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[HI11 yTOYHEHI atuIacTUYHI aHeMil

ArpaHynomnuTo3

OyHKIIOHATIBHI MOPYLICHHS MOTIMOPQHOAICPHUX HEUTPOLITIB

[H1T MOpyIIeHHSs TIEHKOIUTIB

[HI11 YyTOYHEHI OPYIICHHS JICHKOIUTIB

[TopymeHHs JEHKOIUTIB, HEYTOUYHEHE

['emodarouuTapHuii 1iMQOricTIONUTO3

CrnagkoBa rinoraMmario0ysiHeMis

BubipkoBuii nedinut imyHorinooyminy A [IgA]

BubipkoBuii nedinur niaknacis imynornooyniny G [IgG]

BubipkoBuii nedinut imyHornooymniny M [IgM]

Imynonedinut 3 migBUIIeHUM piBHEM iMyHOrno0Oyniny M [IgM]

Jedinut aHTUTIT 3 GIM3BKUM 0 HOPMAJIBHOTO PiBHEM IMYHOTJIOOYIiHIB 200 3
rinepiMyHOrI00yIiHEMIEIO

Tpan3uTopHa rimoraMMarioOytiHeMis y giTen

[H11 iIMyHOZEDIUTH 3 TIEpeBaXHUM J1e(heKTOM aHTHUTLI

ImyHOEPIINT 3 IEpEeBaXHUM /1e(DEKTOM aHTHTIJ, HEYTOUHEHUN

Komb6inoBani imyHOae(hiIUTH

Tsoxkkuit kom6inoBanuit imyHoaedimur [TKIJ] 3 Hu3bKorO KinbKicTiO T- Ta B-
KJIITHH

Hedimut monekyn kiacy | rooBHOT0 KOMIUIEKCY T1CTOCYMICHOCTI

Hediuut monexyn kinacy Il ToJl0BHOro KOMIIJIEKCY T1CTOCYMICHOCTI
Komb6iHoBanuii iMyHOeDIIUT, HEYTOUYHEHHUH

Cunnpom Bickorra-Onapiua

Cunapom i Jl>xopmxki

IMyHOZEDIIMT BHACHIAOK CHAIKOBOro JAe(eKTy, 3YMOBJIEHOIO BipycoM
Enmreitna-bappa

Cunapowm rinepimyHornoOyininy E [IgE]

Imynonediuut, nos's;3aHui 31 3HAYHUM J1€(DEKTOM, HEYTOUHEHU I

JedexT y cuctemi KOMIIEMEHTY

ImyHonedinut, HeyTouHEeHU N

[HI11 yTOUHEH1 po3/1aay 3 3aJy4eHHSIM IMyHHOTO MEXaHi3My, He Ki1acu(ikoBaH1
B IHIINX pyOpUKax

Po3nan 3 3asyueHHsIM IMyHHOTO MEXaHi3My, HEyTOUHEHHH

AyTOIMyHHa MOJIrJaHayIIpHa HEIOCTATHICTh

Mo3oukoBa aTakcis 3 nopyueHasM penapauii JTHK

[H111 yTOYHEH1 OCTEOXOHPOAMCILIA3]

[HI11 yTOYHEHI BPOKEH1 Bali pO3BUTKY HIKipH

AHT10HEBpOTHUHUHN HAOPSK



Po3po0Huku
Bonpapenko [Ipodecop kadenpu quTaunX iHGEKIIHHIX XBOPOO Ta AUTAYOI iIMYHOJOTIT
Amnacracis BanepiiBna HarmionansHoro yHiBepcuTeTy 0Xopon#u 370poB’ s imeHi [1.J1. [llynuka
I'inpdanoBa AnHa AcucteHt Kadeapu AUTIYNX 1HOEKIIHHUX XBOPOO Ta AUTAYOI iIMYHOJIOTT
MuxaiiniBHa HarmionaneHoro yHiBepcuteTy oxopoHH 310poB’s imeni [1JI. Ilynuka
Koctrouenko Jlapuca  3aBigyBau Me1aTPUIHOTO BIJTIJIEHHS KOMYHQJIBHOTO
BacuniBna HEKOMEPIIIITHOTO HiAPHEMCTBA JIbBiBCBHKOT oOmacHoi panu
«3axiTHOYKpaiHChKUM CHEIiaTi30BaHUi TUTAYUNA MEAWMYHHA LIEHTP» (3a
3T0JI010)
CrenanoBcekuii FOpiit  JlonieHT kadenpu IUTAYMX 1HQEKIIHHUX XBOpPOO Ta AUTAYOI IMYHOJOTI]
CrenanoBu4 HamionansHoro yHiBepcurery oxoponu 3710poB’s imeni I1.JI. Illymuka
bicrok FOpiit npodecop kadeapu aepMarToorii, KIiHIYHOI, TabopaTOpPHOi IMyHOJIOTIi Ta
AmnatomiifoBu aneprojiorii HamioHampHOTO  yHIBEPCHTETY OXOpPOHHM 3JI0pOB’S  iMEHi
[LJI. Ilynuka
Jlamiii ®enip JOUEHT Kadenpu IUTAYMX IHQEKIIHHUX XBOPOO Ta AWUTAYOI iMyHOJOTIT
IBanOBHY HarmionansHoro yniBepcutety oxoponu 310poB’s imeni [L.JI. [llynuka
Yom’sixk BanenTuna 3aBimyBad Kadempu KIiHIYHOI iMyHoJorii Ta aneprosorii JIbBIBCEKOTO
Bonoaumupisaa HAI[IOHAIBHOTO MEIWYHOr0 yHiBepcureTy imeni Jlanwna [ amuipkoro,

34CTYIIHUK I'OJIOBU pO60‘IOI rpynu 3 KIIHIYHUX ITATaHb

SximoBuu CBiTiiaHa 3aBiJlyBay KOHCYJbTaTUBHOI MOMIKJIIHIKH KOMYHAQJIBHOTO HEKOMEpLiIHOro
AmnaromniiBHa nignpuemctBa «KuiBcbka Michka auTsda KiiHigHa JikapHs Ne 1» (3a
3T0I0K0)

MeTtoaosoriunnid cynposia ta ingopmaniiine 3a0e3ne4eHHs

['ynenko Okcana HavyaJlbHUK BIJJIUTY CTaHAApTHU3alil MeJu4Hoi jornomoru JlemaprameHTy

IBaniBHa OLIIHKM MEIWYHMX TEXHOJIOTIH, aJMiHICTPYBaHHS JAEP)KaBHUX PEECTPIB Ta
MOHITOPHHTY IIIH J€P>KaBHOTO MiANMPUEMCTBA «Jlep)KaBHUI eKCIEpTHHI
1eHTp MiHiCTepcTBa OXOPOHHM 3/10pOB’sl YKpaiHu»

Peuenszenrun
Kosass ['anuna npodecop kadenpu - KIIHIYHOI  IMYHOJIOTII, aneprojiorii = Ta
JlaHuiniBHa €HJIOKpHUHOJIOT1T ByKOBUHCBKOTO J€p)>KaBHOTO MEIUYHOTO YHIBEPCHUTETY,
npodecop a.Me.H.
Bbosipuyk Okcana 3aBiyBay  Kadenpu AUTAYMX XBOpPOO 3  JUTAYOI  XIpypriero
PomaniBHa TepHOMUIBCHKOTO  HAI[IOHAIBHOTO  MEIWYHOTO  YHIBEPCHUTETY  IM.

L.Top6aueBcbkoro MO3 VYkpainu, mpodecop, A.Me.H.

JlaTa oHoBNeHHS cTaHAapTiB — 2025 pik
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3aKJ1a/l OXOPOHH 3/10POB’ S

3aMiCHa Tepartis

IMyHOTTI00YITiH

1HAaKTHBOBaHA TIOJIIOMI€TITHA BaKIIMHA

BaKIIMHA TIPOTH Kipy, MAPOTUTY, KPACHYXH

MiHICTEPCTBO OXOPOHH 3/I0POB’sl YKpaiHH

opaJibHa MOJIIOMIEJIITHA BaKIIMHA

MepBUHHI IMyHOAEDILTUTH

TpPaHCIUIAHTAIIISl TEMOITOETUYHUX CTOBOYPOBUX KIITHH
TSOKKUN KOMOIHOBaHUM IMyHOIE(PIITUAT

MenuuHna KapTa CTalllOHapHOTO XBOPOIO, 3aTBEpKEHA
Haka3oM MiHicTepcTBa OXOpPOHM 310pOB’s Ykpainu Bix 14
motoro 2012 poxy Ne 110 «IIpo 3arBepmxenHs Qopm
NEPBUHHOT OOJIIKOBOI JOKYMEHTAIlli Ta IHCTPYKIIA MOA0 iX
3allOBHEHHS, 1[0 BUKOPHUCTOBYIOTHCA Yy 3aKJIaax OXOPOHH
3I0pOB’Sl  HE3aJeXHO Bl  (OpMHM  BJIACHOCTI  Ta
NIANOPSAAKYBaHHS», 3apEECTPOBAHOTO B MIiHICTEPCTBI
roctuilli Yxkpainu 28 kBiTHs 2012 poky 3a Ne 669/20982
Menuuna kapra amOyJaTOPHOTO XBOPOIO, 3aTBEpKEHA
Haka3oM MiHICTepCTBa OXOpPOHU 3/10pOB’s Ykpainu Bia 14
motoro 2012 poxy Ne 110 «IIpo 3arBepmxenHs Qopm
MIEpBUHHOI 00JIIKOBOI JOKYMEHTAIlIl Ta IHCTPYKIIHN MO0 iX
3alIOBHEHHS, 10 BHUKOPUCTOBYIOTHCSA Yy 3aKjajaX OXOpPOHU

3M0pOB’ST  HE3aJleXHO  Big  ¢GOpMHM  BJIACHOCTI  Ta
MIATOPSIAKYBaHHS», 3apeecTpoBaHOro B MiHICTEpCTBI
roctuiii Ykpainu 28 kBitHs 2012 poky 3a Ne 669/20982
XpOHIYHA  TpaHyjJeMaro3Ha  XBOpobOa =  CENTUYHUU
IpaHyJIeMaTo3

[IUTOMETAJIOBIPYC

IIUTYHKOBO-KHUIIIKOBUH TPaKT

30yHUK, JIOKami3aiis, mepedir, I1HTEHCHUBHICTh, CyMa
(Erreger, Lokalisation, Verlauf, Intensitdt, Summe) — o3Haku
MATOJIOTTYHOT CXMJIBHOCTI JI0 1HPEKIIMHNX 3aXBOPIOBAHb
€Bporneiicbke TOBAPUCTBO NIEPBUHHUX IMYHOE(DIIIUTIB
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Crangapr 1. Opranisanisi HaJaHHSI MeIMYHOI JOTMIOMOTH

ITos10:keHHA CTAHAAPTY MEIMYHOI JONMOMOTH

Jlikapi pi3HUX cCHOeMiaTbHOCTEH MarwTh OyTH O00I3HaHI MO0 OCHOBHHUX
KJIIHIYHUX TPOSBIB MEPBUHHUX IMYHOJEOIIUTIB 3 METOI0 iX paHHBOI MIJ03pU Ta
CKEpYBaHHS 10 JIKapiB-IMYHOJIOT1B/IKapiB-IMYHOJIOTIB JAUTAYMX, K1 3[ICHIOIOTH X
IIMPOKY A1arHOCTUKY, MPU3HAYECHHS MOJANIBIIOTO JIKYBaHHS MAI[€HTIB 3 PI3SHUMH
nepBUHHUMH iMyHOedinnTamu (Jomatku 1, 2).

