NHOOPMAILINA 3A:

HanMeHoBaHue Ha 3200/19BAHETO

Cunapom Ha Di George (22( neneiiuoHeH CEHAPOM)

Onpenesenne Ha 3200J11BAHETO

22( [eNeUMOHHHUAT CHUHAPOM € aBTO30MHO JIOMMHAHTHO 3a0oJisiBaHE ABJDKAIIO C€ Ha
renernueH aedekt B 3 Mb pernona Ha xpomoszoma 22(11.2. Kato reHr OTrOBOPHH 3a TO3H
cunapom ce npeanonarar 1BX1, CrKol, UFD1L, CDC45L. Hskoii ot Tax kato UFDI1L u
TBX1 renute koaupaT TPaHCKPUILMOHHM (AKTOPU peryiaupaiiyd KiIeTbYHAaTa CMBPT B
HEpBHATa CHUCTEMa, ChPIIETO U TUMYca, a Apyru kato CDCA45L umar pons B MHUIIMHPAHETO
Ha JJHK pennukanusra.

HabmonaBa ce gedekt B eMOPHOHATHOTO pa3BUTHE MEXKAY 6 U 8 TeCTallMOHHA CeIMUIIA TTPU
¢dopmupane Ha 3-T0 U 4-TO (papUHreasHu CTOMaxyeTa, CBbP3aHU C PAa3BUTHETO Ha CBLETO,
TUMyCa U TMApaTUPEOUTHUTE *Jie3u. KIMHUYHHUTE TPOSIBH C€ OINpPENeNAT OT MOCOYCHHUTE
nedexru. Hait — yecto ce HabmolaBa MbPBUYEH XUIONAPATUPEOMIU3IBM C HU34Ba Ha
XUMOKAIIMEMUYHA TETaHHs, Npe3 MbpBUTE 48 dYaca cien pakiaaHeTro, pedpakrepHa Ha
KOHBEHIIMOHANHaTa Tepanus. CbpAeYHUTE aHOMAJIMU BKIIOYBAT: TPYHKYC apTEepHO3YC,
nedeKT Ha aopTHATA Jbra, Terpanorus Ha ®ano u apyru. B okoso 1/3 ot manueHTuTe Che c-M
na DiGeorge ce nabmomaBaT Ob0peYHH aHOMAIMH — €AMHUYEH OBOpEK, MOIKOBOOOpascH
OBOpeK, TBOCH MUENIOH U ypeTepr. Moxke n1a ce HabIoaaBa TUIIMYEH TucMopduueH dammec:
KJICITHAJIM, HUCKO PA3MOJIOKEHH YIIH, pUOeIlKa ycTa, XUIepTeypu3bM, AepeKTH Ha HEOLETO.
XapakTepHa 3a CUHJpoMa € TUMYCHa XMIIO- J10 aruia3usi, o0yciaBsiia pa3jiMyHaTa CTEIeH Ha
KJIeThueH uMyHeH neduiut. Habmonasa ce moHmwkenue Ha obmute T nmumdormru (CD3+)
ot 500 no 1500mMm3 criex paknanero ¢ npegoMuHupaia peaykuus Ha CD8+T mumdonmruTe.
CreneHra Ha UMYHHUS 1e(UIUT MOKE ca ce oJ00pu 0coOeHO Mpe3 MbpBaTa e/{Ha roJIuHa OT
*uBOTa. T-KiIeTbuHaTa QPyHKIMS MOXKe 1a ObJIe KaKTO HOpMajiHa Taka v HapylieHa. bposar Ha
B-num¢ponutute OOMKHOBEHO € HOpMalieH, HO Moke Ja Obae u nosumieH. CepyMHUTE
MMYHOTJIOOYJIMHU MOTaT J1a ObJIaT MOHWKEHH B PE3YNITaT Ha Ae(UIIUT BHB B3aMMO/ICHCTBHETO
mexay T u B knerkure. OTroBopbhT KbM BaKCHHU € MOHMXKEH Wiu Juncsail. Habmonasa ce
nosuiienre Ha NK kietkure, kouto ca ¢ HopMaiHa (yHKIUsA. ONUcaHUTE UMYHOJIOTHMYHU
HapyleHusl IpeapasnojiaraT KbM pPa3BUTHETO HA 4YeCTH MH(EKUUHU MPEeIUMHO C BUpPYCHA
renesa (amenoBupycu, CMV, pota Bupycu). T-KIETHUYHUSIT UMYHEH NCPUIUT KPHE PHUCK OT
pasButre Ha GVHD npu xemoTpancdys3us Ha HeorbueHH KpbBHU NMpoAyKTu. [lpu aenara cbe
cungapoM Ha DiGeorge mo-dyecto ce HaOnrofaBaT KOTHUTUBHHM HapyllieHHs, 3a0aBsHEe B
Pa3BUTHETO HA peyTa, KAKTO W MCHXWYHU mpoMmeHH (umm3odpenws). [IoBulIeH € pUCKBT OT
aBTOMMYHHHU 3a00iisiBanus 1 B-kneTpuan aumdomu.

