a O4pXKyBake Nny-
Ha XuUrmeHa, rpuxa 3a 3abanoTo, Kako 1 3a Npeno3HaBake Ha paHWUTe 3HaLUW Ha
MHeKumja

¢ Mepku 3a nsonauuja (BKNy4nTeNHO 1 UNTpupake Ha BO3OyXoT, CTEPUITHA Xpa-
Ha, KaKo U cTepunusauuja Ha UpeBHaTa driopa) He ce PYTUHCKU UHAULUMPaHW,
HO Moxe Aa bupaT of nonsa Kaj TpaHcnnaHTUpaHu NaumeHTn

Bpsa abnauuvja Ha KockeHaTa cpLUeBMHA CO MOCKOpa Hej3MHa pereHepauwmja ro Ha-

manyea MopbuanTeToT 1 MopTanuTeToT

TpaHcdy3un Ha neykounTn mMoxaT Aa buaaT KOPUCHU Kaj ceneKkTupaHu nauueHTu

CO annacTuMyHa KOCKeHa cpLeBMHa U CEPUO3HU MHMEKLMM KoM He pearnpaaT Ha

aHTnbunoTULM

¢ [lpodwunakTuyHa opanHa agMUHUCTpauuja Ha aHTMBMoTULM Moxe Aa buae nH-
AuvuMpaHa Kaj nauueHTn co o4eKkyBaHa MPOMOHrMpaHa vM3pasuTa rpaHynoumnTo-
nexuja (< 100/mm® Bo Tek Ha 2 Hegenu)

* Bo panpomusvpaHu ctygum ce nokaxano geka norfloxacin u ciprofloxacin ja
HamanyBaaT MHUMAaeHuarTa Ha MHAEKLUN Co rpaM-HeraTuBHU MUKPOOPraHn3mMMu,
Kako 1 nepuogoT Ao npeaTa debpunHa ennsona
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KombuHauwujata of ofloxacin v rifampin ce nokaxana cynepvopHa Bo 0gHOC Ha
norfloxacin Bo HamanyBaheTO Ha MHUMAEHLaTa Ha AOKYMeHTMpaHa rpaHynoum-
ToneHuYHa nHdpekuunja. Kaj BakBuTe NaumMeHTV of nomnsa ce Cepucku XeMoKynTy-
pu 3a geTekTupare NPUCYTHU UK CTEKHaTN Pe3NCTEHTHU MUKPOOPraHn3Mm

* OcobeHo BHMMaHue Tpeba Aa ce 0OpHe Ha MHAYKLMOHAaTa Tepanuja 3a akyTHa NpoMu-
enouunTHa neykemuja (MMI1)

[leHec e pobpo nosHaTo Aeka opanHa agMuUHWUCTpaumnja Ha TpeTuHouH (all-trans-

retinoic acid (ATRA); 45mg/m - 2/aeH) moxe aa nHayumnpa pemucuja kaj 70-90 otc-

TO oA naumeHTute co M3 AMJ1

ATRA He e edmkacHa kaj naumeHTn co AMJ1 kon nmMyat MopponoLWKM Ha Tvn
M3, Ho HemaaT gokaxaHa uutoreHetcka abHopmanHocT t(15;17) unu TunmMyHo
PML-RARa reHcko npeypegyBame

ATRA nHayumpa TepMuHanHa audepeHumjaumja Ha neykeMmUcKuTe KneTku, npo-
cnepeHa co o6HOBYBak-€ Ha HekINoHanHarta xemaronoesa

AamuHucTpaumja Ha ATRA poseayBa fo 6p3a Kopekuuja Ha KoarynonaTtujata Kaj
noBeKkeTo NauMeHTn u He e notpebHa agMMHUCTPaLUVWja Ha XenapuH Kaj nauneH-
™ wto npumaat ATRA

PangomusmpaHu ctygum He nokaxane pefykuuja Ha MopbuanTeToT U MmopTanm-
TETOT Npu uHAyKumnja co ATRA crnopefeHo co MHAyKLMja co xeMoTepanuja
AamuHucTpauuja Ha ATRA mMoxe Aa gosefe 00 Xunepreykouutosa U Ao efeH
CUHAPOM Ha pecnupaTopeH AUCTPEC, cera no3HaT kKako CMHAPOM Ha PeTUHOMYHA
KucenuHa

Bp3oTo npeno3HaBake Ha CUHAPOMOT U arpecuBHaTa agMuHUCTpauuja Ha Kop-
TUKOCTEPOUAMN MOXaT Aa crnpeyaT TEeXOK pecnupaTtopeH AucTpec

OnTumanHo crnpasyBawe CO XuneprneykouuTosarta uHayuupana og ATRA He e yc-
TAHOBEHO HUTY, NaK, € yCTaHOBEH ONTUManeH NPOTOKON 3a TpeTupake Ha nauueH-
TUTe No nHAyKuuja Ha pemucuja co ATRA

[1Be ronemu KoonepaTUBHU CTYAMU AEMOHCTPUpane CTaTUCTUYKM CUTHUDUKAHT-
Ha NpedHOCT BO NpexuByBakweTo 6e3 nojaBa Ha penanc v Bo LIeNIOKYNHOTO npe-
XuByBate Kaj naumeHTn co M3 AMJT ko npumune ATRA Bo oapefeH nepuog Bo
TEKOT Ha HUBHUOT aHTUIEYKEMUCKN TpeTMaH

EnHa paHgomusmpaHa cTyauja nokaxarna Aeka cTeneHoT Ha penanc 6un pegy-

uupaH Kaj naumMeHTn TpeTupaHn KOHKOMUTaHTHO co ATRA 1 xemoTepanuja cno-

pefeHo co nauneHTUTe Kou npumune nHaykumoHa tepanunja co ATRA, a notoa
crnepyBana xemoTepanuja annuuuMpaHa BO peMucuja Ha GonecTta (penaTuBeH

pusuk - PP og penanc no ase roguHu, 0.041, p = 0.04) (HHA- B)

WcTtaTa cTyamja nokaxkana noBorneH edekT Kaj npexunByBareTo 6e3 npucyctso

Ha GonecT of TepanujaTta Ha ogpXXyBake, Koja ce cocToena of 6-mercaptopurine

n methotrexate (PP opg penanc, 0.41), uHtepmuteHTHo ATRA (PP op penanc,

0.62), unn kombuHaLumja og cutTe TpU MeguKaMeHTH

* YnoTtpebarta Ha 6-mercaptopurine u methotrexate npugoHena 3a nogobpy-
Bakbe Ha BKYMNHOTO npexuByBawe (PP 3a penanc, 0.36, p = 0.0057)

e [IBe KOHKYPEHTHM KMWHWUYKM CTYAMU BOAEHU oaBoeHo Bo WTtanmja u Bo
LWnaHwja cnpoBene npotokon koj ondaka ATRA u anthracycline Bo nHayk-
uujaTta npocrnedeHo co 3 UMKIYCWM Ha KoHcomnupauuja v Tepanuja Ha oap-
XyBatbe. OBMe OBa Tepanucku NPOTOKOMM Ce pasrnuKyBane egMHCTBEHO BO
AO[ATOKOT Ha HeaHTPaUMKITMHCKA MeAMKaMeHTU BO TEKOT Ha KOHconuaauu-
oHaTa Tepnuja Kaj UTanwjaHckaTa cTyauwja; fo3ute Ha anthracycline 6une
MOEHTUYHU Kaj ABeTe cTyann. CyluTecTBEHO MAEHTUYHOTO NpexnByBake 6e3
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rojaBa Ha penanc cyrepvpa Aeka HeaHTpauWKIVHCKMTe nekosm (cytarabine,
etoposide n 6-thioguanine) BepojaTHo He NnpuaoHecyBaaT 3HayajHO BO Tepa-
MUCKNOT MUCXOA Kaj NaumeHTMTe CO akyTHa MPOMMEnounTHa feykemuja LTo
npvmMune uHaykumoHa tepanuja co ATRA n anthracycline (HHA-D)

* [lpucycTBoTO Ha cneunmduyHMoT dy3uoHupaH TpaHckpunt PML-RARa (MepeH
BO KockeHaTa cpuesuHa co PCR kaj naumeHTu WwTo nocTurHane KomnnetHa pe-
MuUcKja) MOXe Aa ynaTu Ha nauneHTMTe CO PU3KK 3a paH penarnc
e EpeH peTpocnekTvBeH npernes Ha paHAoMuavpaHu ctyaum o Southwest

Oncology Group cyrepupa Aeka MHTEH3UTETOT Ha gosaTa Ha daunorubicin

aAMMHUCTPUPaH BO MHAYKUMOHATa M BO KOHCONWAauuoHaTa xemoTepanuja

MOXe CUTHU(UMKAHTHO Aa Brujae Ha CTENEeHOT Ha peMucuja, Ha MpexuBy-

BareTo 6e3 NpucycTBo Ha 6oNecT 1 Ha BKYNHOTO NpexuByBake Kaj nauneH-

™ co M3 AMJ1

* Wako nosekeTo nauueHTu geHec gobueaaT ATRA BO cBojaTa MHAOYKUMOHA

Tepanuja, 3a NauneHTUTe Ko He ja npumune e NoTpebHO BHUMATENHO Tpe-

TUpare Ha koarynonartujata

e KoarynaunoHute HapyllyBawa ce peTko npobnem Kaj nauneHTn Kou npu-
mMaaT nHgykumja co ATRA n xemotepanuja

e Osaa KkoarynonaTuja moxe Aa foBefe [0 KaTacTpodpanHo WHTpakpa-
HWjanHO KpBaBehe, HO MOXe A06po Aa ce KOHTponuMpa CO HUCKOAO03Ha
XxenapuHcka UHdy3mnja nnm arpecMBHa CyncTUTyLMOHa Tepanuja co TPOM-
6ouUMTHN TpaHcdy3un 1 NpenapaTu of hakTopu Ha Koarynauuja

* [onroTtpajHoTo cnefewe Ha 30 nauneHTn co AMJT Bo pemucuja BO Tek Ha Haj-
manky 10 roavHu nokaxano nHumaeHua oa 13% Ha cekyHAapHU ManurHu 3abo-
nysara. Op 31 xeHa co gonro npexuByBakwe co AMJT nnu co akytHa numdob-
nactHa neykemuja nomnagu of 40 roanHu, 26 umane NoBTOPHO MeHCTpyareH
LMKNyC Mo 3aBpllyBake Ha xemoTepanujata. Mery 36 xuBu notomumn Ha osue
[ONro NPexXuByBaYvkn Majkn ce nojasuiie camo 2 KOHreHuTanHu npobnema

CtaHpapAaHu TepanucKy onuumu 3a MHAYKLUMOHA Tepanuja

EfHa of cnepHvBe ekBMBaneHTHW KOMBMHaLMKM Ha XxemMoTepanuckn NPOTOKOMK:
¢ VIHOyKUMOHa Tepanuja co MHTEH3UBHU J03u cytarabine

¢ Cytarabine + daunorubicin

¢ Cytarabine + idarubicin

e Cytarabine + daunorubicin + thioguanine

¢ Mitoxantrone + etoposide

TpeTMaH Ha neykemuja BO LEHTPanHNOT HEPBEH CUCTEM, ako € NMpUcyTHa:

* VHTpaTekanHa annukauuja Ha cytarabine unu methotrexate

KnuHnukm ctyaum

ApynTtHa akyTHa mumenobnactHa neykemmja BO pemucuja

ApyntHata AMJ1 Bo pemucuja e aecbuHupupaHa co Haog Ha HopmanHa nepudepHa
KpBHa Crnvka n HopmoLenynapHa KOCKeHa cpLeBrHa co nomarnky og 5% 6bnactu Bo Hea,
Kako u:

OTCycTBO Ha 3HauM 1 cuMmnToMu Ha GonecTta

He nocrtojat HUTY 3HaUW 1 CMMNTOMMK 3a NEyKeMUCKO 3adpakare Ha LeHTPanHuoT He-
PBEH CMUCTEM HUTY, Nak, Apyra ekcTtpameaynapHa nHdunTtpaumja

Mako nocrojat n3BecTyBara 3a naumeHTn Kou nmarne 4ONro npexvsyBake 6e3 npucyc-
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TBO Ha BonecTt wunv Aypu 1 nsnekyBake camo Mo efeH LMKIyC XemoTepanuja, cenak,

nocTpeMuUcUOHaTa Tepanuja e cekorall UHAMLMpPaHa BO KypaTUBHU Lienu

* Bo egHa mana pangomusmpaHa ctyaunja BoaeHa og Eastern Cooperative Oncology
Group (ECOG), cuTe naumeHTn Kon He NpUMKUNe NOCTPEMUCMOHA Tepanuja umane
penanc no KpaTok BpeMEeHCK/ Nepuop Ha nocTurHatata KomnneTHa peMucuja

* CoBpemeHuTe NpucTany Bo MOCTPEMMCHOHATA Tepanuja BKNyyYyBaaT KpaTkoTpajHa,
penaTMBHO MHTEH3UBHa XemMoTepanuja co NpoTokonu 6asmpaHun Ha cytarabine:

e CnuyHu Ha cTaHgapAHUTE WHAOYKUMOHW KIWHWYKM CTYAuMM (KOHcomnupauuoHa
xemoTepanwja):
* KoHconupaumoHa xemoTepanuja co NOUHTEH3NBHU A03u cytarabine
* BucokogosHa xemoTepanuja unuM xemopaguoTepanuja Co aBTOflorHa TpaHc-
nnaHTauuja Ha KockeHa cpueBuHa
e BucokoposHa MuenoabnacTtvBHa Tepamnuja cO anoreHa TpaHcnnaHTauuja Ha
KOCKeHa cpLeBuHa
* [Jlogeka noctapuTe CTyauMu BKMyYyBaaT NoAoNroTpajHa Tepanuja co NOHUCKM J03u (Te-
panuja Ha oapxyBake), He nocTon ybeanue fokas kaj AMJ1 geka Tepanwjata Ha oap-

XyBaH-e OBO3MOXYBa NPOAOIIKEHO NpexuByBakwe 6e3 npucyctBo Ha bonect Hag efeH

KpaTok BpemeHcku nepuog. Cenak, HEKOM TEKOBHU KIMHUYKWU CTYAUM U HEKOW mnoarpe-

CVIBHM MPOTOKONW BKIydyBaaT 1 BakBa Tepanuvja Ha oapXyBake

* KoHconupauuoHaTa Tepanuja koja ce 6asupa Ha npotokonu co cytarabine, a He

ondhaka TpaHCnnaHTaumja Ha KockeHa cpueBuHa, benexu cranka Ha CMPTHOCT Koja e

noBp3aHa co TepanujaTta koja BoobunyaeHo usHecysa nomarnky og 10%-20%, a ctankute

Ha npexwuByBare 6e3 npucycTBo Ha bonect ce asmxat of 20% o 50%

* EpHa ronema paHgomMmusupaHa cTygmja, Koja cnopegyBana 3 pasnuMyHU KOHCOMU-
AaunoHn npotokonu 6as3unpaHu Ha cytarabine, nokaxana jaceH noBoneH edekT Ha
npexuByBame Kaj naunmeHTn nomnaau of 60 roguHyW Kou Mpumune BUCOKU [03U
cytarabine

*  WHTeH3nduumpareTo Ha Jo3uTe Ha cytarabine nnu, nak, Ha TpaekEeTo Ha KoHconuaa-
LiMoHaTa xemoTepanuja Npu KOpUcTere Ha KOHBEHLMOHaNHUTe [o3u cytarabine He no-
Kaxkarno nopgobpu pesyntati BO NpexuByBaweTo 6e3 NnpucycTBo Ha BonecT unu, nak,
BO BKYMHOTO MPEXuBYBak-€e Kaj NnaumMeHTn Ha Bo3pacT oA 60 rogmHu nnm noctapu

* TpaereTo Ha KOHCONMMAauuoHaTa Tepanuja nsHecysano og 1 uuknyc o 4 unu no-
Beke umknycu. OnTuManHuTe [o3u, NPOTOKONNTE UMK, Nak, TpaeHweTo Ha KOHCOMNK-
fauvoHaTta xemoTepanuja He 6une ogpeaeHu

e [lopagu TOa, 3a npoueHa Ha oBoj npobnem nauneHTute co AMJ1 6u Tpebano ga
6uaat BKIy4YeHW BO ronemMu KNMHWUYKN CTyAUU BO MHCTUTYLIMKN KOU TpeETUpaaT ronem
6poj TakBM NauneHTn

* XemoTepanujaTta 6a3vMpaHa Ha MHTeH3MBHM 03U cytarabine moxe ga 6uge Komnnu-

LuupaHa Co Cepuro3HN HEBPOSIOLLKU U/MNK MyNMOHAaNHM TOKCUYHK edekTn n 6u Tpebano

[a ce fgaBa of nekapu KoM MmaaT MCKYCTBO CO OBWE MPOTOKOMNW U BO LIEHTPU KOu ce

COOJBETHO OMpPEMEHN [ia ce crpaBaT co NoTeHuujanHMTe KOMNnnkaumm
* Bo egHa peTpocnekTuBHa aHanu3a of 256 naumeHTu kou npumune 6onyc Ha BU-

Coku fo3u cytarabine Bo efHa MHCTUTYLMja € yBUOEHO Aieka HajMOKeH NpeankTop
Ha HEBPOTOKCMYHMOT edekT Ha cytarabine 6una peHanHaTa MHcyduumMeHuuja
* WHumpeHuata Ha HEBPOTOKCUYHOCT Buna CUrHUMUKAHTHO MOBMUCOKA Kaj nauu-
eHTUTEe Kou Gune TpeTupaHu co gosu 3g/m - 2/doza ABanaTn AHEBHO KOMMNapu-
paHo co nauueHTu ko npumane 2g/m - 2/doza
e AnoreHaTa TpaHcCNnaHTauuja Ha KOCKeHa cpueBMHa pe3ynTupa CO HajHWCKa WH-
uuaeHua Ha neykeMUCKX penanc, Aypy U Kora ce crnopefyBa CO TpaHcnnaHTauuja Ha
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KOCKeHa CpLueBUHa of MAeHTMYeH 6rnv3Hak (CMHreHnYHa TpaHcnnaHTaumja Ha KocKeHa
cpuesuHa). OBa JoBefe A0 KOHLENTOT Ha efieH MMYHOMOLWKN edeKT No3HaT Kako graft-
versus-leukemia edekT, cnMyHo Ha (M NoBp3aHo co) graft-versus-host 6onecta
* [MpumeHaTa Ha anoreHaTa TpaHCNNaHTaLuMja Ha KOCKeHa CpLeBMHa Kako npu-

MapHa NocTpeMUCUOHa Tepanuja cé ylwTe e BO pa3Boj, AellyMHO nopaan 3rone-

MEHWMOT MOpOMANTET N MOpTanuTeT NpeausBUKaH oa:

* Graft-versus-host 6onect

¢ BeHooknysuBHa 6onecT Ha LpHUOT Apob 1

* WHTepcTuumjaneH NHEBMOHUTUC
Crankute Ha npexuByBakeTo 6e3 NpucycTBO Ha GonecT No anoreHa TpaHcnnaHTauuja
Ha KOCKeHa CpLeBMHa BO NpBaTa KoMmnineTHa pemucuja ce aswmxar og 45% no 60%
MpumeHaTa Ha anoreHa TpaHcnnaHTaumja Ha KOCKeHa CpLeBMHa Kako MpumapHa noc-
TpeMucMoHa Tepanuja e orpaHudeHa co nortpebata of noctoewe Ha XJ1A-naeHTUYeH
CMBMNUHI-QOHOP, Kako W Of, 3roneMeHVoT MOopTanuTeT of camaTta TpaHcnnaHTauuja Kaj
naumeHTn noctapu og 50 roanHu
MopTanuteToT oA anoreHa TpaHcnnaHTaumja Ha kockeHa cpuesuHa o XIA-naeHTnyYeH
cnbnuHr-goHop ce aemxkun og 20% no 40%, BO 3aBUCHOCT 04 pasfuyHu cepum
Ynotpebarta Ha MOEHTUYHW, HECPOAHM AAPUTENN 3a anoreHa TpaHcnnaHTaunja Ha Koc-
KeHa cpueBuHa buna eBanympaHa o MHOTY LIeHTPW, HO Mokaxarna WCKIy4uTernHo Bu-
coka cTanka Ha CMPTHOCT NnoBp3aHa Co Tepanujata, co CTanku Ha npexuByBame 6e3
npucycTBo Ha Bbonect kou nsHecysane nomanky og 35%
PeTpocnektuBHata aHanu3a Ha nogartouute o The International Bone Marrow
Transplant Registry cyrepupa fgeka koHconugauuMoHaTta Tepanuja co arnoreHa TpaHc-
nnaHTauuja Ha kockeHa cpueBuHa o XITA-naeHTUYeH cnbnuHr Bo npeaTta pemuncuja He
[oBeayBa A0 3HavajHO nopobpysBake BO NpexuByBakeTo 6e3 npucyctBo Ha bGonecr,
HWUTY BO BKYMHOTO MpexuByBake (HHA-D)
ABTOMorHarta TpaHcnnaHTaumja Ha KockeHa cpueBuHa kaj naumeHtn co AMJ1 Bo npsa
pemMucuja nokaxysa CTanku Ha nNpexvByBake 6e3 NpucycTBo Ha BonecT WTo ce ABuxaT
op 35% po 50%
ABTOMNOrHaTa TpaHcnnaHTaumja Ha KockeHa cpLeBuHa Jana usnekyBake Ha efHa Mana
nponopuuvja Ha nNauueHTn Bo BTopa pemucuja. Ctankite Ha MopTanuTeT NoBp3aH Co
TepanujaTta Kaj nauMeHTU Kaj KoM e HamnpaBeHa aBToflorHa TpaHcnnaHTaumja Ha nepu-
hepHM MaTUYHM KIEeTKN UM Ha KOocKeHa cpueBuHa ce aswkat og 10% no 20%
MocTojaHnTe KOHTPOBEP3UY oNdakaaT NpaLlaka Ha ONTUManHUOT TajMUHT 3a aBTONIOTHa
TpaHcnnaHTauuja Ha MaTU4HK KneTku, fAanu Taa Tpeba ga cnegysa No NpPeTXoAHa KoH-
conuaauuoHa xemoTepanuja, Kako 1 yrnoraTta Ha ex Vivo TpeTMaHoT Ha rpadToT Co xe-
MoTepanuja, kako wTo ce 4-hydroperoxycyclophosphamide (4-HC) nnn mafosphamide,
Uy MOHOKIOHAaNHW aHTuTena, kako anti-CD33
Ynotpebarta Ha NpoYyMcTeHa KOCKEHa CpLEeBUHA NMokaxyBa 3af0LHETO XemMaTonoeTcKo
3aKpernHyBake; MefyToa, NoBeKeTO CTyAUW KOW KopucTaT rpadT of HenpoyncTeHa Koc-
KeHa cpueBMHa MMarne BKIyYeHO HEKOSKY LMKIYCUM Ha KOHconupauuoHa Tepanuja u e
MOXHO [ia BKINy4une v nauueHTy Ko bune Beke UsnekyBaHu of neykemuja
Bo egHa npocnektuBHa cTyAunja Ha nauueHtTn co AMJT Bo npBa pemucuja uctpaxysa-
uute op City of Hope TpeTnpane naumeHT! co eeH LUMKNyC KOHCONMAauMoHa Tepanuja
CO BMCOKM 03K cytarabine, no wWTo cnedyBana aBToONorHa TpaHcnnaHTaymja Ha Henpo-
UYMCTEeHa KOCKeHa CpLieBMHa CO NpeTxofHa NoAroTBUTeNHa Tepanuja co upaavjaumja Ha
uenoTo Teno, etoposide u cyclophosphamide. Bo egHa intent-to-treat aHanusa, akrya-
pVenHoTo NpexuByBake 6e3 NpucycTBo Ha 6onecT n3HecyBano npubnuxHo 50%, wWTo
e KomnapabunHo co ApyruTe M3BeCTyBaka Of BUCOKOAO3HA KOHCONMAaumnoHa Tepanuja
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Uy aBTONMoOrHa TpaHcnnaHTaumja co NpoYMcTeHa KockeHa cpueBuHa (HHA-C)

* EpHa paHpgomusnpaHa ctyaumja og ECOG un op Southwest Oncology Group (SWOG)
r cnopepyBarna pe3yntatute of aBTOflorHa TpaHcnnaHTaumja Ha npevyncTeHa KockeHa
cpueBuHa co 4-HC u op KoHconvaaunoHa Tepanuja co BUCOKM Jo3u cytarabine
* He e HajoeHa pa3nuka Bo npexuByBareTo 6e3 npucycTBo Ha bonecT nomery naum-

eHTUTe Kou Gune TpeTupaHu Co BUCOKM A03M cytarabine, aBTonorHa TpaHcnnaHTa-

LiMja Ha KOCKeHa cpLeBMHa UMK anoreHa TpaHcnnaHTaumja Ha KOCKeHa CpLeBUHA;

MeryToa, BKYMHOTO MpexuByBake 61no sHauntTenHo nogobpo kaj naumeHTuTe Tpe-

TMpaHu co cytarabine cnopefeHo co OHWe Kaj kou e HanpaBeHa TpaHcnnaHTauuja

Ha KOCKeHa cpueBuHa (HHA-B)

* EpHa panpomusvpaHa cTyAuvja ja cnopefyBana npuMeHata Ha aBTOMOrHa TpaHc-
nnaHTauuja Ha KOCKkeHa cpLeBMHa BO NMpBa KOMMMeTHa peMucuja co npuMeHa Ha
KOHCOnuaaunoHa Tepanuja, co Toa LWTO nauMeHTUTe BO BTOpaTta rpyna 6une no-
TeHUWjanHu KaHAMAaTu 3a aBTOMOrHa TpaHCMnaHTaumja Ha KockeHa cpueBrHa BO
BTOpPa KOMMMeTHa pemucuja
* W pBeTe rpynu Bo cTyaujaTa umane efgHakBo NpexuByBane. [1Be paHOoMUsun-

paHu ctyaun Kkaj neaujatpucka AMIJT He nokaxane npedHOCT Ha asTornorHaTa
TpaHcnnaHTaumja no nofaroTBuTenHa Tepanuja co busulfan/cyclophosphamide,
Kako u rpadT npeyncteH co 4-HC, Bo ogHOC Ha KoHconuaaumoHaTa Tepanuja co
BUCOKM 03K cytarabine

* EpHa apyra paHgomusupaHa CTyAuja Ha aBTONOrHa TpaHCMnaHTaumja Ha KockeHa
CcpLEeBMHa HAcCMPOTU MHTEH3UBHA KOHCONUAaUMoHa xemoTtepanuja kaj agyntHa AMIJT,
KOPUCTEjKN HEenpovMcTeHa KOCKeHa CpLeBMHa, UCTO Taka, He Mokaxana npegHocT
Ha npvMeHaTa Ha aBTONIOrHa TpaHCMniaHTauuja Ha KOCKeHa cpLeBMHa BO MnpBaTa
pemucuja

¢ Ce 4uHM Oeka e BO3MOXHO ogpeneHu nogrpynu Ha AMJ1 ga nokaxysaaT cneuum-
duyHO noBoneH edeKT of aBTonorHata TpaHcnnaHTauuja Ha KockeHa cpueBuHa
BO NpBa pemMmucuja
* Bo eagHa peTpocnekTuBHa aHanusa Ha 999 nauyumeHTn co de novo AMI, TpeTtu-

paHu co anoreHa unu cCo aBTOMOrHa TpaHCcnnaHTauuja Ha KoCKkeHa cpueBuHa
BO MpBa pemMucuja, kaj kom 6uno BO3MOXHO [a ce HanpaBu LUTOreHeTcka aHa-
nu3a npu auvjarHocTuuMparwe, OHMEe CO NPOFHOCTUYKM O LUTOreHEeTCKN Haop
(abHopmanHocTu Ha xpomosomute 5,7, 11q, xunoamnnonavja) MMane nomanky
NOBOJIEH WMCXOA MO anoreHa TpaHcnnaHTauuja Ha KoCKeHa CpLeBUHa OTKOMKY
naumeHTUTe Co HopMarneH KapmoTun Unu Apyru LMTOreHeTckn abHopmarnHocTu.
Kaj naumeHTWTE Of rpynara co nolua nporHo3a npexvByBakeTo 6e3 npucycTso
Ha neykemuja usHecysano npnbnuxHo 20% (HHA-D)

e Epna aHanusa og SWOG/ECOG paHgomu3upaHa cTygmja 3a nocTpeMmncroHa
Tepanuja pa3rnegyBaHa Crnopef LMTOreHeTckuTe Noarpynu cyrepupana geka kaj
nauveHTUTe CO HEMOBOMEH LMTOTEHETCKN Hao anoreHaTa TpaHcnnaHTauuja Ha
KOCKeHa cpueBuHa buna acoumnpaHa co 3rorneMeH penaTuBeH pusunk 3a CMpT, A0-
[eKa Bo rpynaTa co NoBOJIEH LIMTOreHeTCKM Hao aBTornorHara TpaHcnnaHTauuja
6una cynepuopHa. OBue nopgatouu ce 6asnpaHn Ha manu rpynu nauneHTn n ce
CTaTUCTUYKN HECUTHUMUKAHTHN

* [Jlogeka cekyHAapHW MUENOAUCNNAcTUYHU CUHAPOMW Ce ONuLaHW Kako nocne-
OMua Ha aBTororHa TpaHcnnaHTaumja Ha KockeHa cpueBuHa, pa3BojoT Ha HOBM
KNOHaNMHU UMTOreHeTCkn abHOpManHOCTU MO aBTONOrHa TpaHchnaHTauuja Ha
KOCKeHa CcpLieBMHa He ce HYXXHO npef3Hak Ha pa3Boj Ha CeKyHAapHW Muenoanc-
nnacTuyHu cuigpomu unu AMJ1 (HHA-D)
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» Cekoraw kora € MOXHO naumeHTuTe Tpeba ga ce BKNy4aT BO KNUHUYKM CTYAUN
3a NOCTPEMUCMOHEH TpeTMaH

Buaejkn co TpaHcnnaHTauuja Ha KOCKeHa cpueBnHa MoxaTt Aa buaart nanekysaHu

okony 30% oA naumeHTUTE Kou ce BO penanc no xemorepanuja, HEeKou UCTpaxy-

Bauu npegnaraaT anoreHarta TpaHCNNaHTauuWja Ha KOCKeHa cpueBuHa aa buae pe-

3epBMpaHa 3a paHNOT NPB penanc unu BToparta KoMmnreTHa pemucuja 6es orneq Ha

6pojoT Ha NaumeHTn kou 61 Gune kpajHO M3nNekyBaHu

* HeKou KNMUHMYKM U LMTOreHeTCKM nogaTtoun MoxaTt ga AeduHupaat ogpeneHu
rpynu nNaumeHTn Kaj Ko e MOXHO Aa ce npeasuan nogobpa wnum nomowia npo-
rHO3a Npu NpUMeHa Ha KOHCoNMAauMoHa XxemoTepanuja
e [loBonHWTE MPOrHOCTUYKM dhakTopw BKNydvyBaaT t(8,21), inv(16) acounpaHn

co M4 AMI co eosoHodumnuja u t(15,17) acoumparo co M3 AMJ1

* HenoBonHWUTE NPOrHOCTMYKM pakTopM BKNyYyBaaT geneunja Ha 5q n 7q, Tpu-
comuja 8, t(6,9), t(9,22), kako n ucTopuja 3a muenogucnnasunja unu Apyro
NPEeTX0AHO XeMaTomMOLLKO HapyLlyBake
e [launeHTMTe BO NPOrHOCTMYKM MOBOMHATa rpyna umaat gobpu LwaHcK 3a

n3nekyBake CO MHTEH3UBHa KoHconuaaumja n 6u 6uno pasymHo TpaHc-
nnaHTaumjaTa BO OBaa rpyna aa ce oAnoxu A0 paHWOT NpB penanc

e [pynata co HenoBonHa MPOrHosa Hema u3rnean Aa ce UsnekyBa CO KOHCO-
nvpaunMoHa xemoTepanuja u Tyka anoreHata TpaHCnnaHTaunja Ha KockeHa
cpueBMHa BO npBaTa KOMMNMeTHa pemucuja e gobpa onuuja 3a nauveHtTute
co XJTA-ngeHTn4YeH cUbNnHr-goHop

* MefyToa, Aypn 1 CO anoreHa TpaHCMnaHTauuja Ha MaTUYHWU KINEeTKU UCXOAOoT
Ha nauueHTuTe co BucokopuanyHa AMJ1 e now (5-roguHo nNpexvsyBake 6e3
npucyctBo Ha bonecT e 8%-30% kaj nauMeHTn Co cekyHAapHa rneykemuja Kako
nocneguua Ha TPeTMaHoT Unn Muenoaucnnasujarta)

* T[lopaToumn 3a edmKkacHOCTa Ha aBTOMOrHaTa TPaHCMMaHTauuja Ha MaTUYHW
KNeTku Kaj nowaTta NPOrHoCTUYKa rpyna Ao AeHec Hema, HO Toa e npeameT Ha
aKTMBHO MpOyYyBak€ BO KNUHUYKWTE CTyauu. lMauneHTuTe co HopManeH uu-
TOreHeTCKN Haog cnaraaTt BO rpynata Co MHTepMeauepeH pU3nK 1 nocTpemu-
cvoHaTta Tepanuja Tpeba aa 6uge vHAvBMAOyanusupaHa wnu, ywrte nopobpo,
oApeneHa cnopeq 3ajageHa KnuHudka ctyauja

* bpsarta kKMHeTVKa Ha nNpuMarbe Ha TpaHCNNaHTaToT Kaj nepudepHNTe MaTUYHN
KPBHM KNETKW, KOe e MoKaXkaHO BO CTyAMM CO BUCOKOAO3HA Tepanuja 3a enute-
nvjanHyu Heonnasmu, Nobyan MHTepec 3a anTepHaTUBHO KOPUCTEHE aBTOMOMHM
1 anoreHn nepudepHn MaTUYHU KPBHW KNETKM Kako 3aMmeHa 3a MuenoabnacT-
HaTa Tepanuja kaj AMJ
* EpHa nunot-ctyanja 3a ynotpeba Ha aBToONorHa TpaHcnnaHTaumja Ha Henpo-

YUCTEeHN nepudepHN MaTUYHM KNETKV BO NpBa peMucuja nokaxana 3-roguiu-
HO npexuByBake 6e3 npucycTBo Ha 6onecT of 35%; AeTanHW NPOrHOCTUYKK
hakTopyu 3a OBME NALMEHTU HE Ce HaBeAeH!

