NHOOPMAILIUA 3A:

HaunmeHoBaHMe HA 3200JI9BAHETO

AHemus, ABIDKAIA Ce Ha HEJIOCTHT Ha TII0K030-6-pocdat nexunporenasa [G6PD]

CHHOHUMH:
G-6-PD nedurut
Hedumut Ha 6D /]
daBu3bEM

Onpenesienne Ha 3200J11BAHETO

EputpornmtHaTta €H3MMONATHS, KOSTO C€ IBIDKM HAa HEIOCTHT Ha TIIIOK030-6-(hocdar mexmuaporeHasa
(G-6-PD) e X-cBbp3ano 3abomsiBade. JedurmrsT Ha G-6-PD B EBporma Haii-uecTo ce cpelna B F0KHATA YacT Ha
KOHTMHEHT2 W B OOJIIMHCTBOTO OT CIyYaWTe€ € CPEIU3CMHOMOPCKHM BapHaHT, NPH KOHTO HMa EIWHHIHO
3amecTBaHe Ha 6asa mpu nt €.563 (c. 563 C> T, p.Serl88Phe). Bompeku e mpu TO3W BapHaHT MMOYTH HIMa
3a0esexxuMa €H3MMHa aKTHBHOCT B €PUTPOLUTUTE, HE Ce HaOJII0AaBaT KIMHUYHU NPOSIBH, OCBEH B CIydauTe
KOraTo MalMeHTBT € M3JIOKEH Ha JIEKapcTBa C OKCUAATHBEH edekT, MH(EKIHs, I KOHCyMalus Ha Oakia.
Hpyru Bapuanty, kato Hampumep G-6-PD Seattle (p.Asp282His) u G-6-PD A-, cwmio ce cpemat B EBpoma.
MyranteHn eH3uM ¢ HopMmanHa akTHBHOCT G-6-PD A+, e otkpur mpu 16% OT aMepUKaHCKUTE MBKE OT
apukaHcku npousxod. Toll mma eauHuyHa Mmyrtanus Ha Nt €.376 (€.376 A> G, c¢bc 3aMecTBaHE Ha aMHUHO
kucenuna: p.Asn 126Asp).

G-6-PD A- e ocHOBHUSAT e(UIIMTEH BapHAHT, KOUTO CE HAMHpA Cpell INIaTa OT appuKaHCKH
npousxox. IIpu Hero ce HaOmoAaBa chiaTa MyTays Ha Nt €.376, KaKTO U AOBJIHUTEIHA MyTalys, MOYTH
BuHaru Ha Nt €.202 (c. 202 G>A, p.Val68Met). G-6-PD A- nma HamaneHa CTaOUIHOCT MH BHBO, KaTO MPH
3aceTHATUTE XEMHU3UTOTHU CE YCTaHOBsABA 5 110 15 mpomeHTa OT HopMaiHaTa €H3MMHA aKTHBHOCT.
Pasnpocrpanennero Ha G-6-PD A- cpen amepukaHCKHTE MBXKe OT adpuKaHCKH npon3xox e 11 mporenTa.

B Asus ce cpemat mHoro pasnuatu G-6-PD myranuu, Bkiarouurentno G-6-PD Mediterranean.
IToBeueTo OT TSX ca TEXKKU BapUaHTH, KaTo mpuMepure BkiarouBat G-6-PD Canton, Jammu, Bangkok u Kaiping.
Oo6ukHoBeHOo neduuuTsT Ha G-6-PD He naBa KIMHUYHA M351Ba aKO HAMa IMPOBOKaIMs OTBBH. B

MOBEYETO CIy4au XEeMOJIUTUYHA KPH3a Bb3HUKBA CJIe]l IIPHEM Ha MEAMKAMEHTH, Hali-uecTo CyihaHUIaMUIHH

npenapary Win IPOTHBOMATAPUHHH CPENICTBA, MO-PIIKO HUTPOQYpaHOBH MPOU3BOIHH, TIpenapaTH Ha
N30HUKOTHUHOBATA KHCEJMHA, TapaaMUHOCAIHILINIIOBA KHCEINHA, TPOTHBOTIIMCTHY JIEKapCTBa U JIp.
CrnemmduyanTe paznmyus B MeTaboIn3Ma Ha HIKOW OIIPEIeIIeHH JICKapCcTBa, KakTo U KoHkpeTHata G-6-PD
MyTanus, BIMAAT BPXY CTENIEHTA HA pa3pyllaBaHe Ha YEPBEHUTE KPBBHU KICTKH. [Ipy THIIMUHUTE CIydan
JIeKapCTBEHO-MHIyIMpaHaTa XeMoJIi3a 3anousa 1 10 3 AU ciex npueMa Ha MeaukamenTa. Koraro xemonusara
€ TeXXKa, KIMHUYHHUTE MPOSIBH MOTAT Ce MPEJCTaBsT C OOJIKH B KOpeMa U B I'bpOa. YpHHATa MOXE J1a CTaHe
ThMHa, IOpHU YepHA. B mupkynupanyre epuTpounTH ce NosABsIBAT Teina Ha Heinz, KOUTO 1Mo-KbCHO N34e3BaT,
THI KaTO YePBEHNTE KPHBHU KJIIETKH Ce pa3pylIaBaT B ciie3kaTa. ToBa BOJH 10 ObP30 MOHMKABAHE HA
KOHIICHTpAIMATa HA XeMOITIO0OMHA B KpbBTa. XeMoiu3aTa ce camoorpanunyasa mpu G-6-PD A- Bapuanra, HO
[IPU CPEM3EMHOMOPCKHUS BAPUAHT € MO-TEKKA U TO-TIPOIBIDKUTEIHA.