[Tpu manueHTH cbe CbMHEHHE 3a 22 (] AeJICLMOHEH CUHIPOM CE MPOBEXk/1a TeHETHUEH aHaJIH3.
Ha renernyno u3cnenBane noaniexar u poautenute. IIpu HocuTencTBo Ha jAenenusita ce
NPOBEX/1a TeHETHYHA KOHCYITalus ¥ npeHaraneH ckpuHuHr (Ouaksa ce B 50% 3acsrane Ha
nokoyieHneTo). B okono 10 % ot ciyuaute mpu manueHTH ¢ (EHOTHITHA U3sABa HA C-M Ha
DiGeorge ce oTkpuBar u Ipyru reHeTHyHH AedexTH, kato 10p nenenus.

BunbT Ha TepanusTa € B 3aBUCHUMOCT OT CTeNeHTa Ha UMYHHUAT aepuuut. [Ipu texnvk U]
METOJI Ha U300p € TPaHCIUTAHTALUS Ha TUMYC WM XeMoroeTHuHu cTBosioBH KieTku (XCK).
HeoOxonumMo e arpecMBHO aHTHOMOTHUYHO M NPOTHUBOBUPYCHO JIEUEHHWE Ha HMH(EKIMUTE.
[IpenopwuBa ce npodunakruka Ha P. carinii.

[Mpu mamuenTute ¢ gokaszaH cuHapom Ha DiGeorge kuBuTe aTCHIOMpAaHM BaKCHHU Ca
KOHTPAaUHJUIMPAaHU TOpaJd TOBA, Y€ MoraT Ja MPHYUHAT CEpPUO3HHU, JTOpH (aranHu
3abonsBanus (BCG,0PV). MHakTuBUpaHUTe BAKCHHH MOTAT Jia Ce MpPUJIarat, HoO He BHHAIrU
MPEIU3BUKBAT a/IeKBATEH NMPOTEKTUBEH UMYHEH OTTOBOP.

[Ipu Hy)xna oT xemoTpaHc@y3uu € HeoOxonuMo mpuiiarane Ha onbdeHu, CMV HeratuBHu
KPBBHU IIPOJYKTH.




Yerupunudpen koa Ha 3a6o0asaBaHeTo 10 MKB-10 (ako TakbB € HaJIu4eH)

D82.1

Kox Ha 3a60asBanero no Orpha code

ORPHAS567

EnuaeMuoI0ruyHm JaHHM 3a 3200/151BAHETO B Penyﬁ.lmlca B'b.]'[l"apﬂﬂ

IIpez 2006 rox. B YMBAJI “AnekcanapoBcka” € CBb37aJeH OBITapCKH PETHCThp Ha
MAIMEHTUTE C IbPBUYHU UMYHHH Jedunutd. B MoMeHTa oOIMAT Opoii HA PEerHCTPUPAHUTE
nanueHTn HaOposiBa 164 4oBeka, Karo MmeTuMa OT TAX ca ¢ 22( ACJNICNMOHEH CUHIpPOM. B
CBETOBEH Mamiad yecToTara Ha 3aboisBaHeTo € okoio 1: 5000 paxkaanus. Y Hac TOUYHH JaHHU
3a yecTroTara Ha 3a00JIIBaHETO HE ca M3BECTHH, MOpPAJM TOBAa Y€ TOJISIMAa 4acT OT Jenara c
BpPOJICHU ChPJCYHU AaHOMAJIMU Ca MAIMEHTH B JIETCKA KapIUOXUPYPTHUs.

