NHOOPMALIUA 3A:

HaunmeHoBaHMe HA 3200JIABAHETO

[IpexomHa xunoraMarioOyJIMHEMHS TIPH JIe1ia

Omnpenesienne Ha 3200 IIBAHETO

CepyMHOTO HMBO Ha HIMYyHOTpOOYJIMHHTE HOPMAJIHO CIaJia Mpe3 IIbPBUTE LIECT Mecela Ciel
pakaaHeTo, mopaau Karabonu3upaHe Ha MpeMuHanus mpe3 mianenrata maiiuna Url. Crnen
IIECTUS] MECel] HMBATa 3aloyBaT MOCTENEHHO Ja C€ MOBHUIIABAT B PE3yJITaT HAa CHUHTE3 Ha
cooctBen Url. Ilpexomnara xumoramarioOylIMHEMHsSI Ce XapaKTepu3upa ¢ HamalsBaHEe Ha
cepymMHOTO HHMBO Ha 1QG ¢ wiam Oe3 HamalieHHWe Ha HHMBata Ha WMyHOrnoOyauH A (IgA) u
umyHorio0ynmuH M (IgM) mox 2 cranmapTHH OTKJIOHEHHMS 3a Bb3pacTTa, npHu OedeTa Haja 6-
MeceyHa Bb3pacT, HO C HOpPMalHa MM IOYTH HOpMallHa AHTUTAJIOBA MPOLYKLHUS CIel
UMyHHU3alUsl ¢ OENThYHM AHTUICHM W HApyLIeHa clie] UMYHHU3alus ¢ IOJIM3aXapuIHH.
OOMKHOBEHO MMYHOIJIOOYJIMHOBUTE HHMBA JOCTUIaT pedepeHTHU TpaHuLU MexAy 2 U 6
rogviiHa Bb3pacT. Ilarorenezata Ha 3a00jsiBAaHETO 3a MOMEHTa OCTaBa HEU3SCHEHA.
VYcraHoBsIBaT ce HapylleHHs BbB (QyHKUuATa Ha T XennepHUTE KIETKH, U IIMTOKUHOBATa
cuHTe3a ¢ mopuimaBaHe Ha cekpenmsTa Ha TNFo, TNFB, IL10 u IFNy. TNFa u TNFpB
notuckat cekperusara Ha Vrl" u UrA. IL 10 uma oTHOIIEHHE KbM MIPEBKIIIOYBAHETO HA KJlaca
MMYHOTJIOOYJIMHOBAa CHHTE3a, KaTo ce Mpeanosara ye HapyumeHuar OamaHc mexay TNFa,
TNFB u IL10 e B ocHOBaTa Ha pa3BUTHETO Ha MPEXOJHATA XUIOramMariooyiuHemus. Yact ot
HAIMEHTUTE C MPEXO0IHa XUIIOraMarjio0ylnuHeMuss MoraT na 0b1aT acumnromMHu. Jlena c mno-
4eCcTH OT oOMyaiHuUTe 3a Bh3pacTTa MH(EKLUUHU NPEeIMMHO Ha FOPHU AMXATEIHU IBTUIIA U C
HUCKHM HHMBa Ha Url ca cycleKTHHU 3a Mpexo/Ha XUIOraMarioOyJTuHEMUsI KaTO CUMIITOMUTE
Hal-uecTo ce pa3BUBaAT ciel 6 MecedHa Bb3pacT. HaOmrogaBaT ce NmpeanMHO XPOHUYHU
CpeIHH OTUTH, CHHYUTH W OpOHXUTH. B OKOJIO MOJIOBHHATA OT MAIMEHTUTE CE yCTAHOBSBAT
aTONMYHU TPOSIBM — aTONMYEH JICPMATUT, XPAHUTEIIHA aJlepTHsl, aCTMa U aJepruueH PUHUT.
I[Ipu wact or nemara ce HaOMIOJABAT XEMATOJOTHMYHH TIPOSIBU — HEYTPONCHHS W
TpoMOOITONIeHNUs. | eHeTHYHAa KOHCYATalusi TpH 3a00JsIBAaHETO HE C€ MPOBEXKIA.
[TaneHTHTE, KOMTO Ca AaCUMITOMATHYHH HE C€ HYXKHaiaT oT Tepamus. [lpm Te3m c
penHaIuBUpaI OaKTepHATHH WH(OEKIUH Ce MPOBEXIA MPOIBIDKUTENHA TPOQPHIAKTHKA C
aHTHOAKTepUAIHM Tpermapatd ¥ HWMyHO3amecTuTenHa Tteparmus B go3za  400-800
Mr/kr/mMecedno. [IpernopruBa ce BaKCHHAIIMHUTE J]a CE M3BBPIIBAT CIPSIMO UMYHH3AIHOHHHUS
KaJIeHJap, KakTO U IOCTaBSHE HAa KOHIOTMpaHa IMMHEBMOKOKOBAa BaKCHHa cieJ 2 MeceyHa
Bb3pacT. AJIEprUYHHUTE MPOSBU CE€ TPETHUPAT C AHTUXUCTAMUHOBH U KOPTHUKOCTEPOUIHU
npernapary.

