3ATBEPI)KEHO
Haka3 MiHiCcTepcTBa OXOPOHU 3L0POB’'A YKpaiHu
Bif 09.07.04 Ne 355

MPOTOKO/N NIKYBAHHA AITEN 3A CMNELUIA/BHICTHIO "ANTAYA IMYHOOI A",

1. A.80.0 - CITALKOBA T'ITTOFAMAI JIOBYNIHEMIA (3a knacuikauieto BOO3: X-34yenneHa
aramarnobyiHemis)

2. [liarHOCTUYHI KpuTepit:
A) KniHiyHi:
peunamByoYi iHQeKUiT y nepLui 5 poKiB XXUTTA Y NauieHTIB Y0/I0BIYOT CTaTi;

peunamBytodi GaktepianbHi IHPeKLUiT 6POHX0NEereHeBOI CUCTEMU: OPOHXITW, MHEBMOHIT (He MeHLue 2
eni3oAiB Ha pik);

peunamBytoYi  iHMEKUIT BEPXHIX AMXaNbHUX LUNAXIB:  PeuuaMBYOMMA OTUT 2-3 pasM Ha pik;
PELMAMBYIOUMIA CUHYCUT 1-2 pasu Ha PiK; XPOHIYHWI CUHYCWUT TpuBanicTio OGinbwe 1 micAus,
Pe3NCTEHTHWUIA [0 Tepanit;

IHBa3MBHI IH()EeKLiT: Cencuc, OCTEOMIENIT;

peunamBytoYi iHgeKUiT WKipK;

MepcuCTyoYi BipYCHI (EHTEPOBIPYCHI), NapasuTapHi (NaM6/1i03) iHDeKLT;

rinonnasia nimaTuyHUX BY3NiB, MUT La/IMKIB.

B) IMyHOnorivHi KpuTepii:

KifibKicTb B-knituH (CD 19+ a6o CD 20+) < 2%j;

C1poBaTKoBI iMyHOrno6yniHm IgG < 2 r/n, IgM, IrA, IgE BiACcyTHI ab0o B Ay>e HW3bKili KOHLEHTpaUT;
BIZICYTHICTb 130remMar/IloTUHIHIB;

BIACYTHA BignoBiAb Ha iMyHi3auito 6inkoBMMKU (AUTEPINHWIA Ta nNpaBUEBUIA aHATOKCUMHW) Ta
nonicaxapnaHmumm (Haemophilus influenzae b, Streptococcus pneumoniae) aHTUreHamu;

(OYHKUIA T-KNiTKH, haroymnTie, KOMMNIEMEHTY HOpMaJibHa.
B) MigTeepmkytoyi Kputepii (Mo MOX/IMBOCTI):
BIZICYTHICTb B-KNITUHHOT TUPO3NHKIHA3W,

MyTauii reHy B-KNITUHHOT TUPO3UHKIHA3N.

3. JlikyBaHHs.

A) OCHOBHUWIA MeTOA: TMOCTiiHa MNOXMTTEBA perynsapHa 3amicHa Tepanisi  BHYTPILUHbOBEHHUM
iMyHornobyniHom y go3i 400-500 Mr/kr KoxkHi 3-4 TvKHI (MiHiManbHa go3a - 200 Mr/Kr, MakCumasibHa
Ao3a 800 Mr/Kr womicauHo). Migbip Ao3n 34iNCHIOETLCS IHAMBILYA/IbHO B 3a/1€XKHOCTI Bifl BUPAXKEHOCTI
iH(beKUiHOro  cuHApoMy. ONTUMa/bHMM  BBaXKAETbCA  [JOCATHEHHSA NepeaTpaHCc(y3iiHOro  piBHS
cuposatkoBoro 1gG 5 r/n, ane He meHLwe 3-4 r/n.

KOHTponb nepeaTpaHcgy3iiHOro piBHA CMpoBaTKOBOro IgG KOXHI 2 MicALi MPOTArom MepLioro poky
NiKYBaHHS, NOTIM KOXHi 6 MicALiB.

KOHTpo/b 3aranbHOro aHaniy Kposi Ta GioxiMiyHMX nokasHukiB (AJIT, ACT, 6inipy6iH, cevyoBuMHa,
KpeaTUHiH) KOXHi 6 micsuiB.

MpenapaTyi BHYTPILLHLOBEHHOIO IMYHOT100YNIHY:

"CaHpgornobyniH"  BupobHuuTtBa  "HoapTic",  "IMyHOrnobyniH  HOPMa/lbHUA  NOAWHW  ANS
BHYTPILLHbOBEHHOIO BBEAEHHA™ BUPOOHMLTBA "Biodhapma™ Ta iHLLUi.

b) AnbTepHaTMBHI MeTOAM:
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BBEEHHA IMYHOr/100yNiHY HOPMa/lbHOTO NIIOAVMHU NS BHYTPILWHBOM A3€BOr0 BBefeHHA Y ao3i 100
Mr/Kr womicayHo (1 ma/kr 10% po3unHy) abo 50 mr/kr 1 pas y 2 TukHi. OgHOMOMEHTHO MOXHa
BBOAWUTU He Ginbwe 20 mn, B OfHe MicLe BBEAEHHS He Ginblie 5 Mn (BepXHbO-30BHILLUHIN KBaApaHT
CifiHMU, nepeaHbO-aTepasibHa NOBEPHS CTErHa)

BBEEHHS HATMBHOT Mna3mu Bif 6/IM3bKMX poaudiB y Ao3i 20 MA/Kr 3a nokasamu (NP1 HEMOXX/IMBOCTI
3abe3neyeHHst npenapartamy BHYTPILLIHLOBEHHOI0 iMyHOTr106Y/1iHY Ta BiACYTHOCTI e(heKTy npu 3aMiCHil
Tepanii npenaparamyt iMyHOr106yniHy A4/ BHYTPILLHbOM'A3€BOr0 BBEAEHHS).

Y BUMAAKY PO3BUTKY BaKKUX iHBAa3MBHUX GakTepianbHUX iH(eKUid (cencuc, NHEBMOHISA, OCTEOMIENIT,
CeNTUYHWIA apTPWUT) NOKa3aHe BBEAEHHS A0AATKOBOI A03M BHYTPILUHbOBEHHOrO iMyHOrn06yniHy (200-
400 mr/kr) abo HaTtuBHOT nnasmu (20 ma/kr).

B) [dopatkoBuini MeToA: MiATPUMYHOYa aHTMbaKTepiasibHa Tepanis Npy HasBHOCTI YacTUX peuunavBiB
XPOHIYHUX BOTrHWLL, iH(EKUiT (CMHYCUT, OPOHXIT, OPOHXOeKTaTU4yHa XBOpoba) HesaneXHo Bif
MpoBefeHHA 3aMiCHOI Tepanii npenapatamMu iMyHOr/I06yNiHIB - 6e3nepeBHi Kypcu aHTMGIOTUKIB
LLUIMPOKOrO CNeKTPy Ail.

Mpenapatom BMGOPY € TpuMmeTonpum/cynbdameTokcason (6icenTon) 2-5Mr/Kr no TPMMETONPUMY Ha
A06Yy Ha 2 NpuitomMK WOAEHHO NOCTIHO. Kopekuis 4031 NpoBOAWTLCA iHAMBIAYa/IbHO B 3a/1eXKHOCTI Bif
NposBiB IHPEKLINHOrO CUHAPOMY.