[IpexxuBsieMOCTTa U CMBPTHOCTTA C€ ONPEAETAT OT BUJA HA ChPJICUHUS 1e(DEKT U CTENeHTa Ha
UMYHHUS 1eDUIHT.

B T.4. HaydyHum ny0JuMKanmUM OT TMOCJEIHUTE TMeT TOAUHU U TPHJIOKEeHa
oubauorpadcka cnpaBka

EnuaeMuo0ruyHmn JaHHM 3a 3200/151BAHETO B EBpOHeﬁCKHH CbH103

B cBeroBen Mamab vecrorara Ha 3a0ossBaHeTo € okoio 1: 5000 paxkmanus. be3 paznuka B
3aCsTaHEeTO MEXY MOJIOBETE.

B T.4. HaydyHum ny0JuMKanmUM OT TMOCJEIHUTE TMeT TIOAUHU U TPHJIOKEeHa
oubamorpadcka cnpaBka

Onenka Ha CbOTBETCTBHETO Ha 3a00/1BaHeTO ¢ AeuHMOHUATA 32 PAAKO 3200/151BaHe
cbhriacHo § 1, 1. 42 o1 1ONBJIHUTEIHUTE pa3nopedu Ha 3aKoHa 3a 31paBeTo

3abonsgBaHEeTO CHOTBETCTBA Ha JaJieHaTa B 3aKOoHAa 3a 37paBeTo AePpUHHUIIUS 3a PAIKO
3a001s1BaHe, a UMEHHO pasnpocTtpanenue moa 5:10 000 mymm cpen Hacenenuero Ha EC,
BKJIFOUMTENHO U B bbarapusi.

Kputepun 3a imarsocruuupase Ha 3a00J11BaHeTO

Jlnarsosara Moxxke 1a 0bJie JepUHUTHBHA, BEPOSTHA U BH3MOXKHA CIIOPE/ AUArHOCTUYHHUTE
kputepun Ha ESID

Kpurepuu 3a neuHuTHBHA AMAarHO3a

Mk win sxeHa ¢ nonmkenue Ha CD3+ kietku (<500Mm3) 1 1Ba OT TpH OT CIICAHUTE
KpUTEPHH

1. KonotpyHkaneH chpieueH nedekT (TpyHKyc apTepuo3yc, TeTpaiorus Ha dano,
NpeKbCHATa a0pTHA Jbra WK abepaHTHa JsICHA CyOKIIaBHs)

2. XUNOKAJIMEeMHs C MPOIBIDKATEITHOCT HaJl TPU CEMHIIA M3UCKBAIIA TePaITHS

3. Jeneuus Ha 22 xpomosoma 22¢11.2

Kpurepuu 3a BeposiTHa AuarHosa

Mbk 1 jkeHa ¢ onmken opoit Ha CD3+ kietku (<1500 MM3) u menerus Ha 22 XpoMo30Ma
—22011.2

Kpurepuu 3a Bp3MOXKHa JuarHo3a




Mk win jxeHa ¢ ionmxkeH opoi Ha CD3+ kierku (<1500 MM3) ¥ TOHE €HMH OT CIICHUTE
KPUTEPHUH

1. Cepaeuen nedexr
2. XWnoxaaueMust ¢ MPOABIDKUTEIHOCT HaJl TPU CEAMUIIM N3UCKBAIIa Teparus
3. mucMopdeH danuec WM aHOMAJINH Ha HEOIIETO

22( [eNeUMOHHHUAT CHUHAPOM € aBTO30MHO JOMUHAHTHO 3a00JsBaHE ABJDKAIIO CE Ha
renernueH aedekt B 3 Mb pernona Ha xpomoszoma 22q11.2. Kato reHr OTTOBOPHH 3a TO3H
curapom ce npexanonarar 1BX1, CrKol, UFD1L, CDC45L. Hskoii ot Tax kato UFDI1L u
TBX1 renute KoAMpaT TPAHCKPUIIMOHHU (DAKTOPH peryiHpaniy KieTbyHaTa CMBPT B
HEpBHATa CHUCTEMa, ChPIIETO U TUMYca, a Apyru kato CDCA45L umar poss B MHUIIMHPAHETO
Ha JJHK pennukanusra.