Menuunra mormomora Mami€eHTaM 3 TMEPBHHHUMHU IMyHOAE(IIUTaMu MOTpeOye
MDKJIACIUILUTIHAPHOT CIiBIparli Ta 1HTETPOBAHOIO BEICHHA XBOPHUX
MYJIBTUIMCIUILTIHAPHOK KOMaHI010 (haxiBIliB, 10 AKOT MAaIOTh OyTH BKJIFOYEHI JIIKap1
3araJibHO1 TPAKTUKU-CIMEHHOI MEIWIIMHHU, TeMiaTpu, TepaneBTH, MyJIbMOHOJIOTH,
racTPOCHTEPOJIH, reMaToJI0TH-OHKOJIOTH, PEBMATOJIOTH, 1H(EKIIOHICTH,
OTOJIAPUHTOJIOTH Ta 1HII (haxiBii, Je OOJIK Ta OCHOBHE BEICHHS 3/IICHIOETHCS
JKapsSMU IMYHOJIOTaMu/ JTIKapsSIMUA-IMYHOJIOTaMH TUTSYHMMHU.

OO0rpyHTyBaHHA

PanHg flarHocTHMKa Ta [MOYATOK JIIKYBaHHS TALI€HTIB 3 TMEPBUHHUM
IMyHOJIE(DILIUTOM CHpHsi€ TOMEPEKEHHIO 1HBajiAu3alli Ta MEepeAYacHOi CMepTI
MAIl€HTIB.

EdekTuBH1 cucteMr KOMYHIKalli, SIKI BIANOBIJAIOTh KOHKPETHUM MOTpedam
OKpeMHX 0cC10, € HaWBaKJIUBIIIUMU JJis 3a0€3MEeUEHHS CBOEYACHOI JI1arHOCTUKH,
HaIpaBJIeHHS Ta JIIKyBaHHS maiieHTiB. [lamieHTH 3 NepBUHHUMU IMYHOAEDIIUTAMU
MOBUHHI OyTH BIIEBHEHI, 1110 yC1 CIEIIATICTH OXOPOHHU 37I0POB'A, IKi OEPYTh y4acTh y
iXHBOMY JIIKYBaHHI, 100p€ CIUIKYIOThCSI MK COOOIO 1 3 HUMHU.

3aBISKH PO3IIMPEHHIO MACIITa0lB MPOCBITHUIILKUX 3aXOJIIB IIOAO MEPBHHHUX
iIMyHOIe(DIITUTIB, 32 OCTaHHI POKH B 0aratbox Kpainax Oyno 3a)ikcoBaHO 3pOCTaHHS
YaCTOTH JIarHOCTUKH, & TaKOX JIEIKE CKOPOYECHHS 1arHOCTUYHOI 3aTPUMKH MIiX
BUSIBJICHHSIM CUMITTOMIB 1 TOCTAHOBKOIO J[1arHO3Y.

Kpurepii skocTi MeAMYHOI 10TIOMOTH

O00B’s13K0BI:
1. IcHyIOTH JIOKQJIBHO Y3TOJXKE€HI MUCHhMOBI JOKYMEHTH, II0 KOOPJIUHYIOTh Ta
IHTETPYIOTh MEIHWYHY JOMOMOTY — TIEPBUHHY, BTOPHUHHY, TPETUHHY — JUIS

3a0€3MeUYeHHs] CBOEYAaCHOTO HAIIPaBJICHHSM, JIIarHOCTUKU Ta JIKyBaHHS MAlll€HTIB 3
MEePBUHHUMHU IMYHOAC(DIITUTAMH.

2. IcHye 3a0KyMEHTOBaHMM 1HIWBITYadbHUI IJIaH JONOMOTH, Y3TODKEHHUH 3
MAIIEHTOM 1 TIOCTYITHUA MYJIbTHANCIUILUTIHAPHIA KOMaH/II, 0 MICTUTH 1H(OpMaIlito
PO JiarHO3 MAaIli€eHTa, JIKyBaHHS 1 BEJCHHS MOT0 CTaHy.

3. TlamienTn 1, 3a 3rojor0, WieHd ciM'i / ocoOM, sIKI 3IIHCHIOIOTH JOTJISI,
3a0€3MeuyI0ThCsl y NOCTYMHIN ¢dopmi 1HGOPMAIIIEI OO0 IXHBOTO CTaHy, IUJIAHY
JIKYBaHHS 1 TMOJAJBIIOTO CIOCTEPEKEHHS, HAaBYaHHS HAaBUYOK, HEOOXITHUX IS
TOJIIMIIICHHST  Pe3yJIbTaTiB MEIUYHOI JIOTIOMOTH, KOHTAKTIiB JUIA OTPUMaHHS
J01IaTKOBO1 1H(QOpMallii Ta KOHCYJIbTAIIIl.



baxaHni:

4. HagaBaui MEIUYHHUX TOCTYT PO3MIIIYIOTh 1HPOPMAIIiitHI MaTepiand CTOCOBHO
OCHOBHHX KJIIHIYHUX MpOsiBiB nepBuHHUX iMyHoxedinuTiB (I1I/I) B mocTynmHuX s
MMaIl€HTIB MICIISIX.

Cranpaapr 2. JliarHocTuKa

ITos10:keHHS CTAHAAPTY MEeIMYHOIL JOMOMOTH

Hiarnosz I1IJ moxke OyTu 3amigo3peHuid Jikapem Oyb-fKOi CHEIiallbHOCTI Ha
OCHOBI BUSIBIICHHS Yy TaIlieHTa HacTpopoxyrounx o3Hak [11/] (Jomatku 1, 2).

Hiarnos I1I1, #ioro gudepenmiaio Ta Bepudikaiito, BU3HAYCHHS KOHKPETHOT
HO30JI0T14HOT (POpMHU 3T1HCHIOETHCS JIIKAPSIMH IMyHOJIOTaMHU/ JTIKapSMHU-1MyHOJIOTaMHU
JUTSYUMU  Ha TIACTaBl aHAMHECTUYHUX Ta KIHIYHMX JAHUX, 3arallbHUX
1a060paTOpHUX OOCTEKEHB, CHEIIATBHUX IMYHOJIOTTYHUX, MOJIEKYJISIPHO-TEHETUHUHUX
00CTeX)eHb Ta MPOBEICHHA TU(DEPEHIIHHOT JIarHOCTUKH.

OO0rpyHTyBaHHA

[T maroTh BapiaOenbHl KIIHIYHI Ta JAOOPAaTOpHI MPOSBH, SKI MOXYTh
3YCTPITUCS B MPAKTHUIl JKapsi OyJb-sIKOi CHEIladbHOCTI, TOMY JJIsI CBO€YacHOT
niarHoctuku 11/ mepmodeproBe 3Ha4Ye€HHs Mae€ BMIHHS JIIKapiB BU3HAYUTH
HacTpopoxkytoui o3Haku I1IJ] aGo ueimynHi Mmanidecrtamii [1IJ] nns momaneiioro
CKEepyBaHHS 0 JIKaps IMyHOJIOTa/ JIKaps-IMyHOJOTa JAUTSYOrO JUIsl BCTAHOBJICHHS
J1arHO3y Ta NPU3HAYEHHS JIKyBaHHS.

[TaTonoriuna CXWIBHICTh /10 1H(EKIINHUX 3aXBOPIOBaHb YACTO € MPOBIIHUM
CUMIITOMOM TEPBUHHUX IMyHOAEPiuTIB. XapakTepHUMH (aKTOpaMu MaTOIOTIYHOT
CXHJIBHOCTI /10 1H(MEKIIIHHUX 3aXBOPIOBaHb € HasBHICTh 03HaK «ELVIS»: 30ynHuk,
JIoKai3allis, nepeoir, IHNTEHCUBHICTH 1 KITBKICTh 3arOCTPEHb.

Jusperynsiis iMyHHOI CHCTeMH, IO Hadae miactaBu 3amimo3putu [T1]],
xapakTepu3yerbesi HasBHICTIO 03Hak «['AP®IEJI[»: rpaHynbomu, ayTOIMYHITET,
peuuANBHUN (eOpUITITET, HETUIIOBA eK3eMa, JiMorpoiideparis, Alapes / XpoHIYHE
KHIITKOBE 3allajeHHs.

VY pasi miao3pu Ha NEpBUHHI IMYHOAE(PIUMUTH [1aTHOCTHKA IOBHHHA OyTH
MOCJIIJIOBHOIO: 0a30Ba - aHaji3 KPOBI 3 JIEUKOIMUTApHOIO (HOPMYJIOH0 (3 ypaxyBaHHIM
HOPMATHBIB 3a BIKOM), MPOTETHOrpamMa, BH3HAUCHHs piBHS iMyHortoOyimiHiB (IgM,
IgG, IgA, IgE) B cupoBarii kpoBi, aHaiiz Ha BIJI-iHdexkiriro.

Maitke yci IIIJ] € reHeTMyHO OOYMOBIECHHUMH 3aXBOPIOBAHHIMH, TOMY
peTeNbHul aHalli3 CIMEHHOro aHaMHe3y € Jy)K€ KOPUCHHUM I 4ac A1arHOCTUYHOTO
nomryKy.  MOJIeKyJIIpHO-TEHETUYHE  TIATBEP/KCHHsST  JIarHO3y  MOXe OyTu
HEOOXIIHUM 3a YMOB KOHCYJIbTyBaHHS TMAIll€HTIB Ta IXHIX pPOJUYIB Yy pasi
iMyHoJIoTi9HOTO TIiATBepKeHHs [11]] Ta BU3HaUYeHHS TIKYyBaJIbHOI TAKTHKHU.

Kpurepii skocTi MeAMYHOI 10IOMOTH

O00B’5A3KO0BI:

1. TTamienTH, y SIKUX BUSIBJIEHO HACTOPOXKYIOUl O3HAKH, 32 SKUMHU MOXE OyTu
samigo3pennid T11]] (Jomatok 1), maroTh OyTH ckepoBaHi BHpoaoBxk 10 AHIB 10



JiKapsi- 1IMyHOJoramu/ JiiKaps-IMyHOJOra JWTSYOro [Jisi TPOBEACHHS ©0a30BOro
(CKpUHIHTOBOTO) IMYHOJIOTIYHOTO JOCHIDKEHHS Ta TMOMAIBIINX CHEIllaTbHUX
IMYHOJIOTTYHUX OOCTEKEHb.