XeMonIuTHYHATa KpU3a MOXe Ja ObJe MPOBOKHpaHa OT HHPEKINH, Hai-4eCTO TPHIL, TPUIIOIOA00HN
BUpYCH, CAJIMOHEJI03a, BUpYCeH xenaTuT. ExuH 70 1Ba [HM ciiell HadyaioTo Ha (GeOpHiIHo 3a00sBaHe MOXKeE J1a
HACTBIIM XEMOJIN3a, KOSTO OOMKHOBEHO BOJHM JIO Pa3BUTHETO Ha Jieka aHeMusi. OCOOEHO XapaKTepHO €
HACTBIIBAHETO HAa XEMOJIM3a MPH NAlMeHTH, KOUTO 00JIelyBaT OT MHEBMOHUS WK KopeMeH tud. [Tpu
TIAIMEHTUTE C MH(EKIIMO3€eH XeaTuT MPOTHYAHETO Ha XK BJITCHUIaTa MOXe Aa Ob/ie MHOTO Texko. Habmonasa
ce MOJTHCKaHEe Ha PEeTHKYJIOLUTO3aTa, & KOPEKIMs Ha aHEMUSTA HACThIIBA €/1Ba cJIe]] IPUKITIOYBAHEe Ha
aKTHBHATa MHEKIHNS.

@®aBu3MBT NOTEHINAIIHO NMPEICTABIABA €HO OT Hal-TEKKHUTE XEeMaTOJIOTHYHH YCIIOKHEHUS, CBbP3aHN
¢ neunut Ha G-6-PD. Xemonu3ara HacThIIBa B paMKUTE HA YacOBE J0 JHU CIe]l IpueM Ha Oakia. YpuHara
CTaBa YepBEHA WM ThbMHA, MOXKE Jla HACTBIIN IIOK, KOMTO ce pa3BHBa MHOTO OBP30 M B HIKOM CIIy4au JJOPH BOIH
1o ¢aranen u3xo. He Bcuuku MHAUBHUIM, TP KOUTO nMa aedurmt Ha G-6-PD pa3BuBaT xemMoJm3a KOrato
KoHCymHupaT 6akna. EH3UMHUAT neduuT € HeoOxoauma IpeanocTaBka, HO He € JocTaTbueH gakTtop. Jpyrute
HeoOxoanMu (aKTOpH He ca U3BECTHH, HO Ce MPEJIoara, ue MoHe 0T4acTH ca reHeTHYHU. DaBU3MBT ce cpelna
[0-YE€CTO MPH JIelld, OTKOJIKOTO IIPU B3PACTHU M CE MPOSIBSIBa OOMKHOBEHO MPH BapUAHTH, KOUTO MPUIHHSBAT
TEXbK €H3UMEH JIeUIIHT.

[Ipu vsaxou HOBOpoaeHH ¢ G-6-PD neduunt moxe 1a ce nposiBU >KBIATEHHUIIA, KOSITO aKO HE Ce JIEKYBa,
Jla T0BeJIe JI0 KEPHUKTEP M yMCTBEHA N30CTaHAIOCT. B mo-peiky ciyyan XeMOJIMTHYHA KpU3a MOXKeE J1a ce
NIpeAN3BUKA OT KETOAlNA03a IIPU 3axXapeH AnadeT WK OT pa3BuiIa ¢ B pe3yiITaT Ha Jpyra npuuuHa 6b0pedna
HEJIOCTaThYHOCT.

XemoTpaHchy3uu TpsOBa 1a ce npuiiaraT caMmo B Hall-Texkute ciydan Ha G-6-PD nedumut, kakro e




Hanpumep npu ¢pasuzbM. Manusuaure ¢ gepuunt Ha G-6-PD TpsoOBa na n3bdsraar sekapcTBa ¢ OKCHIAAHTEH
edexT. IIpr HOBOPOEHH ¢ JXBITECHUIIA HA HOBOPOACHOTO MOJKE Ja C€ HAJIOXKH W3BBPIIBAHE HA OOMEHHO
KPBBOIIPEIIHBaHE.

V3BBpIIBaHETO Ha CITICHEKTOMHUS BIIM3a B CbOOpayKeHHUE TIPH HAKOU ONPEACIICHU MallueHTH. BaxHu
(bakTopu ca TexecTTa Ha 3a00JIBaHETO U QYHKIMOHATHUTE YBpekaaHus. TepaneBTHuHaTa H0oJI3a OT
CIUIGHEKTOMMS Bapupa B 3aBHCHMOCT OT creu(pUIHMA eH3MMeH nedekT B cemeiictBoTo. ETo 3amo damminaTa
aHaAMHEe3a 32 TePANleBTHYHO IOBIIMABAHE OT CIUICHEKTOMHS, aKO MMa TaKaBa, € Hal{-[I0JIe3HUAT OPUCHTHPOBBYCH
KpHUTEpHU. AKO ce Hajlara U3BbPIIBAHETO HA XOJICHHCTEKTOMHSI, 110 CHIIOTO BPEME MOJKE J]a CE OCBILIECTBH U
CIUICHEKTOMHUSL.