* Oswue pesynratu ce nokaxane MHMEPUOPHM BO OAHOC Ha Hajaobpute pesyn-
Tatn gobreHn og xemoTepanuja u aBTONorHa TpaHcnnaHTaumja Ha KockeHa
cpueBMHa 1 cyrepupaat geka ynorpebata Ha nepudepHM MaTUYHU KPBHM
kneTkn Tpeba ga Guae orpaHnyeHa caMmo Ha KMUHWUYKU CTYAUN

* CrnnyHo Ha oBa, anoreHaTa TpaHcnnaHTaunja Ha nepudepHn MaTUYHN KPBHU
KINeTKn e BO TeK Ha KNMHWYKa eBanyauwja. [locTojaT Hekoun AoKa3n Aeka OBOj
MofanuTeT MoXe Ja HOCKM BUCOK PU3MK Of XpoHu4eH graft-versus-host 6o-
NecT v 3aToa, UCTO Taka, Tpeba Aa buae orpaHNYeH Ha KIMHUYKKU CTYAnn
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PeKkypeHTHa afynTHa akyTHa Muerno6nacTHa neykemuja

TepanwujaTa co HOBU Tepanucky areHcu, Kov ce BO TEK Ha KNMMHUYKa eBanyauuja, ocobe-
HO e coofBeTHa Kaj MaumneHTU CO peKypeHTHa akyTHa muenobnacTtHa neykemuja (AMI)
n Tpeba aa bmuaaTt pasrnegaHn Kako onuuja cekorall Kora € MoXHO Toa. [loctojaT ogpe-
neH Opoj areHcK Co akTUBHOCT Kaj pekypeHTHa AMJ1

EpHa ctyamja co mitoxantrone n cytarabine pedepupa 3a ycnewHocT Ha Tepa-
nujaTa kaj 50%-60% of naumMeHTUTE KoM pas3Bure pernanc no UHMUMjanHo nocTura-
HaTa KOMMIeTHa peMucuja

Opyrm ctyamm kom ynotpebysane idarubicin u cytarabine wnu Bucokm posm
etoposide u cyclophosphamide nssecrtyBaart 3a cnuyHu pesyntatu

MocTojaT n3BectyBara 3a MMyHOTOKCUHOT gemtuzumab ozogamicin kaj penancHn AMJ1
co ekcnpecuja Ha CD33, co cranka Ha Tepanucku oaroBop kaj 30% of naumeHTute

OBaa ctyguja BknyyyBana 16% og naumeHTUTe Ko NoCTUrHane KOMNieTeH og-
roBop (CR) n 13% naumeHtn kou nocturHane CRp, egeH HoB kputepuym 3a
OAroBOp Ha Tepanuja geduHupaH 3a oaa ctyavja. CRp ce ogHecyBa Ha 4uc-
Tere o neykemmnckuTe bnactn Bo KOCKeHaTa CpLeBMHa, CO afeKBaTHO 3akpen-
HyBak€ Ha M1enonaHa v epuTpovaHa fo3a, HO CO HEKOMMIETHO 3aKpenHyBamwe
Ha TpombouuMTHaTa nosa (Mako € NnoTpebHO Aa NOCTOM HEe3aBMCHOCT Of TpaHC-
dy3umn Ha TpomMbouNTM Hajmanky Bo TEKOT Ha eAHa Hepena)

He e jacHo panun HecooABETHOTO 3akpernHyBake Ha TpombounTuTe e pesyntar
Ha TOKCMYHMOT edpeKT Ha MerakapuoumMTuTe of cTpaHa Ha gemtuzumab nnm Toa
Ce [OMKM Ha NOCTOeHE CYNKMMHUYKA pe3ngyanHa neykemuja

Cé ywTe He ce No3HaTV AONropoOYHUTE pe3ynTaTh 04 UCXOAOT Kaj naumneHTn Kou
nocturHane CRp no tepanuja co gemtuzumab

Gemtuzumab nHayuupa anaboka annasvja Ha KockeHaTa CpueBMHa CrnyHa Ha
OHaa Kaj MHAyKuMoHaTa Tepanuja u, UCTO Taka, MMa 3Ha4vajHU XenaTtoTOKCUYHM
edekTn, BKNy4vyBajkn 1 xenatuyHa BeHOOKNy3nBHa bonect

Muxunbutoport Ha farnesyltransferase R115777 nokaxan ctanka Ha Tepanucky o4roBop
Kaj 32% op naumeHTUTEe BO hasa | og cTtyaujaTa koja ondaka naumeHTn co penancHa u
CO pedpakTepHa akyTHa neykemuja (2 KOMNAeTHW OArOBOPY 1 6 NapuunjanHu oaroBopu
Kaj 24 TpeTMpaHun naumeHTu), kon Bnerne Bo dasa ll og ctyaunjarta

EpgHa rpyna nauveHTu BO penanc Ko ce TPEeTMPaHW arpecMBHO MOXe Aa umaar npo-
OOIMKEHO npexusyBake 6e3 NpucycTBo Ha bonect, MmeryToa Kaj BakBUTE NauMeHTun ce
cMeTa fieka NoYecTo Cce NMOCTUrHyBa U3rneKkyBake CO MpUMeHa Ha TpaHCcnnaHTauumja Ha
KOCKeHa cpLeBUHa

EpHa petpocnektuBHa ctyauja og The International Bone Marrow Transplant
Registry ru cnopeaysana pesynratute of Bo3pacHuU naumeHTu nomnaau og 50 ro-
auHn co AMJ1 BO BTOpa KOMMMETHa peMucHja Kaj KoM e HanpaBeHa TpaHcnnaHTa-
LMja Ha KockeHa cpueBuHa of XJIA-naeHTU4eH cMbrnuHr, HacnNpoTu NoBeke pasnuy-
HW KOHCONMAALMCKN NPOTOKOMNN

XemoTepanuckute npuctanu bune xeTeporeHn: HeKou nNauneHTn aypu u He nNpu-
Mune KoHconupauuoHa Tepanuvja. Victo Taka, n TpaHcnnaHTauuckuTe npoToKo-
nu bune pasnuyHun

[MpexnByBareTo 6e3 NpuMCcycTBO Ha NeyKkemuja ce mnokaxano CyrnepuopHo 3a
nauMeHTn Kaj kon 6una HanpaBeHa TpaHCnnaHTauuja Ha KOCKeHa cpueBuHa, a
npunarane Ha ABe rpynu:

* nauueHTn noctapu of 30 roanHM Kaj KOU NpBaTa peMucuja Tpaena nomarnky

oa 1 rognHa u
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* nauueHTy nomnagu oa 30 roavHM Kaj Kou NpeaTa pemMucuja Tpaena nogonro
oa 1 roguHa

AnoreHaTa TpaHcnnaHTalMja Ha KOCKeHa cpLieBMHa BO paH MpB penanc unu Bo

BTOpa KOMMJIeTHa pemMm1cuja OBO3MOXYBa CTanka Ha npexuByBare 6e3 NpucycTBO Ha

6onecT kaj npubnuxHo 30% of nauneHTuTe

e [lopagmn Toa, HEKOW UCTpaxyBsayu ja NpenopavyBaaTt anoreHarta TpaHcnnaHTauuja
Ha KOCKeHa CpLieBMHa BO paH MpB penanc co uen aa ce n3berHe TOKCUYHNOT edpekT
oA pevHAyKuMoHaTa xemoTtepanuja

e AnoreHaTa TpaHcnnaHTauuja Ha KOCKEHa CpLeBMHa MOXe Aa NMOMOrHe Kaj Hekou
naLumneHTn Kaj Kou He e NoCTUrHaTa peMmcuja co MHTEH3NBHa XxemoTepanuja

e ABTORoOrHarTa TpaHcnnaHTaumja Ha KockeHa cpLeBrHa e Aobpa onuwja 3a naumeHTn
BO BTOpa KOMMIETHa pemucuja, OBO3MOXYBajku npexvByBake 6e3 npucycTso Ha
bonecT koe MOXe Aa ce crnopean co ayTorpadTVHI BO NpBa KOMMNeTHa pemucuja

ApceH Tpuokcup (arsenic trioxide) e areHc Koj nocegyBa MHAYLMpPaYk/ CBOjCTBa BO

OfHOC Ha KneToyHaTa AudepeHumjaumja u BO 0AHOC Ha anontosaTta Kaj KnetkuTe Ha

aKkyTHa npoMuenouutHa neykemuja (Al)

* OBOj areHc UMa BMCOKa cTanka Ha ycrneluHa UHAyKuuja Ha peMmucuja kaj naumeHTn
co penancHa AllJl

e KnuHnykn KOMNneTHn pemucun ce 3abenexanu kaj 85% op naumeHTUTE CO WH-
AYKUMOHa Tepanuja co apceH TPUOKCKA, CO CPedHO Bpeme A0 MOCTUrHyBakwe Ha
KNUHWYKa pemucuja og 59 aeHa

* Kaj 86% op eBanympaHuTe naLMEHTU KOW Ce TeCcTMpaHu Ha npucyctBo Ha PML-
RARa-TpaHCKpunTOT € nocTurHarta Heratusmaauuja no MHAyKUKUja Unm KoHconuaa-
Lmja co apceH TpUoKcua,

* AxTyapuenHoTo 18-mece4Ho npexuByBake 6e3 nojaBa Ha penanc nsHecysano 56%

* WHpgykuwnjata co apceH Tpruokcua Moxe Aa buae komnnuuupaHa co nojaesa Ha AlMJT-
AndepeHumnpadkn cuHapom (ngeHtudeH co ATRA-CMHAPOMOT), NPOAOIKYBake Ha
QT-nHTepBanoT Ha EKI n HeBponaTuja

CTyamuTe Kou ja npoyyyBaar KopucHocTa v ynoTpebara Ha aBTonorHa TpaHcnnaHTauvja

Ha KOCKeHa CpLieBMHa BO paH NpB penarnc ce BO TeK

MNanunjaTuBHa HUCKOAO3HA paanoTepanuja Moxe fa buae semeHa npeaBua Kaj naum-

€HTW CO CMMMTOMATCKN penanc BO LEHTPanHWOT HEePBEH CUCTEM N HAABOP Of, HEero

TPETMAH HA AOYNTHA AKYTHA IIMM®OBJIACTHA JIEYKEMUJA

OnwTn nogaToumn

OuyekyBaHW HOBM Y CMPTHYM CIyvau Ha akyTHa numdobnactHa neykemuja (A1) so CA[
Bo 2005 roguHa:

e Hoswu cnyyaun: 3.970

e CwmpTHu criyvaun: 1.490

Op 60% pno 80% op agyntuTe co akyTHa numdobnactHa neykemuja (AJlJ1) ce oyekyBa
i@ NoCTUrHaT KOMMeTHa peMucKja No agekBaTHaTa MHAYKUMOHa Tepanuja

Oxkony 35% no 40% op agyntute co AJlJl moxe Aa ce odeKkyBa Aa npexuseat 2 rognHu
CO arpecvBHa KOMBMHMPaHa MHOYKUMOHA XemMoTepanuja u edpekTUBHA CYnopTUBHA Hera
3a BpeMe Ha uHAyKumnoHaTta Tepanuja (CooABETEH paH TPETMaH Ha MHeKuMUTe, Xunep-
ypukemujata n kpBaBewaTa)

Hekonky cTyamm Bo KO € KOPUCTEH MHTEH3VBEH NONMXeMoTepanucku npucTan cyrepu-
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paaT Aeka ce nocturHyBa kaj 50% op cenekTMpaHuTe nauMeHTu 3-roAuLIHO NPEXUBY-
Bakbe, HO OBMe pesynTaTu Tpeba aa ce BepudmLumpaaT u of ApYrv UCTpaxysBayn
» Kako v kaj getrckata AJlJ1, n agyntHuTe nauneHTn co AJlJ1 ce noa pusmk 3a Wnpere Ha
6onecta Bo UeHTpanHuoT HepBeH cucTeM (LIHC). OBa ocobeHo ce ogHecyBa Ha naum-
eHTuTe co L3-xuctonoruja. TpeTtmMaHoOT 1 NporHo3ara 3asmucar of oBaa KoMNnukauuja
* WcnuTyBakaTta Ha npumepoumM o acnvpaTtu u/vnu Guoncum Ha KockeHaTa cpueBuHa
Tpeba ca npaBaT of cTpaHa Ha UCKYCEH OHKOION, XeMaToror, XemMaTonaTonor Unm onwT
naTonor koj e Bo cocTojba Aa rm uHTepnpeTupa knacuyHuTe u cneuunjanHo oboeHuTe
npenaparu
* [lpu gujarHocTuumpaneto AJlJ1 Moxe Aa ce noMella Cco akyTHa mMuenobnacrtHa neyke-
muja (AMI), hairy cell-neykemujata n manurHmte numcommn
* ToyHaTa AujarHosa vMa KpyuujanHo 3Hadere nopaau pasnuyHara nporHosa u TpeTmaH
Ha AT v AMNT
*  myHOoeHOTUNCKNTE aHanm3n ce eceHumWjanHu, buaejku Bo rpynarta feykeMuu Lwto He
ekcnpuMmmnpaat muenonepokcugasa ce MO, M7, Ho n AJJ
e ALeKBaTHWOT MHULMjaneH TpeTMaH 0BUYHO Ce COCTOM O NPOTOKOM BO KOj Ce BKIyYeHU
kombuHauum Ha vincristine, prednisone un anthracycline co nnu 6e3 acnapruHasa u pe-
3yntupa pedvcu kaj 80% of naumeHTUTE CO KoMmMneTHa pemucuja. CpeaHOTO Tpaewe
Ha KoMmnneTHaTa pemucuja e okony 15 meceun. MHory e NoxenHo nNauueHTUTe fga ce
BKITy4aT BO KIMHWYKM CTyAMM 3a Aa UM ce obe3bean ageksaTeH TpeTMaH 1 3a Aa ce co-
6epaT MakcumanHuTe nHdopmaumn of TPeTMaHoT Ha oBaa HonecT BUCOKOCEH3UTUBHA
Ha TpeTMaH, Koja e HajyecTo daTanHa
e [laumeHTUTE CO paH penarnc BegHall NO pemucujata ce o4eKyBa Aa NnoymHaT BO TEKOT
Ha npBsarta roguHa, Aypu 1 ako ce NocTUrHe n BTopa KOMMNeTHa pemucuja. AKo nocToun
afeKkBaTeH 1 pacronoXnmB AOHOP U ako NaumneHToT e nomnag of 55 roguHu, Tpeba aa
ce uma npegsug TpaHcnnaHTaumja Ha KockeHa cpLeBuHa 3a TpeTMaH Ha oBaa 6ornect
e TpaHcnnaHTauuoHUTe LEHTPU, KOM FOAMULLHO M3BedyBaaT 5 unv nomarnky TpaHcnnaH-
Tauum, obMYHO MMaaT nonowu pesynTaTu og noronemute UeHTpu. Mpu nnaHnpame Ha
anoreHa TpaHcnnaHTauumja, ako e MoxHo, Tpeba ga ce nsberHysaaT TpaHcdy3um co
KPBHUW AepuBaTtu oA NOTEHLUWjanHNoT JOHOP
* Wcxopot Ha nauueHTuTe co L3-mopdonoruja e nogobap ako ce TpeTMpaat cnopes cne-
LundumyHu anroputmun. BospacTa, Wwto e curHndmkaHteH daktop kaj aetckara Al v kaj
AMI1, moxe aa buae BaxkeH NporHocTuykn cakTop v kaj agyntHata AllJl
* Bo egHa cTyauja BkynHaTta nporHo3a 6una nogobpa kaj nauueHTn nomnagu og 25
roAvHK; apyra ctyauvja Hawna nogobpa nporHosa kaj oHve WTo ce nomnagun og 35
roguHn. OBue pesyntaTtv MoXe AeNyMHO Aa Ce MOoBp3aHW CO 3rofieMeHarta MHLU-
AeHua Ha Punagendwja-xpomosomoT (Ph1) kaj noctapute AMlJI-naumeHTun, noarpy-
na acouumpaHa co noiua nporHosa
* [loka4yeHOTO HMBO Ha B2-mukpornobynuHOT e acoumpaHo CO folwa MporHo3a Kaj
BO3pacHWUTE Kako AoKa3 3a MOHWCKUOT MPOLIEHT Ha OAroBOpW, MokayeHaTa WMHLU-
AeHua Ha 3adpakanwe Ha LIHC 1 3HayajHO NonoLwoTo npexuByBake
e T[MauneHnTtute co Ph1 nosntusHa AJlJT peTko ce nsnekysaat co xemoTtepanuja. MHory
nauneHTy KoM uMaaT MorekyrnapeH Aokas 3a bcer-abl-dy3noHuoT ren, Koj ro kapak-
Tepusupa Ph1, HemaaT uutoreHeTckm abHopmanHu xpomo3domu. bugejkn ronem
6poj NnaumeHT umaaT pasnuyeH y3noHEH NPOTENH O OHOj LUTO ce AeTeKTUpa Kaj
XpOHWYHaTa muenouyHa neykemuja (p190 Bepcyc p210), kaj HuB ber-abl-cpysnonu-
OT reH MoXe ia ce AeTeKTMpa caMo Co ren enekTpodopesa Ha NyrncHO none unm co
peBep3Ha TpaHcKpunTasa-nonumepasa BepuxHa peakuuja (RT-PCR)
* OBue TecToBM Tpeba Aa ce u3BedyBaaT cekorall Kora € BO3MOXHO Kaj nauneHTuTe
co AJlN, ocobeHo ako cTaHyBa 360p 3a B-AJlJl
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e [lpyrv ABe XpoMo30McCkM abHOpManHocTu co nolwa nporHosa ce t(4;11), kojawTo
ce KapakTepuaupa co npeypegysake Ha MLL-reHoT, koj Moxe fa 6buge npeypeneH
1 Nokpaj HopmanHaTa uutoreHeTuka u t(9;22). Mokpaj t(4;11) u t(9;22), 3a nauneH-
TWUTe COo Aeneumja Ha 7. XpOMO30OM Unu TpucomMuja 8 pesyntaTuTe ykaxyBaaT Aeka
MmaaT HajHMCKa MOXHOCT 3a 5-rogMLLIHO NpeXunByBake CNOpPeAeHo Co naunueHTuTe
CcO HopMmaneH kapuotun. L3 AJlJ1 e acoumpaHa CO pasnuyHM TpaHCnokauum Kou
BKMy4YyBaaT TpaHCMoKauuW Ha MPOTOOHKOreHOT C-myC Ha WUMYHOrMoGYyNUHCKMOT
reHcku nokyc: t(2;8), t(8;12) u t(8;22)

HonroTto cnepgewe Ha 30 nauneHTn co AJlJ1 Bo pemucuja, Hajmanky Bo nepuog og 10

roguHun, nokaxano 10 cekyHgapHu manurHomu. Op 31 xeHa nog 40 roguHu co Jonro

npexusysare no AT unu AMJ1, 26 nmane HopManHM MeHCTpyaLuun No 3aBpLUyBaHeTO

Ha TpeTmaHoT. MNomery 36 NnoToMUM Ha NpexuBeaHUTe NauMeHTU, camo Kaj ABajua ce

jaBune KoHreHuTanHu npobnemu

KnertouyHa knacudmkauuja

BaxHu kapakTepuCTUKu Ha NeykemmnyHaTa Knetka ce:

¢ HejanHnTe MoponoLKUTe OaNINKN

¢ LlutoxemumjaTa

¢ VMyHonoLukaTa KneTo4Ha noBpLuMHa u

¢ bBuonowkutTe Mapkepu U LUTOreHeTCKUTE KapaKTepuUCTUKN

Kaj Bo3pacHute, FAB L1-mopdonorujata (numdobnactute MopdonoLki marnegaar
nospeno) ce jaByBa kaj nomanky og 50% og naumeHTUTe n L2-xmuctonorujata (noHespe-
NN 1 NNeoMopdHN KNETKN) NPeaoMUHMPa

OnuwaHnTe XpomMo3oMckn abHOPManHOCTK, Kako LUTO Ce aHeunnouaujata u TpaHcno-
KauuuTe, MOXe Aa kopenupaar co nporHosata

OcobeHo naumeHTuTe co dunagendumja-xpomosom (Ph1) nosntusHa t(9,22) AN umaat
nowla nporHo3a, Tyka cnaraat noseke og 30% op agynTHWUTe cnyyau. Ber-abl-¢py3avioHn-
OT reH WTO pe3ynTupa of npekvH Ha Ph1 moxe aa ce getekTvpa camo Co refn enekTpo-
dopesa Ha nNyncHO nomne unu co peBep3Ha TpaHCKpUnTasa-nonvmMepasa BepwkHa pe-
akumja (RT-PCR). Bcer-abl-peaparxupanute neykemum kon Hemaat Ph1 nmaaat nowa
nporHo3sa, efHaksa co oHue kou ce Ph1-no3ntueHm

Co KopuCTeHe Ha XeTepoaHTUCEePYMU N MOHOKIOHanNHW aHtutena AJlJl-kneTkute Moxe
Aa ce nogenar Ha paHa B-kneTouHa nuMHWUCKa NpyMNagHOCT (Co hpekBeHUMja of OKony
80%), T-kneTouHa (co dppekBeHumnja og 10 no 15%), B-kneTouHn (kou ekcnpumupaar
NOBPLUMHCKN UMyHOrnobynuHu) (noa 5% dpekseHunja) n CALLA+ (common AlJl-aHTu-
reH) co okony 50% dpekBeHUMja

Kaj 95% op cute BugoBm Ha AJlJ1, ocseH kaj b-knetoyHaTa (koja 06uyHO nma L3-mopdpo-
noruja cnopen FAB-knacudukaumjaTa), 3ronemMeHa e ekcnpecujata Ha TepMuHanHata
AeokcuHykneotnaun TpaHcdepasa (TdT). OBa 3ronemyBare € 0COGEHO KOPUCHO 3a
AmjarHocTukaTa; ako KOHLEeHTpauujata Ha eH3MMOT He e nokadveHa, avjarHosata Ha AJlJ1
e comHuTenHa. Ho, n 20% op cnyyaute co AMJ1 moxe aa ekcnpumupaat TdT; nopagu
TOa, HeroBaTa NpYMeHa Kako MIMHUCKN Mapkep e NMMUTUpaHa

Bupejkn B-knetoyHUTE Neykemmu ce TpeTupaat cnopes pasfnvyHu anroputMmm, BaxHO e
OBME Crny4umn cneumdunyHoO Aa ce naeHTudurkysaaT cnopeq HMBHaTa L3-mopdonoruja,
oTcycTBo Ha TdT 1 ekcnpecuja Ha NOBPLUMHCKM UMYHOrNobynmMHW. OBue nauneHTn obuy-
Ho umaat 1 unu 3 xpoMo3omcku TpaHcnokauuu: t(8;14), t(2;8) nnu t(8;22)
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UHdopmauum 3a ctraguymor

Hewma jaceH cuctem 3a nogen6a Ha oBaa 6onect no ctagmymu

HetpeTtupanu

Kaj HoBoaujarHocTMUMpaHUTe NauMeHTn, Npes MOYETOKOT Ha NeKyBaHeTo, HETPEeTU-
paHaTa AJIJT ce aedrHMpa co abHopmanHu BpedHOCTU Ha GenvTe KpBHW KNETKU U CO
abHopmanHa audepeHumjanHa KpBHa cnuka, abHopmanHu BpegHOCTU Ha XxemaTokpuT/
XeMornobuH n TpoméouunTn, abHopmanHa KockeHa cpueBuHa co noeeke of 5% 6Gnactu
1 3HaUM 1 cumnTomMM Ha GonecTa

Pemucuja

MaumeHT No HAYKUMOHNOT TpeTMaH 3a AJ1JT e BO peMucuja ako KockeHaTa cpueBmHa My
e HopMouenynapHa co nomarnky og 5% 6nacTu, Hema 3Hauu unyM cuMnToMu Ha Gonecra,
HeMa 3Hauu unu cumnToMm 3a 3adakamwe Ha LIHC co 6onecTta nnu ekctpamegynapHa
WHUNTPaLumja n cuTe nabopaTopucky Haoau My ce BO HOPMarnHu rpaHuum

Mpernen Ha TepanUcKuTe onuun

YcnewHuot TpeTmaH Ha AJlJ1 ce cocTon o KOHTporna Ha GonecTa BO KOCKEHaTa cpLe-
BMHa U cuctemckata Gonect, kako U og TpPeTMaH (MW NpeBeHuUMja) Ha NPUKPUEHUTE
nokanusaumm Ha 6onecta, ocobeHo bonecta Ha LeHTpanHUOT HepBeH cuctem (LUHC).
Bo ocHoBaTa Ha oBaa cTpaTeruja e cuctemcka agMvHUCTpaLumja Ha KOMOUHMpPaHa xe-
MoTepanuja co npeBeHTMBHa Tepanuja Ha LUIHC. LUHC-npodunakcaTta ce nocTurHysa co
XxemoTepanuja (MHTpaTeKkanHa n/vnm BUCOKO403Ha CUCTEMCKA) U BO HEKOM Cry4vaun 1 co
KpaHujanHa npagujauuja

TpeTmaHoT e nogeneH Bo Tpu dasun: uHaykumja Ha pemucuja, LUIHC-npodunakca u npo-
[OMXyBake UNU oppXxyBawe Ha pemucujaTta. [TpoceyHoTo Tpaewe Ha TPETMaHOT Ha
AJlN Bapupa nomery 1.5 n 3 rognHu Bo 06MAOT Aa ce epaguumpa neykemuyHaTta kne-
TovHa nonynauuja. Nomnagute agyntun co AJlJ1 Mmoxe Aa ce norogHu Aa ce BKy4aT BO
ogpeaeHn KNMHWYKK cTyaum 3a getckarta AJlJ1

Beke noBeke rognHu ce 3Hae aeka Hekou naumeHTu co AJ1J1 moxe aa nmaar UuToreHeTc-
K1 abHOpManHocTu kou MopdonoLLKN He ce pa3nukyBaat of Punagenduja-xpoMo3om-
ot (Ph1). Ph1 ce jaByBa camo kaj 1%-2% op nauneHtute co AMIJI, Ho ce jaByBa kaj 20%
of agynTHUTe 1 Kaj noman npoueHT Ha getcku AJJT (28). Kaj Hajronem 6poj og feuara u
kaj nonosuHa of agyntute co Ph1-nosntusHa AJlJ1 MonekynapHaTta abHopmarnHocT ce
pasnukyBa og Ph1-nosuTnBHaTa XpoHn4Ha myuenonyHa neykemuja (XMJ1)
Ph1-no3utuBHata AJlJT nma nonowa nporHo3a og gpyrute tunosu Ha AJlJl, n nokpaj
Toa LWTO Kaj ronem 6poj AeLa u Hekoun Bo3pacHu co Ph1-nosutueHa AJ1J1 co UHTEH3NBEH
TpeTMmaH no KnuHudkuTe ctyamm 3a AJlJ1 moxe Aa ce NnocTurHe KOMMneTHa pemucuja.
AKo nocTou noroaeH AoHop, Tpeba BegHalL Aa ce pa3MucnyBa 3a anoreHa TpaHcnnaH-
Tauwuja Ha KOCKeHa cpLeBuHa, buaejku, reHepanHo, peMucumMTe NOCTUrHaTh CoO XemoTe-
panuja no koHBeHuuoHanHuTe AJl1-KNMHUYKKM CTYQUK TpaaT KpaTKo

MHory naumeHTV Kou umaat morekynapeH gokas 3a bcr-abl-dy3noHnoT reH, koj ro ka-
pakTepusupa Ph1, HemaaT uuToreHeTckm abHopmanHu xpomo3somu. buaejku ronem 6poj
naumMeHTn umaat pasnuyeH y3voHeH NPOTENH O OHOj LUTO Ce AeTeKTMpa Kaj XpoHWUY-
HaTa MuenonyHa neykemuja (p190 Bepcyc p210), kaj HUB bcr-abl-gy3noHMOT reH Moxe
fa ce fieTekTMpa camo Co ren eniekTpodgopesa Ha NysiCHO Nofe UNu co peBepaHa TpaHc-
KpunTasa-nonnumepasa BepwxHa peakumja (RT-PCR)
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OBue TecToBM Tpeba Aa ce M3BedyBaaT ceKorall Kora € BO3MOXHO Kaj nauueHTuTe co
AJN, ocobeHo ako cTaHyBa 360p 3a B-AJlJ1. pyrn oBe XpomMo3oMcku abHopManHocTu
co nowa nporHo3sa ce t(4;11), koja ce kapakTepuaupa co npeypegysare Ha MLL-reHor,
Koj Moxe Aa 6uae npeypefeH M nokpaj HopmanHaTa umTtoreHeTuka u t(9;22). Mokpaj
t(9;22) n t(4;11), 3a nauneHTUTE Co Aerneuunja Ha 7. XpOMO3OM Unu Tpucomuja 8 pesynTa-
TUTE yKaxyBaaT AeKa MMaaT HajHUCKa MOXHOCT 3a 5-roauLlHo npexuByBake crnopege-
HO CO NauueHTUTe CO HopMareH kapuoTun. [pu MynTuBapujaHTHUTE aHanuau, kapuo-
TUMNOT Ce jaByBa Kako HajaHayaeH MpOrHoCTUYKM (hakTop 3a NepuofoT Ha NpeXuByBake
6e3 6onect (HHA-C)

L3-BapujaHtata Ha AJll e acoumpaHa co pasnMyHM TpaHCNoKauuMm Kowu BKINydyBaaT
TpaHCMoKaLun Ha C-myc NMPOTOOHKOTEHOT BO MMYHOTNOBYNUHCKUOT reHcku nokyc (t(2;8),
t(8;12) n t(8;22)). 3a pasnuka og ber-abl noautusHata Al u t(4;11), 3a L3-neykemujata
nocTojaT AoKasun Aeka MoXe [a ce U3feKyBa Co arpecuBHU, 6p3un LMKMYCK KOU nuyaT Ha
NMMAOMCKNTE XeMOTepanuckn NPOTOKOMM

HeTpeTtnpaHa agyntHa akytHa numdcobnacrtHa neykemuja

CraHpapaHu TepanvMcku onuuu 3a MHAUKLMja Ha peMucuja

Hajronem 6poj og akTyenHute WHAYKUMOHW MPOTOKOMM 3a agynTHata akyTHa Num-
dobnactHa neykemuja (AJlJT) BknydyBaat prednisone, vincristine n egeH anthracyclin.
Hekon npoTtokonu BknyyyBaaT W [pYrM FNEKOBW, Kako LUTO e asparaginase wnm
cyclophosphamide. Co akTyenHuTe nonMxemoTepanuckm MpPOTOKONM Ce MNOCTUrHyBa
komnneTHa pemucuja Bo 60% no 90% og cnyvaute

Oea nottnna Ha agynTtHa AJlJl1 6apaat nocebHo BHMMaHwue. b-knetouHata AJlJ1 (koja ek-
CNpUMMpa NOBPLUMHCKM MMYHOFMOBYNMHM U LUTOreHeTCkn abHOPManHoCTK, Kako LWTo ce
1(8;14), t(2;8) n t(8;22)], 06bn4HO He MOXe Aa ce u3nekyBa Co CTaHAApAHUTE NPOTOKOMMU
3a AJlJ1. Co arpecuBHUTE, KPATKOTPAjHU, HO BUCOKOMHTEH3UBHU NPOTOKONU, CAMYHM Ha
OHME KoM ce KopucTaT 3a arpecuBHUTe non-Hodgkin numdomu, ce nocTurHysa BUCOK
MPOLIEHT Ha OAroBop U uanekysarwe (75% komnnetHu pemucun; kaj 40% He goara go
penanc). T-knetodyHaTta AJlJ1, BknydyBajkn ro n numdgobacTHMOT nNumMdOoM, UCTO Taka,
noKaxxyBa BWCOK NPOLIEHT Ha U3neKkyBake Kora ce TpeTupa co NPOTOKONM KoU coppxar
cyclophosphamide. Kora e Bo3aMoxHo, BakBuTe nauneHTn Tpeba ga ce BKryyar BO Knu-
HWUYKM CTYAUM KOW Ce An3ajHuMpaHu 3a Aa ro nogobpar ncxof4oT Ha OBME NOATPYnM
[MaumeHTMTE BO TEKOT Ha MHAYyKUMOHATa Tepanuja Tpeba BHMMAaTenHo Aa ce cnear,
buaejku npeaBMaeHa cekBena Ha neykemujata u TpeTMaHoT CO XemoTepanuvja € Mueno-
cynpecujata. Tpeba ga 6bugart goctanHu cnyxouTe 3a xemaTornoLlka noaapLuka, Kako u
3a TpeTMaH Ha MHMPEKTUBHUTE KOMMMUKaLMK

CynopTuBHaTa Hera 3a BpeMe Ha UHAYKLMOoHaTa Tepanmja pyTUHCKU Ce COCTOM of, TpaHc-
dy3unn Ha epuTPOLIUTU N HA TpOMBOLUUTHK, KOora ce NnoTpebHu. PaHgomuanpaHute ctygum
nokaxarne CrvyeH UCXop 1 3a nauveHTUTe Kou npumMane npogunakTuyHm TpomMooLUTHM
TpaHcdy3nm Ha TpomGounTHO HMBO of 10.000/mMm3 oTkonky Ha 20.000/Mm3
MHumpgeHuata Ha TpombouwuTHa anoumyHusauuja 6una cnuyHa nomery rpynute Kowu
paHOomu3upaHo bune HasHayeHu Ja npumaar nynupaHu TPOMOOLMTHM KOHLEHTpaTK
o[, criyyajHo usbpaHu goHopu; bunTpupaHu, nynupaHm TpOMOGOLMTHU KOHLEHTpAaTK of
cny4ajHo n3bpaHu JOHOpW; ynTpaBnoneToBo b-3payeHu, nynvpaHn TPOMOOLMTHU KOH-
LeHTpaTu o4 criyyajHo u3bpaHu goHopw; unu uaTpupaHm Tpoméountn gobmneHu co
adepesa of efeH cny4ajHo nsbpaH goHOP

Emnupucku wnpok cnektap Ha aHTUMUKpobHa Tepanuja e anconyTHo notpebeH 3a deb-
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pUNHUTE NauneHTn, Kou ce ANaboko HeyTPONeHNYHN

* BHMMaTenHun MHCTPYKLMK 3a NepcoHarnHa xurueHa, Hera Ha 3abu 1 npenosHasame
Ha paHuTe 3HaUM Ha UHMEKLUMN Ce afeKBaTHN 3a CUTe NauneHTn

* KomnnekcHu n3onaumoHn ycroBu Kou BKNyvyBaaT MNTpupaH BO3dyX, CTepurHa
XpaHa u cTepunusauuja Ha gurectuBHaTa driopa He ce UHAULMPAHN PYTUHCKA, HO
MOXe [a Ce KOPVCHM 3a TPaHCNNaHTUPaHUTe NauneHTu

Bpsata muenoabnauuja co nocnegosaTenHarta paHa pereHepaumja Ha KockeHaTa cpue-

BWHa ro Hamanysa MOpOVANTETOT N MOPTanNUTETOT

TpaHcdysumTe Ha 6env KpBHU KNETKN MoxXe Aa GuaaTt KOPUCHM Kaj cenekTupaHun nauu-

€HTW, CO annacTu4yHa KOCKeHa CpLeBMHA U CepUO3HN MHAEKLUM KOW He pearmpaar Ha

aHTMbMoTULMN

Mpodmnakcata co opanHn aHTMOBMOTMLM MOXe Aa buae coofBeTHa 3a MauMeHTU co

ouveKyBaHa MpornoHrupaHa u gnaboka rpaHynouutoneHmja (< 100/Mm3 Bo Tek Ha ABe

Hefenu), nako ce NOTpebHV NoHaTaMOLLHW CTYAUN

3a fa ce geTekTvpa NpUCYCTBO UMM 3a Aa Ce WCKOPEeHaT Pe3NCTEHTHUTE OpraHusmu,

CepucK1Te orncepBaLMoHn KynTypu Moxe Aa buaaT o4 NoMoLL Kaj BakBuUTe NaLyeHTu

MpvmeHaTta Ha MuenonaHn akTopu Ha pacT 3a Bpeme Ha MHAYKLMoHaTa Tepanuja us-

rmefa Aeka ro Hamanysa BPEMETO Ha XxemaTonoeTckaTa PeKoHCTUTyLuja

Tepanucku onuum 3a MHAYKUMWja HA peMUCHja Noa KNUHUYKA eBanyaumja:

MMa TeKOBHU KIMHUYKM CTYOUM U NauneHTuTe Tpeba fa ce pasrneaaart 3a fa ce BKIy-
yaTt Bo HuB (50)

CtaHpgapAHM Tepanuckyi onuumu 3a npocdunakca Ha LEHTParHUOT HepBEH
cuctem (LUHC):

Panata LUHC-npodwunakca e 3HavajHa 3a ga ce MOCTUrHe KOHTpona Ha MPUKPUEHOTO

MecTo Ha bonecTa

1. KpaHujanHa npaawvjauuja nnyc nHtpatekaneH (UT) methotrexate

2. BucokogoseH cuctemckn methotrexate u WT-methotrexate 6e3 kpaHujanHa
npagujauuvja

3. Camo UT-xemoTepanuja

ApynTHa akyTHa numdobnacTHa neykemuja Bo peMucuja

AKTYenHuTe cTpaTerym Ha nocTpeMmcuoHarta Tepanuja 3a agynTtHata akytHa numdo6-

nactHa neykemuja (AJJ1) ce cocTtojaT oA KpaTKOTpajHa, penaTMBHO WHTEH3VBHA Xe-

MoTepanuvja crefeHa co MoAoNroTpajHa, HO MOHWCKOAO3Ha Tepanuja Ha ofapXKyBahe,

BMCOKOA03HA MuenoabnactHa xemoTepanuja unu xemopaauoTepanuja Co arnoreHo

cTem-kneToqHo cnacysakwe (anoCKC) m BucokopgosHa xemoTepanuja CO aBTONONHO

CTeM-KNeTo4Ho crnacyBawe (aBToOCKC)

e Hekonky cTyauMu cO arpecuBHa MOCTPEMUCMOHA XemoTepanuja Kaj agyntHata
AJJ1 cera ro noTBpaune JONroTpajHOTO NpexusyBakwe 6e3 6onect kaj okony 40%
nauveHTu

* Bo nocnegHute ABe cepum, ocobeHo e Aobpa nporHo3aTta 3a nauneHTuTe co T-nu-
Hucka AJlJ1, co nepuoa Ha npexuByBare 6e3 6onect oa 50% o 70% 3a nauver-
TUTE KoM NpuMUre noctpeMucuoHa tepanuja. OBre cepuu ro npeTctaByBaaT 3Ha-
YajHOTO 3ronemMyBakH€e Ha NPOLEHTOT Ha NpexuByBake 6e3 6onecT Bo cnopeaba co
NPeTXoAHUTE, NOMarkKy MHTEH3UBHU XeMOTepanucku npuctanm

e CnpoTVBHO, NMOLIN NPOLEHTM Ha M3NeKyBawe Ce NpUKaxaHu kaj nauueHTuTe co
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dunagendwja-xpomosom (Ph1) nosutusHa AJlJ1, B-knetoyHa nuHncka AJN co L3-
eHoTMN (NO3MTUBHA 3a NOBPLUMHCKM UMYHOrMo6ynuHn) n b-knetouHa AJJ1 wTo ce
kapakTepusupa co t(4,11)

e AgMuHUCTpauujaTa Ha HOBUTE, WHTEH3MULMPaHU NPOTOKONU MoXe Aa buae
KkoMmnnuuupaHa n Tpeba aa ce M3BegyBa camo Of fekapu KoM MmaaTt MCKYCTBO CO
BakBW MPOTOKOMMW, BO LEHTPW KOW Ce ONpeMeHu Aa rv paspeluart noTeHumjanHute
KoMMnmKaumm

e CTyounTe BO KOM XemoTepanujata 3a NpodoriKyBake WMy OfpXyBake Ha pemu-
cvjaTa e envMUHUpaHa MMaat Mool UCXOA Of, OHWEe CO MPOAOMKEeHO BpeMeTpa-
eHe Ha TpeTMaHoT

AnoCKC vma HajHMcKa nHUMAeHua Ha neykemmuyeH penanc, aypu u Bo cnopegba co

TpaHcnnaHTauuja Ha KockeHa cpueBuHa of MaeHTu4eH 6nuaHak (cuHreHa TKC). Osue

pesynTati BoAaT KOH KOHLENTOT 3a UMYHOSMOLLKK rpaddT-npoTnd neykemuja edekT, Koj

nuym Ha Bonecta rpadT npotMe AomakvH (GVHD). 3ronemyBakeTo Ha NepuopoT Ha
npexvByBarwe 6e3 HGonecT Kaj nauveHTUTe noanoxeHun Ha anoCKC kako npumapHa

NMocTpeMUCUOHa Tepanuja e AenymMHO BO KOHTpabanaHc co 3ronieMeHvMoT mopbuautet

n moptanuteT og GVHD, BeHookny3mBHaTa 6onecT Ha xenapoT U MHTepCTULMjanHmMoT

NMHEBMOHUTUC

e PesyntatuTe of peTpocnekTMBHUTE CTyAWUM NOKaXyBaaT CNMYHW pe3ynTaTi Ha oBue
3a MHTEeH3MBHaTa xemoTepanuja kaj naumeHTuTe npeq anoCKC Bo npea pemucuja
BO [ABaTa MHTEepHaLMOHanH1 perncTpu 3a TpaHcnnaHTauuja Ha KOCKeHa cpLueBuHa
(International Bone Marrow Transplant Registry) n Bo lepmaHckuTe xemoTepanuc-
kn ctyaum (Berlin-Frankfusrt-Munster)

* Bo npocnektuBHaTta ®paHuycka ctyauvja, agyntute co AJl]l Bo pemucuja, nomna-
av og 40 rognHu, 6une TpetupaHu co anoCKC ako nmane coogBeTeH AOHOP MK
6une paHOOMM3UpPaHU Ha NpPofoIKeHa xeMoTepanuja unu Ha asToCKC. TpeTmaHoT
co anoCKC 3a naumeHTUTe co cTtaHgapgHo puanyHa AJlJ1 He nokaxan HuKakea
npegHoct. Cenak, umano 3HavyajHa nNpedHOCT BO npexuByBakweTo co anoCKC 3a
naumeHTuTe co BucokopuanyHa AT (CD10-; B-knetoyHa AJlJ1 co BpegHocTy Ha Jle
> 30.000; Ph1 nosutusHa AIlN).

e OsBue cTyauu ro NoTBpAMNe UCKYCTBOTO Of €Ha WHCTUTYLMja Koe yKaxyBa Aeka
anoCKC Ttpeba ga ce npumeHyBa 3a nekyBake Ha BucokopusuyHa AJll. Hemano
pasnuka BO AOMKMHAaTa Ha NpeXuByBake Ha NauMeHTUTe BO hpaHLuyckaTa paHgo-
Mu3npaHa cTyauja kon npumane xemotepanuja unu aytoCKC; 6uno ngeHTnyHo.