2. JliarHOCTWYHI 3axonu Jisi BcTaHOBieHHs niarHo3y 11/ BxmrodaroTh: 301p
aHaMmHe3y (KHUTTS, XPOHOJIOTiS BCIX TIEPEHECEHUX 3aXBOPIOBaHb, CIMEWHUIA,
BaKITMHAIBHUI,0c00MBO peakiiii Ha kuBi BakmuaM — BIK, moimio), imyHonoriuHa
nabopaTopHa miarHOCTHKa (0a30Bi/ CKpWUHIHTOBI Ta pO3TOPHYTI /CHemiaibHi
JOCTIKCHHS).

3. ¥V pasi migo3pu Ha [1IJ] imyHOJoriuHa jJabopaTopHa JilarHOCTHKA MOBHUHHA
OyTH MOETAHOIO: CKPUHIHTOBI METO/M, MICIS OIIHKHU SIKUX BU3HAUYCHHS aJITOPUTMY
MOJAJBIIOI0  OOCTEXKEHHS  JIIKapeM-IMyHOJIOTOM /|  JUTAYMM  IMYHOJIOTOM,
MPU3HAYCHHS TMOTJIMOJICHUX 1MYHOJIOTIYHUX J1a0OpaTOpPHUX, 1HCTPYMEHTAIbHUX,
MOPGOIOTIYHUX, MIKPOO10JOTIYHHUX, TEHETUYHUX METO/IIB.

4. Tlamienty 3 migo3poro moxao IIIJI mpusHadaeThcs ©6a30Be /CKpPUHIHTOBE
IMYHOJIOTIYHE JOCHIPKEHHSI, SIK€ BKJIIOYA€: IMOBHUM 3arajbHUN aHali3 KpOBI 3
MIKPOCKOITI€I0 Ma3Ka KpOBi; BH3HAYEHHS PIBHA 3arajdbHUX IMyHOTNoOyImiHiB 10G,
IgA, IgM, IgE y cupoBarii kposi; CHS50 (3aranpHa reMoJiiTHUHA aKTUBHICTH ILJIa3MHU
KpOB1); 130reMaritoTUHIHY o, 1 3, anami3 Ha BIJIL.

5. Ilpu mpoBeneHHi 0a30BOr0 /CKPUHIHIOBOTO IMYHOJIOTIYHOTO JOCHIIKEHHS
MalTh OLIIHIOBAaTUCh a0COJNIOTHI TMOKAa3HUKU KIITHH KpOBI 3 ypaxXyBaHHAM
HOPMATUBHUX IIOKAa3HUKIB 3a BIKOM IMaIlieHTa, Ma€ OYTH BUKJIIOYEHA HASBHICTb
TPaH3UTOPHHUX 3MIH Ta 3a(iKCOBaHI MOBTOPIOBaHI a00 MOMKJIMBI IHKJIIYHI 3MIHH
MOKa3HUKIB.

6. BusiBneni B aHami3i KpoBi JICHKOIUTOMNEHIS, TIM(POIMTOIEHIS, HEUTPOTICHIs,
MOHOIIMTOTICIIST, €03UHODUIIE ab0 TPOMOOIMTONEHIS MOXYTh OyTH TEPIIUMH
BKaziBkaMu 1100 HasBHICTH [1I]] 1 moTpeOyroTh MoIaabIIOro YTOYHEHHS.

7. Busnauenns piBHiB knaciB 1gG, IgA, IgM, IgE B cupoBatmi kpoBi mae
IPOBOJUTUCH OJHUM 3 HACTyMHUX METOMAIB:  pajiagbHa IMyHOIUQy3is,
TypOOAMMETpUYHUHN, HepenoMeTpuuHuii, [gE Takok MOXe BU3HAYaTUCS METOJIOM
IMyHO(EPMEHTHOIO aHaJi3y.

8. IMonmanpmi 3aranbHOIA00PATOPHI CKPUHIHTOBI Ta PO3TOPHYTI (CHemiaibHi)
IMYHOJIOTIYHI JOCTIPKEHHSI TMPU3HAYAIOTHCS  JIIKAPEM-IMYHOJIOTOM / JIUTSYUM
IMyHOJIOTOM 3 ypaxyBaHHSIM 3MIH Ha 0a30BOMY J1arHOCTMYHOMY pIBHI Ta MpHU
mi03p1 HA TOM 4M 1HIIUN atoreHeTnunuii Bapiant [T1]1.

9. SIkmo mepen CepoJOTIYHUM AOCTIIHKCHHSIM TMPU3HAYAIUCS JJIS JIIKYBaHHS
IMyHOTJIOOYNIiHM a0o M1a3Ma, OOCTEKEHHSI Ma€ MPOBOJUTHUCH IIOHAaMMeHIIe yepe3 4
THXKHI TTCTIST TPOLICTYPH.

10. st marieHTiB 6€3 TeHeTUYHOTO J1arHo3y BepudiKallis KIHIYHOTO 1arHO3y
[TIJT mae 3miiiCHIOBATHCH 3a KPHUTEPIIMH €BPOMEHCHKOTO TOBAPHUCTBA TMEPBUHHUX
imynonedinuti ESID (logatok 1), okpim narientiB 3 arunosum TKIJI, cuaapomom

Hi Txopxi.



baxani:

11. 3a HasiBHOCTI pecypciB (IPOTOYHOI IUTOMETPIi) 7O 6A30BUX IMYHOJOTTUHUX
OOCTEe)XEHb BKJIIOYAETbCA  BHU3HAUEHHS OCHOBHHMX TMOMNYJSIIA Ta CyOHOIyJsLin
mimdorutie (CD3+, CD3+CD4+, CD3+CD8+, CD19+, CD3-CD16/56+).

12. Tlpu wasBHOCTI KpuTepiiB mimo3pu moxao [IIJ] HaBiTh mpu HOpMaTbHUX
MOKa3HUKAX CKPUHIHTOBOTO IMyHOJIOTTYHOTO OOCTEXXEHHS HEOOX1THUM € BU3HAYCHHS
MOCTBAKIIMHAIIBHUX 200 MOCTIHMEKIIHHNX aHTUTLN (TIpaBenb, nudrepis, reModiibHa
1HbeK1is, Kip, KpacHyXa TOIIIO).

13. ITornmbneHi METOAM OINIHKM IMYHHOI CHUCTEMH BKIIFOYAOTh: PO3TOPHYTE
(GbeHOTUITYBaHHS TONYJISIIIA Ta Ccyomomymsmid JiME@OUUTIB 3 OIIHKOK  iX
aKTHBI3AIIMHUX MapKepiB, €KCIpecii MoJieKys aaresii Ha jaerkonuTax CD18, inmmx
OKpPEMHUX MOJICKYJI, (haronuTapHOI0 Ta OKAUIATHBHOI aKTHUBHICTh HEUTpO(DLTIB Ta
MOHOIIMTIB (METOJI MPOTOYHOI IIUTOMETPIT) Y BIAMOBIAHOCTI 13 KJIIHIYHOIO KapTHHOIO
i morpedbamu (denorunoBoro giaruo3y ([lomatox 1), BuU3Ha4YeHHS  CyOKJaciB
imyHornmoOyniny G, KOMIIOHEHTH KOMIUIEMEHTY, KOHIIEHTpallis 1 aKTUBHICTb
iHridiTopa Cl-ecrepasu.

14. V pa3i HassBHOCTI CUHAPOMY MEPIOJUYHOI TrapsuKy HEOOX1JHE BHU3HAUEHHS
PIBHS CHPOBATKOBOI'O IMyHOTJI00yiHY D.

15. T'enermuyna piarHoctuka IIIJI mae mnpoBoauTHCS TICHS BCTaHOBJIEHHS
OOIPYHTOBAHHX MEIUYHHUX IIOKAa3aHb JIKAPEM-IMYHOJIOTOM / JIIKapeM-IMYHOJIOIOM
JUTSYUM Ta MiCJIs MPOXO/HKEHHS MalllEHTOM MEANKO-TEHETUYHOTO KOHCYJIbTYBaHHS.

Cranpapr 3. JlikyBanus

IHoJ10:keHHSI CTAHAAPTY MEeIUYHOI J0IIOMOTH

JlikyBanns mamientam 3 [1I]] mpu3HagaeThes TiKapeM-IMyHOJIOTOM / TUTSYUM -
IMYHOJIOTOM ITicJisi BCTaHOBJEHHS fiarHo3y [1IJ] Ta BU3HA4YeHHS HOTO HO30JIOTTYHOI
dbopmu.

OcunoBuumu metonamu JikyBanHs [IIJ[ B 3anexnocti Bifg (opmu € 3amicHa
Tepamisi 1IMyHOTJIOOYJiHaMH, AHTHUMIKpOOHA Teparis, IMyHOMOJYJIO4a Teparis,
TpaHCIUTaHTamist remornoeTnyHux croBOypoBux kimithH (TI'CK), momarkoBa
BaKIIMHAI[IS Y TAIIEHTIB 13 YaCTKOBO 30€pPEKEHOI0 (PYHKIIEH MPOMYKIIlT aHTUTLI,
JIKYBaHHSI CYITyTHBOI MATOJIOT1i Ta CHMIITOMaTUYHA Tepallis.

["ocmitanizamis nauienTis 3 [T/] y 303, mo cnemiani3yroTbCs Ha JIarHOCTHULII Ta
JIKyBaHHI IMyHOJE(ILHUTIB, 3A1MCHIOETHCS HETAHHO 3a HASIBHOCTI MOKA3aHb:

EpUTPOECPMIsl Y AUTHHM J10 1 pOKy, 10 MaHipecTyBaya y NepIii TUKHI KUTTS;

paHHii ne6toT (10 1 micsug) Ta TSKKUM nepedir exk3eMu / eK3eMOmnoa10HOro
yYpaKeHHS IIKIPU;

NEPCUCTYIOYA rapsAyKa Ta [UTONEHIS;

TSOKKa HeHTpomneHis y auTsdoMy Bill (<500 KIITHH HA MIKPOJITP, 0COOJIUBO
TSKKa BPO/KEHA HEUTPOIIEHIs);

HAsBHICTh a00 MiJo3pa Ha THKKY OakTepianbHy iHGEKIio (THEBMOHIs,
MEHIHTIT, acO11ec BHYTPIIIHIX OpraHiB, (JierMoHa, CETICHC);

re"epanizoBana bBIDK-1ndexuis;

HasBHICTH a00 MiJ103pa Ha IHBA3UBHY I'PUOKOBY 1H(DEKIIIIO;



TSDKKA 1HTEPCTHUIIIMTHA TTHEBMOHIS;

TSOKKa ITUTOMErajgoBipycHa iHQeKIis (reHepanizoBaHa Qopma 3 ypaXeHHSIM
BHYTpIIIHIX OpraHiB);

XpOHIYHA Jiapes 13 CHHIPOMOM MabaOcopOIlii (30Kpema, ayToiMyHHa
CHTepOIIaTis, 3anajbHe 3aXBOPIOBAHHS KUIIECYHUKA 3 paHHIM JAe0I0TOM);

MOBTOPHHI HAOPSK rOpTaHi;

1HII1 MaHidecTallii, 110 MOXKYTh HECTH 3arpo3y >KUTTIO MaIllEHTA.