[Ipu cepTCTBANIO CBPHXOOPEMEHSIBAHE C JKEIISA30 € MOKa3aHO MPOBEKIAHETO HA JKeIs30-XeIaThupalia
Tepanus.

Yerupuuugpen koa Ha 3a60as1BaHeTo 10 MKbB-10 (ako TakbB € HAJINYEH)

MKB-10 code: D55.0

Kox Ha 3a60asBanero no Orpha code

Orphanet code: 362

EnuaeMuoI0ruyHn JaHHM 3a 3200/11BAHETO B Penyﬁ.lmlca B'b.]'[l"apl/lﬂ

Hsima TouHM naHHM 3a pa3npocTpaHeHue Ha 3a0ossiBaneTo B bbarapus. [1o npubnn3uTenHu qanHu Ha
KIMHUYHHUTE CTPYKTYPH 110 XeMaTOJIOTUS TeXHUs Opoit He HaaxBbpid 70 ciryyas 3a FOJMHA.

EnuaeMuoI0ruyHmn JaHHM 3a 3200/11BAHETO B EBpOHeﬁCKHﬂ Cb103

Hepunutst Ha G-6-PD B EBpoma ce cpemia Haii-4ecTo B IOKHATa 4YacT HAa KOHTHHEHTA U B
OOJIIIMHCTBOTO OT CIy4anuTe € CPeAN3EMHOMOPCKH BapuaHT, IIPH KOMTO MMa eAMHUYHO 3aMeCTBaHe Ha 0asza mpu
nt ¢.563 (c. 563 C> T, p.Serl88Phe). CpenuzemHomopckusaT BapuanT Ha G-6-PD medurmr e xapakrepeH 3a
Oxna Utanusg, I'epuust, Ucnanus u Kopcuka.

Bbrpeku de nmpu To3W BapUaHT MOYTH HAMA 3a0ejIe)KUMa CH3MMHA aKTUBHOCT B €PUTPOLIMTHTE, HE Ce
HaOJIfoIaBaT KJIMHUYHY NPOSBH, OCBEH B CIyYaHTe KOraToO MAIMCHTHT € H3JI0KEeH Ha JICKapCTBa ¢ OKCHIATHBCH
edexr, nHeKus, WK KOHcyMalus Ha 6akna. J{pyru Bapuanty, kato Hanpumep G-6-PD Seattle (p.Asp282His)
u G-6-PD A-, cpmio ce cpemar B EBpora.

B nuTeparypara HsiMa JaHHHM 3a YecToTara Ha 3abossBaHeTo B EBpona.

bubnuoepagus:
1. Nkhoma ET, Poole C, Vannappagari V, et al: The global prevalence of glucose-6-phosphate
dehydrogenase deficiency: A systematic review and meta-analysis. Blood Cells Mol Dis 42:267,
20009.

B T.4. HayYHu nNyOJMKANMU OT TWOCJEeIHUTE NeT TOAUHU H TPHUJIOKEHA
Ondanorpagcka cnpaBka

Onenka Ha CLOTBETCTBHETO Ha 3a00JIIBaHETO ¢ JAe(PMHHIHUATA 32 PSAAKO 3200/siBaHE
cbriacHo § 1, 1. 42 o1 1ONBJIHUTEHUTE pa3nope0u Ha 3aKoHa 3a 31paBeTo

3abonsiBaHETO CHOTBETCTBA C JAeuHMIIUATA 3a psSAKo 3abonsBaHe chriacHo §1, T.42 OT IOMBIHUTEIHUTE
pasmopenOou Ha 3akoHa 3a 3apaBeTo. [IpuOIM3MTENHATAa YecTOTa Ha CUMITOMATHYHHUTE (DOPMH, HATOKHIN
KOHCYJIT C XeMaToJIOT Wik O0JIHMYHA XocnuTanu3anus B beiarapus e oxoso 1 va 100 000 HaceneHue.

Kputepuu 3a imarsocruuupase Ha 3a00J11BaHETO

JehuuuThT Ha III0K030-6-hocdar gexumporenasa 00HYaiiHO € CBBP3aH C PA3BUTHETO HA HOPMOILIUTHA
HOPMOXpPOMHA XEMOJINTUYHA aHEMMUA. B NEPUOANTE KOraTto HiAMa XEMOJIM3a, CPUTPOIUTUTE C CH3UMHU )qu)eKTI/I
“MaT HopMasHa MOP(GOJIOTHSI, WIIA MMAT JICKA HeXapaKTepHU POMEHHU.