* [MpumeHata Ha anoCKC kako npvMapHa mocTpemucuoHa Tepanuja e nuMuTupa-
Ho of noTpebarta 3a XJIA-mgeHTUYEeH AOHOP W Of 3rorieMeHVWoT MopTanuTeT Of
anoCKC kaj naumeHTUTe BO neTTaTa v LecTaTta Aekaja of XuBoToT. MopTanuteTot
op, anoCKC og XJTA-ugeHTn4Hu cmbnuuamn sapupa og 20% no 40%, BO 3aBUCHOT
oA ctyamjata

¢ T[lpumeHaTta Ha anoCKC og XJTA-mgeHTu4eH HecpoaeH AOHOP BO MOMEHTOT ce
eBarnyupa, Ho Nopagu akTyernHWoT BUCOK MOpObuaNTeT 1 MopTanuTet, acouupaHu
CO OBOj TPeTMaH, ce NpUMeHyBa caMo Kaj nauuveHT BO BTOpa Wiv noHaTtamoLlHa
pemucuja

* [ocTou acounjaunja nomery gosata Ha agMUHUCTpPUpaHaTa ToTanHa TenecHa npa-
Avjauvja v vHUMaeHuaTa Ha akyTeH u xpoHundeH GVHD u pgosata moxe ga buae
HesaBWCEeH NPOrHOCTMYKU haKTop 3a npexuByBame 6e3 neykemuja (HH.CI,-E)

ArpecvBHMTE XemoTepanuckn npoTtokonu 6asvpaHu Ha cyclophospamide, cnvyHu Ha

OHMe WWTO ce NpUMeHyBaarT Kaj arpecusHuTe non-Hodgkin numdomu, nokaxane nogo-

6ap ncxon Bp3 NPONoHrMpaHuWoT nepuop 6e3 Gonect kaj naumeHTUTe co B-kneToyHa
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AJN (L3-mopdornoruja, No3nTUBHN NOBPLUMHCKA UMYHOTNOBYNuHM)

* PeTpocnekTuBHaTa aHanu3a Ha 3 KoonepaTWBHW rpynHuM cTyauu of epmaHuja,
Hoelzer co copaboTHmuuTe, Nokaxana 3HayajHo NoaobpyBare BO NpexuByBake-
TO, 0f Hyna npexuseaHun Bo ctyanjaTta og 1981 roguHa BO Koja ce KopucTena cTaH-
AappHata negujatpucka Tepanuvja u Tpaena 2,5 rogunu go 50% npexuvByBakse BO 2
CTyAMMW egHONoApYro Kou KopucTerne 6p3o NpoMeHnMBa xemoTepanuja, CrimyHa Ha
numdomckaTta Tepanuvja u 6une 3aBpLieHn 3a 6 Mmeceun

* ArpecuBHaTta LUHC-npocdunakca octaHyBa NpOMMHEHTHA KOMMOHEHTa Ha TpeTMma-
HoT. OBue pesynTaTtu, nako 6apaat noTepaa oa APYrv rpynHu CTyAuK, ce oxpabpy-
Bayku 3a naumeHTute co L3 AJJI. MNaumeHTUTE CO NOBPLUMHCKU UMYHOTMOOYNUHN,
Ho co L1 n L2-mopdponoruja HemaaTt KOpUCT o4 OBOj NPOTOKON

¢ CnuyHo Ha HUB, K naumeHTUTe co L3-mopdonornja n MyHodeHOTHM, HO CO He-
crneunduYHN LMTOreHeTCKM KapakTepucTuku He Gune n3nekyBaHu co 0BOj npucrtan.
MoHucknTe BpegHocTn Ha Benute KpBHU kneTkn o 50.000 Ha MukponuTap noka-
XXyBaaT BO YHMBapujaHTHWUTe aHanuau nogobpeH nepuop Ha npexuByBake 6e3
neykemuja

* bupejkn onTumanHaTta noctpemucuoHa Tepanuja 3a AJlJ1 cé ywTe e HejacHa, Tpeba
Aa ce pa3mucrnyBa 3a y4ecTBO BO KITUHWUYKM CTYAUN

CTaHpapaHW TepanucKu onuuu 3a npodmnakca Ha LeHTParHUOT HepBeH
cuctem (LUHC):

PaHoTo 3ano4HyBane co LIHC-npodumnakcaTa e KpMTUYHO 3a Ja ce NOCTUrHE KoHTpona

Ha NpuKpreHUTe MecTa Ha GonecTa. Hekou aBTOpu cyrepupaat Aeka uma nogrpyna Ha

naumMeHTun co HM3ok pusmk 3a LIHC-penanc 3a ko Mmoxebu He e notpebHa LIHC-npodm-

nakca. Cenak, 0BOj KOHLENT He e TecTupaH NPOCrNeKTUBHO

1. KpaHujanHa npagujauuja nnyc nHtpartekaneH (UT) methotrexate

2. BucokoposeH cuctemckn methotrexate u WT-methotrexate 6e3 kpaHujanHa
mpagujauvja

3. Camo UT-xemoTtepanuja

PekypeHTHa apynTHa akyTHa numcdobnacTHa neykemuja

[MaumeHTTE KON UMaaT penanc No xemoTepanuvjata u Tepanujata Ha OA4pXyBawe, Haj-
BEpojaTHo, He MoXaT [a ce u3nekysaaT camo CO NoHaTaMoLLHa XxemoTepanuja

OBue naumeHTn Tpeba aa ce pasrnegaart 3a pevHAOYKLMOHa XxemMmoTepanuja cnegeHa co
anoreHa TpaHcnnaHTauuja Ha KockeHa cpueBuHa

MaumneHntnTte 63 cooaseteH XJ1A-ngeHTUYEH JOHOP Ce OONUYHU KaHAMAATH 3a BKITyYy-
Baks€ BO KIMHWUYKWU CTYAUM KO T NPOYYyBaaT aBTOMOrHUTE TpaHcnnaHTaumm, UMyHOMO-
Aynaumjata u HoBUTE XeMOTepanucku nnyu GUONOLLKK areHcn

Hwuckogo3HaTa nanujatMBHa pagujauuoHa Tepanuja MoXe ga ce NpUMeHn Kaj nauneHTn
CO CUCTEMCKO NOBTOpYyBawe Ha Honecta, He3aBWCHO of 3adakanweTto Ha LIHC co 6o-
necta

KaTeropuu Ha nekoBu Kou ce Kopucrtart Kaj aKyTHUTE JNieyKeMuu

MegavkameHTUTe KOU ce KopucTaT BO TPeTMaH Ha akyTHaTa fieykemuja npean3BmkyBaat
Tellka Aenpecuja Ha KockeHaTa cpueBuHa, 3atoa Tpeba Aa 6uaaT agMUHUCTPUPaHK
caMo of fiekapu cneumjannsmpaHn n obyyeHmn 3a HuBHa ynotpeba. VictoBpemeHo Tpeba
[a nocrojaT MOXHOCTYM 3a afleKBaTHa CynopTMBHa Hera



890

YNATCTBA 3A MNPAKTUKYBAHKE MEONLMHA SACHOBAHA HA JOKA3M

KOPTUKOCTEPOMAM - moxaT fa ce kopuctaT Bo TEKOT Ha MHAYyKUWjaTa, KOHconuaaumjata, n/mnm
Tepanujata Ha ogpXyBare

WUme Ha nekoT

Prednisone: Vma wupok cnektap Ha gejctByBake. Kaj AJl1 ce kopuctu
nopaau AMPEeKTHUOT aHTUNEYKeEMUCKN edekT

[lo3a 3a BO3pacHu

60 Mr/m?oparnHo, 4 naTv Ha ieH, BO Tek Ha 28 AeHa BO MHAyKUMWja, CO HaMany-
Bak€ Ha Jo3uTe BO Tek Ha 10 aeHa

MeanjaTpucka pgosa

He e yTBpaeHa

KoHTpanHaukaumnm

YTBpAEHa XMNEpPCEeH3UTUBHOCT; BUPYCHU MHMDeKUMK, yrnkycHa bonecrt, xena-
TanHa ancdyHkuuja, nHdeKUmMja Ha CBP3NNBOTO TKMBO, rabuyHa unu Tybepky-
no3Ha MHdeKLMja, racTpoMHTECTUHANHa GonecT

WUHTeppeakuuja

NcToBpeMeHOTO AaBarse eCTPOreHH ro 3rofiemMyBa KNupeHcoT; UCTOBpeMe-
HaTa ynotpe6a Ha npenapaTu Ha AuruTanqc Aosedysa 4O 3rofieMyBarbe Ha
TOKCMYHOCTA Ha AMMUTanuC Kako nocneauua Ha xunokanemujara; eHo-
6ap6uTanoT, PEeHUTOUHOT 1 pUaMIUHOT MOXE Aa ro 3rofiemMar MeTabonus-
MOT Ha KOPTUKOCTEpOMAMUTE (4a Ce pasMMUCIN 3a 3rofieMyBate Ha aosara
Ha oapXXyBak-e), Aa Ce Crean xunokanemumjara npu MICTOBPEMEHO AaBakbe
AnypeTnum

BpemeHocT

He e ytBpaeHa 6e3benHOCTa O HMBHA yr|0Tpe6a BO TEKOT Ha BpemeHocTa

Mepku Ha
npeTnasnuMBocT

Mopa aa ce MOHUTOpUpaaT HecakaHUTe eeKTu: XMNeprivkemMuja, XunepTeH-
3uja, 3ronemMeH pu3nK of MHdeKuuja, aBackynapHa Hekposa (nNpu AonroTpajHa
ynotpe6a). MauneHTuTEe MOXe BOOMNLITO Aa HeMaaT unu Aa umaat MHory
TNeCHW 3Hauu Npu NHdeKumja

AHTMHEONNACTUYHU NEKOBMU - ce kopucTaT BO TEKOT Ha MHAYyKUMjaTa, KOHconuaauujaTa, Tepa-
nujata Ha ogpxyBatse un LIHC-npocdunakcara

WUme Ha nekot

Vincristine: BuHka ankanong koj AejcTByBa CO CTONVMPake Ha KNETOYHNOT LNK-
nyc Bo metadasa

[o3a 3a Bo3pacHu

2 Mr/m? BeHckW, 4 natu, efHall HeenHo BO TEKOT Ha MHAykuujata. Hajronem
6poj OHKOMO3M ja orpaHudyBaaT fo3ata Ha BUHKPUCTMH Ha 4 Mr 3a nomnagu
naumeHTn 1 2.5 Mr 3a noctapu nauneHTu

MeanjaTpucka pgosa

He e yTBpaeHa

KoHTpanHamkauum | YTBpAeHa XMnepceH3nTUBHOCT; HEBPONaTuja 1 Tellka KoHcTunauumja
WcToBpemeHoTO AaBatbe Jl-acnapruHasa Moxe Aa ja 3ronemu HeBpPOTOKCWY-

WHTeppeakuuja HOCTa; TOKCUYHOCTa € MomMana ako acrnapruHasata ce AaBa Mo OTKOMKy npef
BUHKPUCTUHOT

BpemeHocT He e 6e3benHa ynotpebara Bo TekoT Ha GpemeHocTa

Mepku Ha npeTtnas-
nueocTt

HeBHMMaTenHaTta MHTpaTekanHa annukauvja 3aBpLuyBa CO CMPT; eKcTpaBasa-
uujaTa Ha MecToTO Ha annukauuvja 4oBeayBa A0 TELUKO OLTeTyBake Ha TKUBO-
TO; NO BeHcKkaTa annukauuja Ha nekoT Tpeba ga ce KOHTponupa nojaearta Ha
3Hauwu Ha nepudepHa HeBponaTtuja n KoHcTMNaumja

WUme Ha nekoTt

Asparginase: ro pasrpagyBa ekcTpaLenynapH1oT acnaprii Bo acnapTcka Ku-
cenuHa u amoHuym. HopmanHute kneTku ce Bo cocTojba ga CuHTeTu3upaar
COMCTBEH acnapruH 3a pasnuka of, ManurHuTe KneTku Kom He Moxat

[o3a 3a BO3pacHu

6.000-12.000 U/m2MycKynHO

MeanjaTpucka pgosa

He e yTBpaeHa

KoHTpauHgukauum

YTBpAeHa XMnepceH3nTUBHOCT; aHaMHECTUYKN NOAATOK 3a NaHkpeaTuTuc
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WHTeppeakumja

Moxe aa ro I/IHXMGI/Ipa e(beKTOT Ha MEeTOTpeKCcaToT Ha HeonnacTU4YHUTE KNeTKun,
TOKCMYHOCTa MOXe Aa ce 3ronemMun co gaBawe BUHKPUCTUH U NPEeOHU30H

BpemeHocT

He e yTBpaeHa 6e3begHocTa npu ynotpebata Bo TEKOT Ha GpemeHocTa

Mepku Ha npertnas-
nueoct

MauueHToT Tpeba Aa ce MOHWTOpPUpa 3a MOTEeHUMjanHUTe TOKCUYHU eddekTy,
BKMyYyBajKv anepruyHy peakuuum, naHkpeaTuTuC, enn3oan Ha KpBaBeHe Unn
TPOMGOTMYHU KOMMIIMKaLMKW (MOpaAn HEroBOTO BIMjaHue Ha hakTopuTe Ha Ko-
arynauuja) u xvuneprivkemuja

Wme Ha nekoT

Methotrexate: aHTumeTabonuT Ha dhonHaTa kucenuHa. Ja uHxmbupa guxmapo-
chonat pegykTasaTta, NpeansBuKyBajkm Hxmbuumja Ha AHK-cuHTe3a, penapa-
umja 1 KneTovHa pennukauuja

[o3a 3a Bo3pacHu

15 mr/m2opanHo 4 natu, eaHall HelenHo BO TEKOT Ha MHAYyKuujaTa

MeaunjaTpucka posa

He e ytBpaeHa

KOHTpaMH,qVIKaLI,VIM

[a He ce ynoTpeGyBaaT BUCOKM 03U Kaj NALMEHTU CO KpeaTUHUH KMUPEHC <
60 MJ1/MUWH.; 3ronemMeHa TOKCMYHOCT MOXe [a ce jaBu kaj 6onHu co acumT unm
nneeparneH U3nue

WHTeppeakumja

OpanHuTe aMMHOIMMKO3MAM MOXE [a ja HamanaTt ancopnuujata U HUBOTO BO
KpBTa; jarneHoT ro HamanyBa HUBOTO; KOaAMUHUCTPaLMja CO eTPETUHAT MOXe
[a ja 3aronemu xenaToToKCUYHOCTA; horHaTa KUCENHa U HejsnHUTe aepvBa-
TV BO OAPEAEHN BUTAMUHCKU MpenapaTy MoXe Aa ro Hamanat [ejCTBOTO; Ko-
agMUHMCTpaLmjaTa co HECTEPOUAHN aHTUPEBMAaTULM MoXe fJa buae cdaTanHa;
MHOOMETAUMH 1 (DEHNNBYTAa30H MOXe Aa ro nokadyaT HMBOTO Ha MeToTpekcaTt
BO nnasmarta; npoGeHuunaoT, canuuunaTute, npokapbasuHoT u cyndoHamm-
AWTe MOoXe Aa ro 3ronemMar epekToT M TOKCUYHOCTA; NTeKOT MOXe Aa ro 3rofiemMm
HVMBOTO Ha TUOMYPUHUTE

BpemeHocT

KOHTpaI/IH,EI,MLlI/IpaH BO TEKOT Ha 6p8MeHOCTa

Mepku Ha npeTtnas-
nueocTt

Tpeba fa ce cneau 6pPojoT Ha KPBHUTE KNETKM MECEYHO, Kako M xenaTtanHaTa
1 peHanHata dyHkumja Ha 1-3 Meceun BO TEKOT Ha TepanujaTta (aa ce crneau
NMoYecTo, Ha NPUMep, CEKOjAHEBHO NPW UHULMjANHOTO Ao3Upake, agantupamwe
Ha [o3aTta Unu Kora NocToM PU3MK Of MoKadyyBake Ha HUBOTO - Npu Aexuapa-
Tauuja); NeKoT uma TOKCUYEH edeKT Ha XeMaTonMoeTCKUOT, PEHanHWOT, racT-
POUHTECTUHAMNHMWOT, MYNIMOHANHUOT U HEBPOSIOLIKMOT cucTeM. [la ce npekuHe
[aBareTOo NpY 3Ha4YaeH nag Ha GpojoT Ha KPBHUTE KNETKWU; acNUPUH, HECTEPO-
WOHW aHTMpeBMaTULM UMW Manu o3v CTepoMan Moxe Aa ce AaaaT UCToBpe-
MEHO (He e TecTMpaHa eBeHTyarHa 3rorneMeHa TOKCUYHOCT MpY UCTOBPEMEHa
ynotpeba Ha HECTEPOUAHU aHTUPEBMATULIN)

Mme Ha nekot

Mercaptopurine: nypuHckvu aHanor co aHTumetabonHo Aejcteo. MpumapeH
edekT e nHxmbuumja Ha AHK-cuHTe3a

[lo3a 3a Bo3pacHu

100 mr/m? opanHo, 4 naTi JHEBHO BO TEKOT Ha Tepanwujata Ha oapXKyBake

MeawnjaTpucka posa

He e yTBpAeHa

KoHTpauHaukaumm | YTBpAeHa XUNepceH3nTUBHOCT
McToBpemeHaTa ynotpeba Ha anonypuHon Moxe 3HavajHoO Aa ja 3ronemu ak-
WuTeppeakumja TUBHOCTa M TOKCMYHOCTA; TOKCUYHOCTA CE 3rorieMyBa Mpu UCTOBPEMEHA YNoT-
PP ) peba Ha anonypuHon; XenaToTOKCUYHOCTA Ce 3rorieMyBa kora ce komGuHupa
CO JoKcopyBuLMH
BpemeHocT He e 6e36enHa ynotpebaTta BO TEKOT Ha GpemeHocTa

Mepku Ha npeTtnas-
nueocTt

BHumaTenHo Tpeba Aa ce ynotpebyBa kaj NauMeHTn Co peHanHo unu xenartan-
HO oluTeTyBate; ynotpebata e nosp3aHa CO 3rofNemMeH pU3uK of NaHkpeaTu-
TUC; A@ CE€ MOHUTOPMPA MUENOCYMPECUBHNOT ePeKT
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WUme Ha nekoT

Cyclophosphamide: ankunupayku areHc Ha HUTPOreH MycTapza

ﬂosa 3a BO3pacHu

1 r/M? BEeHCKM BO TEKOT Ha MHAyKUujaTa

MeanjaTpucka pgosa

He e yTBpaeHa

KOHTpaMHnMKaLWIM

YTBpAEeHa XMNepceH3TUBHOCT; TELWKO CynpummnpaHa yHkumja Ha KockeHaTa
cpueBuHa

WUHTeppeakuuja

AnonypvHOnNoT MoXe Aa ro 3rofieMn puU3nKOT Of KpBaBeke WUNn uHdekuuja n
ro Harnacysa MWenocynpecuBHUOT edeKT; NIeKOT MoXe Aa ro noTeHumpa kap-
[NOTOKCUYHNOT edekT Ha AOKCOpPYBULMHOT; MoXe Aa ro pegyLmpa cepyMckoTo
HWBO Ha AUFOKCUH W @aHTUMUKPOBHOTO [€jCTBO Ha XMHOMOHWTE.
XnopamMdeHUKONOT MOXe Aa ro 3rofieMu NOMYXMBOTOT, HamManyBajku ja KOH-
LeHTpauujata Ha MeTabonuTute; Moxe Aa ro 3roneMun eekToT Ha aHTMKoa-
rynaHTuTe nekoBW; koaaMUHUCTpaLUMjaTa Co BUCOKW [03U Ha dpeHobapbuTon
MOXe [a ro 3roneMu MeTabonmnamoT 1 NeykoneHUCKNOT edekT Ha NeKoT; Tuja-
3UAVHCKMTE ANYPETULIM MOXeE Aa ja NPOSIoHrpaaT feykoneHujata npeanssmka-
Ha o[, NeKkoT W Aa AosedaT 4O HeBpOMYyckynapHa 6nokaga npeky uHxuwbuuuja
Ha XonuHecTepasaTta

BpemeHocT

He e 6e36enHa ynotpebara Bo TekoT Ha GpemeHocTa

Mepkun Ha npeTnas-
nueocTt

PepnoBHa npoBepka Ha xemorpamoT (0ocobeHo 6pojoT Ha HeyTpodunUTe 1 Ha
TpomGounTUTE) 3a Aa ce criedu XemartorolkaTa cynpecwja; peaoBHO Aa ce
npoBepyBa NpUCYCTBO Ha epUTPOLIMTM BO ypuHaTa Kako paH 3Hak Ha Xemopa-
TMYEH LUcTUTUC

WUme Ha nekoTt

Cytosine arabinoside: aHTumeTabonuT Yne OejcTBO Ce JOMKM Ha akTMBauwuja
Ha umTapabuH Tpudocdart, npeanssnkyBa nHxmbuumja Ha JHA-nonnumepasa un
ce nHkopnopupa Bo AHK n PHK

[o3a 3a Bo3pacHu

100 Mr/m2BEHCKU Kako 24-4acoBHA KOHTUHyMpaHa UHAYy3uja BO TeK Ha 7 AeHa
unu 3 r/M? BEHCKM Kako 3-4acoBHa BO TeK Ha 5 aeHa

MeanjaTpucka pgosa

He e yTBpaeHa

KoHTpauHaukaumu | YTBpaeHa XUNepceH3nTUBHOCT
o HamanyBa [1€jCTBOTO Ha FEHTAMULIMHOT U Ha PryLMTOCUHOT; ApYruTe anku-
WHTeppeakuuja pupayku areHcu W papvjauvoHaTa Tepanuja ja sronemyeaaT TOKCUMYHOCTa Ha
neKkoT
BpemeHocT He e yTBpaeHa 6e3beaHocTa Ha ynoTpebaTta BO TEKOT Ha 6pemeHocTa

Mepku Ha npeTtnas-
nueoct

Ako ce jaBu cunHa cynpecuja Ha KOCKkeHaTa CpueBMHa MOXe Ja ce Tpaerbe-
TO Ha TpeTMaHoT; 6onHUTe Co xenaTtanHa unu peHanHa uHcyduumeHumja ce
M3NoXeHn Ha noronem pusmk og LIHC-TokcnyHoCT (MOXe Aa ce peayuupaat
nosute)

WUme Ha nekoT

Daunorubicin: aHTpaumknuH koj ja MHxMbupa Tononsomepasata 2. Ucto Taka,
ja nHxunbupa AHK n PHK-cuHTesata co nHtepkanupare Bo OHK-xenuke

[o3a 3a BO3pacHu

45-60 mMr/m2BeHcku kako 30-MUHYTHa MHGY3Uja BO TEK Ha TpW AeHa

MeanjaTpucka pnosa

He e ytBpaeHa

KoHTpauHgukauum

YTBpAEeHa X1nepceH3MTUBHOCT, KOHrecTUBHa cpueBa cnaboct

WHTeppeakuunja

He ce pedepupanu

BpemeHocT

He e 6e3benHa ynotpebarta Bo Tek Ha GpeMeHOoCT.
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Mepku Ha npeTtnas-
nueocTt

MauneHTuTe Tpeba Aa ce MOHWTOPWPAAT; Aa Ce KOHTPOMMpa exekuuoHata
dpakumja Kaj naumeHT Kou Nnpumarne noronemMmu KyMynaTueHM 4O3W; Kaj nauu-
€HTU CO peHanHa unu xenatanHa uHcydpuumeHumja Tpeba ae ce pegyumpaar
nosute

Mme Ha nekot

Idarubicin: nHxubutnop Ha Tonomsomepasa 2. Ja uHxmbupa kneToyHara npo-
nudepauuja, nixmoupajkv ja AHK n PHK-nonumepasara

[o3a 3a Bo3pacHu

12 mr/m2BeHcku kako 30-MUHyTHa UHGY3Wja BO TEK HA TPU AeHa

MeawnjaTpucka posa

He e yTBpaeHa

KoHTpanHavkaumm | YTBpAeHa XUnepceH3nTUBHOCT, KOHrecTMBHa cpueBa cnaboct
WHTeppeakuuja He ce pedepupanu
BpemeHocT He e 6e3benHa ynotpebaTa Bo TeKOT Ha GpemeHocTa

Mepku Ha npeTtnas-
nueocTt

MaumneHTuTe Tpeba fa ce MOHUTOPUPAAT Nopaau MUenocynpecuja; Aa ce KOoH-
Tponupa exekuuoHaTa gpakumja 0cobeHo Kaj nauneHT! Kov npumare norosne-
MW KyMynaTUMBHU [03M; Kaj NauMeHTM CO peHanHa unu xenatanHa tTpeba gea
ce pepyuvpaar gosute

Wme Ha nekoT

Mitoxantrone: nHxu6uTop Ha TononsomMepasa 2. Ja uHxubupa knetoyHara npo-
nudepaumja, nHTepkanupajkvu co AHK 1 nnxnbupajku ja Tononsomepasara 2

[o3a 3a Bo3pacHu

12 mr/m2BeHcku kako 30-MUHyTHa UHGY3Wja BO TEK HA TPU AeHa

MeamnjaTpucka posa

He e yTBpaeHa

YTBpAEHa XMNepceH3MTUBHOCT, KOHrecTuBHa cpuesa cnabocr, peaykuuja Ha

KoHTpanHaunkauum .
[03uTe Npy XxenatanHa u/vnu peHanHa nHcydbuuneHumja

WHTeppeakumja He ce pedepurpanu

BpemeHocT He e 6e3benHa ynotpebaTta Bo TEKOT Ha GpeMeHocTa

Mepku Ha npeTtnas-
nueocTt

BHumatenHo Tpeba Aa ce gaBa kaj 60nHM co xenaTarnHo u cpueBo 3abonyBake
(KapaMOTOKCUYHOCTa YeCTo ce MaHudecTupa npu kymynatueHu gosm og 120
no 160 mr/m?; noTpe6GHO e Aa ce HamnpaBu ABOAMMEH3UOHAMHO €X0 U Aa ce
ofpenun exekunoHata dpakuuja npes novHyBare U BO TEKOT Ha TPETMAHOT CO
MWUTOKCaHTPOH; Tpeba fAa ce crnean MUMerniocynpecuBHUOT edekT Ha nexkoT

KONMOHU-CTUMYINTUPAYKU ®AKTOPMU - Bnivjaat kako xemaTonoeTckm hakTopu Ha pacT U ro CTUMYy-
nupaart pasBojoT Ha rpaHynouutuTe. Ce KOpUCTaT BO TPETMAHOT UMW NPEBEHLMjaTa Ha HeyTponeHujaTa
npeausBMkaHa of MUEnocynpecuBHa XxemoTepanuja u 3a aa ro ckpaTaT NepuodoT Ha HeyTponeHuvjaTa
noBp3aH Co TpaHcnnaHTaumja Ha kockeHa cpueBuHa. Ce kopucTaT v 3a Mobunuaauuja Ha NPOreHnTop-
CKW KNeTKW Kaj aBTonorHata TpaHcnnaHTaumja u BoO TPETMaHOT Ha XPOHUYHATa HeyTporneHuja

Wme Ha nekoT

Filgrastim — G-CSF ja aktuBupa v ja cTumynupa npoaykuujata, matypauuja-
Ta, MUrpauujaTa u LMTOTOKCMYHOCTa Ha HeyTpodunute

[lo3a 3a Bo3pacHu

5 mcg/M? cynkyTaHo

MeawnjaTpucka gosa

He e yTBpaeHa

KoHTpanHgukaumn | YTBpaeHa XvnepceH3nTUBHOCT

WHTeppeakuuja He ce ynotpebyBa 12-24 yaca npep AaBakeTo Ha LUTOCTaTCcKata XeMoTe-
panuja nnu 24 yaca no Hea, 3aToa LUTO ja 3rofieMmyBa CEH3UTUBHOCTA KOH
uuToCcTaTMLMTE 0COBEHO Ha KIETKUTE KoM UHTEH3NBHO ce Aenat

BpemeHocT He e yTBpaeHa 6e3benHocta oa HMBHaTa ynotpeba Bo TekoT Ha GpemeHocTa

Mepku Ha Pu3unk og pa3soj Ha muenoamcnnactTuyeH CMHAPOM UMK akyTHa neykemuja kaj

npeTnasnmeocTt ofpeeHn NaLmneHTy; NeykoLmTosa; Moxe Aa Npeamnssmnka pact Ha TyMopoT
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Wme Ha nekoTt Pegfilgrastim — gonrogejcTByBavkm dounrpactum gobmeH co KoBaneHTHa

KOHjyrauuja Ha pekoMbnHaHTHMOT G-CSF 1 MOHOMETOKCUMONUETUNEH TTNKON.
Bnujae Ha xemaTtonoeTckute KneTku, Bp3yBajku ce 3a cneumduyeH peuentop
Ha noBpLUMHaTa Ha KneTkuTe. Ha TakoB Ha4MH rv akTuBMpa HeyTpoumnute un
ja ctumynupa HMBHaTa npoaykuuja, matypauujata, murpaumjarta u LMTOTOK-
CMYHOCTa Ha HeyTpodunuTe

[lo3a 3a Bo3pacHu |6 mg/mM? CynKyTaHo eAHall BO TEKOT HA XEMOTEPANUCKUOT LIMKIYC

MeanjaTpucka pnosa | He e ytBpaeHa 3a aeua < 45 kr, a 3a Aeua co > 45 kr fo3aTa e Kako U kaj

BO3pacHM nauneHTn

KoHTpanHamkauum | YTBpaeHa XxunepceH3nTUBHOCT KOH npoTenHu oa Escherichia coli, nonnetn-

neH rnvkon (MNEF) nnu cdunrpactum

WUHTeppeakuuja He ce ynotpebysa 14 feHa npen AaBakeTO LMTOCTaTCKa XemMoTepanuja unm

3payHa Tepanuja unu 24 yaca no HMB, 3aToa LWTO UMTOCTaTULMUTE ja 3ronemy-
BaaT CEH3UTUBHOCTA Ha KNeTkuTe KOU UHTEeH3UBHO ce aenar

BpemeHocT He e yTBpaeHa 6e3benHocta o H1BHaTa ynotpeba Bo TekoT Ha 6pemeHocTa
Mepku Ha PynTypa Ha nueH e peTka, Ho pedepupaHa komnnukauvja, APAC moxe aa
npeTnasnuMBocT ce jaBu nopaav uHdnykc Ha HeyTpodunm Bo 6envte apoboBmn Ha MecTaTta Ha

BOCMNaneHue; MoXe Aa NPeumnuTUpa Kpruaa Ha cprecta aHemuja, Npeams-
BUKYBa GOIKM BO KOCKMTE, MOCTOW PU3NK O Pa3BOj Ha MUENOAMCTINAcTUYEH
CYHAPOM MNY aKyTHa MUenouaHa fieykemuja Kaj ogpefeHn nauneHTu; neyko-
UMTO3a; MOXE [a Npean3BuKa pacT Ha TyMOpOT
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YnatcTBOTO Tpeba Aa ce axypupa Ha eaHa rogMHa
Predvideno sledno a’urirawe do avust 2006 godina

XPOHUYHA NIUM®OOLIMTHA
NIEYKEMWJA (XI1)