OOrpyHryBaHHs

[TaTonoriuHa CXUJIBHICTh 10 1H(EKIIMHUX 3aXBOPIOBaHb YacTO € IPOBITHUM
cumnTomoM 11/,

[Ipn mepBUHHOMY Je(IIIUTI AHTUTUIOYTBOPEHHS 3 TIMOTaMMarjioOyJiHEMIEI0
(3HmwxkenHs 1gG) 1 BiicyTHOCTI a00 3HMIKEHOMY BHUPOOJICHHI crenu(iyHUX aHTHTLI
IgG, a TakoX MaTONOTIYHIM CXWJIBHOCTI N0 1H(EKIi, CiJ MPOBOJUTH 3aMICHY
Tepari IMyHOTJIOOYyJIIHAMHU.

3amicHa  Tepamis  IMYHOIJIOOyJIiHAMM  TPU3HAYAETHCA  MAallleHTaMm 13
KOMOIHOBaHMMH IMYHOAE(PIIUTAMU B CKJIaJ[l KOMILJIEKCHOI Teparii.

3amicHy Tepamito BHYTPIIIHbOBEHHUMHU IMYHOIJIOOYJIHaMU CHiJ pO3rsgaTH y
MaII€HTIB TAKOX 3 IMyHHOIO AU3PETYJIAIIE0, 0COOJUBO Y BUMAAKY MEIUKAMEHTO3HO1
IMyHOCYTpecii Ta/abo IMyHOIIUTONEHIT, HABITh SIKIIIO HEMA€E MaTOJIOTTYHOI CXMIIBHOCTI
710 1H(EKITIH.

[Tpu HaitOUIbII TSOKKUX IMyHHUX JedekTax npoBoautbes anorenHa TI'CK, sika
Mae Ha MeT1 3a0e3MeUnTH CTa0lIbHE IPYKUBIICHHS IOHOPCHKUX CTOBOYPOBUX KIIITUH
MICII YacTKOBOi a00 MOBHOI aOiAImii KICTKOBOTO MO3KYy Ta IMYHHOI CHCTEMHU.
Anorenna TI'CK € eauHuM METOIOM MOPSATYHKY SKUTTS JJIs TAIE€HTIB 3 yciMa
dopmMamMu  TSKKOTO  KOMOIHOBAaHOTO  IMyHOAe(hIIUTYy  Ta  BPOJKEHOTO
arpaHyJIOIUTO3y, TaKOXX MOKe OyTH pO3IJIsSHYyTa TIPU IHIIUX T[EPBUHHHUX
IMyHOJIe(DiUTAX.

Kpurepii skocTi MeAMYHOI 10TIOMOTH

O00B’s13K0BI:

1. BuOip meronmy JiKyBaHHS 3alIeUTh BiJl Ho3osoriuHoi ¢opmu I 1
MO>Ke BUMAaraTH sik MOHOTEepanii, Tak 1 MO€HAHUX BApIaHTIB Teparlii.

2. 3amicHa Ttepamis [IIJI imyHormoOyminamu (II') mnpusHadaeTbes 3a
MOKa3aHHSMU Ta MPUHIMIIAMH, HaBeJeHUMH Y JlonaTky 3.

3. OuikyBaHUMHU pe3ynbTaTaMu e€(EeKTUBHOCTI JIKyBaHHs mpernapatamu 10
€: BIZICYTHICTh TSDKKMX 1H(EKIIIH; TOCATHEHHS peMicii XpOHIYHMX 3aXBOPIOBAHb Ta
caHarlli XpoHiuHuX BOrHHINI 1HGeKIii; piBeHb |G B cupoBaTiii KpoBi He HIX4YE 4,5
/11 Iepe/l HACTYIHUM BBeJeHHSM MpenapaTiB II' (onTuManibHUM € TOCSTHEHHS PiBHSA
IgG 6 1 Oimpmie 1/71); BIACYTHICTH 3arocTpeHb ayTOIMyHHHX, aJepridyHuX,
IMyHOTIpOTi(pepaTUBHUX XBOPOO; 30€peKEeHHs MPare3JaTHOCT1, MOKPAILEHHS SKOCTI
KUTTSL.
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4, [TamieHTH MawTh PEryJapHO NPOXOAUTH KJIIHIYHI OTJISAId  Ta
n1abopaTopHi 0OCTeXEHHs (3arajJbHUI aHai3 KpOBl, MEYIHKOBI Ta HHUPKOBI MpoOH,
BIJIITOBI/THI IMYHOJIOT1YHI1 JIOCITIJKCHHS).

S. VY martieHTiB 13 nedekramu (paronuTo3y OCHOBHUM METOIOM JIIKYBaHHS €
MOCTiiiHA ~ aHTUOIOTUKOMPOQITaKTUKA:  TPUMETONPUM+Cyab(haMeTokca3ol.  3a
HASIBHOCTI ajeprii Ha cyib(aHIaMiIn SIK aJbTEPHATHBHI IperapaTH MOXYTh OyTH
BUKODHCTAaHI  HAMIBCMHTETHYHI  TMEHINWIIHK, CTIKI 10  OeTa-Jakramas
(aMokcHITMITIH/KJIaBYJJaHOBA  KHCJIOTA), OpaibHiI Iedatocnopuu  (1edaseKcuH),
(TOPXIHOJIOHH.

6. [lepBuHHA MPOTUTpHOKOBAa MpPO(PiTAKTUKA Ma€ 3aCTOCOBYBATICH IIPH
nedexrax daronurosy, B rpymi 1eeKTiB XpOHIYHOTO MIKIPHO-CIIM30BOI'0 KaHIUI03Y,
AK BTOpHMHHa TnpodinakTnka — npu rinep-IgE cuHgpomi Ta 1HIIMX, 110
CYNPOBOJIKYIOTHCS TPUOKOBUMH 1H(HEKITISIMHU.

7. kim0 y mamieHTiB 3 NEPBUHHUMHU JedIIUTaMH aHTUTIJIOYTBOPEHHS €
OakTepianbHi 1H(EKIT He3Baxaroyud Ha 3amicHy tepamnio I, cmixg npusHauuTu
TpUBAJy aHTUMIKPOOHY Tepamito, nepe] MoYyaTKOM SIKOi IPOBECTH OaKTEplOJIOT1uHI
JOCIKEHHS 3 BUBHAYEHHSIM PE3UCTEHTHOCTI 0 aHTUO10TUKIB.

8. [Ipu nikyBaHH1 IHQEKUIMHUX 3aXBOPIOBAaHb Ta 3arOCTPEHb XPOHIYHUX
BOTHMII iH(eKIIi cnenu@ivyHa Tepanis Mae MpU3HaYaTUCA B MAKCUMAJIbHUX J103aX 10
MIOBHOT'O 3HUKHEHHSI KJIIHIYHUX MPOSIBIB XBOPOOH, TPUBAIICTh KYypCiB JIIKYBaHHS B 2-
3 pa3u JoBIIE.

9. OCHOBHMM METOJIOM JIIKYBaHHS IAIIEHTIB 13 TSHKKUM KOMOIHOBaHUM
imyHonaedirurom (TKI/I), Bnpomxennoro € amorenna TI'CK.
10. TI'CK moxe OyTu po3riasiHyTa it KOMOIHOBAaHUX IMYHOJE(DIINTIB, SIK1

e MeHII TsoDKkuMU, HK TKIJ[, koMOiHOBaHMX IMyHOACHINUTIB 13 CHHIAPOMATHLHUMH
pucaMM, a TaKOXX JIJIs TAIIEHTIB, SKUX HE BIAETHCS KOMIICHCYBATH 3a JOIIOMOTOIO
KOHCEPBAaTUBHHUX METO/IIB.

11. [TpoBenenns anorennoi TI'CK Bu3HawaroThCs y CHIBIpalll 13 JIKapeM,
o cremianizyerbest Ha npoBenenHi TT'CK, TI'CK 3ailficHIO€eThCS y crieriaai3oBaHuX
LEHTpax.

12. Sk Tepanito nepioi JdiHii sl JIKYBaHHS IMyHHOI TPOMOOILIMTOIIEHIYHO1

NypIypH Ta ayTOIMYHHOI T€MOJITUYHOI aHEMIi 3aCTOCOBYIOTbCSI KOPTHUKOCTEPOIIH ,
32 YMOB TSDKKUX (hopM — 1011aTkoBO II" y BUCOKHX J103aX.

13. [TamienTaM 13 CHAJKOBUM aHTIOHEBPOTUYHUM HAOpSKOM Mae OyTH
npu3HayYeHa Teparis npenaparamu iHri0iTopy Cl-ecrepasu miJl yac TOCTPUX HAIMAIB,
JUTST. KOPOTKOTEPMIHOBOT MPO(IIAKTUKA Ta JJIS JOBTOCTPOKOBOI MPOQITAKTUKH Y
TAIEHTIB 3 HanaJaMHy JacTiie, HK 1 pa3 Ha MiCsIIb.

14, Jist  mikyBaHHS — CIMEMHOI  CEpeI3eMHOMOPCHKOI  JIMXOMAaHKH
3aCTOCOBYIOTh KOJXIIHWH. Y BHITQJIKy PE3UCTEHTHOCTI 0 KOJXIIHHY MOXYTh OyTH
3aCTOCOBaH1 1HTI0ITOpPH 1HTEPIIEHKIHY-1 y KOMOIHAIIIT 3 KOJIXIIIMHOM.

15. Jlnst nmiKkyBaHHSI KplOMIpUH-ACOLIMOBAHUX MEPIOJUYHUX CHUHIPOMIB Ta
nedinuty MeBanoHaT-KiHa3| (rinep-1gD cuHapom) ciif 3aCTOCOBYBATH aHAKIHPY a00
KaHakiHymMa0. SIKIio BIJICYTHIM JOCTaTHIM TepaneBTUUHUNA €(EeKT Ha BBEIECHHSA
aHaKIHPHU, IPOBOJSATH HOTO 3MIHY Ha KaHAKIHymao.
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16. Hns mikyBanHss TRAPS (meplonuyHuii CHHIpPOM acolidoBaHUN 3
peuentopomM (akTOpy HEKpPO3y NyXJHUH) CHiJi 3acTOCOBYBAaTH aHaKiHpy abo
KaHakiHymMa0. 3a HEee()EeKTUBHOCTI JIIKYBaHHSI Ta 3aJIEKHO BIJl TOTO, KUW mpemnapar
OyB TMpU3HAYEHHWI TMEpIIMM, NPOBOAATH 3MIHY IMpenapariB: aHaKiHpH Yu
KaHaKIHymMaOy Ha eTaHeplenT ad0 HaBIAKH.