Yerupunudpen koa Ha 3a00asaBaneTo 10 MKB-10 (ako TakbB e HaJIu4eH)
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Ko Ha 3a60asBanero no Orpha code

ORPHA169139

EnuneMunos10rnyHu JaHHu 3a 3a00isaBaHeTo B Pennydimnka buarapus

B PenyOnuka bwarapust HaMa TOYHM JaHHU 3a 4eCTOTaTa Ha 3a0oisBaHeTo. B ch3mameHusar
npe3 2006 roa. B YMBAJI ”AnekcanapoBcka” perucTbp Ha NAllMEHTHTE C MbPBUYHU UIMYHHU
nedunutr, HaOposBam 164 dYoBeKa, €IMH OT MalUEHTHUTE € ¢ JUarHo3a MpexoJiHa
XHUIIOTaMarjao0yIMHEeMUsl.




B T.4. HayyHu nyO0JMKAlMH OT MOCJAeJHHTe MeT TOJMHH M NPHJI0KEeHA
onbdanorpagcka cnpaBka

EnuaeMuoI0ruyHm JaHHM 3a 3200/11BAHETO B EBpOHeﬁCKHﬂ Cb103

B cBeroBeHn Mamab yectorara € HEYTOYHEHA, HO ce mpenrnonara e € okojo 0,061 na 1000
HoBopoJeHu. [lo-uecto ce 3acsira MBXKKHA MOJ C OTHOIIEHHE MbxkeskeHu 2:1. BbB
baMuIMKTe HAa MANMCHTUTE YECTO ce HaOJro/JaBa HAIMYME HA OPYrd UMYyHHH aebuuuta (
cenextuBeH UrA nedunut, 0OMKHOBEH NPOMEHJIMB UMYHEH JEe(UINT U TeKbK KOMOUHUpPAH

UMYHEH JIeHIINT)

B T.4. HayyHu nyO0JMKAlMH OT MOCJAeJHUTe MeT TOJMHH M NPHJI0KEeHA
onbdanorpagcka cnpaBka

Ouenka Ha CbOTBETCTBMETO Ha 3200/IIBAHETO ¢ Je(PUMHULUATA 32 PSAKO 3a00/siIBaHe
cbryacHo § 1, 1. 42 oT JONBJIHUTEIHHUTE pa3nopeadn Ha 3aK0oHA 32 31PaBeTo

3a00sBaHETO CHOTBETCTBA Ha JajieHaTa B 3aKoHa 3a 3/paBeTo Je(UHHUIUSA 33 PAIKO
3a0oiisiBaHe, a UMEHHO pasmnpocrpanenue moxa 5:10 000 gymm cpen Hacenenuero Ha EC,
BKIIIOYHMTEIHO U B bhirapusi.