[NoBuieHa KOHIIEHTPAIHSI HA CEPYMHISI OMITUPYOUH, MOHMKCHN HUBA HA XaNTOTIIOOWHA W TTOBUIICHA
AKTUBHOCT Ha JIAKTAT JCXUAPOreHA3aTa B CEpyMa - BCHUKH TE€3H IPOMCHU B TA0OPATOPHHUTE M3CICIBAHUSI MOTAT
Jla ce HaOJII0]aBaT, KOraTo HACTBIIM XeMoJn3a. JICBKOIIEHU MOXKe 1a ce HAOII0AaBa MPY MallUeHTH ChC




CIUICHOMETAJIHSL.

Enuna mo nBa mHU cien HavanoTo Ha GpeOpuitHo 3a00IsIBaHe MOXKE /1a HACTHITH XEMOJTH3a, KOSTO
O0OMKHOBEHO BOJH JI0 Pa3BUTUETO Ha Jieka anemus. OCOOCHO XapaKTepHO € HACTHIIBAHETO Ha XEMOJIN3a MPU
MAIUEeHTH, KOUTO DOJIeIyBaT OT MHEBMOHUS Wik kopeMeH Tu¢. [Ipu narueHTuTe ¢ MHPEKIMO3eH XemaTHT
MPOTHUYAHETO Ha )KBJITCHUIATA MOXKe Ja Objie MHOTO TexKo. Habmo1aBa ce moATHCKaHe Ha PETUKYJIIOMTO3AaTa,
a KOpEeKIHs Ha aHeMHsITa HACThIIBA €/(Ba CJIC/ NPUKIIIOYBAHE HA aKTHBHATA UH(DEKIHSL.

@®aBU3MBT MOTECHIUAIHO MPEICTABISABA €HO OT HAl-TEKKUTE XeMaTOJIOTHYHH YCIOKHEHUS, CBbP3aHU
¢ neduut Ha G-6-PD. XeMonu3ara HacThIIBa B paMKUTE Ha YacoOBE JI0 AHU CJIeJ pueM Ha Oakia. YpuHara
CTaBa YepBEHA WM ThMHA, MOXKE J1a HACTBIIN IIIOK, KOWTO CEe pa3BUBa MHOTO OBP30 U B HAKOU CITydau JOPH BOJIU
1o ¢ataneH u3xoj. He Bcuuku HHIMBUIM, TPpH KOUTO uMa aedurmt Ha G-6-PD pa3BuBaT XxemMoJm3a KOrato
KOHCyMUpaT Oakia. EH3UMHUST qedunuT e HeoOXxoauma mpearnocTaBka, HO He € JocTaThueH Gakrop. Jpyrure
HE00XoIuMH (DaKTOPH HE ca M3BECTHH, HO CE MPE/IoJiara, 4ye MoHe 0TYacTH ca TeHeTHYHH. DaBU3MEBT ce cperia
[0-YE€CTO MPH JIe11a, OTKOJIKOTO IIPU B3PACTHU U CE MPOSIBSIBa OOMKHOBEHO MPH BApPUAHTH, KOUTO MPUIHHSIBAT
TEXbK CH3UMEH JIeQUIIHT.

[pu msxou HOBOpoaeHH ¢ G-6-PD meduuut Moke a ce MposBHU XBJITCHHIA, KOSATO aKO HE Ce JICKYBa,
Jia I0BeJIe JI0 KePHUKTEP M YMCTBEHA N30CTaHANOCT. JKbJITeHHIIAa HA HOBOPOJCHOTO PSIKO HACTHIBA MPH Jelia C
A- BapuaHT, TS € M0-4eCTO CPell[aHa MPHU CPEIU3EMHOMOPCKHS M PA3IMIHUTE a3UaTCKH BapuaHTu. Ts1 He ce
MPUYHHSIBA OT XEMOJTH3a, a [0-CKOPO OT HAPYILIEH MPOLEC Ha KOHIoranus B 4epHusi qpo6. Cpeiia ce no-
CIICIIMATHO TPH Je1ia, KouTo umar aeduuut Ha G-6-PD u chieBpeMEeHHO UMAT YHACJICACHA MyTallHs Ha
npomortopa Ha UDP-rimokoponosuntpanchepasa-1 ren (cunapom Ha XKunbep).

bubnuoepagus:
1. Beutler E: Glucose-6-phosphate dehydrogenase deficiency: A historical perspective. Blood 111:16,
2008.

2. Cappellini MD, Fiorelli G: Glucose-6-phosphate dehydrogenase deficiency. Lancet 371:64, 2008.

B T.4. HayyHum nyOJMKanmUM OT NOCJAEAHUTE TMeT TOAUHH H TPHJIOKEeHa
oubamorpadcka cnpaBka

AJITOPUTMM 32 TMATHOCTHLMPaHe Ha 3200JI9BAHETO

3abossiBaHETO MOXKeE JIa Ce MOA03MPa C ToJIsIMa BEPOATHOCT IIPH NPOsIBa HA OCTPA XEMOJIU3a Clie]
KOHCYMallHsl Ha 0aKJja M MEAUKAMEHTH, HJIM B X0Ja Ha HH(PEKLHs, KOTaTo JIUICBAT JaHHH 32
MMYyHEH/aBTOUMYHECH MeXaHU3bM. TodHaTa quarsosa ,,G-6-PD — negumut* ce 6azupa Ha reHeprpaHeTo Ha
NADPH ot NADP, xoeTo Moe J1a ce yCTaHOBHU Ype3 KOJTHYECTBEH CIIEKTPO(HOTOMETPIUYCH aHAIIN3 WITH Ype3
0bp3 dayopecueHTeH TecT. DANIMBO OTPULIATETHH PE3YJITATH MOXKE JIa ce HAOII01aBaT aKO H3CIICIBAHETO CE
HAaIpaBy CKOPO CJIE/l OCTPO HACTBHITUIIA XEMOJIN3a, TI0Pa/In BUCOKHUS PETUKYJIOUTEH OpOil B KPBBTA ChC
CHOTBETHO MO-BUCOKO HHBO HA €H3UMA.