AnbTepHaTMBHI npenapaty (NpU HenepeHoCcMMOCTi BGicenTony, BiACYTHOCTI e(heKTy): HamiBCUHTETUYHI
MeHILUAIHW, NEHILUMIIHX NPONOHIoBaHOT Aii, uedanocnoputu | abo Il NOKoNiHHA, Makponiaw.

) Tepania iHMEKUIAHMX YCKNaAHEHb MPOBOAMTLCS 3rifAHO BiANOBIAHWMX MPOTOKOMIB NiKyBaHHS
(cMHYCUTY, MHEBMOHIT, MEHIHriTY TOWO) 3 YypaxyBaHHAM O0CO6/IMBOCTEA NiKyBaHHA MalieHTIiB 3
iIMyHOZe(iUMTOM: aHTubaKTepiaibHa Tepanis NepeBaXHO Yy MaKCMMallbHUX PEKOMEeHAO0BaHUX [A03ax,
TPUBAIICTb  KypCiB  aHTMOGaKTepiasibHOT Tepanii y 2-3 pasv nNepeBuLLye TEPMiH JliKyBaHHS
IMYHOKOMMETEHTHUX MaLi€HTIB.

) MocTypanbHWUiA apeHax, BibpaLiinHWin MacaX Npu HassBHOCTI XPOHIYHOT BPOHXOEreHeBOi NaToNoril.

1. D 80.2. BUBIPKOBUI JIEDILIAT IgA (3a knacudikauicio BOO3: gediuut 1gA)
2. [liarHOCTUYHI KpuTepit:

A) KniHiyHi:

nigBuLLeHa YyacToTa iH(EKL i BEPXHIX AMXaNIbHUX LUNAXIB;
aneprivyHi 3axXBOpPrOBaHHS;

ayTOIMYHHI 3aXBOPIOBaHHS;

yacTMHa NauieHTiB 6e3CMMNTOMHA.

B) IMyHOnoriyHi:

3HWKEHHSA PiBHA cMpoBaTkosoro IgA meHwe 0,05-0,07 r/n;
HOpMasibHa KiNbKIiCTb cupoBaTKoBKX 1gG Ta IgM.

3. JlikyBaHHs.

NIKYBaHHSA CYMYTHbOI MATOMONT - anepriyHnx abo ayToiMyHHMX 3axXBOPHOBaHb 3rifHO Bi4NOBIAHMX
NPOTOKONIB NiKYBaHHS;

MNPy HasBHOCTI  MiABMLLIEHOT 4acTOTM iH(EKLin - pO3LLIMPEHHS MNOKasiB A0  MpU3HAYEHHS
aHTMbaKTepiasbHOT Tepanit;

npu HopMyBaHHI XPOHIYHWUX BOTHULL, IH(DEKLIT - NIATPUMYHOYa aHTUbaKTepia/sibHa Tepanis Kypcammn abo
NOCTIHO (AMBMCL NPOTOKO/ MliIKyBaHHSA CNaAKOBOI rinoramariobyniHemii);

LLiern/IeHHs 3a KalleHapem;
[0[aTKOBa BaKLMHaLis: NpoTy NHeBMOKOKY, npoty Haemophilus influenzae b;
[0AaTKOBa BaKLMHaLifi NPOTU FpUny LOPiYHO.
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MPOTUMOKa3aHe BBEAEHHA MpenapaTiB KPoBi, Mpy HeOobOXiAHOCTI 3a XUTTEBMMU MOKa3aMW BBELEHHS
BIAMUTUX epUTPOLMTIB.

1. D 8.5 IMYHOAE®IUMT 3 NMIABUWEHMM PIBHEM IMYHOIMOBYNIHY M (3a
Knacugikaugiero BOO3: IMinep-1gM cnHapom)

2. [liarHoCTUYHI KpUTepii:

A) KniHiyHi:

peunamBytoYi 6akTepiasibHi | ONOPTYHICTUYHI IH(EKLIT 3 MEPLLIOTO POKY XUTTSH;
MHEBMOLMCTHA NMHEBMOHIS;

peunamsytova abo XpoHiyHa fiapes, CrpuYMHeHa KpUnToCcnopuaiaMu;

CKNepo3yHUniA XONaHriT y AiTei CTapLUoro BiKY;

annacTuyHa aHemisl, iHayKoBaHa napsosipycom B19;

HenTponeHis;

nimdageHonaris, cnieHomeranis;

MigBMLLEHa YacToTa 3/109KICHUX HOBOYTBOPEHb.

b) /TabopaTopHi:

3HKEHHSA KOHUeHTpauil 1gG Ha 2 ctaHAapTHI BIAXWIEHHS (2 curmMu) Bif BIKOBOI HOpMM (MeHLLe 2 r/n);
NiABULLIEHHA KOHLUEeHTpauiT IgM Ha 2 cTaHAapTHI BigXWUIEHHS (2 curmun) Bif BIKOBOT HOPMU;

BIICYTHICTb BIiANOBIAI Ha iMyHi3aUito 6inkoBMMKU (AU(TEPIAHMIA Ta NpaBUEBWIA aHATOKCWMHK) Ta
nonicaxapugHumu (Haemophilus influenzae b, Streptococcus pneumoniae) aHTUreHamu;

HopMasibHa abo NifABuLLEHa KiNbKiCTb B-KNiTWH;

HOopMasibHa Ki/IbKiCTb T-KAITUH | Nponidepatis Ha MiToreHu (iToreMarntOTUHIH, KOHKaBasiH A, MITOreH
NaKoHoCY);

HenTponeHis.

B) MigTeepmKytoui:

X-34yenneHui rinep-IrM cuHAPOM - y NauieHTiB Y0M0BIYOI CTaTi:
myTauii reHy CD40L

BIAACYTHICTb Moniekynn CD40L Ha akTuBoBaHMX CD4+ T-nimdouuTax npy BU3HAYEHHI 3a A0MOMOroH
PO34MHHUX Monekyn CD40 a6o MOHOK/IOHaIbHUX aHTUTIN o CD40L.

AaHi Npo NigTBepmKeHnin X-34enneHnii rinep-lgM crHApPOM y poamyiB YONOBIYOT CTaTi NO NiHIT MaTepi.
2) ABTOCOMHO-peLecuBHi thopmu rinep-1gM crHApoMy - y NauieHTIB YO/I0BIYOi Ta XXIHOYOI CTaTi:
BIZICYTHICTb Moniekynin CD40;

MyTauil reHy UMTIAIH Ae3amiHasu.

3. JlikyBaHHs.

A) OCHOBHUIN MeTOZ: TpaHcniaHTawist KiCTKOBOro MO3KY.

Mpy HEMOXX/IMBOCTI NPOBeLEHHS TPaHCNIaHTaLiT KiCTKOBOro MO3KY:

MocTiiiHa perynsipHa 3aMicHa Tepanis BHYTPILUHbOBEHHWM iMYHOrno6yniHoM (3rigHO NPOTOKON
NiKyBaHH# CMagKoBoI rinoramariobyniHemir).