Kpurepun 3a nmarnocTuumpane Ha 3a00J11BaAHETO

[Ipexoanara XxumoramMariIoOyJIMHEMHS C€ XapaKTepH3Upa C HaMAJIIBaHE Ha CEPYMHOTO HUBO
Ha 1gG ¢ wiu Ge3 HamaneHne Ha HUBata Ha uMyHOTOOY MH A (IgA) 1 umyHOrOOYIMH M
(IgM) mon 2 cranmapTHH OTKJIOHEHHS 3a Bb3pacTTa, pu Oedera Haja 6-MecedHa Bb3pacT, HO
C HOpPMaJlHAa WJIM MOYTH HOpPMAaJHAa AaHTHUTAJIOBA HPOAYKLMS cilell UMyHH3alus ¢ OelTh4YHU
AQHTUTCHU U HapyIIeHA CIIe UMYHHU3AIHS C TIOJM3aXapHTHH.

[TaTorenesara Ha 3a00JsIBAHETO 32 MOMEHTA OCTaBa HEM3ACHEHA. Y CTAaHOBSBAT C€ HAPYILICHUs
BbB (QyHKIMATA Ha T XeNmepHUTE KIETKH, W IIUTOKMHOBAaTa CHHTE3a C IOBHUIABaHE Ha
cekperusaTa Ha TNFa, TNFpB, IL10 u IFNy. TNFo u TNFB notuckar cekperusta Ha Url™ n
UrA. IL 10 wma oTHOMmIEHHE KbM IPEBKIIOYBAHETO HA KJIaca UMYHOTJIOOYJIMHOBA CUHTE3a,
Karo ce mpeanosara ye HapymeHusaT 6ananc mexay TNFo, TNFB u IL10 e B ocHoBara Ha
pPa3BUTHETO HAa MpEeXOogHaTa XunoramarioOynuHemus. YacT OT MalUeHTHTe C TPexojaHa
XHUIIOraMarjo0yIMHeMHsl MoraT Ja ObAaT acCUMITOMHHU. Jlena ¢ mo-4ecTy oT oOuyaiHuTe 3a
BB3pacTTa MHPEKIMH MPEIUMHO Ha TOPHH JWXATEIHU IThTHINA U ¢ HUCKKM HuBa Ha Url ca
CYCHEKTHHM 3a MPEXOoJHa XUIOraMario0yIMHEMHUsl KaTO CUMIITOMUTE Hali-4ecTO ce pa3BHUBAT
cien 6 MeceuHa Bb3pacT. HaOmrogaBaTr ce mpeirMHO XpPOHUYHU CPEAHH OTUTH, CUHYUTU H
OpoHxHUTH. B 0KOIO TOJOBHHATa OT MAIlMEHTHTE CE€ YCTAaHOBABAT ATOMHMYHHU IPOSBH —
aTONMYEH JIEPMATHUT, XpaHUTEIHA aleprusi, acTMa M ajleprudeH puHUT. [Ipu gact ot nemara
ce HaboaBaT XeMaTOJIOTMYHH MTPOSIBU — HEYTPOIIEHHUS U TPOMOOLIUTONICHHSL.

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

ESID nuarHoctuuHu KpUTepun

AJITOPUTMH 32 THATHOCTHIMPAHE HA 3200JIIBAHETO

ChbliecTByBa yTBBPJAECH aJIrOPUTHM 33 JIMATHOCTHKA HA TMAIMEHTH C M[PEXOJHa
xuroraMariaooynmuHemusi  (JIabopaTopHO JMAarHOCTHYEH alropuThM 3a JOKa3BaHE Ha
mbpBuuHM uMyHHH neduiutu ([TH]])), paspaboren Ha 6a3a Ha eBPONEHCKHTE W CBETOBHHU
npenopsku ( ESID u PAGID)