17. JlixyBanHs TematojoriyHux yckmamgHenb [IIJ[ wmae 3micHIOBaTHCH
JIKapeM-IMyHOJIOTOM B CIIIBIpalli 3 JIKapeM-TeMaToJIOTOM  3TiIHO 3 YHUHHUMH
rajy3eBUMHU CTaHAAPTAMH MEIUYHOI JTOITOMOTH.

18. [Tamientu 3 IIIJ] Ta 3 XpOHIYHUMH 3aXBOPIOBAHHSMH JICTCHb MOBHUHHI
JIKyBaTHCS ITiJT OTHOYACHUM CIIOCTEPEIKEHHSM JTKapsI-ITyIbMOHOJIOTA.
19. Hns nmamientiB 3 1] Ta OpoHxoeKkTazaMM, YaCTUMH 3aroCTPEHHSIMU,

HE3BKAIOYM Ha aJCKBaTHy 3amicHy Tepamito II, J0AaTKoBO pO3TISHYTH
Oe3rnepepBHy aHTUMIKpOOHY NPO(UIAKTUKY; TakKl NAI€HTH TMOBUHHI PETYJISPHO
MPOXOIUTU MIKPOO10JIOTTUHI TOCHIIKEHHS MOKPOTHHHS.

20. [TamieHTH 3 NEYIHKOBUMHU Ta IITYHKOBO-KUIIIKOBUMH MPOSIBAMH ITIOBHHHI
JKYBaTHUCA IM1J] OJJTHOYACHUM CIIOCTEPEKEHHSIM JI1Kaps-raCTPOEHTEPOJIora.
21. Baknmnamis mamientis 3 IIIJ] 3miiicHIOETBCS B 3aJICKHOCTI  BIJ

HO30JIOTTYHOI (OpMH Ta KIIHIYHOTO CTaHy marieHTa, 3rigHo 3 Kanengapem
npo(UIAKTUYHUX LIETJIeHb Ta [lepenikoM MeAMYHUX MPOTUIIOKA3aHb JI0 TPOBEICHHS
npopUTAKTUIHHX MIETUIeHbB, 3aTBepmkeHnx MO3 (Hoxarok 4).

22. [Tpu OpoHXOEKTaTUYHIA XBOPOO1 13 3aTPUMKOIO CEKpeIlli CIIij] 3aBYaCHO
PO3IMOYMHATH pECIipaTOpHY ¢i3ioTeparito.
23. 3a HeoOximHocTi marientaM 3 IIIJ mpusHadaerhcs JIiKyBasbHA

Gb13KyNnbTYpa, Mami€eHTaM 3 OPOHXOEKTAaTUYHUMHU 3aXBOPIOBAHHSIMH Ta JUXAJIBHOIO
HEJIOCTATHICTIO CJIiJT TPOTIOHYBATH JIETEHEB1 BUIH CIIOPTY.

24, VYci BapiaHTH JiKyBaHHS MalOTh OyTH JIeTaJbHO PO3'ICHEeHI MallieHTaMm Ta
iXHIM ONU3BKKMM, B MOJAIBIIOMY HEOOXITHO TPOBOJUTH PETYJSpHI HaBYAHHS
MAII€HTIB.

25. 3 METOW TONEPEMKEHHS  pO3BUTKY yckimamHeHb [IIJI  mae
3/IICHIOBATUCHh KOHTPOJIb 332 BUKOHAHHSM NpPHU3HAYEHb Ta PEKOMEHAAIN JiKaps-
IMyHOJIOTa, a caMe: IIOMICSYHO BIPOJOBXK MEPIINX 6 MICSIIB — BUKOHAHHS BBEJICHHS
II", mpu3HayeHoro JiKapeM-IMyHOJIOrOM, B OAAJIBIIOMY — OJIMH pa3 Ha 3 MICALll; IpH
pemicii IHPeKUIHHOro, IHIIUX 3aXBOPIOBaHb Ta YCKJIAIHEHb — OJIUH pa3 Ha 6 MICSIIIB.

26. Jlnst momepe/pKeHHST  3arocTpeHHsl  1HGEKIH,  ayTOIMyHHUX,
IPaHyJIbOMATO3HUX 3aXBOPIOBaHb, PO3BUTKY 1HIIUX YCKIIAJHEHb MAa€ MPOBOJUTUCH
BTOpPHHHA NPO(DUTIAKTHKA IHTEPKYPEHTHUX 1HPEKIINHNX YCKIaTHEHb 32 JOIMOMOTOIO
NPOTUMIKPOOHUX TpemnapaTiB; MPU YpPaKCHHI OpraHiB JOUXaHHS — JUXaJdbHA
riMHACTHKA Ta MIOJICHHUN CaHAIlIMHUNA PeHaX TPaxeoOpOHX1aTpHOTO JIepeBa.

27. [Tamientam 13 gedekTaMu KOMIIOHEHTIB KOMIUIEMEHTY Mae OyTu
PEKOMEHI0BaHa 104aTKoBa BakiuHamis (qus. JJomarox 4)

28. [lamienty ™ae OyTu HajgaHa iHGopmalis MOAO0 JOTPUMAHHS
MOBHOIIIHHOTO 30aJJaHCOBAHOI'O XapuyyBaHHs, ONTHUMI3allll pexuMy JTHS / podoTH Ta
BignounHky (Jomarok 5).
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InauKaTOpu AKOCTI MeIMYHOI I0TIOMOTH

1. BiacoTox mami€eHTIB, CKEPOBAHHUX [0 JIKaps-iIMyHOJIOTA, SIKUM IPOBEICHO
TecTyBaHHs Ha BIJI

2. BigcoTok marieHTiB, K1 3BEpPHYIHCS HA KOHCYJIBTAIIIIO 0 JiKaps-IMyHOJIOTa
3 MIPOBEJICHUMHU CKPUHIHTOBUMH IMYHOJIOTTYHUMH T€CTAMHU.

3. BiicoTOK mami€eHTiB, IKUM BCTaHOBJICHO aiarao3 ITI/].

4. BicOTOK Malli€HTIB, SIKUM POBECHO reHeTHYHy Bepudikariro IT1/1.

ITacnopTH iHAMKATOPIB AIKOCTI MeAUYHOIL JONIOMOTH

1. BigcoTok malli€HTiB, CKEpOBAaHUX JO JiKapsa-IMyHOJOTra, SKUM IPOBEJICHO
TecTyBaHHs Ha BIJI.

3B’S30K 1HAMKATOpa 13 3aTBEPKEHUMHM HACTaHOBaMH, CTaHAApTaMH Ta
MPOTOKOJIAMU MEIUYHOI JOTOMOTH.

[HauKaTOp TPYHTYETHCS HA TOJIOKEHHSIX CTaHAAPTIB MEJIWYHOI JOIIOMOTH
«/1arHocTrKa Ta JIIKyBaHHS IEPBUHHUX IMYHOJE(DILIUTIBY.

3ayBa)K€HHs 1I0JI0 IHTEpIIpETallil Ta aHaI3y 1HAUKATOPA.

AHali3 1HAUMKaTOpa J03BOJIUTH CBOEYACHO BHUSIBUTH IMPOOJIEMH, MOB’s3aHl 3
npoBeaeHHsIM TecTyBaHHss Ha BUJI. IlinpoBuii (OaxkaHuil) piBEeHb 3HAYCHHS
IHAMKATOpa Ha eTaml 3ampoBa/DKCHHS CTaHAApPTy MEIWYHOI JIOTIOMOTH HE
BU3HAYAETHCS 3apajy 3amoOiraHHsd BUKPHUBJICHHIO peajbHOI CUTyallli BHACHIIOK
aJMIHICTPATUBHOTO THCKY.

[HCTpYKITIS 3 O0UHCIICHHS 1HIUKATOpa

Opranizamisa, ska Mae oOuucmoBatd iHgWKatop: 303, mo Hazgae
crienianizoBaHy Meau4Hy nornomory mamientam 3 [/, cTpykTypHi miapo3aiim 3
MUTaHb OXOPOHU 3JI0POB’SI MICIIEBUX JIEPKABHUX aIMIHICTpAIIiil.

JlaHi HaarOTHCS JTIKAPSIMU-IMYHOJIOTaMU, JIKAPSIMU-IMYHOJIOTaMHU JUTIYUMH,
crerianizoanumMu 303, po3TallOBaHUMHU Ha TEPUTOPIi OOCTYyrOBYyBaHHSA, [0
CTPYKTYPHUX MIiAPO3JUIIB 3 MUTaHb OXOPOHHU 3J0POB'S MICHEBUX JEpPKABHUX
aMIHICTpAIIiH.

JlaHi HaTAIOTHCS TOIITOK, B TOMY YHCIII €JIEKTPOHHOIO TMOIITORO.

Meron oOyuclneHHS 1HAMKATOpa: MIJPAXyHOK NUIIXOM pydHOi abo
aBTOMaTH30BaHOI  0OpoOku.  IHOUKATOp  OOYHUCHIOETHCS ~ CTPYKTYPHUMH
MIAPO3AiJaMHu 3 MMUTaHb OXOPOHH 3JI0POB’S MICIIEBUX JICp)KaBHHUX aaMiHICTparii
micis HaJAXO/DKEHHsS 1HQopMmarllii BiJ BCIX JIKapiB-IMyHOJIOTIB, CHEI1ai30BaHUX
303, ski HamaroTh gomomory marientam 3 IIIJ[, 3apeecTtpoBaHux B paiioHi
oOcIyroByBaHHs. 3HAYEHHS IHAMKATOpAa OOYHCITIOETHCS  SK  BIJHOIICHHS
YUCENbHUKA /0 3HAMEHHHUKA.

3HaMCHHHUK 1HJMKATOpa CKJaJa€ 3arajbHa KUIbKicTh mamieHTiB 3 IIIJ, sxi
mikyBanmucs y 303 3a 3BiTHUHN mepioa. [xepemom indopmarii €: MeauyHa kapta
ctamionapHoro xgoporo (®opma 003/0), Menuuna kapta aMOyIaTOPHOT'O XBOPOTO
(dopma 025/0).

UucenpbHUK 1HIWKATOpa CKJIaJa€ 3arajbHa KUIbKiCTh mamieHTiB 3 I/,
CKEpOBaHUX JI0 JIIKaps-IMyHOJIOTa, SIKUM MpoBeeHO TecTyBaHHs Ha BIJI.
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Ixepenom iHdopmarlii €: MeauuHa kapra cramioHapHOro xBoporo (®opma
003/0), Meanuna kapta amOynatopHoro xBoporo (dopma 025/0).
3HaueHHs 1HAUKATOpa HABOJAUTHCS Y BIACOTKAX.