B) [opaTkoBi MeTOAW: MigTPUMYKOYa aHTMOaKTepiaibHa Tepanis NPy HasBHOCTI 4acTUX peLunavBiB
XPOHIYHMX BOrHWL, iHMeKUIT (CMHYCUT, OpOHXIT, OPOHXOEKTaTUYHA XBOp0ba) He3aneXxHo Bif
NpoBefeHHs 3amiCHOT Tepanil npenapataMmn iMyHOrNo06yniHiB (3rigHO NPOTOKO/Y NiKyBaHHSA CrafKoBOT
rinoramarnobyniHemir).



4
M) JlikyBaHHA CynyTHLOT NaTo/orii (aBTOIMYHHMX 3aXBOPHOBaHb, 3/1I0FKICHUX HOBOYTBOPEHb Ta IH.)
3rigHo Bi4NOBIAHMX NPOTOKONIB /IIKYBaHHS.

1. D 80.7. TPAH3VTOPHA I'MOrAMAITOBY/TIHEMIA Y OITEW (3a knacudikauieto BOO3:
TpaH3MTOpHa Ma/lItoKOoBa rirnoramMars00yiHemis)

2. [iarHocTuyHI KpuTepit:

A) KniHiyHi:

peunavBYOYi TH(EKUIT anxanbHUX WAsXiB (OTUTW, CUHYCUTK, BPOHXITW, pigwle - MHEeBMOHIl) 3 6-12
MicALiIB XXUTTS 10 3-5 POKIiB;

peunamsytoyva abo nepcucTyroya giapes.

B) IMyHOnoriyHi:

3HWKeHHA piBHA 1gG Ha 2 cTaHfapTHI BiAXWNeHHA (2 curmu) Bif BIKOBOI HOPMW; HOpPMasbHWUIA abo
3HMKEHWIA piBeHb IgA, HopMabHUIA piBeHb IgM;

HopMani3alis piBHA iIMyHOrnobyniHiB y BiLi 3-5 poKiB;
HOpMasibHa KiNbKICTb B-KNITUH;

HOpMasnbHa, IHOAI 3HMXKeHa BIAMOBiAb Ha BaKUWHa/bHI aHTUreHU (AUMTEpINHWIA Ta npaBLEBUIA
aHaTOKCUHN).

3. JTikyBaHHs.

A) Po3lIMpeHHA MoKa3iB [0 MNpU3HayYeHHs aHTUbaKTepialbHUX MpenapaTiB Yy BuNagKy rocTpux
6aKTepianbHNX iIHDEKLA.

b) 3amicHa Tepania npenapatamy iMyHOrNMOOYMIHIB Ti/IbKA MPU YaCTUX BAKKWX PELNANBYHOUNX
6akTepianbHUX IHMEKUIAX (MHEBMOHIS, eHTEPOKONIT, MEHIHTIT, CEeNncuc) Ta HefoCTaTHIN eeKTUBHOCTI
aHTMbakTepiasibHOT Tepanii y nauieHTiB 3 piBHem IgG MeHwe 2 r/n (3rigHO MPOTOKOMY NiKyBaHHS
CrnaAKoBoI rinoramariobyniHemir).

B) MpunuHeHHs 3amicHOI Tepanii npenapataMmu iMyHOrnobyniHiB npy NikBigauil KNiHIYHUX NPOABIB Ta
Hopmani3auii pieHa 1gG.

M) LLlenneHHsa 3a KasiieHAapeM Ta [04aTKoBa BakLMHaLisa npoT NnHeBMOKOKY Ta Haemophilus influenzae
b aiTel 3 piBHem IgG 6inbLue 2 r/n;

[) LLlopiyHa BaKUMHaLLA NpoTY rpuny.

1. D 81.0-D81.9 KOMBIHOBAHI IMYHOLE®ILNTI

2. [liarHoCTUYHI KpuTepii

A) KniHIuHi:

noYaToK KNiHIYHMX NPOSBIB NPOTArOM NepLUmX 2 POKiB XUTTS, HailvacTille Y Bili 2-7 MicAuiB
BaXKKa 3aTpMMKa (hi3MYHOro po3BuTKY (PICT, Maca Tifia MeHLwa 25 LeHTWUNA)

TpvBana (NepcucTyroya) aiapes (TpyvsanicTio noHag 14 aHiB)

MHEBMOLMCTHA NHEBMOHI S

BaXKKi peunavBytodi 6akTepianbHi iHeKLii (cencuc, MHeBMOHIA, MEHIHTIT, THIMHWIA OTWT)
ancemiHoeaHa BLDK iH®ekuis

nepcucTyroYa KaHaMAo3Ha iHeKLisa (CM30BnX 06010HOK, LLKIpW)

rinonnasisa nimaTuyHUX BY3NiB, MUT Ja/INKIB

MOX/MBa "XBOpoba TpaHCMMaHTaT NpPOTW XassdiHa" y BUrAsSA4l  NASMUCTO-Nanynbo3HOT BUCKMKK,
NiABWLLIEHHA PIBHIB TpaHcamiHas, NosBM abo MigCUIeHHs ICHYOYOT aiapet

B) IMyHOnoriyHi:
abCcontoTHA KifIbKICTb NIMYOLMTIB B 3arajibHOMY aHanisi Kposi MeHwe 3000/mMm3
BMICT T-nlimpouutie (CD3+) meHLwe 20%
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BMICT CMpPOBaTKOBMX IMyHOrf06yniHiB IgG Ta IgA MeHLwe 2 cTaHAapTHUX BIAXWNeHb (2 curmu) Bifg
HOPMK

nponigepaTnBHa BigNOBiAb HAa MITOreHn (hiToremarr/itOTUHIH, KOHKaHaBaliH A, MITOreH /lakoHOCY,
cTainokokoBui NpoTeiH A) MeHLe 10% Yy NOPiBHAHHI 3 KOHTPO/IEM

aHepris nNpu nNpoBefeHHI LUKIPHUX TeCTiB BW3HAYEHHS TiNepyyT/IMBOCTI YMOBIMIbHEHOrO TuMy, 3a
[I0MOMOrOH0 creliasibHMX aHTUreHiB (KaHAMA03HOr 0, NPaBLEBOro, ANQTEPINHOro) /npy MoXXNMBOCTI/

BU3HAYEHHA MaTepUHCbKMX NIMOUUTIB B UMPKYNAUIT LWASXOM BM3HAYeHHs iX HLA teHoTuny /npu
MOX/IMBOCTI/

B) Migteepmxyroui

Mpwv BM3HayeHi B cybnonynauisx nimgountie T-B+NK- gocnimpkeHHs CTPYKTYpY reHy ramma naHutora
peuenTopa iHTepnerikiny-2 (Xq13.1-13.3) Ta gocnimkeHHs CTpyKTypu reHy JAK3 (19913.1)

Mpn  BU3HayeHi B cybrnonynauigx nimpountie  T-B-NK-  gocnifpkeHHs  CTPYKTYpU  TeHy
afleHo3nHae3amiHasm (20q13-ter)

Mpn BM3HaYeHi B cybnonynauisax nimgountis T-B-NK+ gocnimpkeHHs cTpykTypu reHie RAGL i RAG2
(11p12-13)

Mpn BU3HauyeHi B cybnonynauyiax nimgoumntie T-B+NK+ gocnimpkeHHs CTPYKTYpu anbia naHurora
peuenTopa iHTepnelikiny 7 (5p13)