Ha Bcuykm nena CycrieKTHH 32 HAJIMYKE Ha IIPEXOHA XUITOraMario0yTMHEMUsI ce IPOBEXKIaT
CIICTHUTE M3CIICIBAHHS:




1. KnunuuHa olleHKa - CHEMaHe Ha aHamHe3a, BKJI. (aMuiIHa aHamMHe3a U (PU3UKAIHO
U3CIeBaHe
2. Cneurp4HN UMYHOJIOTHYHU U3CJIE€IBAHUSA:

e OueHka Ha XyMOpaJeH HMMYHEH OTTOBOpP — CEpyMHO HHMBO Ha HMYHOTJIOOYIWHH,

MMOCTBAKCUHAJIEH OTTOBOP KbM MPOTEUHOBU U MMOJIM3aXaAPHUIHN aHTUTCHU.

e OrueHka Ha KJIeThYeH UMYHEH OTTOBOP

- Hmynodenorunusupane Ha TUMGOIUTHU MOMYIANH
3. Knmanko-1abopaTopHu HW3CIIEIBaHUS - HAa BCUYKW OOJIHM C€ M3CJeNBaT MbJHA KPhBHA
kaptuHa ¢ JIKK, oOmy GenThk, anmOymuH, YEpHOAPOOHUW E€H3UMH, OCTAaThYHO-a30THHU Tela,
AKP, But []
4. MukpoOHOJIOTHYHO H3CiIeBaHe Ha cekpeTH (IbpJieH, HOCeH, Xpayka, (erec)
5. Obpasnu m3ciensanusi - Ro rpadus Ha TPBACH KOII, YITPa3BYKOBO H3CIEABAHE Ha
KOpPEMHH OpraHu
JlmarHozata € pEeTPOCHEKTHBHA M MOXE Ja C€ TOCTaBH CaMoO CleJ] HOpPMAaJM3WpaHe Ha
MMYHOTTIOOYJTMHOBUTE HUBA M aHTUTEIIHATA MPOAYKIIHUA.
B JI/] ce oOcH)KAaT BCHYKH XyMOPAJIHU KIMYHHU A€(DUIIATH.

B T.4. HaydyHum ny0JuMKanUM OT TMOCJE€IHUTE TMeT TIOAUHU U TPHJIOKEeHA
oubauorpadcka cnpaBka

AJITOPUTMH 32 JieyeHHue Ha 3200J19BaHEeTO

Paspaborenute B YMBAJI ,, Anekcanaposcka* EAJl, Codus anropurmu (ANroputrbM 3a
JeYeHHe Ha MbPBHYHU MMYHHU AeGHULIUTH; AJTOPUTHM 3a MPOBEKIAHE HA 3aMECTHTEIHA
Tepanus Npy IbPBUYHU UMYHOJICHUIIUTH) ca ChOOPA3ECHH C MEXKYHAPOJHUTE M3UCKBAHHSI.
[ManmeHTHTEe, KOWTO Ca acCHMIITOMATHYHH HE C€ HYXKIAsIT OT Tepamus. [lpu Te3m ¢
peuuauBUpaIIM OaKTepUaTHU WH(EKIUH ce MPOBEKAa MPOJBDKUTEIHA MPO(UIAKTHKA C
aHTUOAKTepUATHU TIperapaTd W HMyHO3aMecTUTedHa Ttepanuss B no3a  400-800
Mmr/kr/mMecedno. I[IpenopruBa ce M3BBpIIBaHE HAa BAKCHHALMHUTE CIPSIMO WMYHHU3AIMOHHHS
KaJleHJap, KakTO M TOCTaBsSHE Ha KOHIOTHpaHa ITHEBMOKOKOBAa BAaKCHMHA Clle[ 2 MecedHa
BB3PACT. AJICPTUYHUTE MPOSBU CE TPETHPAT C AHTHXHCTAMUHOBU W KOPTHUKOCTEPOUIHHU
npernaparu.