[pe3 nocneHUTE TOAUHY CE MPEAIOYUTAT MOJIEKYJISIPHO-ONOJIOTUYHU TUarHOCTUYHH METOJIH,
OJarosapeHue Ha KOMTO CTaHa Bb3MOXKHO YCTaHOBSIBAHETO Ha HYKJICUIHATA [TOCJIE0BATEIIHOCT Ha MMOBEYETO
MyTtanTHH ¢popmu Ha G-6-PD.

JudepeHnunanHarta quarHo3a 3aBUCH OT KIMHUYHHUTE MPOSIBH, C KOUTO CE AEMOHCTPUPA SH3UMHHUS
aedunut. [IpenopbunTeHO € 1a ce 3al04He ChC CKPHHUHTOBH TecToBe 3a G-6-PD u PK akTuBHOCT.
CkpunnHTOBUTE TecToBe 32 G-6-PD medummr ca Hali-HaIeKTHU TIPH 3APaBH (XEMUTUTOTHH) MBXKE, KOUTO
mpuTekaBaT To3U eH3uMeH nedekT. [Ipu G-6-PD A- manmenTn nuarao3aTta Moe Jla ce OKaXke TpyIHa 10 BpeMe
Ha XeMOJIUTHYHA KPH3a, Thi KaTO OCTAHAIUTE MJIaI YePBEHN KPBbBHH KJISTKH MMAT HOpMalHu HuBa Ha G-6-PD.
W3cenBaHe Ha ceMEHCTBOTO MOXeE J1a c€ OKaXKe IOJIE3HO B IMArHOCTHYEH IUIaH. ExuH Mecen cien kato
MAMEHTHT CE € Bh3CTAHOBWII HAITBIIHO OT XEMOJIMTHYHATA KPHU3a, MOKE Jla C€ HAJIOXKH HOBO M3BBPIIBAHE Ha
n3cnenBanusTa. Hamumurero Ha 6a30(pHIIHO MYHKTHPAHU EPUTPOLIUTH MOJICKA3Ba OTPABSHE C OJIOBO HIIH
JaeduiuT Ha MUPUMKUIUH 5'-HyKieotunasa. Koraro 3amecTBaHeTo Ha HYKJICOTH/IA € U3BECTHO, XETEPO3UTOTUTE
ce OTKPHBAT JIECHO TIOCPEJICTBOM aHajn3, ocHoBaBaill ce Ha PCR, KolTO Taka ChIIO € [0JIe3eH 3a NpeHaTaiHa
JIMarHOCTHKA. B 1o-BeueTo ciyuau AuarHo3ara ce nocTaBs JIeCHO 1o (amMuiHaTa 00peMEeHEHOCT 32 XPOHUYHA
aHEeMHs B CEMEHCTBOTO, KIIMHUYHATA KAPTHHA U JJAHHUTE OT JJaOOPATOPHUTE M3CIICIBAHMS, BKIFOYBAIIH
XeMorpama, HaTpHBKa OT nepudepHa KpbB U esekTpodopesa Ha Hs.

bubnuoepagus:
1. Koralkova P, Van Solinge WW, Van Wijk R. Rare hereditary red blood cell enzymopathies associated
with hemolytic anemia — pathophysiology, clinical aspects, and laboratory diagnosis. Int Jnl Lab Hem




2014, 36, 388.
Williams Manual of Hematology, 8th ed., Chapter 15.
3. Williams Hematology, 8th ed., Chapter 46.
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B T.4. HayyHum ny0JMKanUM OT NOCJAEAHUTE TMeT TOAUHU U TNPHJIOKEHA
oubauorpadcka cnpaBka

AJIFOpI/ITMI/I 3a JieueHHe HA 3a00JIABAHETO

WNupusuaure ¢ neduuut Ha G-6-PD TpsbOBa na u30sareat gekapcTsa ¢ okcugaanteH edekr. Ipu neka
0CTpa XeMOJTU3a € IOCTAThYHO JIa Ce CIpe MPEU3BUKBAIIINS MEAUKAMEHT, 1a CE MPHI0KAT aHTHOKCHIAHTHU
CpenCTBa U 1a ce opcupa quypesara.