3. JlikyBaHHs

A) OCHOBHWIA METO, - TPaHCN/IaHTaL,is CTOBOYPOBUX KNITUH KICTKOBOrO MO3KY.
b) JoaaTKosi.

cTpora i3onauis

3aMiCHa Tepanif npenapatamy BHYTPILUHbOBEHHOrO iMYHOr/I00y/iHY 3rigHO MNPOTOKOMY NiKyBaHHA
CMaAKoBOI rinorammarnodyniHemii

nigrpyMmyroya  aHTMbakTepianbHa — Tepamig  (3rigHO  MPOTOKOMY  NiKYBaHHA  CMagKoBoOl
rinoramarno6ysniHemir)

npogoifiakTMKa  MHEBMOLMCTHOI  MHEBMOHIT - TpumeTonpim/cynbameTokcason 5 Mr/kr 3a
TPUMETOMPUMOM LLIOZHA NOCTIMHO 3 MOMEHTY BCTaHOB/EHHS fiarHo3y

[iTaM, aKi 6ynun wenneHi BLK, npotinaktmka reHepanizosaHol BLIXK iHdekuii - i3oHiasng, (10-15 mr/kr
OANH pa3 B AeHb NpoTaroM 9 micauiB) abo pidamniymH (10-20 mMr/kr oguH pa3 B fAeHb NpoTarom 4-6
MiCALiB) BHYTPILUHbLO.

BTOPUHHA NPOiNaKTUKa rpnoKoBUX IH(EKLIiA:

opodhapuHreanbHUin KaHAaMAo3 - HictaTiH 100 000 O/ X 4 pa3u Ha A06Y BHYTPILLHLO
iHBa3MBHI (hOpMU KaHAMAO3HOT iH(eKLiT - hyKoHa30n 3 Mr/Kr X 1 pa3 Ha 00y BHYTPILLUHLO
acneprinibo3 - iTpakoHa3on 2-5 Mr/kr X 1 pa3 Ha 100y BHYTPILUHLO

BTOPUHHA NPOGiNaKTMKa BipyCHUX iH(eKLil

auyKnoBip 40 Mr/Kr Ha o6y BHYTPILLHLO Ha 2 NPUAOMK

OMpOMiHeHHs npenaparTis KPoBi (Mna3ma, epuTpoumTapHa Maca, Li/ibHa KpoB) nepes BeefeHHAM B A03i 30
p 4ns nonepempkeHHS BWHUKHEHHS XBOPOOM TpaHchnnaHTaT MpoTU XasdiHa 3 BUKOPUCTaHHAM
PEHTTeHIBCbKNX YCTAHOBOK, KOGA/IbTOBMX rapmMar.

NiKyBaHHS iHLINX 3axBOPIOBaHb 3riAHO BiAMOBIAHMX MPOTOKOMIB. [pW NiKyBaHHI iH(EeKUiAHMX
3aXBOPIOBaHb crieUudiyHa Tepanis Mae nNpusHavaTuca B MakCUMa/lbHUX [03aX 40 MOBHOMO 3HWKHEHHS
KNiHIYHMX NPOsiBiB XBOPOOW, TPMBaNICTb KYPCiB NiKyBaHHA B 2-3 pa3u [0BLLE.

1. D82.0. CMHAPOM BICKOTT-OJIAPNYA (3a knacugikauieto BOO3: cuHApom BICKOTT-
Ongpunya)

2. [iarHoCcTuyHI KpuTepit:



A) KniHiyHi:

peunamBytodi 6akTepianbHi (OTUTK, CUHYCUTW) | BIpYCHI iH(eKuiT (rpyna repnecsipyciB) y NauieHTiB
40/10BIYOT CTaTi

eK3eMa Yy nepeBaxHOT BGi/IbLLOCTI NaLieHTIB

ayTOIMYHHI 3aXBOPKOBaHHA (BaCKy/iTU, reMONITUYHA aHEMIS, T/TIOMePY/I0HepPUT)

nigsuLeHa vyactoTa iMgom, NerikosiB, NYXINH MO3KY

niABuLLEHA KPOBOTOUMBICTb.

b) J1TabopaTopHi:

BPOKEHA TPOMBOLTOMEHIs (MeHLLe 70 000 TPOMOLMTIB B MM®) Ta/a6o Manuii po3mip TPOMBOLTIB

nopyLUeHa MpOAYKUIA aHTUTIN Ha nosicaxapuiHi aHTureHn (aHturedn Haemophilus influenzae b,
Streptococcus pneumoniae)

nigsuweHHs pisHa IgE i IgA, 3HWKeHHA piBHA IgM Ta/abo 1gG y yacTMHM nawieHTiB

HOpMas/ibHa BIAMOBIAb HA MITOreHN ((hiToremar/It0TUHIH, KOHKaBaniH A, MITOreH 1akoHOCY)

3HVDKEHHS KINIbKOCTI | PYHKUIT T-KNITUH 3 BIKOM

B) MigTeepmxytoui:

MyTaLii reHy 6inka WASP

BiACYTHICTb 6inka WASP B nimouyutax

HasBHICTb Y pOAMYIB YONOBIYOI CTaTi NO NiHiT MaTepi TPOMOOLMTONEHIT, TPOMBOLMTIB MaIoro Po3mMipy
3. JTiKyBaHHs:

A) OCHOBHWIN METOZ: nepecajKa CTOBOYPOBMX KNITUH KiCTKOBOTO MO3KY.

B) 3amicHa Tepanisi npenapaTaMu iMyHOr106yiHIB MOCTINHO NPY YaCTUX PeLMAMBYOUNX BaKTepiaibHUX
IH(PEKLIAX Ta 3HWKeHHI piBHA 1gG meHwe 2-3 r/n (3rigHO MPOTOKONY NiKYBaHHA CMaAKoBOi
rinoramarno6yniHemir).

B) MigTprmytoya aHTMbaKTepiasbHa Teparis Npu YacTUx peumamsax GakTepiasibHUX iHeKUin (3rigHo
NPOTOKO/Y NiKyBaHHA CMafKoBOTl rinoramarnooyniHemir).

) MpodinakTka NHEBMOLMCTHOI MHEBMOHIT Npu niMdoneHii MeHwe 1000 y mm3(3rigHo mpoTokony
NiKyBaHHS KOMBIHOBaHMX iMyHOAehiLMTIB).

[) BTOpuHHA npohinakTka BipyCHUX Ta TFPUOKOBUX iHMEKUi (3rigHO MNPOTOKOMY JliKYBaHHS
KOMGIHOBaHUX iMyHOAe(iUUTIB).

E) MNMokasaHa BaKuMHaLis 3rifHO KaneH4apto, 3a BUK/IHOYEHHAM XUBUX BaKLWH, Ta J0AAaTKOBA BaKLMHaLliA
KOH'IOrOBaHMMW BaKUMHaMM MPOTU MHEBMOKOKOKY, Haemophilus influenzae b, a T1akox npotu
MEHIHTOKOKY. MoKa3aHa LLopIYHO A04aTKOBA BaKLMHaLA NpoTY rpuny.

XK) O6MeXeHHS BHYTPILLHbOM'I3€BUX IH EKLIMA.