B T.4. HayyHM nNy0JMKAUMM OT MOCJEeJHUTE TMeT TOAMHH W NPUJIOKEHA
oudamorpadcka cnpaBka

AJITOPUTMH 32 NpocjelsiBaHe Ha 3200/1BAHETO

ExxerogHo mpociensBaHe HHMBAaTa HA CEPYMHHMTE HMYHOTJOOYIMHHM JIO TSIXHOTO
HOpMani3upaHe (OOMKHOBEHO OT 2 1O 6 TOX. BB3pAcT), Cliell KOETO ce IpaBU OICHKA Ha
aHTUTEJIHATa MPONyKIMs. M31IeKyBaHETO € IBJIHO, KOraTo 3all0ouyBa HOpMallHaTa MPOIYyKLUs
Ha UMYHOTJIO0YJIMHU.

B T.4. HaydyHum ny0JuMKalUM OT TNOCJEJIHUTE MeT TOAMHM H TPHWIOKEHA
Oubauorpadcka cnpaBka

AJITOPUTMH 32 pexaduauTanus Ha 3200/11BAHETO

braronpusTHOTO TPOTHYAaHE W MPOTHO3a Ha 3a00JSIBAHETO HE HajaraT IMPOBEXKJIAHE Ha
pexadunuranus

B T.u. HAay4YHHU I[yﬁ.]'ll/[l(all]/l]/l 0T MmocJIeAHUTE II€T TOAMHM M IIPUJTOKEHA
ondanorpagcka cnpaBka




HeoOxoquMu jeilHOCTH 32 mnpomiIakTHKa HAa 3a00/siBaHeTO0 (AKO TaKuBa ca
NPHJI0KHMH)

HpenoquBa CC INPOBCKIAHC HAa BAKCUHAIIUUTEC CIIPSAMO UMYHHU3AIIMOHHUS KAJICHAAP, KAKTO U
IOCTaBAHC HAa KOHIOIMpaHa ITHCBMOKOKOBA BaKCHUHa CJICH 2 MecedHa BB3pacT. BTOpI/I‘IHaTa
HpO(bI/IJIaKTI/IKa IIpHU HAJIMYUC Ha 4CCTO pCUUAMBUPpAIIN I/IH(l)eKI_[I/II/I BKJIIOYBa MMPOABILKUTCIHU
KYPCOBE C aHTI/I6aKTepI/IaJ'IHI/I cpeacTBa.

B T.4. HaydyHM ny0JUMKANUM OT TNOCJEJIHUTE MeT TOAUHH H MPWIOKEHA
Oubauorpadcka cnpaBka

IIpenso:xkennst 3a opraHu3auuMs HA MeJIMLUMHCKOTO 00CJYy’KBaHe HA NMAIHEHTHTe M 3a
(puHaHCcUpaHe HA CBHOTBETHHUTE [EHOCTH, CHLOOPa3eHW ¢ JeiicTBallaTa B CTPaHaTa
HOpPMAaTHBHa ypenoda

Jleuenuero Ha mauueHTH ¢ Aokasanu IIMJ] - neua u Bb3pactHH, ce nokpusa or H30K no
KnuanyHa mbTeka, BKIIOYCHA B IMakKeTa JEHHOCTH, rapaHThpaH or Owomkera Ha H3O0K.
AnropureMbT Ha KII e paspaboreH oT rpyna HMMYyHONO3M M NeAUaTpd, C ONUT B
oOciyxBaHeTo Ha manuentu ¢ [T/,

JlekapcTBeHH MPOMYKTH 32 V3BHHOOTHHYHOTO 3aMECTUTEIIHO JICUCHUE Ha TAI[MCHTHUTE C
HACJIEJICTBEHU UMYHOGETUIMTH ce ocurypsiBa mo usuckBanus Ha H30K c¢ mporokonu Ha
KOMHCHH OT CHCIHAIHCTH.