HabmonnaBa ce gedext B eMOPHOHATHOTO pa3BUTHE MEXKAY 6 U 8 TecTallMOHHA CeIMUIIA TTPU
¢dbopmupane Ha 3-T0 U 4 TO (hapuHreaqHu CTOMax4dera, CBbP3aHU C Pa3BUTHUETO Ha CBHIIETO,
THMyca U TapaTUPEOUHUTE XJie3u. KIMHWYHHUTE NpOsSBU ce€ OMPENENAT OT MOCOYEHUTE
nedpextu. Haifi — decto ce HaOmonaBa MHPBUYEH XUIONAPATHUPEOUIU3BM C HU3ABa Ha
XUTMOKAJI[MEMUYHA TETaHusA, Mpe3 mbpBUTe 48 wyaca ciel paxaaHeTo pedpakTepHa Ha
KOHBEHILIMOHANHATa Tepanus. ChpAeYyHUTE AaHOMAIMM BKJIIOYBAT: TPYHKYC apTEpHO3YC,
nedeKT Ha aopTHATA Jbra, Terpanorus Ha ®ano u apyru. B okoino 1/3 oT manueHTHTE CHC C-M
Ha DiGeorge ce nabmomaBaT Ob0peYHH aHOMAIMH — €AMHUYEH OBOpEK, MOIKOBOOOpasecH
OBOpeK, TBOCH MUENIOH U ypeTepu. Moke 1a ce HabIoaaBa TUIIMYEH qucMopduyeH dammec:
KJICITHAJIM, HUCKO PA3MOJIOKEeHH YU, pUOEIIKa yCTa, XUIIePTeNypu3bM, Ae(eKTH Ha HEOIIEeTO.
XapakTepHa 3a CUHJpOMa € TUMYCHa XMIIO- JI0 aruia3usi, oOyciaBsiia pa3jiuyHaTa CTEIeH Ha
KJIeThbueH uMyHeH nedunut. Habmonasa ce nmonmxkenue Ha oomute T numdonuru CD3+ ot
500 mo 1500mMMm3 cnen pakmanero ¢ mpenomuHupamia peaykius Ha CD8+T mumdonuT.
CrenenTa Ha UMYHHHS 1eUIIUT MOKeE ca ce MoJo0pH 0COOEHO Mpe3 MbpBaTa eAHa roJIMHa OT
*uBOTa. T-KiIeTbuHaTa PyHKINS MOXKe 1a ObJIe KaKTO HOpMajiHa Taka v HapylieHa. bpoar Ha
B-knerkure OOMKHOBEHO € HOpPMajJeH, HO Moke Ja Obae u mnoBuiieH. CepyMmHHTE
UMYHOIJIOOYIMHM MoraT Ja ObJaT TOHW)KEHM B  pe3yiaTrar Ha Jaepuuur BbB
B3bUMoOJIeiicTBUeTO Mexay T u B numdornurure. OTroBOopbT KbM BaKCHHM € MOHUKEH WIIH
nuncsam. HaGmronaBa ce nosumenune Ha NK kieTkure, KOUTO ca ¢ HOpManHa (PYHKIIMSL.
OnucanuTe HMMYHOJIOTMYHM HapylIeHHs TMpejapas3noiaraT KbM pa3BUTHETO Ha 4YeCTH
MH(EKINU MPeUMHO ¢ BUpycHa renesa (agenoupycu, CMV, pora Bupycu). T-KIeTbUHUST
uMyHeH aepuuut kpue puck ot pazButue Ha GVHD npu xemorpancgys3us Ha HEOTbUYCHH
KpbBHU mpoaykTu. [lpu nemata cbe cuHapom Ha DiGeorge mo-dyecto ce HaOmrogaBat
KOTHUTHBHHM HapylleHHs, 3a0aBsHE B Pa3BUTHETO HAa pedTa KaKTO M ICUXUYHH MPOMEHU
(mm3odpenus). [ToBuIeH € pUCKBT OT ABTOMMYHHH 3a00JIsiBaHus U B-kineTsunu muMbomu.
[Ipu manueHTy cbe CbMHEHHE 3a 22 (| IeJCMOHEH CHHIPOM C€ MPOBEXk/1a TeHETUUEH aHaJIH3.
Ha renernyno u3cnenBane noanexar v poautenute. IIpu HocUTeNncTBO Ha Aenenusita ce
NPOBEX/1a TeHETHYHA KOHCYNTAIMs ¥ npeHaraneH ckpuHuHr (Ouaksa ce B 50% 3acsrane Ha
nokoyieHneto). B okono 10 % ot ciyuaute mpu manueHTH ¢ (EHOTHITHA U35ABA HA C-M Ha
DiGeorge ce oTkpuBar u Ipyru reHeTHyHH AedextH, kato 10p nenenus.