2. BiIcOTOK MaIli€nTiB, K1 3BEPHYINCS HA KOHCYJBTAIIIIO 0 JiKaps-iMyHOJIOTa
3 MIPOBEJICHUMU CKPUHIHTOBUMH IMYHOJIOTTYHUMH T€CTAMHU.

3B’S30K 1HAMKATOpa 13 3aTBEPIKEHHMMHM HACTaHOBaMH, CTaHAApTaMH Ta
IPOTOKOJIAMHU MEIUYHOI JOTOMOTH.

[HauKaTOp TIPYHTYETHCA HA MOJIOKEHHSX CTaHAAPTIB MEJAUYHOI JIOMOMOTH
«/JliarHoCTHKA Ta JTIKyBaHHS MIEPBUHHUX IMyHOAE(IIIUTIBY.

3ayBa)K€HHsI 111010 1HTEpIIpETallil Ta aHal13y 1HAUKATOpA.

AHali3 1HIUKaTOpa J03BOJIUTh CBOEYACHO BHUSIBUTH MPOOJIEMHU, MOB’A3aHI 3
MPOBEJICHHIM CKPUHIHTOBUX IMYHOJOT14HMX TecTiB. L{iumboBuii (OakaHuil) piBeHb
3HAUEHHA 1HAMKATOpa Ha €Tall 3alpOoBa/PKEHHS CTaHAApPTy MEIUYHOI JIOMOMOTH HE
BU3HAYAETHCS 3apaJu 3aroOiraHHs BUKPHUBIECHHIO pealbHOI CHUTYyallli BHACHIJIO0K
aJIMIHICTPATUBHOT'O THCKY.

[HCTpYKLIS 3 00UUCIEHHS 1HANKATOpA

Opranizaiisg, ska Mae oOuucmioBaTd iHgukatop: 303, mo Hajgae
creniaii3oBaHy MeAudHy gonomory mnamieHtam 3 IIIJI, ctpykTypHi nigpo3ainu 3
NUTaHb OXOPOHU 3JI0POB’SI MICLIEBUX JE€PKABHUX AJMIHICTpAILiN.

JlaHi HamaOThCS JTIKAPSIMU-IMYHOJIOTaMU, JIKAPSIMU-IMYHOJIOTaMHU JUTAYUMH,
cneniamizoBanumMu 303, po3TalmIOBaHUMHM Ha TEPUTOPii OOCTYyroBYBaHHS, [0
CTPYKTYpPHUX MIiAPO3AUTIB 3 TUTaHb OXOPOHH 3J0POB'Sl MICLEBUX JIEp>KaBHUX
aMIHICTpAIIii.

JlaH1 HaIafOTHCS TOMITOK, B TOMY YHCII1 €JIEKTPOHHOIO TOIITOXO.

Meron oOuucieHHS 1HAMKATOpA: IMIJPAXyHOK INUISXOM pydHOi abo
aBTOMaTH30BaHOi  0OpoOku.  IHmuUKaTop  OOYHUCIIOETHCS  CTPYKTYPHUMHU
NIIPO3JUIaMH 3 TUTaHb OXOPOHHU 3J0pPOB’S MICLEBUX JEpKaBHHUX aJMIHICTpaIlii
niciig HaAXOJKEHHsS 1HQopmalii Bl BCIX JIKapiB-IMyHOJIOTIB, CHELIaI30BaHUX
303, ski HanmaroTh gonomory mariedtam 3 IIIJ[, 3apeecTtpoBaHux B pailoHi
0oOCJIyroByBaHHS. 3HA4E€HHsI IHAMKATOpa OOYHUCIIOETHCS  SK  BIJHOIICHHS
YUCeTbHUKA 10 3HAMEHHHKA.

3HaMEHHUK 1HJMKATOpa CKJaJa€ 3arajbHa KiUIbKicTh mamieHTiB 3 I, ski
mikyBanmucs y 303 3a 3BiTHuM nepioa. [xepenom iHdopmarii €: MeauyHa kapta
crarionapaoro xsoporo (®opma 003/0), Menuuna kapta amOyIaTOPHOTO XBOPOTO
(dopma 025/0).

UucenpHUK 1HIWKATOpA CKJIaJa€ 3arajbHa KiabKicTh marieHtiB 3 IIIJI, skum
MPOBEICHA KOHCYJbTAIllS JIKapsS-IMyHOJIOTa 3 TIPOBEACHUMH CKPUHIHTOBHUMHU
IMYHOJIOTIYHUMHU TECTAMH.

Jlxxepenom indopmMmartii €: Meauuna kapTta crarioHapHoro xsoporo (dopma
003/0), Meauuna kapta amOysatTopHoro xpoporo (Popma 025/0).

3HaueHHs 1HAUKATOpPA HABOAUTHCS Y B1ICOTKAX.

3. BicoTok mami€eHTiB, SIKUM BCTaHOBJIEHO aiarao3 IT1/].
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3B’SA30K 1HAMKATOpa 13 3aTBEPKEHUMHM HACTaHOBaMH, CTaHAApTaMHU Ta
MIPOTOKOJIAMHU MEIUYHOI JOTTOMOTH.

[HauKaTOp TPYHTYETHCS HA TOJIOKEHHSIX CTAaHAAPTIB MEIWYHOI JTOMOMOTH
«/liarHocTHKA Ta JiKyBaHHS EPBUHHUX IMYHOAE(DIIIUTIBY.

3ayBa)KeHHS IIOJI0 IHTEpIIpeTalii Ta aHami3y 1HANKATOpa.

[inpoBuii (OakaHuil) piBEHb 3HAYEHHS 1HAMKATOpa Ha €Tami 3ampoBaKCHHS
CTaHAApTy MEIUYHOI IOMOMOTH HE BU3HAYAETHCS 3apajiy 3al00IraHHs BUKPUBIICHHIO
peasibHOT CUTYaIlil BHACIIIOK aIMIHICTPATUBHOTO THUCKY.

[HCTpYKITISt 3 00UMCIICHHS 1HIUKATOPA.

Opranizarisi, sSka Mae€ OOYMCIIOBATH IHAMKATOp: chemianizoBadi 303,
CTPYKTYpHI MIIpPO3AUIA 3 TMHUTaHb OXOPOHU 3J0POB'S MICIEBUX JEp>KaBHHUX
aJMIHICTpaIliii.

Jlanl HagaroThCA JKAPAMHU-IMYHOJIOTaMH, JIIKApPSIMU-IMyHOJIOTAMU JTUTSIYUMH,
cremiamizoBanumMu 303, po3TalioBaHUMH Ha TEPUTOPli OOCIYyroByBaHHS, [0
CTPYKTYpPHHMX MiIPO3JIUIIB 3 TIUTaHb OXOPOHHM 3J0POB'Sl MICLEBUX JIEPKABHUX
aJMIHICTpaIliil.

JlaH1 HaICUITAIOTHCS TIOIITOI0, B TOMY YHCII €JIEKTPOHHOIO TMOIITOIO.

Meton oOyucieHHS 1HAMKATOpa: MIAPAXyHOK MHUISIXOM PY4YHOi  abo
aBTOMAaTU30BaHOI 0OPOOKHU.

[HaMKaTOp OOYMCIIOETBCA CTPYKTYPHUMHU MIAPO3AUIAMHA 3 MUTaHb OXOPOHH
3JI0POB'Sl MICIIEBUX JEP>KaBHUX aJAMIHICTpAIliil miclsg HAAXOMHKeHHs 1H(popMallii Bij
BCIX JIIKapiB-IMYHOJIOTIB, cremnianizoBanux 303, 3apeecTpoBaHUX Ha TEPUTOPIi
00CIyroByBaHHs. 3HAUYCHHS 1HIUKATOpPa OOUYMCIIOETHCS SIK BITHOIICHHS YMCEIbHUKA
710 3HAMEHHHWKA Ha HABOJIUTHCA Y BIJICOTKAX.

3HaMCHHHK 1HIUKATOpa CKJIaJa€e 3arajbHa KUIbKICTh TMAII€HTIB 3 M1J03pOI0 Ha
[TIJ, axi mikyBanucs y 303 3a 3BiTHuUi niepion. Jxepenom indopmartii €: Menuuna
Kapta cramioHapHoro xBoporo (®opma 003/0), Menuuna kapta amOyJIaTOPHOTO
xBoporo (®opma 025/0).

UucenpbHUK 1HAMKATOpA CKJIAJa€ 3arajibHa KiIbKICTh mamieHtiB 3 [1I1], skum
BCTaHOBJICHO miarHo3 IT1]].

Ixepenom iHdopmarlii €: MeauuHa kapra cramioHapHOro xBoporo (®opma
003/0), Meauuna kapta amOymnatopHoro xBsoporo (dopma 025/0).

3HaYeHHS 1HAUKATOPa HABOJUTHCS Y BIJICOTKAX.

4. BiACOTOK Malli€HTIB, SKUM MPOBEICHO TeHeTnuHy Bepudikariito [TI]1.

3B’S30K 1HAMKATOpa 13 3aTBEPIKEHUMMM HACTaHOBaMH, CTaHAApTaMH Ta
IPOTOKOJIaMU MEIUYHOI TOTOMOTH.

[HaMKaTOp TPYHTYETHCS HA TMOJOKEHHSIX CTAaHAApPTIB MEIWYHOI JOMOMOTH
«/liarHocTHKa Ta JIIKyBaHHS IEPBUHHUX IMYHOJE(DIIUTIBY.

3ayBa)X€HHsI 11010 IHTEPIIPETAIlii Ta aHaJi3y 1HAUKATOpA.

[inpoBui (OakaHWil) piBEHb 3HAYECHHS 1HAUKATOpA HA €Talll 3alpOoBa/KECHHS
CTaHJAPTy MEAMYHOI JOMTOMOTH HE BU3HAYAETHCS 3apay 3amo0iraHnHsl BUKPUBICHHIO
peanbHOi CUTYyallli BHACIIIOK aIMIHICTPATUBHOTO THUCKY.

[HCTpYKIIis 3 00YUCHEHHS THANKATOPA.
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Opranizarisi, ska Mae OOYMCIIOBATH IHAMKATOp: cheriaitizoBanl 303,
CTPYKTYpHI TIAPO3AUIA 3 THTaHb OXOPOHU 3J0POB'S MICIEBUX JEpPrKaBHUX
aZIMiHICTpaIliil.

JlaHi HamaOThCA JTIKAPSIMH-IMYHOJIOTAMH, JIKApSAMU-IMyHOJIOTaMH TUTSYUMH,
cnemianizoBauumMu 303, pO3TAIOBAHUMU Ha TEPUTOpii OOCITYrOoBYBaHHS, JI0O
CTPYKTYPHHX TMIIPO3AUTIB 3 THUTaHb OXOPOHU 3J0POB'S MICIEBUX JCpP>KaBHHUX
aZIMiHICTpaIliil.