[Ipeasuxaa ce 1a ce MOBUIIKM WHOOPMUPAHOCTTA HA OOIIECTBOTO U MEIUITMHCKATA OOIIHOCT
Y Jia ce TIOBUIIIM BHUMAHUETO HAa MpaBUTENICTBCTBEHU CTPYKTypu U H30K KbM mbpBUYHUTE
uMyHHH Jaedunmtu 3a cwiiectByBaneto Ha [IM/] ¢ ornmen paspaboTBaHe Ha mporpama 3a
npoQHUIAKTUIHO W3CIICIBAaHE HAa HMMYHHAaTa CHCTEMa B pa3UYHH BH3PACTOBU IEPHOIU
CBBP3aHU ChC Ch3PSABAHETO U OCTAPSABAHETO HA UMYHHATa CUCTEMA.

Cp3naBane Ha KIMHHYHU TIPOLIEYPU 32 BHCOKO-CIeNHalin3upana auarHoctuka Ha [TU]], c
npoabKkuTenHocT 12 1o 24 yaca, u Ha mo-Hucka neHa ot KII. Te Ouxa mnokpuiu
abOpaTOpPHUTE U3CIEABAHUSA, HEOOXOJWMM 3a TMPOTOKOJIA 3a 3aMECTUTEIHA Tepamus B
M3BBHHOOIIHUYHATA TTOMOIIL; MPOCIEASIBAHETO U O0YYEHHETO Ha MAIMEHTUTE, KOUTO PEATHO CE
M3BBPIIBAT B OOJTHUYHATA, & HE B U3BHHOOJIHUYHATA Cpea.

OnucaHue HAa ONNTA ¢ KOHKPETHH MAIMEHTH ChC CHOTBETHOTO PSIIKO 3afosiBaHe (aKo
UMa TaKbB)

[Ipocnenenu ca 5 nmena ¢ HUCKM CTOMHOCTM Ha MMYHOTIJIOOYJIMHH, OT KOMTO 1 ce okaza c
MIPEXOJHA XUIIOraMario0yIMHEMUs, TOKaTO JAPYIUTe Ce TUarHOCTUIMpaxa KaTo MalUeHTH C
CVID.

Kacae ce 3a momuue, poaeno 2005 rof. ¢ yecTo peuuauBHpaIiyd OpOHXUTH U NpeOosieyBaHH
nse maeBMoHHU — 2008 1 2009 roxa. M3onupan npuunnuren — Staphylococcus aureus. Jlanau
3a aTONHWYEeH JAEPMATHT W aleprus KbM JOMAIleH Mpax U akapu. VIMyHH3uUpaHo cHpsMo
UMyHM3allMOHHUs KaneHaap Ha Pb. Ot mnpoBeneHuWTe MMYHOJOTUYHM M3KIIEABAHUS
KJIEThUHUTE MOMyNaluuu Osixa B peepeHTHU IpaHulM Mo abcoioTeH Opol 3a Bb3pacrra.
N3cnenBanero Ha xymopanHus uMmyHuTeT 2008 ron. mnokasa: 3HAUYMTENHO IOHM)KEHU
croiiHocTH Ha ITA u nonmxken UrM. Url" B pepepenthu rpanunm. Ilpocnenenu B fuHaMuka
npe3 2011 roa. ce ycTaHOBH HOpMAJTU3UPaHE HA UMYHOTJIOOYITMHOBUTE HUBA

VmyHornoOynunu rp/n 2008 ron. 2011 rogn. PedepenTHH rpaHuim
Url 4,793 5,785 3,7-16,10

UrM 0,493 0,955 0,5-2,00

UrA <0,170 0,612 0,3-2,00

C BB3pacTTa uyectorata Ha WHQPEKIMUTE HaMalsl W MPOTHYAHETO MM CE€ OBJAJsBaIlIE C
anTHOMoTHYHA Tepanud. [Ipu neTeTo He ce HaloXKU MPOBEXKAaHE HAa MMYHO3aMeCTUTEIHA
Tepanusi.