B T.4. HaydyHum ny0JuMKalUM OT TNOCJEeJHUTEe MeT TOAUHH H MPWIOKEHA
Oubauorpadcka cnpaBka

ESID kputepuu 3a tuarHocTuka Ha 3a00J5IBAHETO

AJITOPUTMH 32 THATHOCTHIMPAHE HA 3200JIIBAHETO

CeIecTBYyBa yTBBPJACH QITOPUTHM 3a JIMArHOCTHKA Ha TAlMEHTH ¢ 220 JIelelHOHEH
CHHJIPOM, pa3paboTeH Ha 0a3a Ha eBporneiickute u ceeroBau mpenopbku ( ESID u PAGID)
Ha Bcuukm GoiHM ChC ChbMHEHHE 3a 22(] NENICIMOHEH CHHIPOM C€ IPOBEKIAT CICTHUTE
W3CICABAHU:

1. KnuHuYHa OIleHKa - CHEMaHe Ha aHAMHE3a — JIAaHHU 3a TETaHMsI, ChPJACUYCH AC(PEKT U YECTO
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penuaIuBUpaIy HHPEKIH, (haMIIHa aHaMHe3a.
2. ®usukamHO M3cienBaHe - qucMopdudueH Qarmac.
3. CiennuyHU UMYHOJIOTUYHH U3CJICIBAHUS:
e OrmeHka Ha XyMOpaJieH UMYHEH OTTOBOD !
u3cleiBaHe CEpYMHOTO HUBO Ha BCUYKU UMYHOTJIOOYJIMHOBU KJIacOBE
M3CIie/IBAaHE HA TOCTBAKCHMHAIICH aHTHTEJICH OTTOBOP
e OreHka Ha KJIEThYeH UMYHEH OTTOBOP
Nmynodenorunusupane ©Ha jumbouutan nonyiaanun  (T,B,NK,T-kinerbunu
cyomonysamnuu, oreHka Ha T kieTbuHa QyHKITHS)
4. Knunuko-nmabopaTopHU HM3Cie/IBaHUSA - HA BCUYKM OOJIHM ce HU3Ccje/lBaT MbJHA KpbBHA
kaptuHa c¢ JIKK, koarymanmoHeH craryc, oOm OenThK, anOyMHH, 4epHOAPOOHH EH3UMH,
ocTaThuHO-a30THH Tenra, AKP,
5. MuKpOOHOJIOTHYHO H3CiIeBaHe HA CEKpeTH (IbpJieH, HOCEH, Xpauka, (erec)
6. O6pasnu uscnensanus - Jlarepanna Ro rpadust Ha rpblieH KOII ¢ HACOYEHOCT — TUMYCHA
CSTHKA, YATPa3ByKOBO M3CJIEIBAHE HA KOPEMHHU OPTaHH
Jlnarno3aTta ce MocTaBsi Bb3 OCHOBAa Ha XapaKTepHAaTa KIMHUYHA KapTUHA, TEHETUYHOTO U
MMYHOJIOTHYHO H3CJIC/IBAHE.

B T.4. HaydyHum ny0JuMKanUM OT TMOCJEJHUTE TMeT TIOAUHU U TPHJIOKEeHa
oubauorpadcka cnpaBka

ESID xpurepun 3a AuarHocTuKa

AJIFOpI/ITMI/I 3a JjeueHHe Ha 3a00JIABAHETO

JleueHneTo Ha manMeHTHTE chbe cUHApoMa Ha DiGeorge ce ochlIecTBSIBa B ChOTBETCBHE C
npenopskutTe Ha European Society for Immunodeficiencies (ESID) u Pan-American Group
for Immunodeficiency (PAGID).