JlekapcTBa, XpaHH H XMMHKAJIH, KOUTO TPA0BA 1a ObIaT N30ArBaHU OT Junara ¢ nepunur Ha G-6-PD:

AlleTaHMIHL

Jancon
JlMMepKanToCyKIMHUIOBA KHCEINHA
bakna

®dypazonunon (PypokcoH)
I'nmuGenknamMun

W300yTHin HUTpUT

MeTHIIeHOBO CHHBO
Hamunukcosa xucenmaa (Her['pam)
Hadramun

Hupunazon (AmOmixap)
Hutpodypantonn (PypamaHTHH)
®enazomupunut ([Tupuanym)
DeHmIxuapasux

IIpumaxBuH

Cyndarneramun

Cyndanunamu

Cyndanupunun

Tuazoncyndon

ToxynIuHOBO CHHBO
Tpunurtporonyosn (TNT)

VYpaTHa okcuaza

XemoTtpaHcdy3un TpsiOBa J1a ce npuiiarat caMmo B Haii-Texxkute ciiydan Ha G-6-PD nedunur, kakro e
Hanpumep npH GpaBu3bM. [Ipr HOBOPOJEHH C KBITEHUIIA HA HOBOPOJIECHOTO MOXeE J]a C€ HAJIOKH W3BBPIIBAHE Ha
oOMeHHO KpbBonpenuBane. [Ipu Texka xemonu3a ¢ IpU3HaLY Ha HHTPaBa3ajHa JECTPYKIMS Ha ePUTPOLIUTHUTE €
HEOOXO0IMMO TPOBEX/AHETO HA OMIBIHUTEIHH JIe4eOHN METO/IM, OCBEH TpaHC(y3usiTa Ha EpPUTPOLIUTEH
KOHIIEHTpaT. BIuBaT ce BOJHO-CONEBU pPa3TBOPH, C 1€ Bb3CTAHOBSIBAHE HA PEOJIOTUATA, OCUTYpsIBaHE Ha
€HEeprueH M3TOYHHK 3a MOBHINIEHA KIeThYHa 0OMsIHA, KaKTO U MOJAbpKaHe Ha Jo0pa auypesa. Haii-uecto ca
JOCTaTBYHU 2-2,5 1/24 4. npubaBeHU KbM IPHEMa Ha TEYHOCTH IIPe3 ycTaTa, KOUTO 3aIbIDKUTEITHO Ce
ChUETaBaT C MTUypeTUK. BimBaT ce OnkapOoHATH B MPO(QMITaAKTHIHA J03H, C IeN H30ArBaHe Ha MeTabOIMTHATA
ammI03a, a MpH pa3BHia Ce Beue alna03a — B TEPANIeBTUYHH 03U CIIOpE] HUBOTO HA KOMIICHCATOPHUTE
Mexanu3Mmu. [IpopunakTika ¢ HICKOMOJIEKYISIPEH XEMapyH ce MPaBH IPU MHOTO TEKKa XEMOIIN3a U OIIACHOCT
ot JUK.

W3BbpIIBaHETO HA CIJICHEKTOMHUS BJIN3a B ChOOpakKeHUe NP HAKOU onpeeneHu nanuent ¢ G-6-PD
neGUIUT ¥ 3HAYMMO HapacTBaHE Ha cie3KaTa. BakHu ¢akTopu ca TexecTTa Ha 3a00JIBaHETO 1
(yHKIMOHATHATE YBpEXKAaHUs. TepaneBTHIHATA IT0J13a OT CINICHEKTOMHUS BapHpa B 3aBHCHMOCT OT
crnennUIHAS €H3UMEH Ae(deKT B ceMeicTBOTO. ETo 3amo damMmuiHaTa anHaMHe3a 3a TepaneBTUIHO TOBIHSIBAaHE
OT CIUICHEKTOMHUS, aKO MMa TaKaBa, € Hal-TI0JIE3HUST OpPUEHTUPOBBYEH KpuTepuil. [lpu ciyuaute ¢
MIEPCUCTHpAIa XPOHUYHA XEMOJIIMTHYHA aHEMHS, YCIOKHEHA ¢ OMIpyOHMHOBA JKITbYHA KaJIKyJI03a, MOXKE Ja ce
HAJIO’KHU OCBHIIECTBABAHETO Ha XOJICIMCTEKTOMHUS (OTIepaTHBHA UITH JIAIAPOCKOIICKA ). Y CTAHOBEHO €, U
€THOBPEMEHHOTO W3BBPIIBaHE HA XOJICLMCTEKTOMHUS U CIUICHEKTOMHUSI 10 €IHA OT JIBETe METOAUKH (OrepaTHBHA
WITH JIAIIAPOCKOIICKA ) HE € CBBP3aHO C MOBHUILEH PHCK 33 OOJIHUTE.

[Tpu chrpTCTBANIO CBPHXOOPEMEHSIBAHE C JKEIIS30 € MOKa3aHO MPOBEXKIAHETO HA JKeIs30-XeIaThupana
Tepamnus.