1. D 82.1. CMHAPOM Al 'EOPTE (3a knacudikauieto BOO3: aHomania Oi-Ixopaxi)

2. [liarHOCTUYHI KpuTepit:

A) KniHiuHi:

BPOpKEHa Baja cepus Nno KOHOTPYHKaslbHOMY Tuny (truncus arteriosus, Tetpaga ®asnno, aHoMasibHa fyra
aopTu, abeppaHTHa npasa MigKIUnyHa apTepis);

CYAOMU Y NaLi€eHTIB 3 TiNOKabLIEMIEND, AKa BUMarae npoBefeHHA KOPeKLii PIBHA KanbLito;

An3mopgivHi aHomanii nuus, NigHe6IHHS;

3aTPUMKa NCrxXo-MOTOPHOIO PO3BUTKY;

nepcucTytoYi BipycHi (rpyna repnecsipyciB) abo rpnbkoBi (KaHAMA03) IH(EKLIT B NepLUi poKKN XUTTS, Y
6iNbLUIOCTI NaLiEHTIB NMIKBIAYHOTLCA B NOAA/bLLIOMY;



ayTOIMyHHa NaTto/ioria y CTapLIoMy BiLj.
b) /labopaTopHi:

niMgoneHis B 3aralbHOMY aHanisi KpoBi (3HMXKEHHS abCONMHOTHOI KiNbKOCTI nimdouiTie MeHwe 3000
Mm/3);

3HWKEHHSA KifibkocTi CD3 T-nimdouuTis meHwe 1500/mMm3;

rinoKanbLieMis NPOTAroM 3 TUXKHIB i BiflbLUe, KA BMMarae NpoBeAeHHs KOPEKLiT PiBHSA KasbLiito.
B) [lonomixHi:

feneuis xpomocomu 22q11.2

4. JlikyBaHHA

A) Kopekuia rinokanbuiemii npenapatamy Kabuito Ta BiTamiHy [l (3rifHO MPOTOKOANY JiKyBaHHS
rinonapaTnpeosy).

B) BTopvHHa npodinakTMka BIPYCHUX Ta TPUOKOBUX iH(EKUiA (3rifHO NPOTOKONY NiKyBaHHA
KOMGIHOBaHUX iMyHOAe(hiLmTIB)

B) LLLenneHHs 3a KaneHaapem, 3a BUHATKOM XXMBUX BaKLIMH.

1. D 823. IMYHOAE®IUMT BHACIIAOK CMNALKOBOIO AE®EKTY, 3YMOBJ/IEHNI
BIPYCOM EMWTENHA-BEAPPA (3a Knacugikaujiero BOO3: X-34enneHnin
nimcponponigepaTUBHUIN CUHAPOM)

2. [liarHOCTUYHI KpuTepii.
A) KniHiyHi - y nauieHTa 40n0Biyoi cTari:

(haTasibHWIN nepebir EnwTeiH-bapp BipYCHOT iH(eKUiT ((hyMiHaHTHWIA renaTuT, eHuedanit) y 50-60%
XBOPWX Y paHHbLOMY BiLl;

PO3BUTOK BaXKUX YCKMaAHEHb Mpw roctpiii EnwTeliH-bapp BipyCHil iH(eKLIT: annacTUYHOI aHeMil,
nimdoricTiounTapHOro CMHAPOMY, BaCKyniTy, rinoramarnodyniHemit;

nimchoma, nimdorpaHynemaTo3d Ta/abo iMyHoaediunT nicnd nepeHeceHoi EnwTeiiH-bapp BipycHOI
IH(PEKLIT Y nayieHTIB CTapLLIOro BiKY.

B) JlTabopaTopHi:

ceponoriyHo (aHTM-EBV VCA IgM, aHTM-EBV EA, aHTM-EBV EBNA) abo wmetogom [1/1P
NigTBEPAKEHA aKTVBHA YM NnepeHeceHa EnwteiiH-bapp BipycHa iH(eKLis;

Y YaCTMHU NaLieHTIB 3HMXKeHHS piBHA cupoBaTKoBoro 1gG Ta/abo pisHa IgA, IgM;
MOPYLUEHHA PYHKLIT KNITUH HaTYpasibHNX KiNepis.

B) MigTeepmxytoui:

BU3HaYeHHa myTauil reHy SH2D1A/SAP/DSHP.

3. JliKyBaHHs:

A) OCHOBHWIA MeTOA; TpaHCMNaHTaLisi CTOBOYPOBMX KNIiTUH KiCTKOBOTO MO3KY.

B) MpotuBipycHa Tepanis (aUMKIOBIP) Yy NauieHTIB 3 YCKIaaHEHUMK hopMamMKn rocTpoi EnwTeiiH-bapp
BIPYCHOI iH(eKLiT (eHUedaniT, renaTtur).

B) ¥ nauieHTiB 3 BUpaXXeHUM iH(EKLINHMM CUHAPOMOM Ta 3HWKEHHAM piBHA 1gG MeHwe 2-3 r/n -
MocTiiHa 3amicHa Tepanisi npenapatamu iMyHOrno6yniHiB (3rigHO MPOTOKONY NiKyBaHHS CMaAKoBOi
rinoramarsiobyniHemir)

IN) LLiensieHHA 3a KaneH4apeM, 3a BUHATKOM XXUBUX BaKUUH, Y nauieHTiB 3 piBHeM IgG GinbLue 2 r/n.

1. D 82.4 CMHAPOM TIMNEPIMYHOI TOBYNIHEMIT E (3a knacudikauieto BOO3: rinep-IgE
CUHAPOM)



2. OiarHocTnyHi kpuTepii A) KniHivHI KpuTepir.

peunamByodi bakTepianbHi Ta rpu6KoBi IH(eKLIT (peunanByroUi iHPEKLIT AnXanbHUX LWNSXIB, NOBTOPHI
MHEBMOHIT, peLynanByroUi iIHEKLIT LWKIPKY, peLmanBYHoYi X0N0AHI abCLecn M'AKNX TKaHWH);

eK3ema;
XapaKTepHi pucy 06nmnyys (LLUMPOKe NepeHiccs, LWMPOKO MocaXKeHi o4i, rpy6a LwKipa 061m4ys);

aHomanii npopisyBaHHs 3y6iB (3aTpYMKa BMUMAAiHHA MOMOYHMX 3Yy6iB, NPOpPi3yBaHHS MOCTINHMX 3Yy6iB
PAAO0M 3 MOIOYHUMWU);

YPaXXeHHs KICTKOBOT CUCTeMMW (NaTooriyHi nepenomMu, CKonios, rinepMo6ifibHiCTb Cyrnobis).
B) /TabopaTopHi KpuUTepi:

BMCOKWIA piBeHb IQE: NiABWLLEHHSA HA 2 CTaHAAPTHWUX BIAXWMEHHS - 2 curMu (3BuyainHo y 100 pasiB i
GifbLLIe NepeBuLLYE HOPMa/IbHUIA PiBEHD);

eosnHoginisa (6inbie 500 mm/3);
3HKEHHS KinbkocTi CD8 T-niMoumTiB Y YaCTUHM NaLiEHTIB;

MOPYLUEHHS MPOAYKLIT aHTUTIN Ha BaKUWHasIbHI aHTUreHn (6inKoBi: AMMTEpINHWI Ta npaBLeBuii
aHTuUreHu, nonicaxapugHi: aHturenn Haemophilus influenzae b, Streptococcus pneumoniae)

3. JlikyBaHHs.

A) Tpun BUpaXXeHOMY [H(eKLINHOMY CUHAPOMI: MOCTiHa NiATpUMYoYa aHTMbaKTepianbHa Tepanis 3
BUKOPUCTAHHAM aHTUOIOTUKIB  MPOTMUCTaliIOKOKOBOI akTMBHOCTI  (bicenTon, uedganocnopuHn |
MOKOJTIHHA, HANIBCUHTETUYHI NeLmniHW, Makponian) 3 ypaxyBaHHAM YyTINBOCTI 30yAHMKa.