» OcHOBHM NpaBuna

» NMatonoruja

» Ennpemuonoruja

» Etnonoruja

» AujarHosa

» AudepeHumjanHa AnjarHosa

» llaBopaTopucku aHanM3u u KIMHUYKa Crivka
» OcHOBHM ucneagyBamba

» CneumujanHu ucnegyBama

» Mporpecunja Ha 6GonecTa u NporHosa
» Komnnukauum

» XeMmoTtepanumja

» Cnepemwe

» MNoBp3aHu Aokasu

» PecdepeHumn

OCHOBHUW NMPABUIA

O6uyHO ce oTkpMBa crny4ajHoO (NMMMdouMTo3a) BO TEKOT Ha UcnedyBakaTa 3a Hekoja
apyra 6onect

MmyHonowkn ycrnosenu untonenmn (AUXA n UTTT) ce oTkpuBaaT Bp3 OCHOBa Ha aHe-
MUja 1 CKITOHOCT KOH KpBaBeH-e

Mpn nocTtoemwe xepnec 3ocTep, BegHaw Tpeba Aa ce faBaaT aHTUBMPYCHU 11EKOBM


http://www.ebm-guidelines.com
http://cancer.gov/cancerinfo/pdq/cancerdatabase
http://www.cancer.gov
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(aumknoBup, NeHUUKNOBUP, BanawLuKnoBup)

* Tpeba na ce ogberHysa BakUMHaLMja CO XUBW BaKLUHU

* Ha nauuneHTtoT Tpeba aa My ce o6jacHuM XPOHUYHUOT Tek Ha BonecTa

* Bo cnyuaj Ha 6p30 HanpeayBatse Ha GonecTa (Bpeme Ha yABoOjyBake Ha NumMdoLnTuTe
BO KpBaTa < 6 Meceum) 1 NOCTOEHE BUCOK PU3MK 3a MOPTanuTET, MOXe Aa ce Hanpa-
BM 06ua co pagukanuu uutoctatnum (fludarabin + ciklofosfamid) Bo kombuHauuja co
TpaHcnnaHTauvja Ha XeMaTomnoeTCKU CTEM-KINETKN

NMATONOINMNJA

e X1 e xemaTtonoLuko ManurHo 3abonyBare Koe ce kapakTepuanpa co 6aBHa akymyna-
uuja Ha 3penu NMM@OLMTH BO KOCKEHaTa CpLEeBMHA, KpBTa Y BO NUMMaTUYHUTE TK1BA
* Cnopep cerawHaTa knacudwmkaumja, XJ111 e 6onect Ha B-numdounTtnte

ENMWOEMUONOINJA

* X e neykemuja co Hajronema npesaneHuuja BO 3anagHuTe 3emju, npubnumkHo 30%
of cuTe rieykemMmm

* 90% oa naumeHTuTe ce noctapu og 50 roamHu. XJ1J1 He e HajaoeHa kaj geua

* XJJ1 e gBanaTv noyecTa Kaj MaxuTe BO OQHOC Ha XeHuTe

ETUOJIOINNJA

* ETnonorujata e Heno3Hata. 3a pasnuka og ApyruTe feykemunn, jOHM3NPavkoTo 3padere
1 BUPYCHUTE MHEKUUN He ce NoBp3yBaaT Co neykemoreHesata kaj XJ1J1

OUWJATHO3A

1. AnconyTHa xpoHu4Ha numdoumTosa (> 15 x 10%/n)
2. KockeHa cpueBuHa: xvnepuenynapHa unu HopmouenynapHa, Hag 30% of knetkute ce
manu, 3apenu numdounTtn
e [lokonky naumMeHTOoT € 6e3 cuMnTOMW, HE € HEOMxOA4Ha YpreHTHa [AujarHosa.
MpernepoT Ha KOCKeHaTa cpLeBMHa € A0BOMeH 3a AnjarHoctuumpane Ha XIJ1

OUWD®EPEHUWNJANMHA OUJATHOS3A

* [pyrvn neykemun HactaHaTv oA 3penu nuMmdouunTn: xuctonornjata (6uoncuja Ha numd-
Ha xnesga, buoncuja Ha KOCKeHa cpueBuHa) Moxe Aa buae kopucHa
* PeakTBHM nuMdOLMTO3N

NABOPATOPUCKU UCNEOQYBAKA U KITMHUYKA CITUKA

¢ JlumcouuTosa Koja noneka ce Haronemysa

e [MpubnwmxHo 50% op naumMeHTUTE MMaaT xunoramarnobynuHemuja, a okony 5% umaar
cepymMmcka M-komnoHeHTa (napanpoeTuH)

¢ Bo TekoT Ha nporpecujata Ha 6onecTta goarfa 4o HaronemyBawe Ha NUMGHUTE jasnu,
cnesuHata 1 Ha upHuoT Apo6. 3Haum 3a HanpeaHaTta 6onecT ce 1 nokaveHa Temnepa-
Typa, HOKHU noTewa, 3amop 1 3aryba Ha TenecHa TexuHa

¢ KnuHnyknte npobnemu ce jaByBaaT kako pesynTaT Ha aHemuja, npoanabodyBare Ha
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APYr1 LUTONEHUM, MHAEKLMM UAU NUMBDOULHM UHUNTPATU BO APYTV OpraHu

OCHOBHU UCINEAYBAHA

» [lokonKy OCHOBHaTa AujarHosa e noTBpAeHa, ucrefyBarata Moxart Aa 6uaaT ognoxe-
HW [0 MojaBa Ha NOAOLHEXHUTE, CUMNTOMATCKM cTaguymu. Cute ucnepysara Mopa fa
6uaaT HanpaBeHu Npef NoYETOKOT Ha NeKyBakeTo

e PenareHorpaduja Ha rpageH kow (MeaunjacTuHym, 6enoapobHM Xunycu 1 napeHxmm)

e YnTpacoHorpadvja Ha abOoomMeHOT (roneMuHa U MapeHXUM Ha crieamHaTta U LpHUOT
Opo6), numdHM jasnu

e Enektpodopesa Ha cepymcku npoTenHn (M-KOMMOHEHTa), CepyMCKM UMYHOTOBYnMHU
(IgG, IgA, IgM n, fokonKy e MoxHo, noTknacu Ha IgG)

e [upekTteH aHTUrnobynuHcku Tect (Coombs-oB TecT)

e CepyMCcKU KpeaTUHWH 1 ypuUyHa KucenuHa

CNEUNJATIHU NUCNEAOYBAHKBA

* [Jokonky 6onecta Hanpeaysa 6pry nunu ako nopagu Apyrv nNpuyMHMU e notpebHo neky-
Bak-e, HaBedeHWTe VCneayBama ce npasaT Co Len Aa ce oapean pusukoT 3a CMpT Ha
nauveHToT:
¢  WmyHodeHoTMNM3aumja co npoToyHa UMTOoMeTpuja (BknydyBajkm CD38 aHTureH u
ZAP-70)

¢ AHanusa Ha XpOMO30MCK/ NMPOMEHM

e ,CLL-FISH"" ctaHyBa pyTUHCKO NPOrHOCTMYKO UcneayBawe (M1 BKy4yBa XpOMO30-
mute 119,12, 13q n 17p)

¢ [lpoueHa Ha MyTauUMOHMOT CTaTyC Ha MMYHOrMOOYNUHCKATE TEHN CO CEeKBEHLMO-
HVWpake Ha reHnTe (Bp3 OCHOBA Ha OBWe UCneayBaka, NauneHTUTe Moxar aa ou-
AaT nopeneHn Bo ABe rpynu BO OAHOC Ha MporHosarta, MefujaHaTa Ha o4eKyBaHo
npexuByBakb-e Kaj NoBonHaTa rpyna e ABOjHO Nnoronema Bo O4HOC Ha HemnoBosHaTa

rpyna)

NMPOrPECUJA HA BOJNECTA U NPOIrHO3A

¢ Kaj nonoBuvHa of nauneHTUTe nporpecujata e 6aBHa

* MeauvjaHaTa Ha NPeXuBYBaHETO Ce ABWXM BO pacnoH 5-10 roamHu

* Moxe ga ce TpaHcopmupa BO noarpecunBHa popma co Mmopdponoruja Ha He3penu Knet-
kn (npubnmxHo 5-10% op cnyvaunTe)
¢ [lponumdoumnTHa neykemuja
¢ Richter-oB cuHgpom (MMyHoGnacTuyeH numdom)
¢ CocToj6a koja NUYM Ha akyTHa nuMdounaHa neykemuja

* Craguymor, cnopepg knacudukaumjata Ha buHet unun Paun, ogpeaysa kora v ganu ce
MOYHYyBa CO NneKyBame, a AaBa U NOTOYHa MPOrHOCTUYKa UHopmaLmja

KOMMITUKALIUU

¢ AUXA (aBTOMMyHa xemonuTuyka aHemuja) kaj 5-10%

e UTM (nmyHonowku ycnoseHa TpombouuTonexuja) kaj 1% vnu noseke

*  WHdekuun kou ja cnepat Telkarta xunoramarnobynvHemuja, Ho 1 MOpaaun Apyrv Npuyn-

7 HepoctanHo Bo P. MakepgoHuja
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HUW. PekypeHTHWUTe BakTepuckm MHGEKLMU MoxaT Aa 6uaat Texok npobrnem

*  BupycHuTe uHdekLmm, kon o6uyHO ce GesonacHu kaj oBue NauueHTn, Moxar aa Guaat
TeLKuW, Na aypu 1 chatanHu (xepnec 30cTep, Na Aypy U reHepanuanmpaHy Xxepnec cumn-
nekc-uHdpekuumn). Tpeba aa ce opberHysa pyTUHCKO AaBaHe XKUBW BAKLMHU

XEMOTEPAINUWJA

* Kaj acumntomaTtckMTe nauMeHTU xemoTepanuvjata He e KopucHa. Baksu nauueHTn Mo-
XaT Aa umaat Bucok 6poj numdoumnTn, Ha npumep, 100-150 x 10%/n

MHavkaumm 3a xemoTepanuja

e OnwTn cumnTomm

* bBpsa nporpecuja

e AHemuja npeausBMKaHa of UHGUNATPALMja BO KOCKeHaTa cpLueBuHa (xeMornobuH < 100
r/n) unu TpomGoumToneHuja (< 100 x 10%n)

e CunHo 3ronemeHu NMM@HN jas3nu unu cnesvHa

e CumnTOMWTE UNK LUMTONEHUNTE OBUYHO ce jaByBaaT kora 6pojoT Ha neykouuTute Hag-
MuHe 100 x 10%/n

TpeTmaH Ha 6onecTta Bo paHa (a3a

¢ (Binet ctraguym A u b 6e3 cumntomu; Rai 0, u | u Il 6e3 cumnTomm)

e CrangapaeH TpeaTmaH 3a naumeHTUTe BO paHa asa Ha bonecTa e cTparterunjata ,cne-
AW 1 Yekaj” co peOoBHM KOHTPOMNN Ha CEKOM TpU Meceumn Ha KOMMMeTHaTa KpBHa Crnka
1 KIMUHWYKM ncnutysara (HHA-A). MNaumeHTute co 6p3a nporpecuja Ha 6onecTa (Bpeme
Ha yaBojyBakbe Ha numdoumnTtute < 12 meceun) Tpeba Aa ce TpeTnpaar Kako OHME BO
HanpepgHaTa asa

Bo HanpepHaTa asa

(Binet ctaguym A n b co cumntomu; Binet ctaguym Li; Rai 0, u |, Il co cumntomu, Rai

HI=1V)

e B-cUMNTOMM, LLMTOMNEHUW KOWU He Ce Npeamn3BuKaHu of aBTOUMYHU PeHOMEHW 1 CUMNTO-
MU UMM KOMNvKaummn of numdageHonartuja, cnneHoMeranuja unm xenatomeranuja, ce
MHAMKaumja 3a xemoTepanuja (HHA-A)

¢ Ce kopucTat nypuHckm aHanosu (fludarabine,cladribine) unu chlorambucil. JocerawHute
paHAOMU3NpaHW CTYAWM He MoKaxane npegHoOCT BO MPeXuByBakeTo 3a Koja 6uno o
oBve onuun (HHA-A)

* Kaj nomnaau naumeHtn (<= 65roamHn, OU3NYKN akTUBHW, 63 MajopHWN 34paBCTBEHM
npobnemun) NypMHCKNTE aHano3u ce npenopayyBaaTt Kako MHULMjaneH TpeTMaH, ugejku
ce MOoCTUrHyBa MOBUCOK CTEMeH Ha KOMMMETHU pemMucuu u nogonrotpaeH nepuopg 6es
nporpecuja Ha 6onecta n notpeba og TpeTmaH oTkonky co chlorambucil. Hajoo6po ce
OOKYMEHTUPaHW NpefHOCTUTE U pU3numuTe Ha TpeTMaHoT co dnyaapabuHe Bo o4HOC Ha
Apyrute nypuHckn aHanoan. KombuHaumjata Ha NypuHCKUTE aHarnosun co Apyrv NeKOoBM,
ocobeHo cyclophosphamide, pe3yntupa co noronemM npoLEeHT Ha KOMMIETHU peMUCUm
OTKOIKY TPETMaHOT CaMo CO MYPWUHCKM aHaror, HO KoMOMHaLuujaTa e NOTOKCUYHa

¢ Kaj noctapu nauueHTn chorambucil-oT ce faBa kako NpBOMMHUCKN TpeTMaH, buaejkm e
nomMarnky MMenoTOTKCUYEH U UMYHOCYNPECUBEH O NMYPUHCKUTE aHanosu, LTo pesynTu-
pa co nomMana nojaea Ha MHdeKLun
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MpeTxoA4HO HeTpeTUpaHU NaLUEeHTN CO UHTepMeauepHa U BUCOKOPU3NY-
Ha XpOHU4YHa nNuMmdaTn4yHa ﬂeyKEMVIja

Kako npBONMHUCKM TpPeTMaH Kaj naumeHTUTe CO MHTePMeAuepHa WM BUCOKOPU3NYHA
XpOHMYHa nNuMdaTnyHa neykemuja npudartnmen Tepanucku onuuu ce fludarabine vnu
KOHBeHUMoHanHata xemotepanuja (chlorambucil). Fludarabine-ot ro npogormkysa nepwu-
opoT 6e3 nporpecuja Ha bonecrta, HO HOCK NOronemM pU3nK og TOKCUYHOCT, BKITy4yBajku
1 cneunduyHN NHAEKUMK

M360poT Ha naumMeHTOT M KNMHUYKaTa npoueHa Tpeba Aa Bnujaat Ha M3BOPOT Ha TPeT-
maHoT. ®akTopuTe WTO Tpeba Aa ce 3emaar npeasBua Npu cenekTuparme Ha TPETMaHoT
BKIyYyBaaT Ha4MH Ha agMWHUCTpaLuVWja Ha NeKoT 1 banaHcpamwe Ha NoTeHLMjanHo no-
ponrnoT nepuopg 6e3 nporpecuja Ha GonecTa CO 3rofNeMeHNoT PU3NK Of TOKCUYHOCTa
noBp3aHa co TpeTMaHoT

MNpeTxoaHO TpeTUpaHM NaUMeHTU CO MHTepMeAMepHa UM BUCOKOPU3UYHA
XpPOHUYHA NuMmdaTUYHa neykemuja

[lokasnTe Kaj NpeTxo4HO TpeTUpaHUTe NauueHT Co MHTepMeanepHa 1M BUCOKOPU3NY-

Ha XpoHWYHa NMMdaTnyHa neykemuja ce 6asvpaaT Ha efHa paHOOMU3UpaHa KOHTPOMK-

paHa cTyauja Ha fludarabine Bepcyc cyclophosphamide, adriamycin, prednisone, v wect

asu Ha Il ctyamun. PangomuanpaHnata KOHTponvpaHa cTyavja oTKpuBa CynepuopeH of-

roBOp M TpeHA KOH mogonr nepuog 6e3 nporpecuja Ha Gonecta 3a dnyaapabuHoOT, HO

BKYMHOTO MpeXMBYBake He ce pasnukyBa 3HayajHo

¢ Fludarabine e npudgarnuea Tepanucka ornuuja No HeycnewHaTa NPBOMMHUCKA
Tepanuja

* Ha n3bopoT Ha TpeTmaHoT Tpeba Aa Bnvjae NPEeTXOAHO KOPUCTEHUOT MPOTOKOM U
1360poT Ha nauneHToT

[o3upare n nocedbHU ycnosu

Bp3 ocHoBa Ha npenopakute Ha Canadian Blood Services u British Committee for
Standards in Hematology Blood Transfusion Task Force, ce npenopadyBa nauueHTute
TpeTupaHu co pnygapabvHe ga npumaat 3paveHa KpB nopagyu pU3MKOT Of MPEeHOC Ha
6onecTa rpadT NpoTUd AOMaKUH, NoBp3aHa co TpaHcdysuja

ABTOMMYyHaTa XEMONWTUYKA aHeMuja MOXe Ja ce aKTMBMpa Unu ga ce MOTTUKHE COo
TpeTmaH co dnygapabuH 1 3aToa Npou3BOAUTENOT ja CMEeTa KaKo KOHTpauHaukauuja
3a NMpUMeHa Ha OBOj Nnek

Ce npenopayyBa fo3a of 25 mg/m? gHEBHO BO TeK Ha 5 fieHa MHTpaBEHCKU CeKkou Ye-
TMPW Hedenu, BKYMHO LIEeCT LMKIYCU UNW ABa LMKIyca Miyc OTKako Ke ce NocTurHe
MaKCMMarHuoT OfroBop

BtoponuHucka xemotepanumja

[MpBONMHUCKMOT TpeTMaH MoXe Aa ce NOBTOPW ako A0 penanc unu nporpecuja gojae no

6 Meceuu o 3aBpLUYBaHETO CO MHLMjaNHUOT TpeTMaH (HHA-D)

Ako fojaoe oo penarc Bo npBuTe 6 Meceun unu ako Gonecta e pedpakTepHa Ha UHU-

umnjanHNOT TpeTMaH, ce npenopayvyBaaT criegHvnBe Tepanucku onuuun (HHA-D):

¢ Fludarabine no chlorambucilot

¢ Fludarabin Bo kombuHauuja co uyclophosphamide u/unu mitoxantrone (FCM) kaj
nauneHTn pedpaktepHu Ha fludarabin
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* MoHoknoHanHn aHTuTena (alemetuzimab)® kaj naumeHTUTe pedpakTepHU Ha
xemoTtepanuja

* BucokopgosHaTta Tepanuvja cnefeHa co aBTOMOrHa WM anoreHa TpaHcnnaHTauuja
Ha MPOreHNTOPCKM CTEM CE yLUTe OCTaHyBa BO (hasa Ha UCTpaxyBake

EBanyaumja Ha ogroBopoTt

e EBanyauwujata Ha oaroBopoT BKIydyBa KOMMIETHa KpBHa crnvka u buoncuja Ha Kocke-
Ha cpueBMHa (CaMo Kaj NaumeHTV BO KOMMIETHA XEMAaTomNoLLKa peMucuja), UCTo Taka,
peHareHorpadwmja Ha rpageH Kol 1 abagoMuHanHa ynTpacoHorpaduja unv Komnjytepu-
3upaHa Tomorpadcuja (HHA-D)

CNEOEWE

* [lo noctaByBawe Ha AujarHosata, cekou 2-4 meceuun. [lokornky nporpecujata e 6aBHa,

Ha cekou 6-12 meceumn

* VicnegyBawa:

e JlaGopaTopucku aHanuau: BpeaHocTUTe Ha xemornobuH < 100 r/n n 6poj Ha TpoMm-
G6ountn < 100 x 10%n ce 3HaUM 3a MHCYdULMEHUM]ja HA KOCKEHaTa CPLUEBMUHA U ce
3emaar npeasuz Npu oapeayBarbe Ha KIMMHUYKUOT CTaanym

*  VHdekunn

e JlumdHu jasnu

* [onemuHa Ha cnesuHata

e Kora ke ce nocTturHe BKyneH oAroBop of Tepanwjarta, pesuayanHata 6onecT Bo
KOCKeHaTa cpueBMHa ce cneam co NOMOL Ha MpoTodHa umutomeTpuja, FISH u no-
Hekoraw co PCR

* XemoTepanujaTa u cneunjanHuTe ncnegysarba rv nraHnpa cneunjanmnct, HO NOKanHUoT
nekap of onwiTa npakTuka Moxe Aa 6uae BKNy4YeH BO MHTEPMUTETHUTE aHanNuan

NMOBP3AHU OOKA3U

* He noctojaT KOHKNY3VMBHM AOKa3n 3a edPeKTMBHOCTa Ha TpaHCNnaHTauujata Ha nepu-
depHN XemMaTonoeTCkM CTEM-KMNETKM BO OAHOC Ha KOHBEHLIMOHANHOTO feKyBamwe BO
nornea Ha npexvByBaweTO MM NpexuByBaweTo 6e3 nporpecuja Ha 3abonyBaweTo
(HHA-C)
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XPOHWYHA MUEJTONYHA
NEYKEMUJA (XMJ)

» OcHoBHM NpaBuna

» Matonoruja

» Enunpemuonoruja

» EtTnonormja

» [AnjarHOCTUYKN KpUTEPUYMU
» OudbepeHuHMjanHa aujarHo3a
» KnuHuuka cnuka n nabopatopucku Haoau
» OcHOBHM ucnegyBata

» Komnnukauumm

» Tek Ha 6GonecTta u nporHosa

» JlekyBame

» Cnepere

» PecdepeHumn

OCHOBHMU MNMPABUIA

MoTtpebHo e fa ce npeno3HaaT peTkuTe crydyan Ha XMJ1 mery yectute criyyam Ha He-
yTpocunuja

3a nocrtaByBatbe AnjarHosa HeONXofeH v AOBOMEH e Haoa Ha Punapenduja-xpoMo3om
unu cooppeTHaTa reHetrcka abHopmanHoct (BCR/ABL) Bo cneuujanusupaHa nabopa-
Topuja

NATONOIMNMJA

XMJ1 e 6aBHO nporpeaupadko 3abonyBake Ha XxemaTonoeTckaTta CTeM-kfeTka 1 ce Ka-
pakTepuampa co 3Ha4yajHo nokayeH 6poj Ha NeykoLuuTuTe 1 akymynaumja Ha cute hopmm
Ha 3penu 1 He3penu rpaHyrnounTn Bo NepudepHaTa KpB U KOCkeHaTa cpueBuHa. YecTo
naTtu 6pojoT Ha MerakapvounTUTe (BO KOCKEHaTa cpLeBuHa) 1 TpombouuTuTe (BO nepu-
chepHata KpB), UCTO Taka, € 3ronemMeH

ENMWOEMUONOINJA

WHumnpeHua 1/100.000 roamwHo

XMI ondbaka 20% of cute neykemum

MHumpeHuata Ha XMJ1 kaj )eHn u maxu He ce pasnukysa

[NoBekeTo naumeHTn ce Ha Bo3pacTt og 30 oo 60 roguHuK, a MakcumanHata nHuMaeHua e
npubnuxHo Ha Bo3pacT of 45 roanHu

Bonecta peTko ce jaByBa kaj geua
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ETUOJIOMNJA

¢ HenosHaTta Kaj noeguHeYHu cnyvyamn
¢ PuawukoT of nojaBa Ce 3ronemyBsa co eKCI'I03I/1LI,VIja Ha jOHM3MpaL|KO 3payer-€e, a ce npasu
co eKCI'IO3VILl,VIja Ha 6eH3eH

ANJATHOCTUYKU KPUTEPUYMU

e  Ounagenduja-xpomMo3oM Unu cooaBeTHaTa reHetcka abHopmanHoct (BCR/ABL)

ANOEPEHUUJANHA OUJATHO3A

e [pyrn neykoumTosn (MHdEeKUUn, TKUBHA HEKpo3a, Heomnnasmu, Apyru Muenonponude-
paTuBHY 3abonyBata)

KIMWHUYKA CITUKA U TABOPATOPUCKW HAOOM

¢ JleykouuMTO3a KOja MOCTOjaHO pacTte

*  Axemuja

¢ CnneHomeranuja (4ecTo)

e CumnTOMM M 3HaALM KoM Ce jaByBaaT Mpu xunepmeTabonusam: HOKHO MOTeHE, NIECHO
nokaveHa Temneparypa, cnabocr, 3aryba Ha TenecHa TexuHa

* bonecrta uma Tpu asu: acumntomatcka asa, xpoHudHa ¢asa un dasa Ha TpaHcdop-
Mauuja, Koja, nak, MoXe Aa ce nogenu Ha asa Ha akuenepauuja n akyTHa TpaHcdop-
Mauuja, bnacTtHa kpu3a. [MoHekoraw 6ornecTta npeBnart ce oTkpuBa Bo pasa Ha brnacTtHa
Kpusa

NABOPATOPUCKN HAOOU

* KopecnoHgupaar co ¢asarta Ha bornecTta
e JleykouuTo3a 1 He3penu hOpMM Ha rpaHynouuTn, YeCTo NaTtu u TpomooLMTOo3a
e bnacTHa kpusa: 6nactu > 30% BO nepudepHa KpB U KOCKEHa CpLieBnHA

OCHOBHU UCITIEOYBAHKBA

* KpsHa cnuka (Hymepuyka n gudepeHumjanHo-nepvdepHa pasmacka)

¢ T[pernen Ha KOockeHa cpLeBUHa

e YnTpacoHorpacduja Ha abgomeH (roneMuHa Ha crnesuHaTa)

* YpaTu BO cepyM (xvnepypvkemuja, na gypv 1 ruxT, e yecTa)

¢ JaktaTt aexvaporeHasa (MPOMEHUTE ce OApa3 Ha akTUBHOCTa Ha BonecTa unu mueno-
naHaTta maca)

*  CepyMcKu KpeaTUHWH

e [unjarHosaTta cekorall ce NOTBpAyBa CoO oapenyBawe kapuotun un OHK-Tect

KOMMIMUKALWA

* KpBaBewa

e Tpomb03u 1 nHpapKTK Kako pe3ynTaT Ha neykouutosara

e LIvHoBcka” cnneHomeranwja

* bnacTHaTa Kpu3sa ce jaByBa Kako npupofHa casa Bo TekoT Ha bonecTa
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TEK HA BOJIECTA U NMPOIrHO3A

e [lokornky He ce nekyBa, 06M4HO TEKOT Ha GomnecTa e TUNMYEH, ako TPaeHEeTO Ha noe-
OnHevHuTe hasn Moxe da Bapupa: acMMmnTomarcka ¢asa, XpoHuyHa dasa, dasa Ha
TpaHcdopMaLmja

* MegujaHa Ha npexusyBare e 4-5 roanHu. MNoctapuTe reHepaLuuu Ha uMTocTaTULM UMa-
aT Man edekT Bp3 NpexnByBaHETO, MAKO o MPOAOITKYBaaT TpaekeTo Ha acuMnTomar-
ckaTta asa

¢ HoBute TepaneBTCKkM NpucTanu ke foHecaT MPOMEHU, MaKo KOHEYHWUTE pe3ynTatu ce
yliTe He ce coceMa Mno3HaTu

NEKYBAHKE

e EAOVHCTBEH [JocTaneH KypaTMBeH TpeTMaH MpeTcTaByBa arioreHata CTeM-KneTouHa
TpaHcnnaHTauuja. NomnaguTe nauMeHT co COoABETeH AapuTen, ocobeHo oHue naum-
€HTW Ynja bonecTt Ma HEMOBOMHM NPOrHOCTUYKM 3HALW, BeAHaLU MO AujarHOCTMLMparbe-
TO Ce KaHAMAaTK 3a oBaa Tepanucka onuuja. MauneHTnTe Tpeba akTUBHO Aa ce BKnyyaTt
BO MPOLECOT Ha OANyYyBak-€e 3a Tepanuckara nocranka u camu aa cv rm nsbanaHcmpaar
MOXHOCTWTE 3a U3feKkyBake CO PU3NKOT Of MOPTanuUTETOT NOBP3aH CO npoLiedypara

*  WHXxnbuTopoT Ha TMPO3UH-kMHa3aTa imatinib® e BUucoko edpekTMBEH BO UHAYLMPaHETO
XeMaTOMOLLK/ U LUTOreHETCKN peMucumn (HHA-A)

Imatinib (400 mg, AHEBHO per 0s) e NpBONUHMCKA CTaHAapaHa xeMoTepanuja, buaejku

nogobpo ce TonepuTa, ce NOCTUrHyBa MHOTY MOBUCOK MPOLEHT Ha LMTOreHeTCku on-

roBOp U MMa noman MNpoLeHT Ha nporpecun Ha 6onecta Ao dasa Ha akuenepaumja u

aKkyTusaumja Bo cnopeaba co npoTokonoT uHTepdepoH o / ara C. Cenak, HeroBuoT gon-

rotTpaeH eekT cé ywTe He ce 3Hae (HHA-A)

* VmaTuHMGOT ce npenopalyBa Kako NPBONWHMCKA Tepanuja Kaj HOBOAWjarHOCTULM-
paHu NauMeHTN CO XPOHUYHA MMeNonYHa neykemuja u noautuseH dunagenduja-
xpomo3oM. NMpenopayaHa nHuumjanHa gosa usHecysa 400 mr, per os egHalwl gHeB-
HO (HHA-A)

e [launeHTnTe KO MO TpUMeceyHa Tepanuja co MMaTUHWG He ce BO KOMMMeTHa Xe-
MaTonoLLKa pemucuja unu Hemaat 6apemMm MUHOPEH LUTOreHeTcku oarosop no 12-
MeceyeH TpeTMaH Jo3aTta Ha umatnHub Tpeba ga ce nokayn Ha 400 wmr, ABa natu
OHEBHO per os(HHA-A)

* VmaTuHM6 ce npenopadvyBa 1 Kaj NauMeHTn Kou ce pedpakTepHn NN NHAOMEHTHN
Ha npeTxogHaTa Tepanuja (MHTepdepoH +/- cytarabine, hydroxyurea) unu, nak, 6o-
necTta uM nporpeavpa koH dasa Ha akuenepauuvja unu mvenongHa bnactHa dasa
Ha 6onecTa

* 3a naumeHTWTE KO ce BO ha3a Ha akuenepauuja unv mvenougHa 6nactHa dasa
Ha Bonecrta noyeTHaTa fo3a Ha MaTUHMG n3Hecysa 600 mr, per os egHall JHEBHO,
co 3ronemyBane Ha gosata Ha 400 mr, ABa nNaTu OHEBHO per 0s, ako He Aojae Ao
afilekBaTeH XeMaTomnoLIKN UMK LUTOreHeTCKkn oarosop (HHA-A)

* Kaj naumeHTuTe Ynja 6onect nma fgobpa nporHosa, kako antTepHaTMBa, MOXe Aa ce 3eMe
npeaBua TpeTMaHoT co interferon alfa 3-5MU/m?gHeBHO

*  KnuHunyknTe NpegHOCTM Ha MHTEH3MBHaTa xemoTepanuja co unu 6e3 aBTonorHa crem-
KneToyHa TpaHcnnaHTaumja ce ywre He ce JoKaXaHu

* Ako uUen Ha TPeTMaHOT e HamanyBawe Ha Terobute, Tpeba Aa ce Aasa hydroxyurea
(HHAO-A)

9 OrpaHuyeHo gocTaneH Bo P. MakeaoHuja
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CINEOEHWE

¢ [lauveHTuTe ce criegaT Mpeky KOMMNIETHa KpBHA CNMKa efHall HefemnHo BO TEKOT Ha
npBUTE HEKONKY HeAenwu of TPeTMaHoT, a MoAoLHa Cekoj Mecel unv egHaw Ha ABa
meceua

e LluToreHeTcku ucnutyBara Ha kockeHaTa cpuesuHa'® (u/unun kBaHTMTaTMBeH PCR Ha
bcr-abl oHkoreHoT) Tpeba Aa ce npasaT egHall Ha LIECT Meceuyn Kaj NauneHTUTe Kom
ce TpeTupaart co imatinib unu co interferon. Kaj nauneHTute co penanc Ha ocHoBHaTa
6onecT no anoreHata TpaHcNNaHTauuja cé ywTe NocToun KypaTueHa onuuja, Ha npumMep,
AoHop-nuMdoumnTHaTa TpaHcdyawnja; kaj oBue naumeHTn nma notpeba of NO4ECTU KOH-
Tponu
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NEYKEMWJA HA BITAKHECTW
KIIETKN (HAIRY CELL)

OCHOBHU NpaBuna
DeduHuunja
Ennpemuonoruja
ETnonoruja

AunjarHocTnyKM KpUTEPMYMMU
OudepeHuunjanHa gujarHosa
KnuHunuka cnuka n nabopaTtopncku Haoam
MpumapHu ncnepyBsawa
lNMporHo3a 1 Tek Ha 6onecTta
Komnnukauum

Cnepeme

TpeTmaH

Tepanucku pexvumu
PedepeHun

OCHOBHUW NMPABUIA

* 3anomHu geka neykemwujata Ha BnakHectun knetku (J1BK) e petka npuyvHa 3a xunepc-
nneHunsam

,D,E(DI/IHI/IU,I/IJA

XpoHWYHO KnoHanHo B-numdonponudepatsHo 3abonyBate LWTO ce KapakTepusupa
CO naHumMTOMNeHuja, n3paseHa criyieHoMeranuja u NPUCYCTBO Ha abHOPManHN MOHOHYK-
neapHu KNeTKU CO LMTOMMa3MaTcky NpodorhkeToLUm Bo nepuddepHaTa KpB, KockeHaTta
cpueBuWHa, crieamHaTa v apyrute TkuBa

ENMMOEMUOIIONNJA

* JIBK ru counHyBa camo 2% op cuTte chopmu Ha neykemuja, a 8% ako ce 3emaT npeasua
camo neykemuuTe Ha 3penu b n T-kneTtku

* Ce jaByBa 6-10 nopeTko of XpOHWYHaTa NumdaTtuyHa neykemuja

* HajuyecTo ce jaByBa Ha cpefHa Bo3pacT

* CoopHOCOT Maxu:xeHu usHecysa 4.5:1

ETUONIOIMNJA

* HenosHara
¢ Ce cmeta geka HTLV-II BupycoT Mmoxe fa uma yrora BO natoreHe3ata Ha oBa 3abonyBane
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OUWATHOCTUYKUN KPUTEPUYMUA

. ﬂOKa)KyBaH:e Ha KapaKTepUCTUYHWN BRakHeCTU KNeTku Bo nepudepHaTa Kps
* KapakTtepuctuyHa VIHd)VIJ'ITpaLlVIja Ha KOCKEHWOT MO3O0K CO BJTaKHECTU KINEeTKnN

[njarHOCTMYKN TeCTOBMU

* [lepudpepHa pasmacka
* bBuoncuja Ha kockeHa cpLeBuHa co coeunjanHu 6oewa Ha cekuyumute: CD20, DBA44, TRAP
* Flow-umMtomeTpuja Ha cycneHanja of KNeTkun o nepudepHa KpB Unn KOCKeHa cpueBuHa
co naHen 3a McAb:
* [laHen 3a b-knetkn: CD19, CD20, CD22, Smig
e [laHen 3a XUJ1: CD11c, CD25, CD103, HC2

ONDOEPEHUUJANHA OUJATHOS3A

* [Jlpyru cocTojbu WTO ce MaHudecTmpaaTt co naHuMToneHunja, cnneHomeranuja, xunepc-
nnexHuMsam u muenogpunbposa

* BapwvjaHTn Ha Hairy cell-neykemuja. BapujaHTute nmaat HasHadeHa neykouutosa 40
- 60 x 10%I, HemaaT MOHOUMTONEHWja, UMaaT pasnuyeH UMyHOMEHOTUN U Tepanucku
npucrtan (pedpakTepHn ce Ha TpeTMaH co MHTepdEpoH a)