JleyeHneTo ¢ KOPTUKOCTEPOUIM HE NTOKa3Ba TepalleBTHYEH e(DeKT U ce OCIOpBa IOopaiv CyNnpecHpanys
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uM e(eKT BbpXy QYHKLMATA Ha Makpodariute 1 Bb3MOXKHACTTA 32 MOTCHIMPAHE Ha MHTpaBa3alHaTa XeMOJIU3a.
YecTo ce npuitara jieueHne ¢ (horeBa KHCeNINHa, HO TO € 03 JoKa3aHa XeMaTOJIOTHYHa 1107133, OCBCH B
CIly4aWTe C YCTAaHOBEH ChIIBTCTBALI AS(HUIINT HA (PoINEeBA KUCENNHA B EPUTPOLIUTHUTE.
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B T.4. HayyHu ny0JMKAMU OT IMOCJHEeJHHMTe NeT TFOAUHM H MPHJIOKEHA
onbdanorpagcka cnpaBka

AJIFOpI/ITMI/I 3a IpoCjaecasiBaHe Ha 3200/15IBAHETO

[IpocnensBanero Ha manueHTUTE TPsIOBa Ja ce MPOBEXJa Mpe3 6 Mecena M J1a BKIFOUBA KOHCYJITALUS C
XEMaToJIorT, IPOBEeKAaHEe HAa a0OMUHATHA exorpadys U U3cleIBaHe Ha KPbBHA KapTHHA, CEpPyMEH OMIMpyOuH,
CEepyMHHU TpaHCAMUHA3U U ypHUHA.

[Tpu noxyMeHTHpaHe Ha XpPOHWYHA XUNEPOMIUPYOHMHEMHST H/WIIN XOJIENNTHA3a, TIPOCIIEASBaHETO TPsiOBa
Jla ce TIPOBEXK/Ia B TO-KPaTKH CpoKoBe (0T 3 10 6 Mecena) OT HHTEPAUCIIUIUINHAPEH SKHIT, B KOWTO ca BKIFOYCHH
3aIBJKUTEIIHO FACTPOCHTEPOJIOT U XUPYPT.

[IporHozata e OjaronpusiTHa U NPOJBIDKUTEIHOCTTA HA KMBOTA HE CE OTJIMYaBa OT Ta3M Ha OCTaHajara
nonysanust. PUCk oT ¢araneH M3X0o4 MMa NpPU TEXKKH XEMOJMTHYHHM KPHU3M C pa3BHTHE Ha ocTpa ObOpedHa
HEOCTaThYHOCT.

B T.4. HayyHum nyOJMKanmuM OT MOCJAEIHUTE TMeT TOAUHU H TPHJIOKEHa
oubamorpadcka cnpaBka

AJITOPUTMH 32 pexaduauTainus Ha 3a00J19BaHETO

[Maupenture He ce HyXKIasIT oOT crneuuduyHa pexabuinuraims. KaTo BCSKO XpOHMYHO 3aboJisiBaHe
NICUXOJIOTUYHATA TOAKpeNna M TMOJKpenara 3a COIMalHa HWHTETpalus ca 3aJb/DKUTETHH W B
MHTEPUCIUIIIMHAPHUS SKHIT 33/IBJDKATEIHO TPAOBa J1a MMa BKIIIOUYCH IICHXOJIOT U colnasieH paboTHuK. Llenra e
Jla ce IOMOTHE Ha MalWeHTa Ja C€ CINPaBU IICUXOJOTHYECKH C XPOHMYHATA aHEMMs M ChIIBTCTBAIIUTE
YCIOXKHEHHS WM Jla HaMepH CWIM Ja OpraHu3upa W MOJIbpKa HOpPMaJeH XOA Ha JKMBOT. [loxxonsimara
TICUXOJIOTHYECKA MTOJKPEIa ce OCHOBaBa HE CaMO Ha MOTHBHUPAH M CIIOCOOEH €KHIT OT IICUXOJIOT M KIMHUIUCTH,
HO M HyXJa OT craOWiIHa OpraHM3aIliOHHA CTPYKTypa, KOSATO Jia MO3BOJISIBA aJ€KBAaTHA JOCTaBKa Ha TI'pHKa.
Heo6xonumo e mpu BB3MOXKHOCT €AMH TOCTOSHEH JIeKap M IICHXOJOT Ja BOJIM JICUEHHETO M TOAKpenara Ha
MAIFeHTa B paMKHUTE Ha OpraHM3MpaHara 37paBHa CTpyKTypa. [laruenTiTe Morar aa ynpakHsABaT MOYTH BCUYKU
MTO3HATH MPO(ECHH U PAIKO Ce CPeIIaT TPYIHOCTH NPH U3IBIHEHHE Ha TPY0Ba aHraxxupaHocT. OKa3BaHETO Ha
oMot 3a MpoeCUOHATHO OPUSHTUPAHE € MPEIOPBUUTETHA.

B T.4. HayYHu nyOJMKANMU OT TWOCJEeIHHUTE NeT TFOAUHM H MPHJIOKEHA
Ondanorpagcka cnpaBka

HeoOxonumu fgeiiHocTH 32 mNpo@UIAKTHKAa Ha 3a200/s1BaHETO (AKO TaKMBa ca
NPUJIOKMMH)

Crennpuyna npodunaktruka HaMa. [la ce mpoBexaa npoduIakTHKa Ha OCTPH MHMEKITMO3HU 0OJECTH Ja HE ce
nmpueMaT MCIUKaAaMEHTH U XpaHU, IIPOBOKUPAIIN XEMOJIUTUYIHU KPU3U.