B) BTOpuHHA npo@inaktuka rpubKoBUX iHMEKUIA (3rifHO MPOTOKONY NiKyBaHHA KOMGiIHOBaHMX
iIMyHOAeiumnTIB).
B) JlikyBaHHA iH(EKLINHMX YCKNaaHeHb aHTM6ioTMKaMn (3 060B'A3KOBOKD NPOTMCTa)iSIOKOKOBOKO

aKTUBHICTIO) Ta NPOTUTPUOKOBUMYM MpenapaTaMun B 3a/IEXXHOCTI Bif 30yAHMKA B MakCUMa/lbHUX [03ax Ta
TPUBAIMMU Kypcamu B 2-3 pasu JOBLLE HIXX Y IMYHOKOMMETEHTHUX MaLiEHTIB.

M) NikyBaHHSA XipypriyHOT NaToNorii - 3rifHo BigNOBiAHNX NPOTOKONIB NTiKyBaHHS.

[) TMokasaHa BaKuMHaUif 3rigHO KaseH4aprto, 3a BUKIKOYEHHSIM XKMBMX BakUMH, Ta A04aTKOBa
BaKUMHaLis NpoTv nNHeBMOKOKOKY, Haemophilus influenzae b, a TakoX nNpoTu MeHIHIOKoKy. NMokasaHa
LLOPIYHO [0AaTKOBA BaKUMHaLis NPOTU Frpuny.

1. D 83. 3ATA/IbHU BAPIABENIbHUN IMYHOOE®IUNT (3a Knacugikauieto BOO3:
3arasibHWNii BapiabenbHWI iMyHoaeqiuunT)

2. [iarHoCcTuyHI KpuTepit:

A) KniHiyHi:

MoYaToK peunamBYHOUMX IH(EKLi YacTille y A0pOC/IOMY Bilji, X04a MOX/MBUI Y AiTER nepLumnx 2 pokis
XUTTSH;

peunamBytodi 6akTepiasbHi IH(eKLiT 6pPOHX0NereHeBol CUCTEMU: OGPOHXITW, NMHEBMOHIT ( HE MeHLle 2
eni3oAis Ha pik);

peunamBytodi  iHEKUIT BEPXHIX AMXaNbHUX LINAXIB:  peumMamByrOUMiA  OTUT 2-3 pasM Ha Pk,
PELMAMBYIOYMIA CUHYCUT 1-2 pasu Ha PiK, XPOHIYHWMIA CUHYCUT TpumBanicTio 6Ginbwe 1 micAus,
PE3UCTEHTHWIA 40 TepaniT;

IHBa3WBHI TH(eKLiT: Cencuc, OCTEOMIENIT;

peunamByodi i NepcucTyrodi BipycHi (rpyna repnecsipyciB), rpubkoBi (kaHAuMAo3) Ta napasvTapHi
(nAM6i03) iHDeKLT;

aBTOIMYHHI  3axBoptoBaHHA Yy 50% xBopux (aBTOIMyHHa TremoOniTUYHA aHeMisi, aBTOIMYHHa
TPOMOOLMTOMEHIS, PeBMATOILHWI apTPUT Ta iHLWI KONareHo3u, aBToiIMyHHWUIA renaTuT);
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YP@KEHHSA  LUMYHKOBO-KULLKOBOIO TPaKTY: HecneuuiyHi  3anasibHi  3aXBOPHOBAHHA  KULLIEYHUKY,
CUHAPOM Manbabcopbuii, HoaynspHa nimoiaHa rinepnnasis;

rpaHynemarto3Hi ypaXkKeHHs NiereHb, NeYiHKK, CenesiHku, WKipw,
NiABULLEHWI PU3MK PO3BUTKY 3/108KICHMX HOBOYTBOPEHD.
B) IMyHOMOriYHi:

BUPAKEHE 3HMDKEHHS - OifiblUe HIXXK Ha 2 CTaHAAapTHI BigXWNeHHs (2 curmu) Bif BIKOBOI HOPMM ABOX 3
TPbOX OCHOBHMX i30TWUMIB CUPOBATKOBUX iMyHOrnobyniHis (1gG, IgM, IgA), y GinblwocTi nauieHTiB
cymapHa Kinbkictb 1gG, IgM, IgA He nepesuLye 4 r/n.

HOpMasibHa CMpPOoBaTKOBa KoHUeTpauis IgM y 50% xBopux;

BIICYTHICTb i30reMar/toTMHIHIB Ta/ ab0 HeAOCTaTHSA BiAMNOBIAb Ha BaKUMHa/bHI GINKOBI (AU TEPIiHNIA Ta
npaBLeBWiA aHaToKcuHK) Ta nonicaxapugHi (Haemophilus influenzae b, Streptococcus pneumoniae)
aHTUTEHN;

HOpMa/ibHa ab0 3HVKEHA KiflbKICTb B-KNITUH;

aHomManii KinbkocTi T-nimouunTiB Ta iX (DYHKUIMA Yy YaCTUHW NaLieHTIB: 3HWKEHHS KinbkocTi CD4 T-
nimoumtie 'y 20% XBOPUX, 3HVDKEHHA NponidepaTMBHOI BigNoBiAI Ha OAMH abo Gifblue MITOreHiB
(chiToremarnOTUHIH, KOHKaBaniH A, MiTOreH nakoHocy) y 40% XBopux.

3. JlikyBaHHsA

A) OCHOBHMIN MeTOA: MOCTiiHa perynspHa 3amicHa Tepanis npenapataMu BHYTPiLLUHbOBEHHOIO
IMyHOr106yniHy MOXMWTTEBO (3rigHO MPOTOKONY NiKyBaHHS CMNafKOBOI rinoramarnobyniHemit) npu
BUpaXKeHOMY iH(EKLiINHOMY CMHAPOMI Y nalieHTa 3 abo 6e3 3HMKEeHHS PiBHSA 1gG (MeHLue 2-3 1/n).

B) [JopaTkoBuii mMeTogd: MIATPMMYOYa aHTMOGaKTepiasbHa Tepanisi MpyY HasBHOCTI YacTUX peuvavBiB
XPOHIYHMX BOrHWLW, iHMeKUIT (CMHYCUT, OPOHXIT, OPOHXOEKTaTUYHa XBOpP0Oa) HesaneXxHo Bif
NpoBefeHHs 3amiCHOT Tepanil npenapataMmn iMyHOrN06yniHiB (3rigHO NPOTOKO/Y NiKyBaHHSA CrafKoBOT
rinoramarnobyniHemin)

) JlikyBaHHA IH(EKLIAHNX YCKNafHEeHb MPOBOAUTLCA aHTUGIOTMKaMW, MNPOTUrPUGKOBUMMK Ta
NPOTMBIPYCHUMM MpenapaTamn 3rigHo BigNOBIAHNX NPOTOKOMIB NiKyBaHHSA (CUHYCUTY, MHEBMOHIT,
MEHIHTITY TOLLO) 3 ypaxyBaHHAM aKTya/lbHUX 30YAHUKIB Ta TX YYT/IMBOCTI, MEPEBAXKHO Y MaKCUMa/IbHUX
[03ax, TPWBANICTb KypCiB aHTMbaKTepiasibHOI Tepanii y 2-3 pasn nepeBuLLYyE TePMiH NiKyBaHHS
IMYHOKOMMETEHTHUX MaLiEHTIB.