* CnneHnyeH NMMAOM Ha LMPKYNNMPaYky BUO3HU NUMAOLUTH

KITMHUYKA CITUKA U NNABOPATOPUCKU HAOOMU

¢ CumMnTOMW NpPean3BMKaHu O LIMTOMEHN, UMyHoAedULMEHUMja U TymopcKka Maca
* Cnaboct
* KpBaBema (TpombouuToneHuja n TpobouuTonaruja)
*  NHdekuymn
e AbBaomuHaneH guckomdopT
* EkcTpamegynapHu TYMOpPCKM MHuMNTpaTn
e CnneHomeranuja (60-70%)
¢ Xenatomeranuja (40-50%)
* AbpomwuHanHa numdageHonatuja (15-20%)
¢ Jlabopatopucku Haoam
e JeykounTn < 5 x 10%n n mHory petko Hag 10 x 10%n
e BnakHecTu knetku og 5-65% Bo nepudepHarta pasmacka (95%)
¢  MoHouuTtonenuja (90%)
¢ TpombouutoneHuja (80%)
¢ HeytponeHuja < 1 x 10°%/n (75%)
*  Anemuja X6 < 10r/n (70%)

NMPUMAPHU UCNEOYBAHKA

* KpBHa crnuka u nepudepHa pasmacka

¢ bBuoncuja Ha KockeHa cpueBuHa co acnupauuja (Hajuyecto ce gobuea ,dry tab”)
*  WmyHouutoxemuja, TRAP-TecT

*  NmyHoxucToxemuja

*  MmyHodeHoTUNM3aumja co NpoTo4eH LumMTomeTap

e YnTpacoHorpaduja Ha abgomeHoT
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NMPOrHO3A U TEK HA BOJIECTA

* BapwujabuneH
¢ JIBK e ponrotpajHa 6onecT v HejavHaTa nporpecuja moxe Aa 6uge MHory 6aBHa
* [lporHo3aTa 3aBucy oA

e CreneHoT Ha MHUTPaLUKja Ha KOCKEHNOT MO30OK

* [onemwuHaTta Ha cnneHomeranuvjaTa

* [MpucycTtBo Ha abgomunHanHa nuMmdageHonaTuja

e OproBopoT Ha TepanujaTa

KOMMITUKALIUU
* AHemuja

* Xemoparuun

*  VHdekummn

TPETMAH

UHdopmauum 3a ctaguym

¢ CucTeMOT 3a ogpefyBake Ha cTaaMymoT Ha BorecTa He e reHepanHo npudareH, Ho e
KOPWCEH M 3a NPOrHo3a u 3a TpeTmaH Ha 3abonyBaeTo

« 3a JoHecyBame OfyKa 3a TpETMaH Hajaobpo e Gonecta aa ce noAenu Bo AiBe ronemu
kateropuun: HeTpeTupaHa JIBK n nporpecusHa JIBK, 6e3 pasnuka ganv e no cnneHek-
TOMWja UK Mo cucTemcka Tepanuja

HeTpeTupaHa neykemuja Ha BNakHeCTU KINETKU

* HetpetupaHata JIBK ce kapakTepusnpa co:
e CnneHomeranuja
e PasnnyeH cTeneH Ha neykoneHuja (peTko Nneykouutosa) u/unu naHumMToneHuja
*  WHdunTpaumja Ha KockeHaTa cpUEBUHA CO aTUMUYHMU KNETKN CO NMPUMUHEHTHU Ln-

TonnasmMaTcku npogomxetoumn (HapedeHu hairy cells - BnakHecTu KneTkm)

* KockeHaTa cpueBunHa 06u4HO e unbpoTuYHa M He ce acnupupa necHo. MNopaaun Toa,
noTpebHo e fa ce HanpaBaT KockeHu Buoncum 3a gujarHosa v esanyaumja Ha CTeneHoT
Ha MHUNTPaLMja Co BNAKHECTUN KNETKM

MporpecnBHa neykemMuja Ha BlakHECTU KIeTKN

* T[lporpecusHata JIBK no cnneHektomuja (Unu no cnpoBefeHa cucTemcka Tepanuja) ce
KapakTpuaupa co:
* MporpecuBHa 3aMeHa Ha KockeHaTa CpLeBUHa CO BNAaKHEeCTU KNeTKM
* naHuMTONeHuja koja e pedpakTepHa Ha Tepanuja

* [lpexuByBaweTO Ha NaumeHTUTe co HanpegHaTa JIBK wTto ce Tpetupaart co cladribine
(2-chlorodeoxyadenosine, 2-CdA), neHTocTaTuH, uHTepdepoH anda e Hag 85% 3a 5
roAMHW Mo 3anoyHyBaHeTO Ha Kou BKno of TpeTmaHuTe

Onuwuu 3a TpeTMmaH

WUHuumnjanHa Tepanuja
* W3bop 3a nHuumjanHa Tepanuja e:
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* Cladribine (2-chlorodeoxyadenosine, 2-cda) nnu
* [enToCcTaTuH

* OBWe NekoBM MMaaT CAWNYHW NPOLIEHTN Ha OATrOBOP, HO HE Ce KOMNapupaHu BO CTYAUM
of TpeTa hasa

* Cladribine ce annuuupa kako egHokpaTHa KOHTUHYMpaHa UHdY3uja unu cepuja Ha cyn-
KyTaHW MHjeKLMn 1 e acouypaHa co BUCOK NPoLeHT Ha chebpunHa HeyTponeHuja

* PeTko e noTpebeH noseke of e4eH LMKNYC 3a NOCTUrHyBakwe Ha GapaHWoT oarosop

* TpetmaHoT Tpeba Aa ce NpekuHe Kora ke ce MOCTUrHe KOMMNIIeTHa peMucuja unu ctabun-
Ha napuujanHa pemucmuja co HopManuavpawe Ha napaMmeTpuTe BO KpBHATa Cnvka

* T[lpucycTBOTO Ha peauayanHa Gonect moxe Aa buae nNpegukTop Ha penanc, HO He
BNMjae Ha NpexuByBaHeTO

KoHconupaunoHa tepanuja

* YnoraTa Ha KOHconuauuvjaTa unu Tepanujata Ha oapXyBare BO NpeBeHLuMja Ha penarn-
COT Unu nporpecuja Ha 6onecTta No TpeTMaH Co NYPUHCKM aHano3u He e eBanynpaHa u
oCTaHyBa HefoKaxaHa

¢ [leHTOCTaTUH ce aAMUHMUCTPUPA MHTEPMUTEHTHO BO MOZOSM Nepuon, HoO MoXe aa pe-
3ynTMpa co NoHUcKa uHuuaeHua Ha debpunHm komnnmkaumm

* Wako noBekeTo naumeHTN ocTaHyBaaT co NpexuByBake 6e3 6onect nogonro og 10 ro-
OVHU NO TPETMaHOT CO NMYPUHCKUTE aHanosu, HUTY eileH NauMeHT He e crieieH JOBOSHO
[Onro 3a fa ce yTBpAW MU3nekyBare

* W pgBaTta Hykneo3ugHu aHano3su npu4MHyBaaT NposioHrMpaHa cynpecuja Ha BpegHocTu-
Te Ha CD4, kon moxat ga TpaaT 1 egHa rognHa

¢ Co npumeHarta Ha cladribine, 3ronemyBareTo Ha pM3NKOT 0f CeKyHAAPHU MarnvrHoMm
€ MOXHO Mery nauneHTtute co JIBK
¢ OncepBupaH cnpema o4ekyBaH ogHOC okony 1.8 BO HEKONKY cepum no 6 rogmHun
¢ Hekonky cepun kou KopucTene NEHTOCTATUH He NoKaxane 3ronemMeH pu3uk of ce-

KyHO@pPHU ManurHomu

e 3a HekorKy naLueHTH, Kako LUTO Ce OHMEe CO M3paseHa TpombounToneHuja, Moxe Aa ce
pasmucnyBa 3a crfieHekToMuja
¢ o cnneHekTomuja, 50% op naumeHTUTe HemaaT noTpeba o4 HaTamoLlHa Tepanuja

1 C€ MOXHU [ONrorouLLIHN NpexuByBara

e Tepanuja co uHTepdepoH anda e apyra onuuja 3a TpeTMaH, ocobeHo 3a NauueHTn co

VHTEPKYPEHTHU NHEKLMK

HeTpeTupaHa neykemuja Ha BlakHeCTH KIeTKn

UHnumnjaneH TpeTmaH

* JleykemwujaTa Ha BrnakHecTWUTe KNeTku e 3abonyBare CO BUCOKM MOXHOCTU 3a U3NeKy-
Bate. Co ornep Aeka NecHO ce KOHTPOnupa, MHOFY NauveHTU nmaat NposioHrMpaHo
npexuByBake Co NoBpeEMEHU Tepanum

» OgpnykaTa 3a Tepanuja ce 3acHOBa Ha:

* LUuTonenuja, ocobeHo ako e cMMmnToMaTcka

* 3ronemyBate Ha cnneHomeranujata

* VHaukaumu geka 6onecta nporpeaupa unm

* [lpucycTBo Ha Apyrv KoMNnvKaumm, 06nYHO MHPEKTUBHN

¢ PauvoHanHo e 6e3 Tepanuja ga ce ocTaBaT NauMEeHTU KOU Ce acMMNTOMATCKU U napa-
MeTpUTE BO KpBHaTa Clvka ce oApXyBaaT BO Npudativemn rpaHnum
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MporpecuBHa HGYKGMMja Ha BJIaKHECTU KINeTKu

CtaHgapaHu Tepanucku onuum

1.

Cladribine (2-chloro-deoxyadenosine, 2-CdA)

Ce annuumpa MHTPaBEHCKU BO KOHTMHYyMpaHa nHdyauja unm kako AHeBHa CynkyTa-
Ha WHjeKkuuja egHa Hefena co pesynTaTu 3a NocTurHata KoMnneTHa pemucuja of
50% po 80% um BkynHO npexuByBake of 85% Ao 95%

MpoueHTOT Ha oAroBop e NoHU30K Kaj rpyna of 979 nauneHTn TpeTupaHu Bo rpyna
C Ha mexaHusam Ha NCI (Ha npumep, 50% Ha komnneTHa pemucuja, 37% nap-
uujanHa pemucuja)

OproBopuTe ce AONrOTPajHM MO KpaTKMTe KypceBM Ha XxemuoTepanujaTa v nauu-
eHTWUTe KoM Ke HanpasaT penarc Hajuyecto fo6po oaroBapaaT Ha peTpeTMaH co
KnagpuouH

OBoj nek Moxe fga npeaussuka pebpunHocT n umyHocynpecuja co 33% LOKYMeH-
TMpaHU WHeKuMn mery nekyBaHWTe nauueHTu. Bo peTpocnekTuBHu cTygum Ha
nauMeHTn co HeyTponeHnyHa debpunHocT acouupaHa co knagpubuH, gunrpacT-
pum (G-CSF) He nokaxan HamanyBake Ha NpoLEeHTOT Ha hebpunHuTe NaumeHTH,
6pojoT Ha hebpunHMTE AEHOBM, HUTY YecToTa Ha annvKauuja Ha aHTMBroTMLUM
MoTeHumjanHOTO 3ronieMyBaHe Ha PU3NKOT Of CEKYHAAPHW ManvrHomm co OBOj Me-
AVKaMeHT oCcTaHyBa KOHTPOBEP3HO

MeHTOCTaTUH

Ce paBa MHTpaBEHCKM Cekoja BTOpa Hefena BO Tek Ha 3-6 meceun

HaBa 50%-76% komnneteH oarosop n 80%-87% Ha BKyneH oaroBop

KomnneTHuTe pemucum ce gonrotpajHu

* Bo gBe cTyaumn co 9-roanliHo crefere, NpexmnByBameTo 6e3 bonect ce ABMXMK
mery 56% n 67%

* HecakaHute edekTun BknyyyBaaT pebpUnNHOCT, MMyHOCynpecwuja, LuToneHumja un
peHanHa ancayHkumja

PaHgomusmpaHa komnapauuja mery NeHTocTaTuH U uHTepdepoH anda AeMOoHC-

TpUpa NOBMCOK M NOAONTOTPAeH OAroBOP Kaj MeHTOCTaTuH

VIHTepcbepOH anda

Ce paBa cynkyTaHo Tpu naTu HedenHo BO Tek Ha efHa rognHa

Ce nocturHyBa kaj 10% komnnetHa pemucuja n okony 80% BKyneH ogrosop
JlekoT YecTO NpeansBMKyBa rPUMNO3EH CUHAPOM BO NOYETOKOT Ha TPETMaHOT
[ouHnte edekTn BKNyyvyBaaT genpecuja u netapruja

MauveHTUTE KOM oAroBopune Ha Tepanujata W Kaj Kou HacTaHan penanc obuyHo
ofgrosapaar Ha peTpeTMaHoT Co MHTepdepoH anda

Pemucunjata moxe Aa ce NponoHrmpa co HUCKM 403K Tepanuvja Ha oapXKyBake
PaHgomusmpaHa komnapauuja Ha NeHTOCTaThH U MHTepdepoH anda AeMoHcTupa
CUITHUPMKAHTHO NOBUCOK 1 NOAONT OArOBOP Ha NEHTOCTaTWH

. cnﬂeHeKTOMVIja - AeNTyMHO Ui KOMNNEeTHO ja HOpManun3upa BpegHOCTa Ha napamMmeTpu-

Te BO KpBHaTa crvka Kaj Hajrornem 6poj nauneHTn co JIBK

HajuyecTo NnpomMeHuUTE BO KOCKEHATa CpLEBMHA CE& Manu UNu BOOMLUTO He ce jaByBa-
aT Mo cniieHekToMUja, Taka WTo GyKBanHoO cuTe NauueHTV nmaat nporpecuja Ha 6o-
necta Bo Tek Ha 12-18 meceua. Nopagaw Toa, co ornep Ha 6pojHMTE N NOeEKTUBHU
anTepHaTUBHU Tepanuu, CNeHeKToMujaTa e co Ceé NoMarno 3Havyere BO TPETMAHOT
Ha oBaa 6onect



XEMATOJTIOMMNJA - COOPXUHA 917

PenancHa unu pecdpakropHa hairy cell-neykemuja

1. Cladribine (2-chlorodeoxyadenosine, 2-CdA) n neHTOCTCTUH, 0baTa ce Bucokoedek-
TUBHW BO TPETMAHOT Ha NaunMeHTuTe co 6onect pedpakTepHa Ha MHTepdepoH anda
¢ T[laumeHTuTE KOM Hanpaewne penanc no cladribine UM NeHTOCTaTUH HajyecTo oa-

roeapaaT Ha peTpeTMaHOT CO UCTMOT WMKM CO ApYr nypucku aHanor. AHTM-CD22
pekoMBUHaAHTEH MMYHOTOKCUH € BO KIIMHWYKa eBanyauuja u Moxe Aa uHAayuupa
KOMMNfieTHa pemucuja kaj naumeHTUTe Co Pe3UCTEHTHU Ha PETPEeTMaH CO MYyPUHCKM
aHanosu (HHA-D)

2. Rituximab moxe ga nHayuvpa AONroTpajHU KOMMIETHNU PEMUCUN CO MUHUMArEH TOK-
cuYeH edpeKT Kaj NoBEKeTO O MauuMeHTUTe Co penancHa unu pedpakrepHa bonect no
Tepanwuja co NypuHCKM aHanosun (HHA-D)
¢ OTCycTBOTO Ha CyNncekBeHTHa MMyHocCynpecuja co rituximab ro npaBu oBoj TpeTMaH

Kako NpB 136op 3a NauneHTUTEe CO penanc BO OTCYCTBO Ha KIMHUYKK CTyaMU

3. AnoreHa TpaHcniaHTaLuja Ha KOCKEHa CpLEBUHa MOXe [ia ce Hanpasu Kaj cenekTupa-
HW NaumeHTV BO PETKM cryyan
¢ T[laumeHTtute Tpeba ga 6upgat Bo gobpa coctojba n ga umaat XJTA-ugeHTuyeH

naputen
* Bwucokata cMpTHOCT Ha oBaa npouegypa ja onpaBayBa HejsuHaTa npumMeHa camo
Kaj pedpakTepHu cnyvyam

4. ArpecuMBHaTa BUCOKOA4O3Ha XxeMuoTepanuja ce nokaxarna KOpuCHa Kaj HeKou cny-
Yau, HO e acoumpaHa co BUCOK MopbuamnTeT n moptanuTteT. He Tpeba fa ce npumeHysa,
OCBEH [OKONKY Apyrnte edpekTMBHU Tepanuu ce Beke MCKOPUCTEHU

TEPAMUCKU PEXUMU

Tepanucku pexumu 3a JIBK HuBo Ha poka3

Pentostatin (2'-deoxycoformycin; 2’-DCF): 4 mg/m2 Ha cekou 2 Hege-
1 00 NOCTUrHYBake MakcMmaneH oAroBop nnyc 1 unm 2 ekcrpa-uHjek-
ummn. [la ce Mepu KpeaTVHWH KIMPEHC Npef TpeTMaHoT — Aa ce n3berHe B
[aBarEeTO ako knupeHcoT e < 50 ml/min; ce faBa NonoBWHa Jo3a ako e
50—60 ml/min. KpBHute npogyktv Tpeba aa Guaar o3payeHn

Cladribine (2-chlorodeoxyadenosine; 2-CDA): 0.1 mg/kg/aeH kako
KOHTMHYMpaHa W.B. MHdY3unja BO Tek Ha 7 AeHa 1 ce NoBTOpyBa Ha 6
MeceLy ako He ce nocturHe CR. KpeHuTe npogyktn Tpeba ga 6upar
03payeHm

Interferon-alpha (IFN-alfa): 3 mega U gHeBHO [0 MakcumaneH og-
roBOp ¥ Ce NpoAoIKyBa HeoNnpeaeneHo co uctata Aosa 3 X HefenHo. B
Kaj MHOry LUMTOreHMYHM NaunMeHTH ce 3anoyvHyBa co 3 X HeAEenHo
CnneHeKkToMuMja: ViHauuMpaHa e camo ako crnesvHaTta € MHory
roriema (> 10 cm bcm) n ako KockeHaTa cpLeBMHa € camMO YMEPEHO D
3acerHara

CNEOEHWE

1. OproBopoT Ha TepanujaTta ce cnegu co buoncuja Ha kocka U co abgoMuHanHu ynTpa-
coHorpacdpckm npernegu. NauyneHTUTEe ce cnepar Bo UHTepBanu o4 4 o 12 meceuu; 3a
BpeMe Ha xemoTepanujaTta Ha 2-4 Hegenu
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2. Bo nepuopgot Ha nudonexmnja ce gaBa npodunakca co cotrimoxazole 480mr/aHeBHO, a
Kaj HeKou naumeHTu e nHauumpaH u acyclovir
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3. YnatcTtBOTO Tpeba Aa ce axypupa Ha eaHa roavHa

4. NMpeaBuAaeHo cneaHo axypupawe Ao jyHu 2006 rogmHa

MUENOAMCINACTUYHM
CUHIOPOMM (MAC)

» OedwmHuumja
» Enngemunonorunja
» ETnonorumja

» [njarHOCTUYKU KpUTEPUYMU

» OudepeHunjanHa amjarHosa

» KnuHunuyka cnuka n nabopatop1Mcku Haoau
» MpumapHu ncnepyBama

» KnuHunukm Tek n nporHosa

» Komnnukauum

» Tepanwuja n nporHosa

» PedepeHum

» Anroputam 3

OEPUHUNLIMJA

» XeTeporeHa rpyna 3abonyBara Ha MaTUMHUTE XeMaTOMOETCKN KNETKN

* 3abonyBareTO KMMHUYKM Ce MaHudecTMpa CO UMTOMeHUn (aHemwuja, HeyTponeHuja,
TpombouuToneHuja) unu co AncyHKUMnja Ha KPBHUTE KIeTKU


http://www.bcshguidelines.com/
http://www.nci.org
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ENMMOEMUOJIONNJA

* VHumpeHuata e 1.5-2 naTn noronemMa of akyTHaTa neykemuja. ViHuMageHuara ce 3rone-
MyBa co Bo3pacrTa; nog 50 roguHu e 0.5/100.000, Hag 80 roguHm e 90/100.000

e CpepHa Bo3pacT Npu NocTaByBak-eTO Ha AnjarHo3aTta e okony 70 roamHn. 3abonyBaHeTo
e peTko Kaj Aeua u Mnaau

ETUONOINMNJA

* ETunonorunjata e Heno3Hata

e JoHU3MpaykoTO 3padvere, LMTOCTaTUUMTE (NPETXOOHO aHTUHEOMMNACTUYHWU NEKOBMU),
GeH3eHUTe U ApyrnTe XeMuKanuu ro aronemysaar pusukoT

e [eHeTckuTe hakTOpM BEpOjaTHO MMaaT yrnora BO eTuonaToreHesata Ha Mvenogucnna-
3ujata

.DMJAFHOCTVILIKVI KPUTEPUYMU

CerawHata knacudukaumja co 8 cy6rpynu e Ha C30 op 2001 (Buam 3a Tymopu Ha xe-
MaTONOETCKO Y NMMMAONAHO TKMBO: OMLUTK Npenopaku)

¢ Knacudukaumjata 6apa HEKOSKY crnieuujanucTUYKK UCneayBamba U Moxe aa 6uae Teluka
3a usBegyBare. OCHOBHa NOjAOBHA TOYKA € UCMUTYBaKETO HAa KOCKEHWOT MO3OK, LUTO
OBO3MOXYBa Kracudukalmja Ha Hekou NoTTunoBu. BHMmaHue ce nocseTyBa Ha cnea-
HOBO:

¢ LintoneHuun BO KpBTa

¢ KnetouHata Mopdponoruja, kage LITO, Ha MpuMep, nartonowikara nobynupaHocT Ha
jappoTto (Ha npumep, pseudo-Pelger-Huet aHomanuja u 3ronemeHa nobynupaHocT),
HeyTpodunHaTa XMNorpaHynmpaHocT U MUKpOMerakapvoumTuTe ykaxyBaaT Ha Aucr-
nasuja

¢ bBpoj Ha GnacTu Bo KOCKEHWOT MO30K (rpaHuULM 3a knacudukaumja BO COOABETHUTE NOT-
Tunosu ce 5%, 10% n 19%)

¢ [pucycTBo Ha naTomnoLuku ,ring”’-cuaepobnactu

.D,VICDEPEHLI,I/IJAJ'I HA OUJATHO3A
AKyTHa MuenovaHa neykemuja, XpoOHUYHO MuenonponudepaTtuBHo 3abonyBame, Xpo-
HUYHA MWENOMOHOLMTHA NeykeMuja

e MeranobnactHu aHeMMM U TOKCUYHU OLUTETYBaka Ha KOCKEH MO30K (Ha npumep, eTa-
Hor)

KINMWHUYKA CITUKA U NABOPATOPUCKWU HAOOM

e XeTeporeHa rpyna

¢ Hekou naumeHTV ce 6e3 cMMNTOMY; 3a AujarHo3arta ce COMHeBaMe Npu CryvyaeH Haof,
Ha LMTOMNEeHUN BO KpBHaTa crvka

e CuMMNTOMM LUTO Ce pe3ynTaT Ha LMTONEHUN UNu HapylueHa yHKLMja Ha KpBHUTE KneT-
Ku:
*  AHemuja
¢ WNHdekumn
* KpBaBewe

e JlabopaTopucku Haoau
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e LuTtoneHun

* MakpouunTosa Kaj Hekou naumeHTu

e CTpPYKTYpHM aHOManuu Ha HeyTpodunute

e [lucnnacTUyHM NPOMeHN BO KOCKEHMOT MO30K

* HapyuweHa dyHKunja Ha HeyTpodunmTe 1 Ha TpombounTuTe

* MHory nauneHTn nmaaT XpOMO30OMCKM abepaunn BO KOCKEHMOT MO30K

NMPUMAPHU UCINEOQYBAA

MNepudpepHa kpBHa crivka

McnenyBake Ha KOCKEHUOT MO30K (6oeme 3a xeneso 3a AeTekumnja Ha ,puHr” cuaepoob-
nactu)

Knacudwmkauunjata cnopeg C30 6apa kaj ronem 6poj crnyyau, nokpaj ucnegyBama Ha
KOCKEHMOT MO30K, XPOMO30MCK/ 1 MOMNEeKynapHu ucnepysara (BMAM 3a TYMOpu Ha xe-
MaToMoeTCKO N MMM oNAHO TKMBO: ONLWITK Npenopaku). Tepanujata u nporHosara 3aBu-
caT og nottunot Ha MDS n e noTpebHa koHcynTauuja co xematonor'

KITMHUYKN TEK U NPOTHO3A

KnuHWM4YknoT Tek M nporHosata MHory ce pasnukysaart. [lporHo3aTta € Bo 3aBWCHOCT Of
MDS-NoTTMNOT U KNMHUYKUTE KapakTepucTuki. Bo HenoBonHata knaca cpeaHoTo npe-
XuByBare e nomano og 1 mecel, a noBeke o 24 meceun Kaj HajnoBornHara knaca

KOMIMJTIMKALIUN

AHemuja
MHdekumm
KeaBet-e

AkyTHa neykemuja

TEPAMUAJA U TIPOFHO3A

Hewma cneundwnyHa n n3nekysavka Tepanuja 3a Hajronem 6poj naumeHTu

AnoreHa cTeM-KkneToYHa TpaHCcnnaHTaumja Moxe Aa ce NPMMEeHW Kaj Mnaav nauueHTu

1 Kaj criyyam kage LTo ce oyeKkyBa 6p3a nporpecuja Ha 3abonyBamweto. CnegeweTo co

aKTMBHa CynopTuBHa Tepanuja e o6u4HO Hajoobpa onuuja

* Tepanuja Ha nHdekunn (aHTMbMoTULN)

¢ KoHTpona Ha KpBaBeHEeTO (TPOMOOLMTHU TpaHcdy3nm)

* TpaHcdysun Ha epuTpounTu (ppeksBeHLmjaTa ce oapeayBa UHAMBUAYANHO, 06UY-
HO BpeAHOCTUTE Ha xeMornobuHot oa 70r/n 6apaat TpaHcdy3um)

XemoTepanujata BO HEKOU Cy4an OBO3MOXYBa AOMroTpajHU PEMUCUM KOM MOXaT Aa ce

oApXyBaaT CO MHTEH3MBHA xemoTepanuvja 1, ako e noTpebHo, Co TpaHcnnaHTauuja Ha

MaTUYHN KNETKN

Hekown naumeHTn nmaat oAroBOp CO pasHW Apyrn TpeTMaHu (epUMTPOMOETUH U Apyru,

xemaTtonoetcku aktopu Ha pacT, G-CSF n GM-CSF, ButamunH A, peTuHonaun, rinykokop-

Tukoman, pyridoxal phosphate, haemearginate, apoptosis-uHxnbuTtopu, aHTMaHrnoreHe-

11 MocTaBeHOCTa Ha CUCTEMOT Ha 3[paBCcTBeHa 3awTtuta Bo P. MakegoHuja 6apa cekoja aHemuja pedpaktepHa Ha
TpeTMaH v cekoj nauueHT co cycnekteH MAC aa ce ynatyv Kaj cneuujanucT-xeMaTonr 3a NoHaTaMoLLIHO UCrefyBake
1 TpeTMaH
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TMUM, MHXMBUTOPK Ha tumor necrosis factor alpha (aHTu-TNF)'2
TepanwjaTta ce nnaHupa og xematonor-cneunjanucT
WHTepBanu 3a cnegemwe ce 1-6-12 meceuun, BO 3aBUCHOCT 0 cocTojbaTta Ha nauneHToT
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1.
2.

N

Preisler H. The treatment of the myelodysplastic syndromes. Cancer 1999;86:1893-1899
Steensma D., Tefferi A. The myelodysplastic syndrome(s): a perspective and review high-
lighting current controversies. Leukemia Res 2003;27:95-120

Jaffe E., Harris N., Stein H., Vardiman J. Tumours of Haematopoietic and Lymphoid Tissues.
IACR Press, Lyon, 2001
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YnatcTBOTO Tpeba Aa ce axypupa Ha eAHa roanHa
MpeaBuaeHo cneaHo axypupawe Ao jyHu 2006 rogmHa

NMMMOOMU

» OcHOBHM npaBuna

» AedwuHuumja

» Enngemmnonormja

» 3HaumM M cMMNTOMM

» [ujarHo3a u ogpepyBake Ha cTaguyMoT
» TpeTmaH 1 NporHosa

» Cnepeme

» MNoBp3aHu Aokasu

» PedepeHuun

OCHOBHUW NMPABUIA

BospacHu uHgmneBuaym co 3ronemeHu numdHu jasnu (> 2 cM), KoM He ce HamanysaaTt
BO TEKOT Ha €HO Mece4yHo criegete, Tpeba Aa ce ynataTt Ha crneuujanucT 3a Aa ce
Hanpasu 6uoncuja

AKkO naumeHToT 6un nekyeaH og NUMAOM 1 MMa NOBTOPHA NojaBa Ha cuMmnTomMu, Tpeba
na bvae geTanHo ncnuTaH 3a fa ce OTKpKe eBEeHTYanHWoT penanc

Cekoraw Tpeba ga ce 3emat npeasug M AOUHUTE HecakaHn edpekTn o4 NPeTXoAeH xe-
MOTepanucku TpeTMaH (paHa MeHonaysa, XMnoTupouamnsam, cpueBo 3abonysake, WH-
eKLMN UNN CEKYHAAPHN ManurHuTeTn)

AEOUHULINJA

12 Haemearginate, apoptosis-inhibitori, antiangiogenetici, inhibitori na tumor necrosis factor alpha (anti-tnf) ce
HepocTanHu Bo P. MakepoHuja
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XOYKMHOBUTE U He-XOUYKMHOBUTE NMMAOMM Ce XeTeporeHa rpyna 3abonysara Ha NuM-
hopeTUKYNapHMOT CUCTEM, BO MOrMeA Ha KNuHU4YKaTa crnvka v nporHosaTa Ha 6onec-
Ta. He-XoukuHoBuTe numdcomn ce genat Ha nHAoneHTHU (baBHopacTeykun) NuMdomMm
(kako: conukynapeH, nMMdouuTeH, NMMGOM o MapruHanHaTta unu mantl-soHa) u Ha
arpecuBHU (6p3opacTeyku) NMMAOMU (Kako: KpynHokneTodeH B-numdom, Bypkutos u
numdobnacteH numdom, kako 1 noseketo T-numdommn)

ENMWOEMUONOINJA

loguwHaTta vHumMaeHua Ha XodkuHoBaTta bBonect e okony 2/100.000 Bo HopauckuTe
3emju. BospacHata guctpubyuuja Ha nauneHTUTe € BumoadanHa: NPBUOT MWK € Ha BO3-
pact og 30 roguHu, a BTOPMOT Ha Bo3pacT o 50 roguHu

logvwHaTa nHumaeHua Ha He-Xo4kuHoBuTe numdomu e okony 19/100.000 Bo Hopauc-
kuTe 3emju. CpegHa Bo3pacT Ha nojaByBake Ha bonecrta e okony 60 roguHu
MHumpeHuaTta Ha He-XO4YKMHOBUTE NMMEOMM € BO MopacT BO CUTE 3anagHu 3emju,
ocobeHo Bo Hopawuckute 3emju. MNpuynHaTta 3a Toa He e nosHaTta. MHumgeHuaTta Ha
Xo4yknmHoBaTa 6onecT e Bo 6naro onarake Bo nocrnegHuTe gekaau

3HALUMU U CUMITTOMMU

XouknHoBa 6onecT

[onem 6poj naunMeHTn BoOMNWTO HeEMaaT CUMATOMU UM CUMNTOMUTE LITO M MMaart ce
noBp3aHM CO MPUTMUCOKOT LUTO ro BPLUN TymMOpcKaTa Maca. TakBu ce KawnuuaTa Kaj Xu-
napHa numdageHonaTtuja, UnNn peTpocTepHaneH NPUTUCOK U YyBCTBO Ha TEXWHa, Unn
CVMHOPOM Ha ropHa BeHa KaBa Kaj MeAunjacTuHaneH Tymop

[Moman nNpoueHT naumeHT nMaaTt CUCTEMCKM CUMMTOMM: NOKavyeHa Temnepartypa, HOK-
HO notemwe, rybemwe TenecHa texuHa (b-cumntomu), Yewawe nnu Gomnka Bo 3adare-
HWUTE XMe3au Mo KOHCymupawe ankoxon. [locnegHMoT cMMnNTOM ce jaByBa caMo Kaj
XouykunHosaTa 6onect

Bonecta o6b14HO NoyHyBa BO CynpaknaBuKynapHUTE NMMAHK jasnu 1 ce Wnpn npeky
NMMAATUYHNOT CUCTEM BO akCUNUTE U MeanjacTUHYMOT, UNn ABeTe, a NoToa n BO peT-
pornepuToHeanHuTe NMMAHK jasnu

Bonecta moxe Aa nHdunTpupa of NMMMHMTE jasnu BO MeKkuTe TkmBa (Ha npumep, oA
MeaujacTUHanNHUTe NMMMQHN ja3nu BO NepUKapAoT, o4 XunapHute nuMmdHu jasnu so be-
noapo6HOTO TKMBO MK 0of NapaaopTanHuTe NuMdHU ja3nu Bo ‘pbeToT)
MepaujacTuHanHuTe Tymopm Kaj Mriagu MHAMBUAYWN YEeCTO Ce acouupaHy co XO4KnHoBa
6onect

TunuyHata xnesga kaj XoukMHoBaTa bonecTt e TBpaa U MynTunobynupaxa
XemaronoLwikata AMcUMUHaUMja 1 3adakareTo Ha KockeHata CpueBMHa WUNU LPHUOT
Apob ce gouHn MaHudecTaumm Ha 6onecTa, WTO e nocrneanua Ha Wwupekwe Ha bonecta
BO CriesnHaTta o AOMHMOT MeAaunjacTHYM Unu napaopranHarta peruja

He-Xo4kuHoBu numdomu

MocTojaT pa3nnyHu knacudukaumm Ha He-X04KMHOBUTE NMMAOMU

[leHec BO KnMHWMYKaTa NpakTUKa, Of Tepanuckv norneq, ce Aenat Ha WHOOMEHTUHU K
arpecmBHU numdomm

Bo rpynata arpecvBHu numdomm ce:
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¢ [ndy3seH KpyrnHoOKNeTo4YeH numagom

¢ JlumcpobnacteH

¢ AHannactuyeH numdcpom

* WmyHobGnacTteH

* AHrmonmyHobnacrteH numdom

¢ Aids Bp3aHu numdomu n

¢ [TpumapHu LUHC-numdbomm

Bo nHponeHTHMTE nuMmdomu cnaraart:

e ®onukynapHu numdomm

¢ MANT-numcomn

* Marginal cell-numdomu

¢ Mantle cell-numdgommn

¢ JlnmonnasmouymtomaeH numeom un

e Cute gpyru T-numcomu

CumMnTomMuUTe Cce HecneundryHN 1 3aBUCcaT of Toa Koj opraH € UHAUNITpYpaH of Tymop-

ckata maca. lonem 6poj nauneHTV ce acMMNTOMAaTCKM BO MOMEHTOT Ha AujarHOCTULM-

pakeTo

Oxkony 25% naumeHTn co He-XOYKMHOBM NMMAOMM UMaaTt 6apem egeH of cnomHaTu-

Te B-cumntomu. Konky e nmoHanpegHaTta GomecTta TOnKy ce MovecT U CUMMTOMMTE.