Paspaborenute B YMBAJI ,,Anekcanaposcka” EAJl, Codus amroputmu (AIroputrsMm 3a
JieyeHre Ha MIbPBUYHM MMYHHHU JePUUUTH, AJTOPUTBM 3a MPOBEXKJIAaHE HAa 3aMECTUTEIHA
Tepanus Npy MbPBUYHU UMYHOICDUIIUTH) ca ChOOPA3eHH C MEXKYHAPOJHUTE M3UCKBAHHUSI.
Bunbt Ha TepanuaTa € B 3aBUCUMOCT OT CTENEHTAa HA UMYHHMAT aeguuut. [lpu texnk 1]
METOJI Ha U300p € TPAaHCIUTAHTALUS Ha TUMYC WM XeMornoeTiHuHu cTBosioBH kietku (XCK).
Heo6xoauMo € arpecMBHO aHTHOMOTHYHO M NPOTHBOBUPYCHO JiIeUeHHWE Ha HH(pEKuuuTe.
[TpemopbuBa ce mpodunakTuka Ha P. carinii.

I[Tpu nanentute ¢ nokasan DiGeorge »uBUTe aTeHIOMPAaHN BAKCUHU Ca KOHTPAWHIUIIUPAHU
Mopajy TOBa, Y€ MOrar Jia MPUYHMHAT Cepro3HH, nopu (atannu 3abossBanus (BCG,0PV).
VHakTUBUpaHUTE BAKCMHM MOTaT Ja ce MpujaraT, HO He BUHArd MpeIu3BUKBAT aJIeKBAaTCH
MPOTEKTHBEH UMYHEH OTTOBOD.

[Ipu Hyxnma ot xemorpancysuu e HeoOXxoaumo mpuiarane Ha oiabueHu CMV HeratuBHU
KPBHBHH MIPOTYKTH.

B T.4. HayyHum ny0JuMKalUM OT NOCJEeJHUTE MeT TOAUHH H TPWIOKEHA
Oubauorpadcka cnpaBka

AJITOPUTMH 32 pocJeasiBaHe HA 3200/151BAHETO

HpenoquBa CC CIICOAHUAT aJITOPUTHBM 3a MMYHOJIOTHYHO MPOCIICAABAHC NP MALUCHTUTE C
22( nenenroHeH CHHIPOM:

Nmynonornunn | [Ipn nocrassuHa | Ha 4 mecen Ha 8 mecen Ha 12 mecen
1oKa3aTesu Ha JIuarHo3ara

JlumdpounutHn X X X X*
cyononynanuu

OtroBop  KBM X*

MHUTOTE€HU




OtroBop  KBM X*
aHTUT€HU

XyMopasiHa X*
byHKIHS
*MPU OTKJIOHEHHWE B CTOMHOCTUTE Ha IIOKA3aTelHTe, CHIIUTE NPOIBIDKABAT Ja Cce
npociensBar

[Iporuo3ata ce ompenenst OT BUAa Ha ChbPJACUHUS JEPEKT U CTEIIEHTa HA UMYHHUS JEPUIIHT.
[IpocnensiBaneTo Ha OoiHUTE che cuHIpoMa Ha DiGeorge m3muckBa KOMIUIEKCEH IOIXOI U
MYJITUAUCUMIUIMHAPEH €KUII OT KapJIuoJIO3U, EHJIOKPUHOJIO3HM, HEBPOJIO3U, HMYHOJIO3H,
peXabUIUTAaTOPH U AP.

[Ipu HeoOxomumocT OT u3BbpIIBaHE Ha TpaHcmaHtauus Ha XCK ce um3BbpmBa HLA
TUIM3UPAaHE U ThPCEHE Ha CbBMECTHM POJICTBEH JIOHOP, a IPU JIMIICA HA TaKbB CE€ ThPCU B
CBETOBHMSI PETUCTBD.