JlaH1 HAACWITAFOTHCS TIOIITOIO, B TOMY YHUCITI €JIEKTPOHHOTO TOTIITOIO.

Meton oOuucClaeHHS IHAMKATopa: MiApaXyHOK IIIAXOM PYyd4HOi abo
aBTOMAaTH30BaHOI 0OPOOKH.

[HaMKaTOp OOYUCITIOETHCS CTPYKTYPHUMH MIAPO3JAUIAMHA 3 TMUTaHb OXOPOHHU
3I0POB'SE MICIICBUX JIEP)KaBHUX aJMIHICTpaIlli MiC/Isl HaIXO/KeHHs 1H(opMaliii Bif
BCIX JIIKapiB-IMYHOJIOTIB, cremnianizoBaHux 303, 3apeecTpoBaHMX Ha TEPUTOPIi
00CITyroByBaHHs. 3HAUYCHHS 1HIUKATOPA OOYUCIIOETHCS K BIJHOIICHHS YUCEIbHUKA
710 3HAMEHHHUKA Ha HABOJIUTHCS Y BIJICOTKAX.

3HaMEHHUK 1HIUKATOpa CKJIaJa€ 3arajibHa KuIbKicTh mnamieHTiB 3 I, ski
nmikyBanucst y 303 3a 3BiTHUN nepioa. [xepenom indopmaiii €: Menuuna kapta
cramioHapHoro xsoporo (®@opma 003/0), Menuuna kapta aMOyIaTOPHOTO XBOPOTO
(dopma 025/0).

UucenpbHUK 1HAMKATOpPA CKJIAJa€ 3arajbHa KiUIbKICTh mamieHtiB 3 I/, skum
poBeieHO reHeTHuHy Bepudikarito ITI/1.

Jlxxepenom iHdopmMariii €: Meauuna kapTta crarioHapHoro xsoporo (dopma
003/0), Meauuna kapta ambynaropHoro xsoporo (®opma 025/0).

3HaYCHHS 1HIMKATOpPa HABOJIUTHCS Y BIJICOTKAX



17

IlepeJiik JiTepaTypHUX J:Kepesi, BAKOPUCTAHMUX MPH PO3po0Li CTAaHAAPTY
MeIMYHOI J0IIOMOTH

1. Enexrponnnii nokymeHT «KIriHIYHAa HacTaHOBa, 3aCHOBaHA Ha JIOKa3ax
«[lepBunHi imyHoaedimut», 2021.
2. Haxka3 MinictepcTBa 0X0poHu 310poB’st YKpainu Big 16.09.2011 Ne 595

«[Ipo mopsaok mpoBeneHHS MNPOPUIAKTUUHUX MICTUIEHh B YKpaiHi Ta KOHTPOIb
AKOCTI W 00Iry MEIWYHUX IMYHOOIOJOTIYHUX IIperapariB», 3apeecTPOBaHUM B
Minictepctsi toctuiiii Ykpainu 10.10.2011 3a Ne 1159/19897 (31 3minamn).

3. Haka3 MinictepctBa oxopoHu 370poB’st Ykpainu Big 28.09.2012 Ne 751
«IIpo CTBOpEeHHSI Ta BIPOBA/KEHHS MEIUKO-TEXHOJOTIYHUX JIOKYMEHTIB 31
CTaHJapTHU3allil MEIUYHOI JOMOMOIM B cucTeMl MIHICTEpCTBA OXOPOHM 3/10pOB’S
VYkpainn», 3apeectpoBanuii B MiHictepcTBl rocTuilii Ykpainu 29.11.2012 3a
No 2001/22313 (31 3miHaM#).

4. Haxka3 MinictepcTBa 0xopoHu 310poB’st Ykpainu Big 14.02.2012 Ne 110
«IIpo 3arBepmxeHHs (OpM MNEPBUHHOI OOJIKOBOI JOKYMEHTAIli Ta 1HCTPYKLIH
IOJ0 X 3alMOBHEHHSA, [0 BUKOPUCTOBYIOTHCSA Y 3aKJIaliax OXOPOHHU 3J0POB’S
HE3aJeKHO Bl (OpMHU BIACHOCTI Ta NIANOPSAAKYBaHHA», 3apeeCTpPOBAHUN B
Minictepctsi roctutlii Ykpainu 28.04.2012 3a Ne 669/20982.

S. Haka3 MinictepcTBa 0X0opoHU 3710poB’sa Ykpainu Bijg 22.04.2021 Ne 792
«IIpo 3aTBep/pKEHHSI TPUHAIUATOTO BUITYCKY JlepskaBHOro (opmylispa JiKapChKUX
3ac001B Ta 3a0€3MeUEHHS HOTO JJOCTYITHOCTI».



Honaroxk 1

JI0 CTaHAAPTIB MEAUYHOI IOTIOMOTH
«/liarHocTrka Ta JiKyBaHHS TIEPBUHHUX
IMyHOACPIITUTIBY

KuinivHi Ta kiainiko-1a0opaTopHi kpurepii mino3pu moxo IIJI

3arpo3amBi KJIiHiIYHI 03HaKH, 32 AkMMHU Mae Oytu 3amigo3penmit III/] ado inme
cepiio3He 3aXBOPIOBAHHSA

HasiBHicTh NpUHAMHI O/THI€T 3 03HAK

1. Eputponepmisi y aiteid Bikom 10 1 poky

2. Panniit ne6roT (10 1 Micsi) Ta TSODKKUN mepedir ek3eMu

3. Tspkka iHTepCTHUIliiiHA MHEBMOHIsS (HANpUKIA, BHKIMKaHa Pneumocystis jiroveci,
[IMB)

4. Tsokka LIMB-iadekmis: rerepanizoBaHa (opMa ypaXeHHS BHYTPIIIHIX OpraHiB 3
TSOKKUMH (DYHKITIOHAIbHUMHE MTOPYIICHHSIMHA

5. Xpowniuna miapes (ManpabCcopOIIisl / KAIIKOBA 1H(EKIis / ayTOIMyHHA €HTEPOIATisl Ui
3araJibHE 3aXBOPIOBAHHS KUIICYHHUKA) y JAiTEH 10 2 POKiB

6. ['enepanizoBana BLDK-indekuis y aiteid 1o 1 poxy

7. XpOoHIYHUH MIKIPHO-CIU30BHI KaHIUI03

8. ImBaszuBHI iH(]EKIMIl: cercuc, MEHIHTIT, a0clec JereHb, IEYiHKU, CEeJIe3iHKH,
OCTEOMIENIT, TPaHyIbOMH, ITHEBMATOILIeNe, THINHUHN JiM(aaeHiT

9. He3aioBIbHUH pe3yNbTaT HEOHATAILHOTO CKPHHIHTY

10. Bupaxena mimdonenis Ha 1 pori xutTsa < 2000 ki1/MKIT

11. TeprietnyHmii eHICaTiT, BUKIMKAHWK BipycOM IPOCTOTO TepIecy, Yy paHimie
3I0POBHX OCI0

12. ®ebpunpHa HelTporneHis (<500 ki B 1 MK)

13. 'emodarouutapHuii 1iMQpOricTiONUTO3 (IEpCUCTyI0Ya JTUXOMAaHKa Ta LIUTOTEH1s)

14. TloBTOpHa MEHIHTOKOKOBA 1H(EKIIis

Kuainiuni o3Haku, 3a skumu Moske 0yTu 3anigospennii ITIJ

HasiBHicTh NpuHaiiMHI IBOX 03HAK:

1. HasBHicte B poauni xBopux Ha [IIJI abo cMmepTh AUTHHU B PaHHbOMY Billl BijJ
iHbexmil

2. PenmmuBHI mMHEBMOHIT (>2 3a )UTTS a00 Xo4a O OJlHA, SKIIO JUTHHA MOTpedyBaia
IHTEHCHUBHOI Teparii)

3. PeruauBHU TOCTpHil cepenHiit OTUT: >8 3a KUTTA ab0 >2, kim0 Oyna miopest abo
>1, skmo OyB MacToizuT abo BHYTPILUIHbOYEPENHI YCKJIAQAHEHHS a00 XpOHIYHUH cepenHiil
OTHUT

4. PenuiMBHI THIMHI CHHYCUTH > 2 pa3u Ha pik

5. PeruauBHi iHBa3uBHI 1H(EKINT MKIpH Ta M SKUX TKaHUH: oMdaiiT, GypyHKYIbO3,
¢iermona, abeuec, SUYMiHb, TAPATPOKTHUT, TAaHAPULIIN

6. 3aTpuMKa BimmaaiHHS MYMOBHHHOTO 3aJMIIKY (Mmi3Hime 14 mo0u), moraHe 3aroe€HHs
paH

7. [lommpeni abo peuuaAuBHI BipycHI 1HGEKUIi IMIKipU: KOHTario3HUM MOJIIOCK,
060poaaBKH, reprec

8. InBaszuBHMIA nepMaTodiTo3

9. Xponiuna abo penuarBHa Aiapest (ManbaOCcopOIis / KMIIKOBa iH(EKIIis / ayToIMyHHA
EHTepoInarisi UM 3arajibHe 3aXBOPIOBAHHS KUIIIEYHUKA) 3 BTPATOI0 MacH Tijia
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10. TyGepkynbo3, anTuoBi MikoOakTepiosu ABO yckmamnenmii nepebir BakiuHaiii BIDK
ABO Mycobacterium leprae (mpokasa)

11. Onoprynictuuni iH(ekmii (Burkholderia cepacia, Chromobacterium violaceum, Serratia
marcescens, Histoplasma sp abo Paracoccidioides sp, Salmonella no typhi, Cryptosporidium,
E€HTEPOBIPYCHUI MEHIHTOeHIIe(DaTiT)

12. Tsoxxuit nepe6ir rpuny a6o COVIDI19, abo indexuii, Buknukani Bipycom Emmreiina-
bappa, a6o moacekum repnecom § Tumy (capkoma Karmori)

13. IlIucrocomo3 abo TPUITAHOCOMO3

14. bponxoekTa3u ab0 XpOHIYHUM OPOHXIT y JiTeH

15. BykanbHi ab0 reHiTanbHi aQTO3HI ypaKeHHS

16. IloBTOpHa (penuauBHA, IO PETYJISIPHO BHHHKae) ¢(eOpribHa Tapsyka 0e3 BHUIUMOI
NPUYHHHU 3 000B’A3KOBOIO HAsIBHICTIO 3aMaibHUX 3MiH B KpoBi (Jeiikoruros, miasumienns HIOE, C-
PEaKTHUBHOTO O1JIKa)

17. llepmanenTHa (peOpuibHa rapsyka 0e3 BUIUMOI MPUYMHY, 110 TPUBAE MOHAA 2 THXKHI 3 3
000B’S3KOBOI0 HASBHICTIO 3alaJIbHUX 3MiH B KpoBi (neiikouurtos, migsumenHs IIIOE, C-
peaKTHBHOTO OiIKa) 32 BiZICYTHOCTI aBTOAHTHUTLII