MojaBaTa Ha cMMNTOMWUTE, NCTO Taka, 3aBUCU Of, XUCTOMOLLKUOT TUM NMMAOM; NalneH-

TUTE CO arpecyBHU He-XOUYKMHOBU MMM OMU NoYecTo nmaat b-cumntomu

Oxkony 50% naumeHTn umaat 3adakake caMo Ha NUMAHUTE ja3nu Npu AvjarHoCTULM-

patre, foaeka kaj okony 20% nauveHTV Npu AnjarHocTuumpake e 3adaTteH caMo HeKoj

eKkcTpaHogarneH opraH (CToMak, Koxa, KOCKM, MO30K, TUpOMAEja Ui LpeBsa)

Mako gujarHosaTa He MOXe a ce NMoCTaBu CaMo BP3 OCHOBA Ha KINWHUYKaTa npeseHTa-

unja, COMHeBake 3a He-XO04YKMHOB NUMAOM Mopa [a Cce jaBu BO CredHUBE Cryvau:

* JlumdageHonaTtuja Koja 3adaka noseke pernu kKaj NnoBos3paceH NauMeHT € 4ecTo
WHAMKATVMBHA 3a UHAONEHTEH He-XOYKMHOB NMMMAOM, HajyecTo hOonmKynapeH Tvn

¢ JlumdoumTo3a Kaj noBo3paceH MaLMeHT € 4ecTo WHAMKATMBHA 3a He-XOYKMHOB
numcom

e [ponoHrupaH TOH3UMNUTUC KOj HE pearvpa Ha aHTUOBMOTMLM MOXe Aa ynaTyBa Ha
numcom

* bBp3opacTteyka nokanHa numdageHonaTmja YecTo e Npean3BrKaHa of arpecuBeH
He-X04YKMHOB NUMd oM

ANJATHO3A U OOPEAYBAHKE HA CTAOAUYMOT HA BOJIECTA

OwvjarHosata Ha XoykuHoBaTa GomnecT u He-XoukuHoBuTe numdomu cekoraw ce ba-
3Mpa Ha TemernHa XxucTonaTornollka aHanusa. Xupyplikata Guoncuja e HeonxogHa.
MauneHToT Tpeba Aa ce ynaTu Ha crneuwjanucT co Uen Aa ce Hanpasu Guoncuja ako
uma nannabunHa xnesga norofieMa og 2 cM BO AujamMeTap M ako He ce HamaryBsa no
crnefewe of efeH Mecel, UMK ako ce Hajae CnuyHa nuMmdageHonaTuja Ha peHareHor-
paduja Ha rpagHUOT KoLl

Tabopatopuckute ncrneaysara He ce 0CO6eHO KOPUCHM NpY AnjarHoCTULMpakse, CO UCKITY-
YOK Ha MHOOMNEHTHUTE NMMAOMM, Kaae LUTO MOXe Aa ce Hajae 3HavajHa numdounTosa

3a xucTonartonowkarta avjarHosa Tpeba ga ce kopuctu knacudukaumjata Ha Ceetckara
30paBCTBEHA OpraHu3auuja 3a XemaTomnoLUK1 Manurin 3abonysara

KnacnyHata XouknHoBa GonecT ru BknydyBa NOTTUNOBUTE: HOZynapHa ckrneposa, Me-
WaHa LenynapHoCT, KancuyeH Tun 6orat co numdounT n numdounTHa Aenneuuja, a
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ce pa3nukyBa of numdounTHaTa npegomuHaumja (NINXB) Bo nporHocTuyku nornes
* OppepnyBareTo Ha TymopckaTta gexvaporeHasa (LDH) cnyxu kako mapkep 3a nonoiua

nporHosa

* PawwupeHocTa Ha Xo4knHoBaTa 6onect ce ogpeayBa CO KNUHWUYKKM nperneq, yntpa-
coHorpadckv nperneq Ha abgomeH, KommjyTepuanpaHa Tomorpaduja n KockeHa
6uoncuja

* WcTtute metoam ce KopucTaT 1 3a ogpeayBakbe Ha CTaguyMmoT Kaj He-XOYKMHOBUTE
numcgomm

* Kaj gBata Tuna numdomn ctaguymot Ha BonecTta ce ogpeayBa CO KOPUCTEHE Ha
Ann Arbor-cuctemor (I-IV A-B)

* [lporHo3aTa kaj Xo4yknHoBaTa 6onect e nogobpa ako cragmymot no Ann Arbor e
noHm3ok. MpucycTBoTo Ha Bb-cMMNTOMM ykaxKyBa Ha monolua nporHo3a

e [lporHo3aTta Ha He-XOYKMHOBUTE NUMGOMM MOXEe Aa Ce MNPOoLeHM M chnopen
WHTepHaumoHanHMoT nporHocTnykm ungekc 3a HXJT (UMAN). daktopu wito ykaxy-
BaaT Ha noroLua nNporHosa Bo 0OBOj CUCTEM Ce:
* BospacTt > 60 roguHu
* Ann Arbor ctaguym > Il
e C30 nepdopmaHc ctatyc > 1 (HecnocobeH 3a paboTa nopaau NPUCYTHUTE

CMMNTOMM)

* Bucoka cepymcka naktaT gexvaporeHasa (J14X)
¢ PawupeHocT Ha 6onecTa Ha NoBeke of efeH ekCcTpaHo4aneH opraH

* Kornky e noBrncok 36upoT TONKy e norolia nporHo3ara

TPETMAH

XouykuHoBa 6onecTt

e JINXB e nHaoneHTHo 3abonyBake CO TEHAEHLMja 3a CnoHTaHo 3akpenHysawe. JIMXB |
cTagMyM MOXe Ja ce TpeTupa co 3padere Ha uHBonsupaHoto none (30Gy). Kaj peky-
peHTHUTe hopmu Tpeba Aa ce usberHysa arpecuBHa xemotepanuja. Rituximab-ot npe-
TCTaByBa Tepanucka onuuja

* Kaj cute gpyrv naumeHTn Tpeba Aa ce nMa MynTUAMCLUNIMHAPEH NpucTan Bo niaHu-
pakeTo Ha TpeTMaHoT. CneaHvBe TpeTMaHu ce npernopavyBaaT 3a NauneHTn Kou Tone-
pvpaat aHTpauuKnnHu

MauuneHTH co paH cTaguym Ha 6onecTa

e [Ba-yetTupu umknycu cnopeg npotokonot ABVD (Adriamycin/doxorubicin, bleomycin,
vincristine n dacarbasine) unu ekBuBaneHTeH NPOTOKOI, KOMOUHMPAH CO paguoTepa-
nuja Ha nHBoneupaHara peruja (30-36 Gy)

MauuneHT co MHTEpMeanepeH cTagnym Ha 6onecra

e Yetupu umknycu no ABVD npoTokon (Mnm eKBMBaneHTeH MpOoTOKOoM), KOMOUHMPaH co
paavoTepanuvja Ha nHBonBeupaHata peruja (30-36 Gy) (HHA-A)

MauveHTH co HanpeAHaT cTaguyMm Ha GonecTa

e Ocym uuknycu Ha ABVD wunu BEACOP (bleomycin, etoposide, adriamycin,
cyclophosphamide, vincristine, procarbasine ili prednisolone). PaguoTtepanuja Ha wH-
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BonBupaHata perunja (30-36 Gy) Tpeba ce cnpoBefe camo ako MMano MHWLMjanHo ro-
nema Tymopcka maca (> 7,5cM) unm ako noctou peavayanHa Tymopcka maca Bo ofpe-
AeHa perunja no xemotepanujata (HHA-A). MoxHaTa CynepuMopHOCT Ha eckanupaHuoT
BEACOP Hag ABVD 3a HanpegHaTtuoT ctagnyM Ha bonecta ce ywte 6apa nogonrorpaj-
Ha noTBpAa oA TeKOBHWUTE paHAOMU3NPaHW CTyAun

Esanyauuja Ha ogrosopot

Ce npaBart 4 LuuKNycu 1 No NOCNeAHNOT LMKIYC Ha XeMO U XemopaauoTepanuja npexky
dmsvkaneH npernen, NabopaTopuckn aHanMan Kako NPeTXofHOHaBedeHUTe U UCTUTe
nHUUMjanHn abHopmanHu papuorpadcku TecToBu. MaumeHTUTe Co HeKOMNNeTeH pa-
AvonoLukn ogroop Tpeba Aa ce eBanyvpaar 3a akTueHa Gonect npeky buoncuja nnu
6apemM npeky NOBTOPEHW PaaMoINoLLK/M TecToBu. AKO € MOXHO, ce npasu MNET (nosut-
POHCKO-eMUCMOHA ToMorpaduja) CKeH KOj MOXe Aa M uaeHTuduKyBa napuujanHuiTte
pecrnoHAepu LWTO ce Nof BUCOK PU3MK 3a paH penanc (HHA-C)

Cnepemwe

AHaMHe3a u dmsmkaneH nperneg cekov 3 MeceLm BO TEKOT Ha npBaTa roaunHa, cekou 6
Meceuu 4o Tpu roAMHKU, NoToa eaHal roguwHo (HHA-D)

[MpeTxogHoHaBeaeHMTe nabopaTopuCKn aHanMan u NynMo penareHorpadumja Ha 6,12 n
24 meceuun, NOTOA ako MMa KMMHUYKA MHAUKAUMja Kaj naunmeHTUTe NOrogHn 3a noHara-
MoLuHa Tepanuvja (HHG-D)

KT-ckeH n noBTOpyBake Ha MHULMjanNHWTE NaTonoLwKn paguMorpadckun TecToBM 3a Aa
ce noTBpau pemucujata. NoHatamowwHn perynapHu KT-ckeHOBU He ce mpenopayyBsaar,
OCBEH 3a eBaryauuja Ha pe3ngyanHaTa bonecrt.

EBanyauuja Ha TupomgHata dyHkumja (TCX) kaj 3padeHuTe NaumeHTn BO BpaTHaTa pe-
rnja ce npasu 1, 2 u nocnegeH nat 5 rognHa (HHA-C)

Mo 3paver-e Ha rpafeH KoLl BO NMpeMeHonay3anHuoT nepuod, ocobeHo Ha Bo3pacT nog
25 ropuHun, xeHnTe Tpeba fa oaaT Ha KIMHWYKM CKPUHWHT 3@ CeKyHAapeH KapLuyHOM Ha
rpaga (HHA-C), a no 40-50 roguHu, Tpeba ga npasaTt mamorpaduja (HHA-D)

TpeTmaH Ha nauueHTM co penanc Ha Xo4ykMHoBaTa Gonect no 3aBplueHa
xemoTepanuja

MHanumpanu ce pasnuyuHn xemoTtepanucku npotokonu kako DHAP, EPOCH, unu Dexa-
BEAM. Ako Gonecta e xeMOCEH3UTMBHA, Kaj nauneHTn co fobap nepcopmaHc-cTatyc
€ VHAuUMpaHa xapBecTpauuja Ha MaTUYHN KNETKW, BUCOKOAO03Ha XxemoTepanuja 1 aBTo-
rorHa TpaHcnnaHTauwja

HWCKOVMHTEH3MBHNOT TpeTMaH Koj BKIyyyBa HOBa MOHOTepanuvja u/unv pervoHanHara
pagvoTepanuvja moxat Aa NMoHyAaTt fobap KBanuTeT Ha XUBeewe 3a ApYrnTe naumeHTu

He-Xo4ykuHoBu numcomu (ECMO)

UHpgoneHTHU numcomm

Craguywm |

Kaj man npoueHT nauneHTn co nokanuanpaHa bonecrt, | ctaguym, paguotepanuvjata Ha
3achaTeHaTa peruvja e Tepanuja Ha u3bop co KypaTtuseH noteHuujan. 3padverweto Tpeba
[Ja ce cnpoBee Kako upaaujaumja Ha nowmpoko nore (HHA-C)
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Kaj cenekTnpaHu naumeHTn co ronema TyMOpcKa mMaca ce gaBa Tepanuja Kako Kaj Ha-
npegHaTuTe cTagMymu Ha 6onect (HHA-D)

AcvMnTomaTcKUTe NaumeHTH Co npowmpeHa 6oMnect BoO MOYETOKOT MOXe Aa ce orncep-
BMpaaT 6e3 Tepanuja, HO ako NauMeHTOT NpojaBu CMMNTOMU UK ako Bonecra NoyHe aa
ce W1pwW, MHAULMPAHN ce oparnHu uMtoctatuum (Ha npumep, uhlorambucil). Konky wrto
e noHnsok UIMK-ckopoT Tonky e noaobpo npexvByBarweTo. CpefHo nNpexuByBame Kaj
oBve 6onHu e 6-9 rognHKu; NauMeHTUTe He ce M3nekyBaaT BO uenocT. MNauveHTute co
mantle zone nuMdOM MMaaT cpegHO NpeXunByBake Of OKONY TPU 1 Non roguHu. 3atoa
0BOj NOTTWN NMMAOM Ce TPeTUpa Kako U arpecuBHUTE NMMGOoMU

Craguywm lI-IV

3a ronem npoueHT nauMeHTn co HanpegHata 6onect, ctaguym |-V, He nocTou kypa-
TVMBEH TpeTMaH. bugejkv npupogHuoT Tek Ha BonecTta ce KapakTepuanpa Co CMOHTaHM
perpecum kaj 15-20% o cnyvanTe 1 Bapupa of Cryyaj Ao Cry4aj, co xemoTepanuja ce
3ano4yHyBa caMo npu nojaesa Ha B-cumnTomaTtonoruja, owTeTyBake Ha xemaTornoesara,
rojaBa Ha roneHa Tymopcka Maca unu nporpecuja Ha nuMdgomoT (HHA-C)

Ako LenTa e Aa ce NoCTUrHe KOMMMeTHa pemucuja u gonr nepuop 6e3 nporpecuja Ha
6onecta, Tpeba Aa ce aaae rituximab Bo komBuHauuWja co xemoTepanuja

CnegHute npoToknu Tpeba Aa ce 3emat Bo 06sup: COP, CHOP u npotokonu kou coap-
xaT donynapabuH, kako FCM (HHA-B)

MoHoTepanujaTa co conygapabuH 1 xnopambyumn cé ywTe ocTaHyBa Kako antepHaTtu-
BeH TpeTmaH (HHA-C)

Kaj ogaenHu naumeHTn co KoOHTpavHaMkaumja 3a xemoTepanuja Tpeba aa ce avckyTvpa
3a MOHoTepanuja co aHTuTena (HHA-C)

KoHconugaumja

Mata-aHanuanTe cyrepupaaT fAeka e nofobpo NpexuByBaweTO Ha MauWeHTUTE LUTO
Ce Ha Tepanuja Ha oApXyBawe CO MHTepdepoH a, WwTo Tpeba ga ce nsbanaHcupa co
HeroBMOT HecakaH TOKcudeH edekT. Bo paHOooMusupaHute CTyaun e nokaxaHo feka
n pituxima6-oT ro npogomkyBa Bpemeto 6e3 nporpecuja Ha 6onecTta. EdekToT Ha Mu-
enobnacTtMBHaTa paguoxemoTepanuja co aBTONorHaTa TpaHcnfaHTauuja cé ywTte ce
ncnutysa (HHA-B)

PagnoumyHoTepanujata n noTeHumjanHo KypaTMBHaTa anoreHa TpaHcnnaHtauuja Mo-
XaT Aa ce pasrnefysaaT no BTOPUOT UMK MO NOHAaTaMOLLHWUTE penancu

EBanyauuja Ha ogroBopoTt

AnekBaTHV paauoroLWKM TECTOBM Tpeba Aa ce npaBaT Ha cekou 2-3 LuKnycu of Tepa-
nujata u No 3aBplLUyBake Ha xemoTepanujata. MNauMeHTUTe co HEKOMMNMETEH OAroBOP
unu 6e3 oaroBop Ha Tepanujata Tpeba Aa ce eBanyupaar 3a paHu CnacuTenHu NpoTo-
Konwu

Cnepemwe

AHamHe3a n cusmkaneH npernen Ha cekou 3 Meceuu BO TEKOT Ha MpBUTE 2 rOAWHMU,
cekon 6 Meceumn HapeaHUTe 3 FOAUHM M NOTOA efHaLl FOAULLHO CO NOCceBHO BHUMaHUe
Ha TpaHcopMauunTe N CeKyHAAapPHUTE MarnMrHoMM , BKIyYyBajku U cekyHaapHa neyke-
Muja (HHA-D)

KomnneTtHa kpBHa cnvika Ha 3, 6 n 12 meceum, notoa camo ako e notpebHa 3a esanya-
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uMja Ha COMHUTENHU CUMNTOMM

EBanyauuja Ha TupovaHaTta yHKuMja Kaj naumMeHTn 3payeHn Bo BpaTHaTa pervja 1, 2
1 5 rognHa

MwvHMManHu ageksaTHU PaauonoOLLKN UMK yNTpacoHorpadcku ncnutyesamwa Ha 6, 12 n
24 meceum Mo 3aBpLLYBaHETO CO TPETMAHOT

ArpecuBHu numdommn

HoBoaujarHocTuunpaHu numcomu

TpeTmMaHOT ce nnaHupa MynTUAUCUUNANHAPHO:

TpeTmaH co HaMepa 3a U3neKyBaHe

¢ CHOP-npotokon kombuHupaH co rituximab cekou 21 geH, obuyHo 8 uuknycu BO
MOMEHTOB Ce cTaHAaaph 3a nekyBawe Ha CD20+ arpecvBHM numdomu BO cuTe
cTagnymu Ha 6onecTa (HHA-A)

* Kaj T-numdomute ce gasa camo CHOP. Moxe ga ce ckpatu nHTepsanoT nomery
CeKoj umknyc Ha 14 geHa ako ce gopgagar v hakTopy Ha pacT Kako CynopTuBHa
Tepanuja (HHA-C)

¢ Kaj BUCOKOPU3NYHUTE NaUMEHTN MHTEH3MBHATa XemoTepanuja co CTeM-KneTovHa
TpaHCcMnaHTauuja cé ylTe e ekcnepumeHTaneH TpeTmaH

¢ Hewma npegHoOCT NpMMeHaTa Ha KoHconuaauuvjata co paguotepanuja Ha adekTupa-
HaTa peruwja co ronema Tymopcka maca (HHA-D)

¢ He Tpeba ga ce pegyumpaat go3uTe nopaam xemaTtonolikata TOKCUYHOCT, a deb-
puUnHUTE HEYyTPONeHuu ja onpasgyBaaTt npodunakTMykata npuMmeHa Ha akTopuTe
Ha pacT Kaj nauMeHTUTe Kaj KoM HamepaTa e fja ce NOCTUrHEe U3NeKyBake

EBanyauuja Ha oaroBopoTt

AJekBaTHV paguonoLIKM TecToBy Tpeba aa ce HanpasaT no 2 u 4 uuknycu og Tepanuja-
Ta v no nocnegHuoT uuknyc Ha CHOP nnu CHOP + pagunoTepanuja 1 cekoraw Kora uma
aunemu Bo nornes Ha agekBaTHUOT O4roBoOp

MHuumjanHaTta naTonolika KockeHa buoncuja/acnupat unu cnuHanHarta nyHkuuja tpeba
[a ce NOBTOPU Ha KpajoT of TPETMaHOT

MaumeHTUTE CO HEKOMMMETEH ofroBop unun 6e3 oaroBop Ha Tepanujata Tpeba ga ce
eBanyupaar 3a paHu CnacuTerHu NpoTOKONn

Cnepewe

AHaMHesa 1 usunkaneH npernea Ha cekoun 3 MeceLy BO TEKOT Ha NPBUTE 2 FOAMHU, Ce-
Ko 6 Meceumn HapedHWUTe 3 roAMHW K NOTOa eAHaLl FOANLLHO CO MOCEOHO BHMMaHMe Ha
TpaHchopmaLuumTe N CeKyHAapHUTE ManurHoMu, BKyYyBajku U cekyHaapHa neykemuja
(HHA-D). Bucokopu3nyHUTE NaumeHT Co MOXHOCT 3a U3neKyBake, Kako BUCOKOA03Ha-
Ta xemoTepanuja co CTeM-kneTo4Ha noaapLuka, 6apaar nov4ecTn KOHTPONM

KomnneTtHa kpBHa cnvka n Huso Ha LDH Bo cepym Ha 3, 6 1 12 meceuu, notoa camo ako
e notpebHa 3a eBanyauyja Ha COMHUTENHWN CUMMTOMM UMW KITMHUYKKM 3HALW Kaj nauneH-
TUTE NOroAHW 3a NOHaTaMoLLeH TpeTMaH (HHA-D)

EBanyauuja Ha TupouaHaTta yHKUMja Kaj naumMeHTn 3pavyeHn Bo BpaTHaTa pervja 1, 2
n 5 roguHa (HHA-D)

Mo 3pavere Ha rpafeH KoLl BO NMpeMeHonays3anHnoT nepuogd, ocobeHo Ha Bo3pacT nog
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25 rogvHn, xeHuTe Tpeba Aa ofaTt Ha KNMUHWUYKU CKPMHWHT 3@ CeKyHAapeH KapuyvHOM Ha
rpaga (HHA-C), a no 40-50 roamHun, Tpeba ga npasat mamorpaduvja (HHA-D)

e MuvHuManHu ageksaTHM PaaMONOLLKN UK ynTpacoHorpaddCkn ncnuTyeamwa Ha 6, 12 u
24 meceum no 3aBpLUYBaHETO CO TPETMAHOT, co KT-CkeH caMo Kora numa nHgukauumja og
MecTOTO Ha 3adakare co 6bonecta (HHA-D)

PenancHu numdomn

e Kaj CD 20 + B-knetouHn numMmcomMu npumeHaTta Ha rituximab nokaxana akTMBHOCT K
Kako MOHOTepanuja Aypu 1 No HeycnelwHa TpaHcnnaHTaumja u Moxe aa ce KoOM6UHM-
pa co KOHBEHLMOHanHa uUnu MHTeH3nBHa salvage-Tepanuja koja e HaBegeHa nogony.
Cenak, HeroBoTO BnunjaHue Ha NPOLEHTOT OArOBOPU UM JONroTpajHaTa NporHosa cé ylrte
6apa gokasu U HOBM paHOOMU3MpaHU CTyauK

e CnepgHvBe npenopaku 3a BTOPOMWHWCKA Tepanuja ce NpuMeHyBaaT Kaj nauuMeHTn co
afekBaTHa, aHTpaUMKIMH coapXKeyka NpBonNuHUCKa Tepanuja

TpeTMaH co Hamepa 3a U3neKyBate

* Kaj nauneHtute 6e3 majopHu opraHcku AMCdYHKLMMU 1 BO3pacT < 65 rognHu ce npenopa-
4YyBa KOHBEHLMOHANHO Ao3upaHa salvage (cnacyBadka) xemoTepanuja BoO kKombruHauuja
CO aBTONOrHa TpaHcnnaHTauuja (HHG-A)

* Koj 6uno oa nybnuumpanute npotokonu: (R)-DHAP, (R)-ESHAP, (R)-EOPCH, (R)-ICE
1 opyru, moxe aa ovuge nogobeH, buaejkm Hema KomnapaTuMBHU CTyaumn. VIcTo Taka, ns-
60pOT Ha NPOTOKON 3aBMCH U Of, NIOKANHOTO UCKycTBO. MoXe Aa ce npuMeHun 1 foaatHa
paguoTepanuja Ha 3adaTeHoTo none wnu iceberg-pagujauuja

TpeTmaH Ha NnauueHTn Kou He ce nogo6HN 3a MHTEH3UBHA xeMOTepanwja

* McTaTa KOHBEHUMOHanHa salvage-Tepanuvja ce nNpuMeHyBa 1 Moxe Aa ce KomMBuHupa
CO paguoTepanuja Ha WUHBOMBMPAHOTO None. MHavBuayanusvpaHa nanvjatueHa Hera
Moxe Aa buae notpebHa kaj noctapy nNauveHTW, NauMeHTn co KoMopouaHu cocTojbu
unu co XMB +

EBanyaumuja Ha ogroBopoT

* ApneksaTHM paguonolku TectoBu Tpeba da ce HanpaeaT no 2-4 UMKNycu of cnacu-
TenHaTta Tepanuja unu Nper aBTONoOrHaTa CTEM-KIIETOYHa KofeKuuja U BUCOKoZo3HaTa
Tepanuja 1 NoToa Ha KpajoT o4 TPeTMaHoT

*  WHuumjanHata natonoluka kockeHa 6uoncuja/acnmpar unu cnuHanHaTa nyHkumja tpeba
[a ce NoBTOPU Ha KpajoT of TPeTMaHoT

Cnepewe

* AHamHesa u cusmkaneH nperneq Ha cekon 3 mMeceun BO TEKOT Ha MPBUTE 2 rOAWHM,
cekon 6 Meceun HapeHWUTe 3 roavHK 1M NOTOAa eAHall rOAMLLHO CO NOCe6HO BHUMaHWe
Ha MOXHOCTa 3a pa3BuBaHe CekyHaapHu Tymopu (HHA-D)

* KomnneTtHa kpBHa cnuka 1 H1Bo Ha LDH Bo cepym Ha 3, 6 n 12 meceum, noToa camo ako
e noTpebHa 3a eBanyaumja Ha COMHUTENTHU CUMNTOMM UMW KMUHUYKW 3HALUW Kaj NauuHTy
noroAHu 3a NnoHaTamolueH TpeTMaH (HHA-D)

» EBanyauuja Ha TupougHaTta yHKUMja Kaj naumMeHTn 3padeHn BO BpaTHaTa pervja 1,2
n 5 roguHa (HHA-D)

* [lo 3pavere Ha rpafeH KoL BO NpemMeHonay3anHuoT nepunod, ocobeHo Ha BO3pacT nopj
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25 ropuHn, xeHnTe Tpeba fa oaaT Ha KNMHWYKM CKPUHWUHT 33 CeKyHAapeH KapLuuHOM Ha
rpaga (HHA-C), a no 40.-50. roguHa Tpeba oa npaeaT mamorpaduja (HHA-D)
MuHumanHu ageksatHu paguonowku (co KT-ckeH 6apem egHaww) Ha 6,12 u 24 mece-
LM No 3aBpLUyBaweTO CO TPETMAHOT, MOTOa CamMo ako e notpebHa 3a esanyauuja Ha
COMHUTENMHM CUMMNTOMMW VAN KIMHWUYKWA 3HALM Kaj NauneHTU NorogHn 3a noHatamolueH
TpeTmaH (HHA-D)

CINEOEHWE

PusunkoT og noeTopHa nojasa Ha Xo4vknHoBaTta bonect e norornema Bo npeute 5 roamHn
op nojaBaTta Ha 6onecTa

ArpecvBHUTE NMMMAOMM PETKO penancupaaT no TP roAVHU Of, 3aBpLUyBake Ha TpeT-
MaHoT

MHponeHTHUTE nuMdoMmM MOXe Aa ce jaBaT NOBTOPHO kora 6urno Bo TEKOT Ha npeocTa-
HaTMOT XXMBOTEH BeK Ha 6OMHMOT

Bo paHuoT nepuog no 3aBpluyBake Ha TPETMaHOT LieNnTa Ha CrefeHeto € paHo oT-
KpuBake Ha penanc Ha 6onecta. buaejkm Bo Toj neproa pusuKOT 3a penanc e BUCOK,
KOHTponuTe Tpeba ga ce npaeat Ha 3 meceuwn. [pu nperneaMTe € HEONXO4HO BHUMa-
TErNHO 3emMare aHamMHe3a U nperneq Ha nannadunHuTte numdHM jaznu. Cekoj CMMNTOM
Koj Tpae noBeke Heaenu, n/unu ce Brnolysa npuToa, 6bapa TemenHo ncrnegysake 3a Aa
Ce UCKMy4n HekakoB penarc. Bo Toa Haj3HavajHM ucnegyBama ce KoMnjyTepusmpaHara
Tomorpaduja Unu MarHeTHaTa pe3oHaHua

MokayeHa ceaMmeHTaUmMja MoOXe a ykaxyBa Ha penarnc Ha XoukvHoBaTa bonecT; goae-
Ka nokaveHu BpegHocTu Ha LDH ykaxyBaaT Ha penanc Ha He-XO4KMHOBUTE NTUMAOMU.
Opyrute nabopaTopuckm TECTOBU He Ce TOMNKY 3HayajHu

PusukoT of penanc ce HamanyBa 1 CO TEKOT Ha BPEMETO, NPU LUTO Ce 3rofiemyBa pu3no-
KOT oA NojaBa Ha JOLHU CeKBENu of TPeTMaHoT Ha bonecTa

PapguoTtepanuja

CnepeneT0O 3aBUCK Of perujata Koja e 3payeHa

* Tupowugeja - pusnk og xmnotTupeosa

¢ OBapuymu - pusuK of paHa MeHonaysa

* Cpue - pu3uk og nepukapauT, cpuesa cnabocT, BanBynapHW MaHu, paHa KopoHap-
Ha BonecT

¢ CwuTe peruu - aronemMeH pusnk og ceKyHaapHuU ManuramTtety no noseke og 10 roam-
HW oA NPBWYHMOT TpeTMaH
e [lpekuH Ha nywere
* OTcTpaHyBake Ha HEBYCW BO pernjaTta Koja e 3apayeHa

XemoTepanuja

CnepeneT0 3aBUCK Of AafeHaTa KOMOuHMpaHa xemoTtepanuja (MpoTokon)
¢  AnKMnNupayku areHcu - pusrK of CeKyHAapHMW neykemumn no 3-6 roamHu.
e AnKMnNupayku areHcu - pusnk o paHa MeHonaysa, CTepuUnuTeT

¢ AHTpaUMKNNHW - PU3UK OA cpueBa cnabocT

CnneHeKkTOoMMja

Pun3unk og centuyHu nHdexkuun
e BakuuHaumja NpoTMB NMHEBMOKOKM, XaeMouiyc 1 MEHOHTOKOKM
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NMOBP3AHU AOKA3U

¢ CwuctemckaTa Tepanuja e eukacHa 1 nanvjatmeHa kaj mycosis fungoides n Sezary
cvHOPOM (HHA-A)

e [laumeHTUTEe CO MHTEpMeaunjapHN U BUCOKOArpecuBHW He-XOYKMHOBM NMMAOMKU Kou
HemaaT KOMMneTeH OAroBop Ha NPBOMIMHMCKAaTa XxemoTepanuja nmaart nolla nporHosa
(HHA-A)

* [lopagu nowarta NporHo3a Ha oBMe NauneHTy co napuujaneH oaroBop Ha NPBONUHUCKA-
Ta xemoTepanuja, Tpeba Aa UM ce NOHYAN TPETMaH CO aBTONOrHa TpaHcnnaHTauuja Ha
KOCKeHa cpLeBuHa, koja nokaxa fobpu pedynTtaTti Bo Hekou cTyaun (HHA-C)
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MYNTUTMEH MUEJIOM (MM)

» LUenun
» Matonorwmja

» Enngemunonorumja

» ETnonormja

» [OwmjarHo3a

» OudbepeHuunjanHa gnjarHosa

» KnuHunuka cnuka

» Tunu4yHu nabopaTopuckun Haogu

» OcHOBHM ucnegyBamwa

» JlononHUTeNHW ucneayBaka kora NOCTOU COMHEBaH€ 3a MUESIOM
» Komnnukaumu koun 6apaaTt BHUMaHMe NO MOXHOCT 3a 24 yaca (ocobeHo Kaj
» HOBM NaUUEHTH)

» Mporpecwuja Ha 6onecTa 1 nporHosa

» Tepanucku nnaH

» TpeTmaH Ha penanc

» EBanyauuja Ha ogrosopoTt

» Cnepetbe

» MNoBp3aHu pokasum

» PedepeHum

» Anroputam 4

LENU

+ [la ce npenosHaar cumnToMuTe LWTO GapaaT Gp3a MHTepBeHLMja

NMATONOINMMJA

*  MM-knoHanHa nponudepauuja Ha 3penu b-knetkn (nnasma-knNeTkn) BO KOCKEHMOT MO-
30K, Koja Ce kapaKkTepusnpa co MOHOKIOHanHa uMyHornobynuHcka gpakumja (napanpo-
TEWNH-M KOMMOHEHTa) BO CEPYMOT W/UNK NOHEeKorall camo BO ypuHata

* benurHaTta ¢opma Ha 3abonyBaweto (MGUS mnu MoHokroHanHa ramanatuja co He-
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ofpeneHo 3Ha4vyewe U 6eHurHata napanpOTeMHeMMja) € okony 100 naTt noyecta oA
MUenomoT

EHVI,U,EMI/IOI'IOI'I/IJA

Okony 3-4 HoBu cny4au Ha 100.000/roguwiHO

e [vjarHo3ata obuyHO ce nocTtaByBa Ha Bo3pacT of 50 go 70 roguHu; petko nog 40-ro-
OuLHa Bo3pacT

* Hema pasnuku BO nojasata Mery ABaTa nona

ETUONOIMNNJA

* HenosHata kaj noegnHe4YHWUTE Criyyam
* Pu3unkoT 3a nojaea ce 3rofieMyBa Co eKCrno3uuuja Ha jOHM3UPaYKo 3paderse

AONWJATHO3A

¢ [NaBHa AujarHocTuuka TELLKOTUHja € Aa ce pasrpaHuyaT paHuTe opMu Ha MM 1 ,,6EHUT-
HWUTE” napanpoTenmHeMun, ocobeHo MI'YC

Kputepnymu 3a gnjarHosa Ha myntunnu muenom (C30-knacudmkaumja)

e [lvjarHo3ata Ha MynTuneH mvenom bapa edeH MajopeH KpUTepuyM W Hajmarnky eneH
noparteH kputepuym, koj Bknydyea C1 u C2. Kako popatok, 3abonyBamweTo Tpeba aa
6uae cMMNTOMaTCKO U NPOrpecrMBHO

* MajopHu kpuTEPMYMHI
¢ [lnasmouutosa Bo KockeH Mo30kK (> 30%)
¢ [lnasmouutom Ha Buoncwuja
¢ MapanpotenH (M-koMnoHeHTa)
¢ cepym/nnasma: IgG > 35g/l, IgA > 20g/I
e ypuHa: > 1g/24h

¢ [lononHWUTENHN KpuTepUyMmn
¢ [lnasmountosa Bo kockeH Mo30k (10-30%)

* MapanpoeTtunH (M-KOMNoOHeHTa): moMana OTKOMKy BO TouykaTta B
¢ OCTEeonuTUYKM nesum
* HamanyBake Ha MONUKNOHANHUTE NMYHOTNOOYNNHN BO CEPyMOT

* 1gG <69/l
e IgA<1g/l
e IgM < 0.5¢/I

,D,VICDEPEHU,I/IJAJ'I HA OAUWJATHO3A
MGUS (nna3wma-knetku Bo KOckeHMoT Mo30ok < 10%; IgG < 35g/l nnu IgA < 20g/l, Hema
OCTEONUTUYKM N1e3UU, HEMA CUMMNTOMM)

¢ Waldenstrém-makpornobynvHemuja

¢ Jlumdpomu co napanpotenH (M-KOMNOHEHTa) BO HEKOM Criy4au

e [pyru peTku 3abonyBaka co npucyTeH napanpotenH (M-KoMnoHeHTa)

KIMWHUYKA CITUKA
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* YecTo:
e OCTeonuUTUYKM Ne3nn N KOCKeHN Gonkn
* CpefHo n3paseHa aHemuja, xunepkanuemuja, xvnepypukemuja
* bBybpexHa nHcyduumeHumja
* PeTtko:
e XunepsuckoseH cvHapom (IgA muenom)

TUNMUYHU NNIABOPATOPUCKU HAOOM

* [lokayeHa ceguMeHTaUmMja Ha epUTPOLUTY (He Kaj MUENOM Ha NeCHU NaHun)

e [lapanpotenH (M-koMnoHeHTa) BO cepyM U/vnm ypuHa

* HamaneHa BpefHOCT Ha XeMOrnobyHOT, 4eCcTo NaTh 1 neykoumToneHuja u TpomboLm-
ToneHuvja

e Manurim nHcunTtpati o nna3ma-kneTkv BO KOCKEHMOT MO30OK

* OcTteonutuykm nesuu Ha Rtg Ha kockm

*  YecTo NokKaveHn CepyMCKu ypaTu 1 Kanuuym, Ho HamarneHa KoHUeHTpaumja Ha anbymuHn

OCHOBHU UCNEOYBAKA

* KpBHa cnuka, cepymcku kanuuym, docdop, HaTpuyM 1 KpeaTUHUH 1 ceaguMeHTaumja Ha
eputpouutn (EC)

* McnuTyBame Ha KOCKEH MO30K

* Enektpodopesa Ha cepymMcku 1 ypuHapHu npotenHu (M-koMnoHeHTa Moxe Aa ce Hajae
camo BO ypuHaTta kaj 10-20% o MM-naumeHTuTE)

OOMNOJNIHUTENHU NCINEOYBAHA KOIA MOCTOU COMHEBAHKE
3A MMUEJIOM

* Rtg Ha kocku (4epen, thorax/pebpa, skapuli, pelvis n gonrnte KOCkvu Ha eKCTpeMUTETU-
Te)

* Cepymcku/nnasma ToTanHu NpoTenHun, anbyMuHun, Kanuym, HaTpuym, Kanumym, joHu3u-
paH KanuuyMm, KpeaTuHWH, ypaTtu u umyHornobynuum (IgG, IgA, IgM)

e OppeayBatbe Ha TELLKM M NECHW NaHuM Ha napanpotenHoT (M-KoMnoHeHTaTa) Co UMy-
HodMKcauuja'® nnm co nomoLl Ha Apyrn Metoam

e MarHeTHaTa pe3oHaHUa e NoCEeH3UTMBHA OTKOSNKY paguorpadujata, HoO peTKo € MHANLUK-
paHa 3a OCHOBHa AujarHo3a