B T.4. HayyHum ny0JMKanuM OT NOCJAEAHMTE IMeT TOAMHU U NPHJIOKEHA
Oubamorpadcka cnpaBka




IIpennoxkennss 3a opraHu3auus HA MeIMIMHCKOTO 00C/Jy’KBaHe HA NMAllMEHTUTEe U 3a
(puHaHcUpaHe HA CBHOTBETHUTE [EHOCTH, CHLOOpPa3eHW ¢ JeiicTBallaTa B CTpPaHaTa
HOpPMaTHBHA ypenda

[Nammenture ¢ G-6PD Tps6Ba ma OBHAT AWMArHOCTHLHpPAHH, JIEKYBaHH M TPOCIEISBAHH B CIICHIUATN3UPAHU
LEHTPOBE 32 PEIKH aHCMHH.

Nmaiiku npenBu Mankus Opoil HA CHMTOMATHYHUTE MAIMCHTH B Bhirapus u chilleCTByBaliata MEIUIIUHCKA
MPAaKTHKa W KOMIIETEHTHOCT B MOMEHTa, cmopea Pa0oTHara rpyma Mo TajaceMus B Haliata CTpaHa ¢
Heo0XxomuMo Ja Ob1aT paskputu 3 win 4 LleHTbpa 3a peIku aHEMUU B YHUBEPCUTCTCKUTE OOTHUYHU CTPYKTYPH
B Codus, Bapna, [Tnosaus u [Tnesen. [lenTpoBeTe Morar fa U3MbJIHABAT ISUIOCTHATA JUATHOCTUYHA, JiedcOHA U
qucnaHcepHa aeiHocT mo cwuiectByBaumiuTe B MoMeHTa KIT Ne253 u KIlp Ne6. 3agbimkutenHa yacT oT
MEIWIIMHCKATa W IICHXO-COIMaliHA TPIKa € KOMIUIEKCHHS ITOJXOM, KOWTO TpsAOBa ma OBAE OCHIIECTBEH OT
MHTEPAUCIUILINHAPEH €KHII, BKIFOYBAII XEMATOJIOT, TaCTPOCHTEPOIIOT, IICHXOJIOT, conaieH padoTHuK. [Topaan
TOBa, Y€ YacT OT OOJIHUYHUTE 3aBEACHUS Ca CHCIHATH3UPAHHU 32 JICUCHHE CaMO Ha MAIlUeHTH C XeMaTOJIOTHIHH
3a00JSBaHASA W OCBEH C XEMAaTOJIO3M HE Pa3IloyiaraT ¢ JAPYTH TECHH CIHEIHAaINCTH, ChOTBETHUTE MPOQHUINpaHH
eKCHEepPTH OT WHTEPAWCIUIUIMHAPHUTE EKHWIM MOraT Ja OBIaT IPHUBICUCHH dYpe3 IOTOBOPH M Ja UM Obae
OCHTYPEHO 3alUiaimaHe OoT OONHIMYHOTO 3aBeleHHe, B KOETO € pPa3KpUT LEHThpa, WIH MO JHMHUS Ha HOBa
HaI[MOHAJHA TIporpamMa MO peaku Oojectu. Ha cChInMs NOpUHIMO MOXE Jda ObAe OpraHu3upaHa Hu
KOHCYJITATHBHATa MMOMOII[ B I[CHTPOBETE, PA3KPUTH B MHOTOMPOGUIHUTEC OOJHUIIM, HE3aBUCHUMO OT TOBa, 4
MPOGUIHUTE CICHUAIACTH Ca CIY)KUTEIA B CHIIOTO OOJHHYHO 3aBEACHHUE, KBACTO € PA3KPHUT M CKCICPTHHS
HeHThp. 3a ¢uHaHcHpaHe oT M3 wiu uype3 HaIMOHAJIHA MporpaMa MOXe Ja ce O0ChXIa W JCHHOCTTa B
LIEHTPOBETE, CBhP3aHa MOAIbPKAHETO Ha CICKTPOHHA 0a3a NaHHHU U PETUCTHP 3a MAI[MEHTUTE C PEIKH aHCMHUU.

OnucaHue HA ONMUTA ¢ KOHKPETHH MAIHEHTH ChC CHOTBETHOTO PSAKO 3adoisiBaHe (aKo
HMa TAKbB)

HOHaCTOHH.[eM INalIUCHTUTE C G-6-PD ,I[G(I)I/ILII/IT CC Juar’HocTunupar, JEKyBaT UW IMpPOCICAABAT B
CIICHHUAIN3UPAHUTEC 60J'IHI/H_II/I 1 KIIMHUKH I10 XeMaTOJ'IOFI/Iﬂ/Z[eTCKa XEMATOJIOTHUd U OHKOJIOTHA B BLJ’IFapI/IH. HpI/I
HeO6XOI[I/IMOCT OT OOJHHYHO JICUCHUC, NAIIUCHTUTC CC XOCHUTAIU3UPAT B 3aBUCUMOCT OT BHJad Ha BOACIHIUTC
OIVTaKBaHU B CIICHUAIU3UPAHUTE CTPYKTYPH Ha XEMATOJIOTUIHUTE WIN MHOFOHpO(I)I/IJ'IHI/I 6OJIHI/IIII/I.