[) JlikyBaHHA CynyTHbOT natofiorii (ayTOIMyHHUX 3aXBOPHOBaHb, [JOOPOAKICHMX Ta 3/10AKICHMUX
HOBOYTBOPEHb Ta iH.) 3rigHO BiANOBIAHNX NPOTOKONIB NiKYBaHHS.

)K) LLlenneHHA 3a kaneHAapeM, 3a BUK/THOUEHHAM XMBUX BaKUMH, Yy NauieHTiB 3 piBHeM 1gG GinbLue 2 /1.

1. D84.0- dedheKT hyHKLiOHaNbHOro aHTUreHy-1 nimgouunTiB (3a Knacugikauietro BOO3: [eteKT
agresii nerkouuTiB (geeKT naHutory CD18, LFA-1, Mac-1, p 150.95))

2. [liarHOCTUYHI KpuTepit:

A) KniHiYHI: - peumavByrodi TH(eKUIT WKIipY, M'AKUX TKaHUH (hnermMoHu, abeuecn) baktepiasibHoi Ta
rpnbKoBOT (NepeBaXKHO KaHAMA03HOT) TIONOrIT; - 3aTPUMKa BignadiHHSA NMyNOBMHHOIO 3a/INLLKY, OManiT;
- NnoraHe 3aKWMB/MEHHSA paH; - BiACYTHICTb (DOPMYBaHHS FHOKO B iHPEKLIHOMY IOKYCI; - NepCUCTYHOUNIA
nepiofoHTUT, CTOMATHUT.

) JlaGopaTOpHi - MepcuCTYIouMii neiikoumTos (3BMuaiiHo 20 000 MM®), HeliTpodinbo3 y nepiog
BiACYTHOCTI iHeKLji, 3HauHe nigsuLieHHs (40 000-100 000 MM®) Ha TAi iH(EKLT; - 3HVKEHHSA KiNlbKOCTi
abo BigcyTHicTb 2 HTerpuHiB (CD18) Ha nelikoumtax (MeHLe 5% Bif HOpMU - TSXKKa hopma; 5-10% Bif,
HOPMW - CepeHbOT TAXXKOCTI).

B) MigTeepmKytodi: - MyTauil reHy 2 iHTerpuHiB

3. JTikyBaHHs.
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A) AsoreHHa TpaHcnnaHTauis CcToBOYpPOBMX KNITUH NpU BaxKil (opMmi 3axBoproBaHHA. b)
MigTpumytoya aHTMbGaKTepianbHa Tepanis (npenapaTamy aHTUCTadiIOKOKOBOI aKTUBHOCTI) MOCTIHO
3rifiHO NPOTOKO/Y NiKyBaHHA CNafKOoBOI rinoramarnobyniHemii. B) BTopuHHa npodinakTnka rpnokoBux
IH(peKUiin 3rifHO NPOTOKO/Y BTOPUHHOT MPOMINAKTUKU rPUOKOBOT iH(eKUii npyu KomBiHOBaHOMY
iMyHOAeiumnTI
) TlNMokasaHa BakuuMHauis 3rigHO KanieHZapto Ta [A04aTKoBa BaKUMHALiA NPOTU  MHEBMOKOKOKY,
Haemophilus influenzae b, MeHiHrokoky. lNokasaHa LWopiYHO A0AATKOBA BaKLMHALIA NPOTY rpuny.

1. D 71. XPOHIYHUN ANTAUYNN TPAHYIEMATO3 (3a knacudikauieto BOO3: XxpoHiuHa
rpaHyniemaTto3Ha XxBopoba)

2. [liarHOCTUYHI KpuTepit:

A) KniHiyHi:

peunamByoYi 6akTepiasibHi niMgateHITH;

abcuecn (nepuvpekTasbHi, NeYiHKK, nereHb) 6akTepiasibHOT YM rPUOKOBOI (KaHAMA03HOT, acneprinbo3HOT)
eTiosnorit;

MOBTOPHI MHEBMOHIT 6aKTepiasibHOT Ta rPMOKOBOT eTIONOriT;

OCTEOMIENiTH;

OOCTYKTVMBHI  Ypa)KeHHS  LUJYHKOBO-KULLKOBOrO  TpakTy (NposiBM  MiIOPOCTEHO3Y,  KULLKOBOT
HenpoxigHOCTI), CeY0-BUAINbHOT CUCTEMW BHACNIAOK (DOPMYBaHHSA rpaHynem;

renarocriaeHomeranis, niMmageHonaris;

3aTpMKa (hi3M4HOro PO3BUTKY;

MaHiecTauis X-3uenneHoi oopmu (60-70%) y paHHLOMY AUTAYOMY BiLli.
B) IMyHOnoOriyHi:

aHomasibHU TecT 3 HCT (MeHwe 5% Yy MOPIBHAHHI 3 KOHTPO/SIEM) B aKTUBOBaHUX HeWTpodinax
(ctumynboBaHuii HCT-TecT);

MOPYLLEHHS "KMUCHEBOI0 BUOYXY" NPU XEMIMTFOMIHECLLEHTHOMY AO0CAIMKEHHI aKTUBOBaAHUX HEUTPOINIB.
B) MiaTeepmKytoui:
MyTaLii B reHax gp91, gp 22, p47, p67 phox;

BUAB/IEHHA Yy POAMYIB YOMOBIYOI CTaTi MO MiHIT martepi aHoOMasibHOro HCT-TeCTy 4M MOpYyLUEHHS
"KUCHEBOro BMOYXYy"

3. JlikyBaHHs.

A) lMocTinHa nigTpymMmyroda aHTMbakTepiasibHa Tepanis Npu peunamByOUMX BadKKMX GakKTepiasibHUX
IH(heKUiAX (3rigHO NPOTOKONY NiKYBaHHA CMaAKOoBOT rinoramariodyniHemir).

b) BTopuHHa NpoginakTnkKa peunamsiB acrneprifibo3Hoi iHPeKuUiT (iTpakoHazon 2-5Mr/Kr Ha fo0Y LoAHS
NOCTIHO).

B) Tepanisi iH(eKUiiHUX YCKNagHeHb aHTUBIOTMKaMM Ta MPOTUIPUOKOBMMMK npenapaTtamy 3rifgHo

BIZNOBIAHMX MPOTOKO/IB NIKYBaHHA 3 ypaxyBaHHAM YyTAMBOCTI 30YAHWKIB B MakCUMa/lbHUX [03aX,
TpVBaNiCTb NiKYBaHHA Y 2-3 pa3un NepeBuLLYE KYpC NiKyBaHHA iIMYHOKOMMETEHTHUX MaLiEHTIB.