B T.4. HayyHuM ny0JUMKANUM OT NOCJEeJIHUTE MeT TOAUHH H MPWIOKEHA
oubauorpadcka cnpaBka

AJITOPUTMH 32 pexaduauTainus Ha 3a00/19BaHETO

Texkure (1)OpMI/I Ha 3a00JIIBaHETO HM3HCKBAT I'prXu OT KOMIUICKCCH XapaKTeEp,
OCBIICCTBABAHU OT HIMPOK KPbBI' CHCHHUAIMCTH. Yact ot HNamuCHTUTE Ca ChC CIICHUAJIHH
O6pa3OBaTeJ'IHI/I HYXXJHU, HY)XXJa OT JIOIOIICH, KAaKTO U HCO6XOI[I/IMOCT OT IICUXOJOIM4YC€CKa H
ICUXHUATPpHUYIHA ITOMOIII.

B T.4. HaydyHum ny0JuMKanmUM OT TMOCJEIHUTE TMeT TOAUHU U TPHJIOKEeHA
Oubamorpadcka cnpaBka

HeoOxonumu fgeiiHocTH 32 mnpogmiIakTHKa Ha 3a00/1BaHeTO (AKO TaKuBa ca
NPUJIOKHMMH)

[IspBuuHaTa mpouIakTHKa € CBBbp3aHa C MPOBEXKIAaHE HA T€HETHYHA KOHCYATAIMs BHB
(bamuuy ¢ 60JIeH WiieH ¢ 220 JeNeIUOHEH CHHIPOM.

[Ipn mamueHnTuTe ¢ J0Ka3aHO 3a00JsBaHE IKUBUTE ATCHIOMPAHW BAKCUHU  ca
KOHTPAWHIUIIUPAHA TOpaay TOBa, Y€ MOrar Jia TPHYUHAT CEPUO3HHU, JOpH (araaHu
3abonsBanus (BCG,0OPV). MHakTHBUpaHUTE BAKCHHA MOTAT Jia Ce IpHJIarat, HoO He BHHAru
MPEIN3BUKBAT aJICKBATEH MPOTEKTHBEH HMYHEH OTTOBOD.

[Ipu HyXna ot xemorpancysuu e HeoOXoaumo mpuiarane Ha oabueHu CMV HeratuBHU
KPBBHU TPOIYKTH.

[IpenBmwxkaa ce na ce MOBUIIY HUH(DOPMHpPAHOCTTA HAa OOIIECTBOTO M MEAUIIMHCKATAa OOIIHOCT
3a chmecTByBaHero Ha [IMJ] w B dacTtHOCT 22(Q MACICIMOHCHHUS CHHAPOM C OTJIE
pa3paboTBaHe Ha MporpaMa 3a MpoGUIAKTUYHO U3CIIeIBaHe HA UMYHHATa CUCTEMA.

B T.4. HayyHMm mny0JHMKANUM OT WOCJEJIHUTE TMeT TOAUMHH H MPHWIOKEHA
Oubauorpadcka cnpaBka

IIpenJioxkeHnst 3a OpraHu3alusi HA MEAUIHMHCKOTO 00CJHYKBAaHE HAa NMALMEHTHTE M 32
(puHaHCHpaHe Ha CBOTBETHHTE JCHHOCTH, CbOOpa3eHW C AelicTBaIaTa B CTpPaHaTa
HOpPMaTHBHA ypenda

Jleuennero Ha manueHTy ¢ nokasanu [/ - neua m BB3pactHn, ce nokpusa ot H30K mo
KnuauyHa meTeka, BKIIOYEHa B IMakeTa AEWHOCTH, rapaHTUpaH oT Oromxera Ha H3OK.
AnropureMbT Ha KII e paspaboreH oOT rpyna HMMYHOJNO3M M MEeAUATpU, C ONUT B
oOciyxBaHeTo Ha manuentu ¢ [TA]].

TpancmianTanusITa Ha XeMOIIOETUYHU CTBOJIOBH KJIeTKH ce (puHancupa oT M3 mo Hapenba
No029/2007r.

JlexapcTBeHH TNPONYKTH 3a VI3BHbHOOJHHMYHOTO 3aMECTUTENIHO JICYEHHE Ha MaIlMeHTHUTE C
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HaCJlle/ICTBEHN MMYHO(MEIUIUTH ce ocurypsiBa mo m3uckBanus Ha H30K ¢ mporokonu Ha
KOMMCHH OT CIIELUAIUCTH.