KOMMJIMKALIUN KOU BAPAAT BP3A UHTEPBEHUWJA YLUTE BO
NPBUTE 24 YACA (OCOBEHO KAJ HOBU MNMALIMEHTHN)

Cenca vunv nHeBMoHwuja ( i.v. aHTMBUOTULM O LUIMPOK CrekTap)

By6pexHa nHcydumumneHunja (anjanmaa unn xemoduntpaumja)
XunnepBUCKO3HOCT (Mna3madpepesn)

Xvnepkanuemuja (HagOMeCT Ha Te4HoCTH, BudocdoHaTn, cteponam)
Komnpecuja Ha "pbeTeH MO30K (XMpypLUKa Aekomnpecwuja, paguotepanuvja?)
MaTonowkun dpakTypun (aHanreTnum, nmobunmsaumja)

Komnpecuja Ha npelunenn (opToneackn TpeTMaH)

13 HepoctanHo Bo P. MakepoHuja
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NMPOrPECUJA HA BOJIECTA U NMPOITHO3A

Co cTaHpapaHaTta Tepanuja cpefHOTO MpexuByBake M3HecyBa okony 3.5-4 roguhu,a
Marnky NoAonro e ako ce NpUMeHn NMoMHTeH3nBHa Tepanuja. [ocTon 3HaunTenHa UHAN-
BuAyanHa pasnvka

MoBeKkeTO MMENOMCKM KNETKW CTaHyBaaT pe3nCTEHTHM Ha xemoTepanuja
WNHdunTpatuTe oa MMenomcku KneTku ro okynupaaT KOCKEHUOT MO30K 1 Npean3BuKyBa-
aT aHeMuja, TpombounTONEHWja 1 neykoneHuja

WNHdekumn, xemoparum n bybpexHa nHcyduumeHumja ce 4ecTn KoMnavkauum

TEPAMUCKU NNAH

YpreHTeH TpeTMaH He ce npenopayysa 3a cuTe NauneHTU Co NHOONEHTEH MUENOM

Ako e naumeHToT 6e3 Terobu, obM4HO He ce faBa xemoTepanuja 3alTo Taa He ja nogob-

pyBa cocTojbarta Ha NauneHTOT, HATY ro NPOAOKYBA XMBOTOT

[MaumeHTMTE CO CMMNTOMM Ce neKkyBaaT akTUBHO (Ha Balua cyrectuja)

CraHdapaeH TpeTMaH 3a NauueHTUTe KoM He ce KaHaMAaTW 3a BUCOKOAO03Ha Tepanwuja

CO CTeM-KMeTovHa noaapliuka npeTcTaByBaaT opanHuTe KOMOWHauuM Ha mennxanaH

(HHA-A). He e gokaxaHa cynepuopHocTa Ha KoMBuHMpaHaTa xemoTepanuja kaj noctapu

nauveHTn, Aypu Moxe Aa uma v nonow edekT kaj HuB (HHA-A)

¢ Kaj nayneHTtute go 65 roguHu, kou ce Bo fobpa knuHWYKa coctojba, 6e3 6yopexHo
3adhakare cTaHgapAeH TpeTMaH € BUCOKodo3HaTa Tepanuja co aBToMorHa CTeMm-
KNeToyHu TpaHcnnaHTauuja (HHA-C)

* Wako Bo ronem 6poj cTyaunu ce kopuctu kombrHauujata Ha melphalan 140mg/m?2i.v.
W ToTanHaTta TenecHa upaaujauuja, cenak, melphalan 200mg/m?2 i.v Tpeba na 6uge
NMoAroTBUTENEH NPOTOKON Ha M3bop npen aBTonorHaTa TpaHcnnaHTaumja (HHA-C)

* Kako n3Bop Ha cTeM-kneTku Tpeba Aa ce kopucTaT nepudepHUTE KPBHU MPOreHun-
TOPCKM KNeTKW, npeq KockeHaTta cpueBuHa (HHA-L)

¢ Kako uHOuMkauumoHa xemoTepanuja Tpeba ga ce kopuctu VAD ( MHTpaBeHCKM
vincristine, adriamycin v Bucoku Jo3u cteponaun) 3a Aa ce ocurypa nogobap xema-
TOMOETUYEH KBanuTeT Ha rpadToT

OpanHarta kombuHaumja melphalan (9mg/m2 gHeBHo, 4 aeHa) u prednisone (30mg/m2

OHeBHO, 4 AeHa) ocTaHyBa cTaHaapaeH TpeTmaH (HHA-A). LinknycuTte ce noBTopyBaat

Ha cekou 4-6 Hegenu gofdeka ce nocturHe ctabuneH ogrosop. OcobeHo 3a nNauneHTH

Hag 70 rogvHu, HO M 3a NOMNaan NauueHTn, Kafe LWTO He ce MnaHupa TpaHCcnnaHTa-

uuja

He e pokaxaHa cynepuopHocTa Ha KOMGUHMpaHaTa xemoTepanuja kaj nocTapu naumeH-

TV, AypU MOXe Aa MMa U NonoL edekT Kaj H1B (HHA-A)

Kaj naumeHTuTe co ctabuneH oaroBop Ha MHUMLUMjaNHUOT TPETMaH (CTaguym Ha nnaTto)

CUTYpHO € Aa ce NpeknHe xemoTepanujaTta

Interferon a (3 MMnMoHn eguHMuM/M 2-3 OHEBHO) 3Ha4ajHO ja MPOMOHIMpa pemucujaTta

MHAyuMpaHa co KOHBEeHLUMOHanHa xemorepanuvja (HHG-C)

HonroTtpajHata agMuHUCTpaumja Ha BrudoccoHaTn (opanHu Unu MHTPaBEHCKM) ja Hama-

nyBa MHUmeHUaTa Ha dpakTypu n octeonusu u Tpeba aa UM ce npenopavysa Ha nauu-

eHTuTe Bo HanpegHart lll ctaguym Ha 6onecta unu ce co penarncHa 6onecrt, a npumaat

KOHBEHLMOHaNHO go3npaHa xemoTtepanuja (HHA-A)

Tepanujata co BudoctoHaTn ce npenopadvysa 3a NauMeHTU CO MMENIOM KOW mpuma-

aT xemoTepanuvja, He3aB/CHO Janu umaaT Unu HemaaT eBUAEHTUPaHN KOCKEHU nesun

(HHA-A)
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* TpeTmaHoT Tpeba Aa Tpae HajmManky ABe roanHu (HHA-A), BO MOMEHTOB € MpakTuka
[a ce NpoAorXyBa CO OBOj TpETMaH A0XUBOTHO, Mako ce nybnukyBaHu camo Marnky
nogaToum 3a oBa

* Moxe ga ce kopuctaT oparneH clodronate (1.600 mg OHEBHO MNM eKBUBAnNEHTHa
[osa crnpema dopmynauuja), UHTpaBeHckM pamidronate u MHTpaBeHcKka 3onegpo-
HWYHa kucenuHa' (HHA-A)

*  WHTpaBeHcknoT pamidronate 90 mg/eqHall MeceyHo ¥ 30neApoHNYHa kucenvHa 4
mg/egHall Mece4yHo ce eKBMBanNeHTHO edukacHu (HHA-A)

* W3bopoT Ha TepanujaTa 3aBuUCK 04 U30OPOT Ha NeKkapoT U Ha NauneHToT

e [osute, BpemeTo Ha MHpYyHAMpawe U dpekBeHuujata Tpeba ga Gupgat cnopen
npenopakarta Ha Npou3BOAMTENOT, a Tpeba Aa ce MOHUTOpPUPa peHanHaTa yHK-
umja. KpeatnHuHoT Tpeba ga ce npoBepyBa npej cekoja uHdy3anja Ha 30neApoHNY-
Ha KucenuvHa

¢ CneuujanHu Mepku Ha NpPeTNasnuBOCT ce NoTPe6HN Kaj nauneHTuTe Ha Gudocgo-
HaTW CO yMepeHa A0 Tellka peHanHa nHcyduumeHumja. 3onegpoHnyYHa KnucenuHa
He ce NpUMeHyBa ako KpeaTUHWHOT e NoBUcokK of 265 micromol/l

* HeuenocHn ce nopatouute 3a npenopaka Ha 6udocdoHaTn Kaj naymeHTu co
acMMnTOM MUEenom

TPETMAH HA PENAIC

3a penanc WTo ke ce jaBn NO HeOAPXKyBaH OAroBOP, UAEHTUYHM NPOTOKONWU Kako OHWE
KOM Ce& MHULMjanHo KOPUCTEHN MOXe Aa MHAyuuMpaaT BTopa pemMucuja

VAD e ctaHgapaHa onuuja 3a nauMeHTU Kaj Kou € HeycnelleH MHULMjanHnoT TpeTMaH
CO ankuMpayku areHcu Unm nMaart penarc goaeka Tpae TpeTMaHoT (HHA-D)
Thalidomide'™ cam unu Bo kombuHauuja co BUCOKM [03u Ha dexamethasone wnu
bortezomide'® (proteosome uHxu6uTOp) MoXe fa Guae mMHory edukacHa Tepanuja 3a
nauneHTu co pedpakTepeH nnu penanceH mvenom (HHA-D)

CynopTuBHa Tepanuja

OppxyBare paMHOTEXa Ha TEYHOCTU M eNekTPonuTK (Aa ce npeeeHupa bybpexHa WH-
cydumumeHuumja)

Tepanuja Ha xunepkanuemuja

Tepanuja Ha nHdeKkumMm

OppxyBarwe Ha MobunHocTa co Len Aa ce NpeBeHupa OCTeonopo3a W NaTOMOLLKW

dpakTypu
Ako e noTpebHo, Tepanuja Ha aHemuja u TpombouuToneHuja

TpchnnaHTaqua Ha MaTU4HU KNeTkKu

ABTOMOrHaTa TpaHcnnaHTauuja Ha MaTUYHN KIETKU Ce KOPUCTK CE NOBeKe U YeCcTo natu
€ NpBONMHUCKa Tepanuja kaj naumeHTn Hag 70 roanHn (HHA-C)

AnoreHa TpaHcnnaHTauuja Ha MaTU4HU KINETKN, UCTO Taka, Ce KOPUCTU C€ NoBeKke, HO e
BO3MOXHa camo 3a mMarn 6poj naumeHTu

14 OrpaHuyeHo gocTtanHa Bo P. MakegoHuja

15 HepoctaneH Bo P. MakegoHuja
16 HepoctaneH Bo P. MakegoHuja
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EBANTYALUUJA HA OAArOBOPOT

MpoueHaTa Ha oaroBopoT ce 6a3upa Ha eBanyauuja Ha cepymckata M-KOMMOHeHTa u
M-kommnoHeHTaTa BO ypuHa co enekTpodopesa

MapuwjanHaTa pemucuja e geduHupa co bapem 50% penykumja Ha cepymckaTta M-kom-
noHeHTa n 6apem 90% peaykumja Ha M-komnoHeHTaTa Bo 24 4 ypuHa

Kaj nauneHTuTe 6€3 M-KOMMNOHEHTa BO CEpyM UMM ypuHa npoueHaTa Ha KoMreTHaTa
pemucuja ce B6asmpa Ha acnupauuja Ha kockeHa cpueBuHa (< 5% nnasma-kneTku) u
UMyHodUKcaLmja

CNEOEHWE

Tpeba ga ce HanpaBu KOMMMETHA KpBHa Cruvka, enektpodopesa Ha cepyMm U ypuHa u/
Unu opepyBane Ha CroboAHM NECHU NaHLUM BO CEPYM UMW YPUHA, KPeaTUHMH, Kanuuym
n B2-mukporno6ynuH. Bo crnyyaj Ha kockeHu Gonku, 3a Aa ce AeTeKkTupaart HOBUTE KOC-
KeHu nesuu, Tpeba aa ce Hanpasu Rtg Ha ckeneT nnu MRI

NOBP3AHU NOKA3U

PaHa Tepanuja Ha paH cTagnym Ha MM un3rnega geka ro cnpevyBa HanpeayBaHeTo Ha
bonecTta u ja pegyumpa Komnpecujata Ha npewneHuTe. Merytoa, paH1OT TpETMaH MoXxe
[a ro 3rornemMu pusmKoT 3a akyTHa neykemuja (HHA-B)
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. YnatcTBOTO Tpe6a Aa ce axypupa Ha eaqHa roguHa

. NMpeaBuaeHo cneaHo axypupawe Ao maj 2006 roamHa

MUENOGVBPO3A (M)

» OCHOBHMW NpUHLMNU

» Naronoruja

» Enngemunonorumja

» ETnonormja

» [njarHOCTUYKKN KpUTEPUYMU
» OudbepeHuunjanHa gnjarHosa
» KnuHunuka cnuka

» JlabopaTopucku Haoau

» OcHOBHM ucnegyBamwa

» Mporpecuja n nporHo3a Ha 3a6onyBaweTo
» Komnnukauum

» Tepanuja n cnepewe

» PedepeHum

OCHOBHU NPUHLUUIMAN

TepanucknoT npucTan BO OCHOBA € CyNnopTUBEH U NanujaTuBeH

BaxHo e oa my ce o6jacHM Ha naumMeHTOT Npupoaarta Ha 3abonyBaweTo U NpuyYnHaTa
3a aHeMuja

LinToctatcka Tepanuja ce annuumpa npv eBUAEHTHaA NleykoumTo3a 1 TpomboLmTosa

NMATONOIMNMJA

M® e nporpecnBHO xemaTosnoLko 3abonyBame. KapaktepncTtuyHa e natornoLuka nposnu-
hepauuja Ha MUENOUOHUTE NPEKYP30PU, MaBHO, MErakapuoLmUTL BO KOCKEHaTa CpLEBU-
Ha, LITO € acouMpaHo Co NocTeneHa 3amMeHa Ha XeMaToMNoeTCKOTO TKUBO CO (hMBPOTUYHO
MocTojaT Hag 30 cuHOHMMM 3a oBa 3abonyBake: XPOHUYHA nauonaTcka mnenodmnbpo-
3a, arHoreHa MvienomaHa MeTannasuja u MMenoreHa mMmetannaswja

ENMWOEMUOINOINJA

MHumaeHua Ha 3abonyeaweTto e 1:100.000/ cnyyaun roguiuHo
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e BpBOT Ha nHUMAeHuUaTta e Ha Bo3pacTt of 40-70 roavHW, MHOTY peTKo e onulaHa Kaj
Mnaav nauveHTy u geua
* He noctou nonosa kopenauuja Bo MaHudecTaumjaTa Ha 3abonyBameTo

ETUONIOTNJA

* Etunonorvjata kaj noBeketo 60nHM ocTaHyBa HepasjacHeTa

e BeH3eHOT U joHM3aLMoHNTe 3payersa ro 3ronemMyBaaT puM3nKOT 3a oBa 3abonyBare

e HanpegHat ctagnym nnm MmuenogumbpoTnyeH ctaguyM Ha polycythaemia vera e mHory
CNunYeH co ngmonarcka Mmenodunbposa

ANJATHOCTUYKU KPUTEPUYMU

¢ CnneHomeranuja (ynTpacoHorpadcku > 10-12 cm)

e AHemuja n neykoeputpobrnactHa KpBHa crnvka

» Tpu kockeHa acnupaumja ce fo6uea cys acnupar (dry tap)

* KockeHaTa Guoncuja (Co KornareHcku 1 peTUKynuHcky 6oewa) ja noTBpayBa AnjarHo3aTta
Ha 3abonyBareTo

D,VICDEPEHLI,VIJAJ'I HA OUWJATHO3A

Opyrvn cnneHomeranuu
¢ XpoHuyHa MuenouaHa neykemuja, nonuuuTeEMMja Bepa, eceHuunjanHa
TpombouunTosa

¢ Jlumchomu

¢ [pyru cnyyam co cnneHomMeranuja
e [pyru cnyyam co neykoeputpobnactHa KpBHa crnvka

¢ MeTacTasu Bo KOCkeHa cpLeBuHa

¢ MynTuneH muenom

¢ Manurin numdgommn

¢ MeTtabononatum

¢ AkyTHa mmenocumbposa (nMym Ha akyTHa neykemuja)
¢ CekyHaoapHa Muenocgubposa
¢ Meracrasu Bo KOCKeHa cpLeBrHa

¢ Tybepkynosa

¢ Jlumcdomu u neykemmm

KNMAHUYKA CITUKA

* basHa nporpecuja Ha 3abonyBaweTo
e Panun Haoawu:
*  Axewmuja
¢ CnneHomeranuja
e [ouHun Haoau
¢ Tybewe TenecHa TexvHa
* Hamanena koHanumnoHa cnocobHocT
¢ Cnaboct
* KpBaBewa
* Xunepypukemuja
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e KockeHu 6onku
¢ [pyere Ha ekcTpemMuTeTUTe

NNABOPATOPUCKU HAOOU

e KpBHa cnuka
*  AHemuja
* JleykoepuTpobnactHa KpBHa cnvka
¢ Knetku Bo BUA Ha conau (tear drop cells)
* KockeHa cpueBuHa
e CyB acnupar
e TunNUYeH XNCTOMOLLKM Haod Ha KockeHa buoncuja
e [pyrv Haoau
e YecT Haop e NokayeHo HUBO Ha €H3MMOT NakTaT gexugporeHasa u 6unupyouH
* [loHekoralw e npucyTHa u onaTtHa geduuneHumja

OCHOBHU UCINEOQYBAHA

¢ KpBHa cnvka (Hymepuuka n andepeHumjanHa-nepmdgepHa pasmacka)

* YntpacoHorpadcko ucrnegyBake Ha abgoMnHanHy opraHu (onuc Ha 3ronemeHara crne-
31Ha U AUMEH3NN)

* Buoncuja Ha kocka 1 6oerse CO PETUKYNVH U KonareH

* [pyrv ncnegysatwa: ypea, LDH, kpeaTnHuH, bonatu

NMPOrPECUJA HA BONECTA U NMPOTHO3A

* YecTo nat MHory 6aBHa nporpecuja (o4 npocnbpoTUYeH Bo pubpoTUYEH CcTaguym)
e CpepnHo npexwvByBatbe € 5-7 roguHun
¢ Hekou nauneHTn xumBeat u > 20 roguHu
* Kaj Tewknte popmu Ha M®:
¢ AHemuja co notpeba 3a TpaHcdy3nM Ha epuTPOLIMTU U Tepanuja co npenapaTtu Ha
Xeneso u xenatu
* V3pa3eHa cnneHomeranvja
* CpueBa uHcydpuuueHumja
* KpBaBeka, HPeKunn
* Kaj 25% op cnyvaute 6onecrta nporpeaupa Ao akyTHa neykemuja

KOMIMJIMKALIUN

* KpBaBema, MH(APKT Ha Cne3nHa u pynTypa Ha cnesvHa

TEPANMWJA N CNEOEHKE

e CynopTuBHa 1 nanujatmeHa
* AHemujaTa ce nekyBa CO TpaHCHy3nVW Ha epuTPOLMTU U Mpenapatu Ha Xeneso.
3anomHu feka aHemujaTa Moxe Aa buae pesyntat Ha BOOGUYaEHU NPUYNHM, KaKo
LUTO € HeOCTUT Ha Xeneso
* MwuenocynpecusHa Tepanuja 3a criy4an Co MacuBHa CrfieHoMeranuja n 3a neyko-
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uutosarta u 3a Tpombouutosara. Pesyntatute ce npuspemeHmn'’

MoHekoralw cnneHekTOMuMjaTa MoXe Aa ja ybnaxu knMHuykarta cnvka v aa rv srone-
MU UHTepBanuTe 3a TpaHcdysuja Ha KpB

Huckute pgosu Ha thalidomide' nnyc prednisone npetctaByBaaT ecpmkacHa n fobpo
TonepupaHa Tepanuja 3a aHemujata n TpomboumTOoneHnjaTa Kaj mmenodgunbposaTa
AnoreHaTa CTeM-KneTovHa TpaHcnnaHTaumnja € eQUHCTBEHMOT KypaTUBEH TpeTMaH,
HO MOXe [a ce NPMMEHU camo Kaj Mragu nauueHTU co pe3ncTeHTHa bGonecTt Ha
KOHBEHLMOHANHNTe TpeTMaHu

ABTONorHaTa cTem-kneTovHa TpaHCnnaHTauuja e nanujatueHa Tepanuja 3a nauu-
€HTW Cco pe3ncTeHTHa GonecT Ha KOHBEHUWOHanHuTe TpeTmaHu u 6e3 agkeaTeH
XJTA-ngeHTnyeH goHop (HHA-C)

OcHoBHaTa Tepanucka cTpaTtervja 3a opa 3abonyBake Ce nnaHupa of cneuuja-
NNCT-XEeMaTosIor, HO 1 NekapuTe No onwTa MeguunHa MoXxe Aa umaat ronema yno-
ra Bo CynopTuBHaTa Tepanuja u crieerweTto Ha 6onHuTe

PE®EPEHLN
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. NMpeaBuaeHo cneaHo axypupawe Ao jyHu 2006 roamHa

ECEHUWUJAIIHA
TPOMBOUWTEMUJA (ET)

Matonorumja
Enugemunonoruja
ETunonoruja

Kputepuymu 3a paumjarHoctuka (mpenopakMu Ha CBeTcka 34paBCTBEHA
opraHu3sauuja)

OudepeHuunjanHa aujarHosa
KnuHuyka cnuka

JNla6opaTopucku Haoau

MNMporHo3a u nporpecuja Ha 6onecTa
Komnnukauun

TpeTmaH u cnegewe

PedepeHun

17 Ce npumeHyBa uctata MMenocynpecuBHa Tepanuja HaBeaeHa kaj nonvuuteMuja sepa
18 HepoctanHo Bo P. MakepoHuja
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NMATONOINMNJA

¢ ET e xpoHnyHa MuenonponudepaTtBHa MauMrda xemonaTuja LWTo ce KapakTepusmpa
Co 3ronieMeHa TpombGoLMTHa NpoAyKUMja LTO pesynTupa co TpomboLunTosa, Koja nocTe-
MeHo ce BroLuysa

ENMWOEMUONOINJA

e ET e nopeTka of xpoHU4HaTa MMenougHa neykemuja u nonvuuremuja sepa
* WHumpeHuata n3Hecysa < 1 cnyyaj Ha 100.000 »xuTenu/roamLuHo

ETUONIOINJA

¢ HenosHaTa

KPUTEPUYMU 3A OUJATHOCTUKA (MPEMNOPAKU HA CBETCKATA
30PABCTBEHA OPFTAHU3ALINJA)

e [lo3uTnBHU KpUTEPUYMU
e [onroTpajHa TpoMbouuMTO3a (Meceun): BpeaHoCcTn Ha TpomboumnTtute (Tp) BO KpBTA
Tp > 600 x 101
* VcnepyBawe Ha KOCKeHaTa CpLEeBMHA: 3rofieMeHa KonuumHa MerakapuouuTu co
abHopmManHa mopdonoruja
e CocTojbu wto Tpeba aa ce ucknyyar
e [lonuumTtemuja Bepa
XpOHWYHA MUENONYHa Nneykemuja
Mwnenodunbposa( xpoHnyHa, ngmonarcka)
Mmenonvlcnnacmqu CMHOpPOM
PeaktuBHa TpomboumTo3a

ON®EPEHUWJANHA OUJATHOS3A

* CekyHaapHu TpomboumTo3n (Buan Tabena 1)
* PesmatoupgeH apTpuTtuc 1 apyru 3abonyeama Ha CBP3NMBOTO TKMBO
e VHdekunn, nidnamaymm
*  Manurum Tymopm
e OuwrTeTyBaka Ha TKMBO
e Xemoparumn n aeduumnT Ha Xeneso
e [Jpyrute muenonponudepaTtveHu 3abonysara (nonvuntemuja Bepa, mnenocdunbpoasa,
XPOHMYHA MUenionyHa rneykemuja)

KIMMHUYKA CITUKA

* ET, kaj acumntomMaTtckuTe nauueHTn ce OTKpUBa CryyajHo, Npu PYTUHCKO UCMIUTYBaHe
Ha KpBHaTa crnvka

e VcxeMuyHM cumnTomu Bo LepebpanHaTta umpkynaumja u Bo NpcTute U nanuute Ha Ho-
3eTe (MO3HATO Kako epuTpomMenanruja; kaj Hag 15% of naumeHTuTe)

¢ Tpombo3a (kaj 10-15%)

* Xemoparuum, ocobeHo BO MyKO3HUTE MeMbpaHu, nojaBa Ha CMOHTaHW MOAPUHKK (Kaj no-
manky og 10%)
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NTABOPATOPUCKN HAOOU

¢ Buau tabena 1

e BpeaHoctute Ha Tp nepmaHeHTHO > 600 x 109/

* Mopdonorujata Ha KockeHaTa cpLeBMHa HajuecTo e TUNnYHa

* CnneHomeranuja kaj HanpegHaTUTe cryyau

e CnoHTaHo hopMuparse KONIOHUM BO KyNTYpU Ha MaTUYHU KNeTkun'® (4ecto)

NMPOrHO3A U NMPOIrPECUJA HA BOJIECTA

¢ XpoHu4yHa
¢ CpenHoTo npexuByBame € NpubnuxkHo 5 rogunu
¢ 3ayecTeHOTO PyTUHCKO oApedyBate Ha BpeaHoCcTUTe Ha Tp OBO3MOXyBa No4ecTo
OTKpMBak-€e Ha crnyyavTe co necHa dopma

KOMMITUKALIUU

* Xemoparuun

¢ Tpombo3su

¢ JleykemnyHa TpaHcdopmaumja (peTko)

Ta6ena 1. AndepeHumnjanHa anjarHo3a Ha TpoMboLmMTo3nTe: KNMHWYKA cnuka u nabopa-
TOPUCKW uUcnedyBaha

KnuHuuka cnuka n na6opato-

PUCKM HaoaW PeakTuBHa TpomGouutosa | EceHuujanHa TpomGouuTosa

Tpomb6o3un/kpBaBeHa peTkm yecTn
KnnHunykn Tek npuBpemeH nepmaHeHTeH/ nporpeanpaYkm
CnneHomeranuja He 60-80%
BpenHocTtu Ha Tp (x109%1) obuyHo < 1.000 o6uyHo >1.000
Mopdonoruja n dyHkumja Ha Tp HOopMarnHa HajuyecTo naTonoLuka
BpepHocTu Ha neykounTn Haj4ecTo HOpManHu nokavenu kaj 90% op cnyvaute
Boetbe Ha neykoumTHaTa ankanHa .
HopMmaneH HajyecTo nokayeH

docdarasa (LAP score)

. MerakapuoumuTu: aronemeH 6poj n
KockeHa cpueBuHa Haj4yecTo HopMarnHa

naronoLuka mopdonoruja

CnoHTaH pacT Bo Kyntypa Ha

He Kaj Hajronem 6poj oa cnyyavnTe
MaTUYHU KNEeTKN

TPETMAH U CINNEOEHE

e [ocToun HeJoCTUr Ha NOTBPAEHW KIIMHUYKM nodaToum 3a TpeTMaHoT Ha ET. MNopaawu Toa,
npu AujarHoctukata Tpeba Oa ce KOHCynTupa xemarornor

¢ [laumeHTn no 60 roamHu 6e3 pusnk-cdakTop 3a TpoMGo3a U BpegHocTUTe Ha Tp noAa
1.500 x 10%I He ce TpeTupaar.

¢ Kaj naumeHTuTE CO apTepucka xunepTeHanja, apTepmockneposa, UCXEMUYHU CUMMTOMM
W Nyliayu e nHauumpaHa aHTmarperayuoHa npodgunakca co acnvpux (100 mg/gHeBHo).
CumMmnToMUTE ce NoBrekyBaaT 3a HEKOrKy 4Yaca, a epekTuTe Ha acnupuHoT Tpaat 2-3

19 HepocTtanHo Bo P. MakepoHuja
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AeHa

* Bucok pusumk 3a Tpombo3a U xemoparuja: npeTxogHa Tpombosa unu xemoparuja,
Bo3pacTt Hag 60 roguuu unu Tp Hap 1.500 x 10%1 ce apyruTte pusuk-cpakTopu 3a
Tpombo3a

LinTopegyktueHa Tepanuja

* Hydroxyurea: 6p3 (edbeKkToT ce rneaa 3a HEKONKY AeHa) U kpaTKoTpaeH edekT. ma

neceH neykemoreH edekT

Interferon a

Busulphan: ecdekToT € 6aBeH, HO Tpae NOJONro

32P: HajcooaBeTeH 3a nocTapu nauneHTn

Anegralide?®

Tpombodepesa n auetun canuuunHa kucenuHa (ASA) ce faBaaT Kako ypreHTeH

TpeTMaH npu TeLkKn uepebpanHu CMMNTOMU UM ONacHOCT O Hekpo3a

Crparervjata 3a TpeTMaHOT ce NnaHupa Bo copaboTka CO crneuujanucT No MHTepHa

MeavuuHa unu xemaronoruja?!

MauneHTUTE BO NOYETOKOT Ce KOHTponupaaT cekon 2-4 meceuu, a Kora ke ce ctabunu-

3upaart, cekoun 6-12 meceum
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. EBM-Guidelines, 11.6.2004, www.ebm-guidelines.com
. YnatcTBoTO Tpeba Aa ce axXypupa Ha efHa roavHa
. NMpeaBuaeHo cnegHo axypupawe Ao jyHu 2006 roguHa

20 HepocTtanHo Bo P. MakepoHuja
21 CTtpaTterujaTa 3a TpeTMmaH Bo P. MakeaoHwuja ja nnaHupa camo cneyujanucr-xemaTonor
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NONVUWTEMUJA BEPA (MB)

» OcHOBHM NpaBuna

» Natonoruja

» Ennpemuonoruja

» Etnonoruja

» Kputepuymu 3a gujarHoctuka
» AudepeHumnjanHa AnjarHosa
» KnunHuuka cnuka

» JlaGopaTopucku Haogum

» MporHo3a u nporpecuja Ha 6onecTta
» Komnnukauum

» TpeTmaH un cnepewe

» PedepeHumn

OCHOBHU NPABUIA

OcHoBHa Len Ha TPeTMaHoT € Aa ce crnpeyvat TPOMBOTUYHWUTE KOMIMKaLMKU U XeMopa-
rmm

Toa Hajgo6po ce MOCTUIHYBa CO OAPXKYBaHE HAa yMEPEHO HUCKN BPEAHOCTN Ha XeMOrf1o-
BuHOT (XemornobuH < 145g/l n xematokpuT < 0.45)

AnonypvHONoT ce KOpUCTU 3a CripeyvyBare Ha CUMMTOMUTE Ha FMXT U XUNepypukemmy-
HUTe ne3unn Ha bybpe3nTe ako HMBOTO Ha ypaTuTe e Ha ropHaTa rpaHuua og pedepeH-
THaTa BpegHOCT

Huckn go3n acnmpun (100 Mr/gHeBHO) ce OgaBaat 3a Aa Ce Hamanu pu3nkoT of Auc-
TanHa ucxemuja u TpaH3UTOPHa UCXEMUYHA ataka. [lokaxaHo e fieka oBaa [03a ro Ha-
ManyBsa u pu3uKOT o Tpombo3a (Bo UepebpanHata u KOpoHapHaTa umpkynauuja) Kaj
HecenekTUpHU NaumeHTn co nonuumtemuja sepa (MB) (HHA- B)

NATOJIOTUJA

B e xpoHM4Ha 1 NporpecrBHa xemaTonollka manurHa 6onect. PactoT Ha cute mueno-
WOHW KNETOYHN N03U (epUTPOLMTHA, rpaHynoLuTHa U MerakapuoLunTHa) € 3ronemMeH Bo
XvnepuenynapHata KockeHa cpueBuHa. HajyecTn 1 HajnpOMWHEHTHW KapaKTepUCTUKM
Ha B ce 3ronemeHaTa epuTponoesa u BUCOKOTO HMBO Ha XeMOrnobuH

ENMUWOEMUOIIONNJA

Bo npocek nma 2 HoBu crniyyaja Ha 100.000 >xutenu/roguiiHo
HajuecTo ce jaByBa kaj cpegoBevHaTta 1 noctapara nonynauuja. Hajronem 6poj og na-
uneHTuTe ce nomery 40 n 70 rogunHu. NB HajuecTo 3ano4yHyBa Ha -roaMLuHa Bo3pacT
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ETUOJIOIMNJA

e HenosHaTa

KPUTEPUYMU 3A ONJATHOCTUKA

* Knacudukauuja Ha CBeTckata 3gpaBCcTBeHa opraHusaumja (3a ga ce gujarHoctuumpa
nonuuuTemuja Bepa, Tpeba ga e 3agosoneHo A1+A2 nnyc koj 6uno A-Kputepuym, unu
A1+A2 n gBa b-kputepuymm):

* A1: MNMokaveHa eputpoumnTHa maca (> 25% Hap pedepeHTHaTa BpeaHocT) unun X6 >
185 g/l (maxn), > 165 g/l (xeHun)
* A2: Kora ce UCKIy4YeHU MOXHUTE MPUYNHM 3@ CEKyHOApHa nonuuutemuja
* XepeauTapHa eputopouuTosa
* [MpuunHu 3a exuecueHa eputponoetuHcka (EMO) npoaykumja: xmunokewja (aB-0,
< 92%); BUCOK adUHUTET 3a KUCNOpoA Ha XxemMornobuHoT; myTtaumja Ha EMO-
peuenTop; aBTOHOMHa npoaykunja Ha EMO og Tymop
* A3: CnneHomeranuja
* A4: [pyru knoHanHu aHomanuu, pasnunyHmn og Ph+(Philadelphia)
e A5: CnoHTaH pacT Ha KONMOHWUM BO KYNTYpW Ha MaTUYHU KNEeTKn?
¢ bB1: BpegHocTu Ha TpombGounutmTe Bo kpBTa > 400 x 10%/I
e bB2: BpegHocTu Ha neykouuTtute BO kpBTa > 12 x 1091
* B3: NcnuTyBake Ha KOCKeHaTa CpueBMHa: 3rofieMeHa LenynapHoCT U 3ronemMeHa
nponudepauuja Ha epTMpouUTHaTa U MerakapvoumTHaTa KneToyHa nosa
¢ bB4: MNokayeHo HUBO Ha CEPYMCKU epUTPONOETUH?