) TlNokasaHa BakuuHaLif 3rigHO KasieHZapro Ta [04aTKOoBa BaKUMHALIA NPOTU  MHEBMOKOKOKY,
Haemophilus influenzae b, MeHiHrokoky. lNMokasaHa WopiyHO A0AaTKOBA BaKLMHaLis NpoTy rpuny.

1. G 11.3 MO30OYKOBA ATAKCIA 3 MOPYLUEHHAM PEMAPALIT AHK (3a knacudikauicto
BOO3: aTakcia-TeneaHriekrasis)

2. [iarHocTuyHI KpuTepit:
A) KniHiuHi:
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Mporpecyroya MO304K0Ba aTakcid, y 6i/bLLIOCTI NALIEHTIB 3 MEPLLIOro POKY XUTTS;

OYHI Y/ NNULOBI TeneaHriekTasil (YacTile 3 4-8 pokiB)

peuvAavBYOYI pecnipaTtopHi IH(eKLUiT (CUHYCUTH, OTUTKU, BPOHXITI, MHEBMOHIT);

npeseHTaLis 3axBoptoBaHHs Y 10-15% nauieHTiB y BUrnsgi nimgpomu, nenkoay;

Y YaCTUHK [iTeil MOXe OYTW AilarHOCTOBaHa Yy CTapLLOMY BiLi.

b) /TabopaTopHi:

3HWKeHHS piBHA IgA, IgE MeHLe 2 cTaHAapTHUX BigxuneHb (2 curmun) Bif, BiKOBOT HOPMU;

3HWKEHHS piBHA 19G2;

Y YaCTUHW nauieHTIB nimgoneHis meHwe 3000 mm/3;

3HWXeHHS Bignosigl T-niMgoumTiB Ha MiTOreHu (piToreMarniOTUHIH, KOHKaBaliH A, MITOTeH laKOHOCY);
nigBULLEHHSA anbda-peTonpoTeiHy Ha 2 CTaHAaPTHI BIAXUNEHHS (2 curmn) i 6inbLue Bif BIKOBOT HOPMU;
niABu1LLEHA TOMKICTb XPOMOCOM B KYNbTYPi KNITUH NicNs eKCcno3uuii pagialiiHUM OnpoMiHEHHSIM.

3. JlikyBaHHS.

A) Tpy HasBHOCTI 4YaCTUX BaKKMX PeUNAMBYHOUMX OakTepianbHMX iHMEKUiA - nigTpumytoya
aHTnbakTepiasibHa Tepanis NOCTiiNHO (3rigHO NPOTOKONY NiKyBaHHA CNaAKoBOI rinoramarnobyniHemir).

B) Mpu yacTnx peumamsax XpOHIYHUX GakTepiasibHNX IH(EKLN Ta 3HWKeHHI piBHA 1gG meHwe 2-3 r/n -
3aMicHa Tepanis npenapatamy iMyHOrno6yniHiB NOCTIMHO (3rigHO NPOTOKONY NiKyBaHHS CNafKOBOI
rinoramarno6ysniHemir).

B) O6MeXeHHS peHTreHooriYHMX METOAIB AiarHOCTUKN.

M) LLenneHHs 3a KasieH4apeM, 3a BUHATKOM XUBUX BakUWH, Y NauieHTIB 3 piBHeM IgG 6inblue 2 r/n 6e3
3amicHOI Tepanii. lNMokasaHa AofaTkoBa BaKuMHauis NpPoTW MHEBMOKOKY, MeHIHrOKOKY, Haemophilus
influenzae b, a TakoX LWoOpiYHA BaKLMHaLiA NPOTY rpuny.

1. D 82.8. (Q 95.5) CMHAPOM HIVMEIEH (3a knacudikauicto BOO3: Nijmegen breakage
syndrom)

2.2. [liarHOCTWYHI KpuTepit:

A) KniHiuHi:

PeLMAMBYOYI TH(eKUIT AuXanbHUX WnaxiB (OTUTK, CUHYCU TW, BPOHXITU, MHEBMOHIT) 3 OPMYyBaHHAM
XPOHIYHMX BOTHULL, IH(EKLT;

peunamByroYi iH(eKUIT IHLWOT NnoKanisauil;

Mikpouedanis, nMuboBuin anamopdiam (“'NTalinHe™ 06a1YYs);

NirMeHTHI NAsMK Ta/abo BiTiNiro y 50% nauieHTi.;

3N0SAKICHI HOBOYTBOPEHHS, 34e0iNbLLO0ro NiMMOiAHOT TKaHUHM.

b) /TabopaTopHi:

NIMONEHIA B 3araibHOMY aHasi3i KpoBi (abContoTHa KifibKICTb NiMgouunTie MeHwe 3000 Mm/3);
3HWXKeHHS KinbKocTi CD3 T-nimdouuTie (MeHwe 1500 mm/3);

NiABULLEHHA KiNIbKOCTI KNITUH HATYPa/IbHUX KifiepiB Y YaCTUHM NaLiEHTIB;

3HWKEHHSA B cMpoBarTLi piBHA IgA Ta/abo 1gG;

nediunt ogHoro abo aekinbkox cybknacie 1gG;

BUABNIEHHA MiJBMWLLEHOT /IOMKOCTI XPOMOCOM B KyNbTypi KAITUH Micns ekcnosvuii pagiadiiHum
OMPOMIHEHHSM.

B) MigTeepmxytoui:
myTauis 657del5 reny NBS1.
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3. JlikyBaHHs.

A) Mpy BUpPaXKEHOMY IH(EKLINHOMY CUHAPOMI Ta 3HVKEHHI piBHA 1gG MeLwe 2-3 /1 - NocTiliHa 3aMicHa
Tepanis npenapaTamMu iMyHOrN06yniHiB (3rigHoO NPOTOKOAY NiKyBaHHS CNafKOBOI rinoramariobyniHemir).

b) MigTpumytoya aHTUGaKTepiasbHa Tepanis 4iTAM 3 PeUMaVBYHOUMMU Ta XPOHIYHUMKU BaKTepiaslbHUMN
IH(heKUisgMM (3rigHO NPOTOKONY NiKyBaHHA CMaAKOoBOT rinoramariodyniHemir).

B) JlikyBaHHA IH(EKUIMHMX YCKNaAHEeHb MPOBOAUTLCS aHTUGIOTMKAaMKM, MNPOTUIPUOKOBMMM Ta
MPOTUBIPYCHUMM MpenapaTaMun 3 ypaxyBaHHAM 30Y4HUKIB Ta TX YyT/IMBOCTI B MaKCUMa/IbHUX [03aX Ta
TPUBAIMMUK Kypcamu B 2-3 pasu JOBLLE HIXX Y IMYHOKOMMETEHTHUX MaLiEHTIB.

M) O6MeXXeHHSA PEHTreHONOrYHMX METOAIB AiarHOCTUKMW.

[) TMokasaHa BaKuMHaUif 3rigHO KaseH4apro, 3a BUK/IKOYEHHSIM XKMBMX BakUMH, Ta [A04aTKoBa
BaKUMHaLis npoTv nNHeBMOKOKOKY, Haemophilus influenzae b, MeHiHrokoky. [lokasaHa LlOpivHa
[04aTKoBa BaKLMHaLis NpoTu rpuny.

MiHicTp A.B.lMNigaes