[Ipensmxaa ce aa ce MOBUIIM HHPOPMUPAHOCTTA HA OOLIECTBOTO U MEIUIIMHCKATa OOIIHOCT
U Jla ce MOBUILM BHUMAHHETO Ha mpaBUTenacTBCTBEHU cTpykTypu U H30OK KkbM mbpBUuUHMTE
uMyHHH Jaedunmtu 3a cwiiectByBanero Ha [IM]] ¢ orien pa3paboTBaHe Ha mporpama 3a
npoGMIaKTUYHO U3CIIEJBaHE HAa MMYyHHaTa CHCT€Ma B pa3jIMYHU Bb3PACTOBU IEPUOAU
CBBP3aHU ChC CH3PSIBAHETO M OCTapABAHETO HA HMYHHATa CUCTEMA.

Cp3naBaHe Ha KIMHUYHU NPOLEAYPU 3a BUCOKO-cHelMaiu3upaHa auarHoctuka Ha [TML, ¢
MPOIBIDKUTENHOCT 12 1m0 24 yaca, m Ha mo-aucka neHa ot KII. Te Ouxa mokpwmiu
nabopaTOpHUTE U3CIEBaHMSA, HEOOXOAMMH 3a MPOTOKOJIA 3a 3aMECTHTEIHA Tepanus B
M3BBHOOIHUYHATA IIOMOILL; IPOCIIEASIBAHETO U O0YUEHHUETO Ha MAlMeHTUTE, KOUTO peaslHo ce
M3BBPIIBAT B OOJTHUYHATA, a HE B U3BbHOOJIHUYHATA CPEa.

OnucaHue HA ONMUTA ¢ KOHKPETHH NMAIMEHTH CbC CHOTBETHOTO PSAKO 3a00ssiBaHe (aKo
HMA TAKbB)

Kacae ce 3a mere poseHo OT mbpBa MaTOJIOTUYHO MpOTeKiIa OpeMeHHOoCT. Cren mepuHaTalHa
achukcus W MalumHO-petamHa wuH(eknus pa3zsuBa OBH. VYcranoBeHa e cwhpaedHa
Mandopmalus u3paszsBaiia ce B OTBopeH ¢opaMeH oBajie, MEMOpaHO3eH MEXIyKamepeH
neeKT ¥ KoapKTalus Ha aopTraTa, KOSATO € KOpUrupaHa onepaTuBHO. MHTpaomepaTuBHO €
yCTaHOBEHA JIMIica Ha THUMYC. Hamuie e AucKpeTeH JMIeB JUCMOPGU3bM U EHUIICTICHUSL.
[IpoBeneHnTE MMYHOJIOTMUHUTE HU3CJE/BAHUS II0Ka3BaT: yMmMepeH AepuuuT Ha obmwure T
TUMOOLUTH U TAXHATA XeanepHo-unaycepna cyononynanus ( CD3+CD4+), nosumern NK
kieTku U B smmmdouutn B pedepentHH rpanmnu. OT MOKa3aTeIUTe HAa XyMYpPaTHUS
umynureT - UrA,Url,UrM u noaxiacosere Ha Url" B pedepenTHH rpaHuiy 3a Bb3pactra. B
JIMHAMUKa He Oelre HaOogaBaHa MpoOMsSHA B CTOMHOCTUTE Ha U3CIIEBAHUTE UMYHOJIIOTUYHU
nokasarenu. OT MPOBENEHUTE TEHETUYHH M3CIICJIBAHUS Ca YCTAaHOBUXA MHKpPOCICHUU B
22911. Ha Ga3ata Ha KJIMHHYHATa KapTHHA, UMYHOJOTHYHUTE W TCHETHYHU DPE3YNITaTH Ce
npue, 4e ce Kacae 3a 22(] AeJelMOHEH CHUHAPOM C HembjiHa (popMa Ha M3siBa U yMEpPEHO
noHmwxkenue Ha T kierkure. Jlagoxa ca npenopbky 3a NpoQuiIakTHKa U 00LI peXUM, CXeMa 3a
MPOBEXK/IAHE HA BAKCUHALIMM U MPOCIIEIIBaHE.