ONJATHO3A

[Mpy HOopmanHa KNUHWYKa cuTyauuja avjarHo3ata Moxe ga ce noctasu 6e3 ga ce Ha-
npaeaT cMTe MOXHW UCMUTYBaka. Ha npumMep, noHekorall co BeHenyHkumMute Tpeba aa
ce NoYyHe BedHall Y MepeHeTo Ha BKYMHUOT epUTPOLMTEH BONYMEH He MOXe Aa ce Ha-
npasu. [NoHaTamy, NOCTOjaT criydam Ha nonuuuTeMuUja Bepa, kage LITO ropeHaBegeHuTe
KPUTEPUYMWN HE MOXAT CTPUKTHO Aa ce npumeHar. [Npu gujarHocTuumpareto Tpeba aa
Ce KOHCyNnTMpa XeMaToror KOj CO KMMHUYKa CUrYpHOCT Ke ja NOTBpAM AujarHo3aTta u ke
ro oapeau TEKOT Ha NeKyBaHeTo?*

e Bwuawn, ucto taka, Tabena 1: AudpeHumnjanHo AnjarHOCTUYKN CTYQUN 3a epuTPOLMTO3N
BO [€eNOoT 3a epuUTpoLmUTO3n

OUOEPEHUUWJANMHA OUWJATHO3A
* CeKkyHOapHV epuTpoLUTO3N
* YecTo acouupaHu co kapavonynmoHanHu bonectn
*  Xemorno6uHu co Bucok acmHutet koH O2 (Hb Helsinki, Hb Linkoping)®
* AnabonHu cteponan, epuTponoeTuH (06pHM BHUMaHWe Ha 3ronemeHaTa MHUnAeH-
Lia Ha OOMNWHT)
* PenatmBHu eputpoumTO3n
* ,Crtpec“-nonuuutemuja

22 HepocTtanHo Bo P. MakepoHuja

23 HepocTtanHo Bo P. MakepoHuja (He ce ogpeayBa CepyMCKWOT EpUTPONOETMH)
24 lnjarHo3aTta Bo P. MakedoHwja ja nocTaByBa UCKNYy4MBO CreLmjanucT-xemaTtonor
25 Oswue nottunosu Ha Hb He ce cpekasaaTt Bo P. MakepoHuja
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* [exugpaTauuja
Opyrn mnenonponudepaTveHm 3abonyBana

KIMTMHUYKA CITUKA

TemHoupBeHo oboeHa koxa (6oja Ha uurna)

KoHrecTmBHM Myko3HV MeMbBpaHm

CnneHomeranuja (> 10-12 cm Ha ynTpacoHorpadwja), npu gnjarHocTrka, ce cpekaBsa Kaj
okony 75% op cnyyauTe

XunepB1CKO3HN CUMNTOMU

e [mnasobonku, BpTOrnaBsuum

e TpnHeke Ha BPBOBUTE Ha NPCTUTE OA paLeTe U eputTpomenanruja
Yewamne

[aCTPOMHTECTMHANHN CUMNTOMU, YECTO NaTn Xxemoparnm

ApTpanrum

HeBponoLukn cumntomu

NTABOPATOPUCKHN HAOOU

EpuTpouuTtosa (BpegHoctu Ha eputpountute Yecto 8-9 x 1012/1). Wcto Taka, BUCOKM
BPEAHOCTM Ha XeMOrnobuH 1 XeMaToKpUT, OCBEH aKo HEMa O4MrneaeH HedoCTUT Of Xe-
neso

XunepuenynapHa KockeHa cpLeBrHa

Bvan v gujarHocTuyknTe KpUTEpUyMmM (MPETXOOHO BO TEKCTOT)

NMPOrHO3A U NPOIrPECUJA HA BOJIECTA

Mporpecwujata e 06U4HO MHory 6aBHa 1 npaBonuHucka. CpegHOTO NPEXMBYBaHE € OKO-
ny 10 roguHu, WTO € eHaKBO OONr0 CO NPEeXMBYBaHETO Ha 3apaBaTa nonynauuja co
ucrta Bospact

Tpombo3aTa 1 KpBaBEHETO CE MAjOPHU (haTanHU KOMMNMKaLuum

BackynapHute katacTpodum kaj Hajronem 6poj cnyyau moxaT ga ce usberHart.
3abonyBakeTo 4eCcTo NPUPOAHO Nporpeavpa Ao Mmenodnbposa 1 Moxe NoHekorall Aa
3aBpLuUK haTanHo Kako akyTHa neykemuja

KOMMITUKALIUN

Tpomb60o3u, xemoparmu

TPETMAH U CNEQEHE

[maBHa uen e ga ce n3berHat BackynapHUTe KOMMIMKaLUN NPeKy OApXyBake HopMar-
Ha BMCKO3HOCT Ha KpBTa U yMEpeHO HMBO Ha Tpombounutute (xemornobuH < 145 g/l n
xematokput < 0.45). OBa MOXe Aa ce MOCTUrHe CO BEHEMyHKUMU KOW ja Hamanysaar
Tpombodpunujata n TeHAeHUMUTE 3a KpBaBeH-e. TEeKOT Ha TPETMaHOT € WCMnaHupaH
crnopeq eBanyauuvjata Ha 6onecTa LWTo ja NpaBu XemMaTosnoroT 1 Hajronem Aen Moxe Aa
Ce O[1BVBa Ha HUBO Ha MpUMapHa 3ApaBCTBEHa 3alTuta

MHunumjanHmnoTt TpeTmaH 3anoyHyBa co BeHenyHkuum Ha 400-500 mn cekoja BTOpa Hede-
na. Onpemara LITO Ce KOPUCTU N BpeMETPaeHEeTO Ha BEHENyHKUMjaTa e crnopes CTaH-
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napauvTe 3a KpBogapuTenctso. AKo xemorno6uHot e > 200 r/n, moxe Aa ce 3emaat 400
MI AHeBHO, BKynHo 1.500-2.000 mn

e AKO roguwHWOT 6poj Ha BeHenyHKUMM HaaMuHyBa 6-12, BO MPOTOKOMNOT Ce BKIy4yBa
MuenocynpecmBeH TpeTMaH unu nHtepdepoH. Kaj nomnaan nauveHTy oBoj TpeTMaH ce
oanara Komky LUTO € MOXHO NoJonro

MMENOCYNPECUBEH TPETMAH

* Ce paBa BO pamkuTe Ha NpuMapHaTa 34paBCTBEHa 3allTuTa BO copaboTka CO UCKYCHM
cneumnjanucTn?®
* JlekoBu Ha n3bop ce interferon, hydroxyurea unu 32P (kaj noctapu nauneHTn)

* Co hydroxyurea oaroBopoT Kaj neykouuTo3uTe ce rnefaa 3a efHa Hefena: Tepa-
nujata 6apa MHTEH3NBHO Crefete BO MOYETOKOT. TPETMAHOT YeCTO € AONroTpaeH.
Penykuwnjata Ha xemornoburHOT ce rnepa 3a egeH mecel,

e 32P (i.v. ili per os) kako egnHeyHa fo3a. EcekToT 3anoyHyBa 3a 2 Hegenu (NpBO Neyko-
uMTMTE, NOTOa TPOMOOLIMTUTE M Ha Kpaj epUTPOLIMTHUTE BPeAHOCTUN) 1 Tpae < 2 roanHn

* Interferon e go6ap n3bop ako nauMeHTOT MOXe Aa ro Tonepupa

* Busulphan noHekorall 3aJ0BONUTENHO ja KOHTPONVpPa ronemMnHaTta Ha crnesvHaTa

* Anegralide? e KOpUCTEH BO KOHTPONMpPawEeTO Ha TpomboumTo3a, pedpakTepHa Ha
hidroxyurea

* Tpombodepesa n auetun canuuunHa kucennHa (ACA) ce gaBaaT Kako ypreHTeH
TPEeTMaH npwu Tewwku LepebpanHu CMMNTOMU UM ONACHOCT Of HEeKpos3a

CUMNTOMATCKWU TPETMAH

e AHTUXMCTaMUHMLM 33 YeluaweTo n 6nokatopu Ha H2-peuentopoTt (cimetidine) 3a ab-
AOMWHANHWTE CUMMNTOMM W, UCTO Taka, 3a YeluaneTo. MNogobpyBate Ha YellaHeTo ce
nocTurHyea u co interferon alpha (nosoneH e ako e notTpebHa 1 UMTOpPeayKTUBHA Tepa-
nuja), psoralen chotoxemotepanuja, cholestyramine, xeneso (BHMMaBaj fa He HacTaHe
~eKcnrnosuja“ oa MMKpoUWTHa epuTponoesa) u paroxetine?® (Bpeaun aa ce npoba kora He
e notpebHa uuTopenyKTMBHa Tepanuja)

* Allopurinol ce npyumeHyBa 3a Aa ce crnpeyat CUMNTOMUTE Ha FUXT U OLITETYBaHETO Ha
6ybpesuTte, ocobeHo ako ce NMoKkayeHun ypaTuTe BO CepyMoT

* AcnupuH (50 Mr/gHeBHO) ce NpMMeHyBa 3a cripedyBake Ha TPOMBOTUYHN KOMIMKaLUn
Kaj nauMeHTUTe WTO Beke MmaaTt gucranHa ucxemuja, cumntomm Ha TUA vnu pusnk-
chakTopu (apTepuockneposa, xunepTeHauja, nyLuere)

* MHory e CKpOMHO UCKYCTBOTO CO NpUMeHa Ha HOBUTE NEKOBU Kou NHxubupaat Tpombo-
LUMTHa arperaumja kaj nonuuutemuja sepa

CINEAEHE

e Cnopea TpeTMaHoT
e Hydroxyurea TpeTmaH: nHuumjanHo Ha cekon 1-3 Hegenu, nogouHa Ha 1-2 meceua
e 32P: npBaTa kOHTpoOna fno efieH Mecel, notoa Ha cekou 2-4 meceuu. Kaj ctabunHa
bonecT, Ha cekou 4-12 meceumn
* Interferon: ucto kako kaj TpeTMaHoOT co xydroxyurea

26 Bo P. MakefoHuja ce agMuHMUCTpMpa camo Ha KnuHuka 3a xematonoruja - Ckonje
27 HepocTtaneH Bo P. MakegoHuja
28 HepocTtaneH Bo P. MakegoHuja
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EBM-Guidelines, 17.4.2005, www.ebm-guidelines.com|
YnarcTBoTO Tpeba Aa ce axypupa Ha eqHa roguHa
MpeaBuaeHo cneaHo axypupawe ao anpun 2006 roamHa

WALDENSTROM'S
MAKPOITIOBYJITMHEMUWJA (WM)

» OcHoBHM nNpaBuna
» OedomHuumja

» Enungemunonoruja
» Etnonoruja

» [InjarHoCTUYKKN KpUTEpUyMU

» OndepeHumnjanHa aujarHosa

» KnuHunuka cnuka n nabopatopucku Haoau
» MpumapHu ucneayBama

» MporHo3a u Tek Ha 6onecTta

» Komnnukauun

» TpeTmaH u cneaewe

» PedrepeHun

OCHOBHUW NMPABUIA

3anomHu ja Waldenstrom-makpornobynuHemujata (WM) kako peTka npuumnHa 3a B1Ucoka
epuTpouuTHa cegumenTaumja (EC)

AEOUHULINJA

KnonanHa nponudepaumja Ha penatmeHo 3penu b-numdountn (audepeHumjaumja Ha
HVMBO Ha NMMAONNasMoOVAHN KNeTKN) CO NPUCYTEH napanpoTenH (MOHOKMOHanHa umy-
HornoGynuHcka pakumja Npy NpoTenHckaTa enekTpodgopesa) coctaseH of IgM
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EMUWOEMUONOINJA

* MHory nopeTka oa Muernom (okony 15% of cnyyauTe Ha MynTUNEH MUENOM)
¢ O6u4Ho ce jaByBa Ha Bo3pacTt of 50 go 70 rogunHu

* Ce jaByBa egHaKkBoO kaj ABaTa nona

ETUOJIOIMNJA

¢ HenosHaTa

OUATHOCTUYKU KPUTEPUYMU
*  WNHdwunTtpaumja co nuMdonnasmMonaHN KNeTkn BO KOCKeHaTa cpLeBuHa u npucyTeH IgM-
napanpoTenH BO CEpyMOT

ANPEPEHUWJANTHA OUJATHOS3A

e [Jpyrute coctoj6u co napanpotenH (WM ce camo 15-20% op oBue cocTtojon):

¢ IgM-MGUS (moHoknoHanHata IgM-ramanatuja co HeoapeaeHo 3Hayewe; pasrpa-
HuyyBaweTo Ha IgM-MGUS n WM e mMHory Tewwko). OBne naumeHTn umaar npu-
6nwxHo 46 naTty noronem pusuk ga passujat WM)

* B-numndonnasmountongHnte Heonnasmu (IgM-mmrenomor, WTo e eKCTpeMHO pe-
AOK N eKcTpaMeaynapHUOT NNasMoLmMToM)

e B-numdoumnTHN HeonnasMu (XPoHWUYHa NUMdaTUYHa neykemuja, AudyseH NMMdom)

* BeHurHn coctojou (Ha NnpuMep, CMHAPOM Ha NajHa arnyTuHauwja)

KITMHUYKA CITIMKA U NNTABOPATOPUCKUN HAOOM

¢ CVMNTOMM NPeAUsBUKaHN Of LUTONEHUN U MMYHOAedULMeHLMja

e Cnaboct
* KpBaBemna (TpombouuTOneHuja u TpombouuTonatuja)
*  NHdekummn

* EkcTpamenynapHv TYMOPCKMU MHUNTPATH
* CnneHomeranuja (15%)
* Xenatomeranuja (20%)
* JlumdapeHonatunja u apyrn Heonnaamu (15%)
*  XunepsuckosHu cumntomm (15%; Hajuecto cepymckuot IgM > 40 r/n)
* LlepebpanHa ncxemuja (peTuHanHWTe NPOMEHN Ce TUMUYHW)
* [ucnHeja
* HeBpomnoLwk\ CMMNTOMM
* JlabopaTtopuckv Haoau
* Bwcoka EC
* T[lpucyTeH napanpoTenH BO enekTpodopesaTa Ha CEPYMCKUTE MPOTEUHU KOj Mpwu
MMyHodmkcauumja®® ce Tunmaupa kako IgM
* 3ronemeHa BUCKO3HOCT Ha CepyMOT ce AeTekTupa kaj 50% oa nauveHTute (Bpean
[a ce MoOHMTOpMpaaT camo CYMMTOMAaTCKUTE NaLmMeHTK, kon obnyHo umaar IgM > 40 r/n)
¢ YecTo aHemuja u TpombBouuTONEHM]a
e OCTeonuUTUYKMTE Nesnn ce MHOry peTku (HUBHOTO MPUCYCTBO ykaxyBsa 3a IgM-mynTtu-
neH MMenom)
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NMPUMAPHU UCINEQYBAHA

KpBHa cnuka v acnupauuja Ha KOckeHa cpueBuHa

Enektpodopesa Ha cepymckute nNpoTenHn (ako ce AeTekTupa napanpoTenH, ce npasu
n MyHodpukcauuja)

Cepymcku IgG, IgA n IgM

CepyMCKM KpeaTUHUH 1 CepyMCKM ypaTu

Rtg-nynmo u yntpacoHorpaduja Ha abgoMeHoT

NMPOrHO3A U TEK HA BOJIECTA

Bapujabunex
WM e gonroTtpajHa 6onect u HejauHaTa nporpecuja moxe ga buge mHory 6aBHa

KOMMJIUMKALIUN

XvnnepBUCKO3EeH CUHAPOM
KpuornobynuHemuja

XpoHu4yHa nagHa arnyTuHaumoHa 6onect
Xemoparuu n uHdexkunm

TPETMAH U CNEQEHE

1.

XvnepBrCKO3HMOT CUHAPOM MOXe [a ce TpeTupa co nnasmadepesm

2. Cé ywre Hema NorogHu CTyAun 3a xemoTepanuckmoT npuctan. CrneaHmBe NpoToKonu ce
KopucTaT HajuyecTo:
¢ Chlorambucil (vHnumnjanHa posa 6—10 mr/gHeBHO, A03a Ha oApXyBakwe 2—6 mr/
AHeBHO) unu cyclophosphamide (xemartonosute yecTto v nsberHysaar ankupad-
HUTE areHcu BO TPETMaHOT Ha nauueHTn nomery 55 n 65 roanHu ctapocT nopaau
NOTEHLUMWjarnHNOT NneykeMoreH edexT)
* O6wnyHo ce gogasa u prednisolone
* Fludarabine, cladribine
¢ MoHoknoHanHu aHtuTena (rituximab)
¢ Thalidomide (orpaHun4yeHo uckycteo)>°
1. MaumeHTnTE Ce cnepat Bo MHTepBanu o 4 Ao 12 meceuw; 3a Bpeme Ha xemoTepanuja-
Ta Ha 2-3 meceun
PE®EPEHLUA
1. Ghobrial I., Gerz M., Fonseca R. Waldenstrdom macroglobulinaemia. Lancet Oncol
2003;4:679-685
2. Juhani Vilpo and Petri Oivanen, Article ID: ebm00326 (015.047) © 2005 Duodecim
Medical Publications Ltd.
1. EBM-Guidelines, 14.6.2004, www.ebm-guidelines.comn
2. YnarcTBoTO Tpeba Aa ce axypupa Ha efAHa rogMHa
3. MpepBuaeHo cnegHo axypupawe Ao jyHu 2006 rogmMHa
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NMPUMEHA HA XEMATOTIOETCKW
OAKTOPUN HA PACT

OeduvHuuymnja Ha cpe6punHa HeyTponeHuja (PH)

MHumnpeHua Ha ®H, npoLeHT Ha KOMNAMKaLUUN U MOpTanuTeT

MHaukauum 3a npumapHa npocmnakca Ha PH co hGFs

CneuujanHu cutyauum 3a npumapHa Ha hGFs Bo ctaHgapgHaTa Tepanuja
[Oo3unpamwe, pyTUHCKa annukaumja Ha G-CSF n nerucdmnractpum
MHaukauum 3a rpaHynonoetcku CSFS kaj BUCOKOPU3UYHU COCTOjOU
G-CSF no aBTonorHa ctem-kneTtoyHa TpaHcnnaHrauumja

G-CSF no anoreHa TpaHcnnaHTauuja

Mo6unusaumja op nepudepHu ctem-knetkn (PBSC)

PedepeHuu

OEOPUHULUNJA HA ®EBPUITHA HEYTPONEHWUJA (®PH)

* ®ebpunHarta HeyTponeHuja ce AedmHMpa Kako NopacT Ha akcunapHaTta Temnepartypa
Hag 38,50 C nogonro og 1 yac ako anconyTHUOT HeyTpoduneH 6poj e < 0.5 x 1091

MHUMOEHUA HA ®EBPUITHA HEYTPOMEHWJA, NMPOLIEHT HA
KOMMIMUKALWA U MOPTANUTET

* [lokpaj penaTMBHO BMCOKMOT MPOLIEHT Ha HUCKWN HEYTPOUIM 3a Bpeme Ha cTaHaapaHuTe
XeMoTepanuckn NPOTOKONM 3a ManMrHOMU pasnnyHn Of, aKyTHUTE NeyKeMun, NPOLEHTOT
Ha ebpunHN HEeYTPOMEHMN, NPOLEHTOT Ha APYrM KOMNMMKaLUM 1 NpoLIEHTOT Ha MopTa-

NUTET Ce penaTuBHO HUCKM 3a Hajronem 6poj cTaHaapaHu xemoTtepanuu (Tabena 1)

Ta6ena 1. MNpoueHT Ha ebpunHn HeyTponeHum, NPOLEHT Ha APYry KOMAAMKauMmn n npo-

LeHT Ha MopTanuTeT

Ieykonennja WHO rpagyc 4 2-28%
debpunHa HeyTponeHuja no 10-57%
WHdpekumnja WHO rpagyc 3 unu 4 0o 16%
CwmpT npu pebpunHa HeyTponeHuja 0-7%

* [lpoueHTOT He ja onpaBgyBa NpMMeHaTa Ha xemaTonoertckute gakrtopu Ha pact (HGFs),
KaKo rpaHynouuTHUOT cTumynupadkmn daktop (G-CSF) unu HerosaTta nerunupaHa cop-
ma (pegdfilgastrim). KonoHoctumynupadkute paktopm Ha pacT He Tpeba aoa ce kopucrat
Kaj naumeHTn 6e3 HeyTponeHwja Kou cTpagaaT oA 3apasHa GonecT unu xocnuTaneH

NHEBMOHUTUC (HHA-A)
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MHOWKALUU 3A MTIPUMAPHA NMPO®UNTAKCA HA ®H CO HGFS

e Tabena 2 rn o6jacHyBa nHaMkauumTe 3a npumMapHa npodwunakca Ha PH co hGFs

Ta6ena 2. VHaukaummTe 3a npumapHa npodunakca Ha ®H co hGFs

PaunoHanHo camo ako:

MapameTpu (HeadekTMpaHu)

BepojaTtHocT 3a ®HIM > 40%

TanHu geHosu ()

AdbekTupanu: 3akpenHysate Ha ANC (1), Tpecka (l), npoueHT Ha
nHdekuum (1), ynotpeba Ha HTpaBeHckn aHTMbmoTuum (Il), xocnu-

Wnn

HamanyBaweTo Ha go3ara
Bnvjae WTETHO Ha UCXOMOT Ha
OoCHOBHaTa 6onecT (HHA-A)

He ce adekTupanu: nipekuun, moptanutet (1), npexuyBame (1)

CNEUNJAINHU CUTYALUUU 3A MTPUMAPHA HA HGFS BO
CTAHOAPOHATA TEPAIMUJA

e Tabena 3 rn objacHyBa cneuujanHuTe cutyaummn 3a npumapHa Ha hGFs Bo ctaHgapa-

HaTa Tepanuvja

Ta6ena 3. CneunjanHute cuTyaumm 3a npumapHa Ha hGFs Bo ctaHgapgHaTa Tepanuja

HeyTponeHuja

. Ynorpeba
WUHankauun Moce6Hu cocTojon Ha xF'®
PepyuupaHa pe3epBa Ha KockeHaTa CpueBuHa, Ha Npumep: [a (HHA-D)
AHL < 1.5 x 10%n, Koja ce Jormkn Ha paguoTepanuja Ha
cpueBuHa > 20%
MpumapHa npodunakca | XymaH umyHoaeduLneHTEH BUPYC [a (HHa-C)
PepyuupaH nepdopmaHc ctaTtyc fa
XemoTepanuja co akTuBHa UHdeKumja Na
CekyHaapHa npodu- HatamoLuHn nHdeKLMn BO cnefHUTe LUMKIYCK Ha Tepanwvjata Oa
nakca KOM Ce cMeTaaT 3a OMacHW 3a XWBOTOT
Penykumja Ha gosara nog nparot
Opnaramwe Ha xemoTepanuja
HepocTaTtok Ha cnpoBefyBake NpOTOKON AOKOJIKY C& KOMMPOo-
MWUTMPa NPOLIEHTOT Ha M3neKyBaHe, BKYMHOTO NPexuByBatbe
1 Ha npexvByBamweTo 6e3 npucycTBo Ha Gonecta
Tepanwja Ha aq_aeﬁpvm- He (HHa-D)
Ha HeyTporneHuja
Tepanwja Ha q>§6pmn— leHepanHo He (HHa-D)
Ha HeyTponeHwuja
Tepanwja Ha BUCOKO- MpononrupaHa FN (>7 gena)
pusnyHa ebpunHa XunoTeHawja, cenca, NHeBMOHMja, LIenynuTuc unu dyHranHa Na

MHMeKumja

AO3UPAKE, PYTUHCKA ANMJIMKALUJA HA G-CSF U
NEFTMOUNTACTPUM

¢ Ce kopuctu 5 mr/kr/gHeBHO G-CSF cynkyTaHo 24-72 yaca no nocnegHuoT AeH Ha Xxe-
MuoTepanujata gogeka cycuumeHTeH/ctabuneH ANC He e nocturHat (MOCTUrHyBame
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Ha TapreT o > 10x10%n He e HeonxopgHo). Pedfilgastrim nHjekTMpaH cynkyTaHo Kako
noeguHeyHa gosa unu 100 pg/kg vnu Bo ToTanHa fosa of 6 mg (reHepaneH npuop) ce
cmeTa 3a egHakBo edukaceH (HHA-A)

* 3abenewka: G-CSF e KOHTpanHAMUMpaH BO TEKOT Ha pagmoTepanuja Ha rpafieH Kol co
orneq Ha 3roneMeHnoT NPOLIEHT Ha KOMNMKauunM 1 CMpT (HHA-A)

* Pusuk of Tewka TpombounTtoneHuja kora hGFs ce gaBa HenocpefHo npea unv napa-
nernHo co xemunoTtepanuja

YMNOTPEBA HA G-CSF U NMETMM®UNTACTPUM KAJ
BUCOKOPU3NYHU COCTOJBM

* Tepanuja 3a akyTHV neykemMun, aBTONorHa 1 anoreHa CTeM-kneToyHa TpaHcnnaHTaumja
(TPL) BOOaT A0 BUCOK pU3MK 3a hebpunHa HeyTponeHuja 1 NOTEHLMjaNHO neTanHy Kom-
nnukawumm

¢ WHumpeHuata Ha cebpunHa HeyTponeHuja(®PH) Bo BMCOKOPU3MYHKU COCTOjOM: pery-
napHO BO TeK Ha aBTOMOrHa W anoreHa nepudepHa CTeM-KneTovHa TpaHcnnaHTauuja
(PBSC)-TPL 1 TpaHcnnaHTauuja co kockeHa cpueBuHa TPL, Bo Tek Ha graft faliure, kaj
35-48% op akyTHWUTEe MuenobnacTHu neykemun (AMI1) npuynHmn Npu gnjarHosa, v kaj 13-
30% BO Tek Ha akyTHa numdobnacTtHa neykemuja (A1) nHAykunoHa Tepanuja

¢ MoptanuTteT: 0-10% Kaj aBTONOrHa, BUCOKO Bapupa kaj anoreHa, 80% Bo Tek Ha rpadT
danuep, 20-26% Bo Tek Ha nNpBuTe ABa Meceua kaj AMJT 1 2-10% Bo Tek Ha MHAYyKUMja
kaj Ann

MHOWKALIUU 3A TPAHYITONOETCKU CSFS KAJ
BUCOKOPU3NYHU COCTOJBM

e Tabena 4 ja onuwyBa uHaukauujata 3a rpaHynonoetckmotr CSFS kaj BUCOKOPU3UYHM
cocTojou

Ta6ena 4. ViHavkauuja 3a rpaHynonoetcknot CSFS kaj BUCOKOpPU3NYHM COCTOj6M

WHaukaumn Ynotpe6a Ha MapameTpu (HeacpekTpaHu)
hGFs
ANC (HHA-A)
Tpecka (HHA-C)
ABTOMNOrHa TpaHcnnaHTauuja Wnderunja (HHa-C)
Ja NHTpaBeHckn aHTubunotuum (HHA-C)
Ha KockeHa cpLeBuHa H .
eadeKkTupaHu:
Moptanutet oa nHdekumnja (HHA-A)
BkynHo npexwvByBatbe (HHA -A)
ANC (1)
HekoH3ncTeHTHO adekTupaHu: Tpecka, ynotpeba
AsTonorHa hGF PBSC TPL Ha UHTPaBEHCKN aHTBUoOTMLM
Mo penHabyamja KoHTpoBep3Ho
HeadektupaHu; mopTanuTeT of MHgekumn (HHA-
A) BKyMHO npexwuByBatbe (HHA-A)
AnoreHa TpaHcnnaHTauuja a ANC (HHA-A)
CO KOCKEHa cpLeBuHa [pyr1te napameTpu He KOH3UCTEHTHU
Graft faliure Oa MopTtanuTtet (HHA-C)
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ANC (HHA-A)

HeadbektnpaHnu:

Moptanutet npu nHdekumn (HHA-C)
BkynHo npexuByBake (HHA-C)

AMI He (ctyaun)

MopTanuteToT Moxe Aa ce 3ronemun (HHA-B) n
Mac He NnoKpaj OTCYCTBOTO Ha 3rofieMeHa TpaHcopmauuja
Bo AMN

ANC (HHA-A)

HekoH3ncTeHTHO adpekTupaHu:

Telwkn MHEKUUK, MOPTanUTET 04 NHeKLMn, Xoc-
AN KoHTpoBepsHo | nuTanusauuu, npexuByBarbe. 3rofieMeH NpoLeHT
Ha CeKyHAapHM NeykeMumn ce npukaxaHu kaj geua
co AJlJ1 Tpetupanmn co G-CSF + pagmotepanuja

(HHA-D)

G-CSF NO ABTOJIONHA CTEM-KNETOYHA TPAHCIMNAHTALUNJA

* KockeHa cpuesuHa - TPL: CtapT co hGF. Annnkauujata moxe 6e36eaHO fa ce oanoxum
00 neTTnoT-ceagMuoT AeH (HHA-A). MpenopayvaHa fosa Ha G-CSF e 5ugrkg

* PBSC-TPL: KpaTka akuenepauuja Ha 3akpenHyBate Ha ANC (HHA-A) He e KOH3UCTEHT-
HO NpeBefieHa BO peneBaHTEH KNMUHUYKKM GeHeduT. Kaj cTaHaapaeH pusuk Ha nauueHTu
HaZBOp of Tpajanu He ce npenopadvysa

G-CSF MO AINNOIreEHA TPAHCIMNINAHTALUUJA

e Pa3bupnveo no TpaHcnnaHTaumja co kockeHa cpuesuHa. KnmHuukmoT 6eHeduT e Bo 3a-
kpenHyBakwe Ha ANC. CtapToT 5-7 AeHa no TpaHcnnaHTauujata e cyuuneHTeH (HHA-
A)

*  WHcyduumeHTHN ce nogaTtoumTe 3a TpaHcnnaHTauuja co ano-PBSC

MOBUIMN3ALUWNJA OO NEPUDEPHU CTEM-KITETKW (PBSC)

¢ hGF t xemuotepanuja ce ecdektuBHu. MpenopavaHa gosa Ha G-CSF e 10ug/kg. hGF
mobunuampa knetkm 3a PBSC cynepuopHo Bo cMucna Ha 3akpenHyBake Ha ANC Bo
0HOC Ha KockeHaTa cpueBuHa nnyc noctuHdysmoHa hGF (HHA-A)

AJIOIrEHA (PBSC)

* Yno6Ho 3a AoHOpOT, 3akpenHyBaweTo Ha ANC e 3abp3aH, Hema 3rofieMyBak€e Ha npo-
LeHTOT Ha akyTeH graft versus host disease. MNobp3o 3akpenHyBawe Ha ANC no PBSC
BO OJHOC Ha KOCKeHaTa cpLeBuHa

PE®EPEHLU

1. Pizzo PA. Management of fever in patients with cancer and treatment induced
neutropenia. N Engl J Med 1993; 328: 1323-1332

2. ASCO Recommendations for the use of hematopoietic colony-stimulating factors:
evidence-based, clinical practice guidelines. J Clin Oncol 1994; 12: 2471-2508

3. American Society of Clinical Oncology. 2000 update of recommendations for the use of
hematopoietic colony-stimulating factors: evidence- based clinical practice guidelines. J
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4. Cheng AC, Stephens DP, Currie BJ. Granulocyte colony stimulating factor (G-CSF) as
an adjunct to antibiotics in the treatment of pneumonia in adults. Cochrane Database
Syst Rev, 2003, (4): CD 00 400

5. Schmitz N., Ljungman P., Cordonnier C. et al. Lenograstim after autologious peripheral
blood progenitor cell transplantation: results of a double-blind, randomized trial. Bone
Marrow Transplant 2004; 34: 955-962

6. International Pegdfilgrastim 749 Study Group, Green MD, Koelbl H, Baselga J et al. A
randomized double-blind multicenter phase Ill study of fixed-dose single-administration
pedfilgrastim versus daily filgrastim in patients receiving myelosuppressive chemotherapy.
Ann Oncol 2003; 14: 29-35

7. Holmes FA, O’Shaughnessy JA, Vukelja S., Jones SE, Shogan. Blinded, randomized,
multicenter study to evaluate single administration pegfilgrastim once per cycle versus
daily filgrastim as an adjunct to chemotherapy in patients with high-risk stage Il or stage
II/1V breast cancer. J Clin Oncol 2002; 20: 727-731

8. Relling MV, Boyett JM, Blanco JG, Raimondi S., Behm FG, Sandlund JT, Rivera GK, Kun
LE, Evans WE, Pui CH. Granulocyte colony-stimulating factor and the risk of secondary
myeloid malignancy after etoposide treatment. Blood 2003; 101: 3862-3867

1. ESMO recommendations for the application of hematopoietic growth factors,

Annals of Oncology 16 (Supplement 1): i80-i82, 2005 (8 pecbepeHuM), AekeMBpKn
2004,

2. Axypupame Ha eqHa roguHa
3. MNMpenBuaeHo cneaHo axypupawe Ao aekemBpu 2006
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Aunropuram 1. Tepanucka mema Kaj TellIKa CTEUeHA alJIaCTHYHA aHEMH]ja

Bospacr Ha nanueHTOT

> 40 roguHI

XITA
WICHTHYCH
CUOINHT

ATG (KOHjcKH)
+

CsA 30-40

TOIUHU

Oprosop Ha 3 ALG/CsA unu

Mecenit TKC on HLA TKC ox HLA
WUJACHTHYCH WJICHTHYEH
CHOIMHT CHONMHT

OpnpiKyBambbe Ha Brop ATG (komcku/

CsA MEHUMYM 6 3ajaukn) + CsA

Mecey W/ ce
noneka FBC pacre,
OTOA CIopo taper

Oprosop Ha 3
Mecenu

He

Pasmucnu 3a MUD TKC
TIpU MaTUX Kaca u u 11
TIpH KOpUCTeme Ha DNA
TEXHHKa CO BHCOKa
pesonynuja

>40 roguHu Hemna <16
TOJIUHNA

<40 roguHI

Tper ATG* +/- T
Oxometholone/GCSF
JIpyru eKcriepuMeHTaTHI
JIGKOBM KaKo JIeJ Ha
KITMHHYKA CTyAHja
TIpopomxu co
CyNOpTHBHA Hera

* 3a TpeTHOT Kypc co ATG, MOXe Jja ce KOPUCTH BTOP Kypc Ha
KOHCKM WJIH BTOp Kypc Ha 3ajaukin ATG. AKO NpeTXOjHHTe
peaxuuu GHIe TIONIOMIN CO efieH off crenuecute (Bugosute) ATG,
TOrall 1a ce KOePUCTAT aNTepPHATHBHY CIICIECH.

CSA = mMKIOCIOpHH A
MUD = BKpcTeHa HECPOJIEH IOHOD
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Aunropuram 1. Tepanncka mema Kaj He-TellIka CTeUeHa alIacCTHIHA aHEMHja

3aBHCHA Off €pPUTPOLHUTHA H/IITH
TPOMOOIMTHA TpaHChy3nH

Orncepsupaj ro u .| ALG (konski) +
monuTtopupaj PBI CsA
perynapHo

3aBuceH off
TpaHcdys3uu ?

Onrosop Ha 3
Meceny ?

OnpXyBame Ha
CsA muHUMYM 6

Mecely /i ce Brop ATG AKo Gosecra
noneka FBC pacre, ('fOPbCK"/ nporpeaupa o Teuka
110TOA CIOpo taper 33]38“:') + AA

S,

Crenu ja
niemMara 3a
Onrosop Ha 3
Temka
mecenu ?
amjacTudHa

aHeMHja
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Anropuram 3. TpeTMaH Kaj MUETOAMITIACTHYEH CHHIPOM

BPOJ HA BIIACTHU BO KOCKEHATA CPUEBUHA

l l

Kockena cpuesuna co 6nactu < 10%
XunonesynapHa KOCKeHa CpleBHHA / Kockena cpuenina co
6mactn > 10%
¢ubposa

l

A Xemorepanuja
WnentuyeH Bes
JIOHOP HUACHTUYCH l
JIOHOp
v
Anorena TxMK
Wpentuuen Bes Upenruyen Bes
HJEHTHYCH HICHTHYEH
JIOHOP JIOHOp
JIOHOP JIOHOp
Xemorepanuja
v
Anorena Anorena
A KP TxMK TxMK
JITepPHATHBEH
P Apronorna TxMK
JIOHOp
v
ABTOJOTHA ABTONOTHA

TxMK

TxMK

Bes KP
AJnTepHaTHBEH JOHOP
Asronorna TxMK

A 4

Anorena TxMK

TxMK = TPAHCIUIAHTAL}ja HA XeMAaTONOESTCKA MATHYHN KIIETKI
KP = KOMIIIETHA peMHACHja
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Aunropuram 4. [Tpenopauana Tepamnucka cTpaTeruja 3a penamnc

Ips penanc
A, v
VHunmjanen TpeTMaH co Muunyjanen TpeT™MaH co IpOTOKON
MIT unu co cylophosphamide o TunoT Ha VAD ¥ BHCOKO Jj03Ha
xeMoTepanyja (aBrorpadr)

<>

o <

<12 mecen;
10 ABTOJIOTHAOT

rpadt

>12-18 meceny no
ABTOJIOTHUOT rpahT, HU30K 2
MUKPOTTIOOYINH

”‘“’“’P““MH Thalidomide
TPETMAH co (cam) BO Tek Pennpykimja
(melphalan & Ha 8-10
rednisolon) unmu co co
pc lophosphamide Henet TIPOTOKOIVAD
YIOpRosp unu co CTD
AKO HeMa OfirOBOp Brop
nonaau dexamethasone asrorpagr
+/- cyclophosphamide
Btop nim nokacen
penzac
v
Cyclophosphamid Dexamethason Hpyru HOBH
Bortezomib { M Win
€ - HEICJTHO € arcHcu
VAD = Vincristine, Adriamycin, Doxorubicin
MP = Melphalan & Prednisolon)

CTD = Cyclophosmhamide, Thalidomide, Dexamethasone
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