18. Anepris (OpoHXiajlbHa acTMa, aJICPTIYHUIA PHHIT, €K3eMa, Xap4yoBa ajepris, KPOIHB’ THKA,
HaOpsik KBiHke)

19. Anomanii cene3iHKu: acIieHis / MNoCIIeHs, CINIEHOMerajis 3/0e3 remaroMeranii

20. Jlimdpanenomnarist (> 3 By3mm,> 3 MicsIi, HeiHpEKIIiiiHA, HE 3IIOSIKICHA)

21. AyroimyHHa muTonieHis (> / = 2 minii — cunapom EBanca-®imepa) abo XxpoHiuHa
imionaTHyHa TPOMOOLMTOIIEHIYHA ITypITypa a00 ayTOIMyHHA reMOJITUYHA aHeMisi a00 ayTOIMyHHA
HEUTponeHis y AiTei crpaiie 4 pokiB

22. ABTOIMYHHI €HIIOKpPHUHOIATIi: ayTOIMyHHMH THPEOIiIUT, TinmomapaTupeo3, XBopoda
AnicoHa, TIMOroHaJOTPOITHUHN T1IOTOHAAU3M, LIYKPOBHiA Aiabet 1 Tumy

23. ABroimynHi ypaxkenns ILIKT: cromarur, ayToiMyHHHUI €HTEPUT, 3arajibHi 3aXBOPIOBAHHS
KUIIEYHHUKY, ayTOIMyHHUH T€MaTUT, aTpO(IUHUN TaCTPUT, TIFOTEHOBA EHTEPOIIATIs

24. Tamni  opra”-crienuQivyHi aHYTOIMYHHI TpPOSBU: aJoOMeIlis, BITUIro, iHTEPCTHUIlIITHE
YpaKEHHS JIET€Hb, MIOKapAUT

25. CucreMHMII YepBOHMI BOBYAK, JAWCKOITHWNA BOBYAK, TJIOMEPYIOHEPPHUT, apTPHT,
BacKymiT, cunapoM llerpena

26. Arurasis / rimormiasist TkMycy abo THMOMa

27. PeunuBHUN aHT10HEBPOTUYHHUH HAOpsIK Oe3 ypTHKapHOi BUCUIIKM a00 MOBTOPHI €Mizoau
005110 B )kMBOTI Ta OMtoBaHHA O6e3 BcTtaHoBNeHoi natosorii IIHKT

28. 3aTpuMKa (i3UYHOTO PO3BUTKY

29. Heingexuiiini cuaapomanbHi pucH, acorioBani 3 I11/] (tabmwms 2).

30. Heonasii (Jiimpoma, J1eiiko3, KapIuHOMa)

IToxa3HUKH CKPHMHIHTOBMX IMYHOJIOTIYHHUX TeCTiB, siKi Bka3ywoTs Ha IT1J1:

1. Heiitponenist <0,5 I'/n y mionaiimenme y 3 remorpamax abo < 1,0 I'/m mpunaiimui 3
remMorpamax npH iHQexkuiiHoMy CHHAPOMI

2. [ocriitamii neitkoruros > 20 /11, o 3pocTae mpH iHPEKITITX

3. Jletikonenis < 4,0 I'/n

4. Jlimponenis < 1,0 I'/n

5. MonouuTonenist <200 ki1/MKI

6. Eosunodimis > 0,2 I'/n

7. PiBenb IgG y cupoBariii KpoBi HHKYE: 2 /71 y HEMOBIIAT BikoM <12 wmicsuiB; 5 r/n y gitel
BikoM> 12 Mics1iB

8. IgE > 10 pa3iB mepeBHIlye HOPMY [UTSI BiKY

9. AktuBHicTh kKoMIieMeHTy (CHS50) menme 10% BiJ KOHTPOJIBLHOTO 3HAUYEHHS
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10. Tpom6GormuTonenis <180 I'/m abo TpomOoLIUTONATIS

11. AT’ ta AT no BIJI

Kpurepii HasiBHOCTI
imynoaedginuris (ESID)

I €Bponelicbkoro TOBapuCTBa

Kpurepii nist gopociaux

Kpurepii nus giteit Bikom 1 pik i
crapuie

Yotupu abo Outbiie iHGEKIIHHUX
3aXBOPIOBaHb (otur, OpOHXIT,
CUHYCHT, THEBMOHIS) 3 HEOOXITHICTIO
Teparii aHTHO10TUKaMM 32 OJUH PIK

[TaTtonoriuHa CXWUJIBHICTh A0 1H(EKIIHHUX
3axBoproBanb ELVIS

PeumauBytoui iHdekiii ado iHdexiis
3  HEOOXIJHICTIO  MNPOJOHTOBaHOI
Tepanii aHTHO10THKaMU

[IpuzHauena Tepariss aHTUOIOTMKAMU HE
Maja JIIKyBaJIbHOTO €PEKTy

JIBa Ta OlbIIIe TSHKKHAX
OakTepiaIbHUX 3aXBOPIOBAHb
(ocTeoMi€eNiT, MEHIHTIT, Cercuc ado
1H}eKIT M'IKUX TKaHUH

[TopymieHHs PO3BHTKY
XPOHIYHOIO JIiapeero abo 0e3 Hel)

TATUHH(13

JIBi Ta Oinbie 3adikcoBaHl B | YCKIAQIHEHHS TICSA IICTUICHHS »XKUBUMH
pe3yabTaTi MPOMEHEBOI J1arHOCTUKH | BakiMHaMu  (1H(IKyBaHHS  BaKIUHHUM
MTHEBMOHII MPOTSTOM 3 pOKIB ATOT€HOM)

[ndekuis Ha He3BUUHOMY Micli abo | [latosmorii B poAMHHOMY — aHamHe3i

BUKJIHWKaHa HC3BUYHUM 36y,)1HI/IKOM

(Hanpuknaa iMyHOAe(ILMUT, MNaTOJOTIYHA
CXHWJIBHICTb /10 IHPEKUIMHUX 3aXBOPIOBaHb,
BUIAJKU CMEPTI 3 HEBUSICHEHUX MPUYUH

Hassuicts I11J] B poauni JlaGopaTtopHi IOCTIKEHHS: HAINPUKIAI
mimpornenis < 1500/mki; HeWTpomeHis <
500/mxa, 3HIKEHI IMyHOTJIOOYJIIHH
(HOopMU 32 BikoM!)

JlonaTkoBl ~ HACTOPOXKYIOUl  O3HAaKH Y
HEMOBJIAT:

a) CTIMKWNA AEpMaTUT, OCOOJIMBO TIPH MOSBI
JI0 2-T0 MICSIISI )KUTTS
0) Mi3HE BiANaJaHHS 3aJIUIIKY MyTOBUHU

NMEPBUHHUX




Ilepenik kJiHiYHMX o03HaK, migo3pu moxao IIIJ puas JikapiB pi3HMX

HonaTox 2
JI0 CTaHAAPTIB MEAUYHOI IOTIOMOTH

«/liarHocTuka Ta JiKyBaHHS MIEPBUHHUX

IMyHOACPIITUTIBY

crneniaaibHOCTEH (He IMYHOJIOTIB)

AJIEPT'OJIOT'IA

Kniniunuii npose

1lioospa na I11]]

TsKKO KOHTPOJIbOBAHA aCTMa

Cenexruauii nedinut IgA
3aranpHuii BapiabenbHul IMyHOAEPIITUT
Jedinut cneunpiyHux aHTUTLIT

Exzema

Cunapom BickoTa-Onpivya

WIP nedinut

I'inep-IgE cunnpomu (curapom xxo6a, PGM3 nedinur,
CARD11 LOF)

Cungpom Omena

IPEX (iMmyHHa OM3pEryIsLis, TOTieHJOKPUHONATI,
eHTeporarisi, X-34eIICHUH CHHJIPOM )

Cunapom Hezeprona (ixTio3udopmHa epuTpoaepmis,
JiHeapHuH 1XTi03, 6aMOyKOBE BOJIOCCS)

Jedimur MALT1

[ToBTOpHMIT aHT10HEBPOTHYHHIMA

HaOpsK

CnankoBuit aHTioHEeBpOTUUHMN HAOpsK (nedimut Cl1-
iHT10iTOpa/ecTepasn)

Tsokka anepris Ha 1Ky Ta/abo

JIKHA

DOCKS8 pedinut (ayrocoMmHO-penncuBHuM rinep-IgE
CUHJIPOM)
PGM3 nedinut

BHYTPIIIHA MEJUIINHA / IEAIATPIA

Kniniunuit npose

Ilioospa na ITIJT

Panniit atepockiiepo3

ImyHo-kicTKOBa nucruiasis Hlumke

BiacraBanus k Gpi3uaHOMY
PO3BUTKY

Tsoxkuii KoMOIHOBaHUM IMyHOIEDIIUT
SxoOcen cunapom (11q23)

Cunapom iJlxopmxi

Cungapom Hiltmeren

Cunnpom bapra

['emodarouuTapHuii
JT1M(OTICTHOIMTO3

Hedextu y PRF1, MUNCI13-4, STXBP2

Henepenocumicts ronoay

I'mikorenos tuny 16

OXupiHHA

Cungpom COHEN

PekypenTHi pecnipaTopHi
1H(ek1i1, IHTepcTULiiHa
ITHEBMOHisl, TpaHyJIeMaTo3s,
ayTOIMYHITET

3aranpHuil BapiabenbHUN iIMyHOOEPIUT
POLD1 / POLD2 nedinut
POLEI nedinur

Tumoma ta
rinoramarjioOyJiHeMis

Cunapom 'yna




I'ACTPOEHTEPOJIOI'TA

[IponoBxkeHHs noaarka 2

Kniniunuii npose

1Tioospa na I11]]

AOcuecH 1eyiHKy

XpoHi4Ha TpaHylieMaTO3Ha XBOpooOa

AyTOIMyHHHUH KOIIT

IPEX (iMmyHHa nu3perysisiilis, moJIieHIOKpUHOMATIS,
SHTepOMarisi, X-34eTICHUH CHHIPOM)

CD25 nedinut

Cunapom OmeHa

XLP tum 2 (XIAP nedinur)

IL-10R medimmr

NEMO cunapom

IL-21 nedinut

ARPCIB gedinur

I'nmikorenos tumny 16

AyTOIMYHHHI renaTut

XPpOHIYHHUI MIKIPHO-CAU30BUMA KaHIMI03

["acrpoenTepur BCL10 nediuut
Hedimut MHC kiacy 11, rpyna A
ICOS nedimur
Enreponaris SAMD9
3ananbHi 3aXBOPIOBAHHS XpoHiuHa rpaHyjeMaTo3Ha XxBopoba
KUIICYHUKA IPEX

IL-10 medimur

IL-10RA medimmr

IL-10RB nedimut

NEMO cunapom

CD25

STAT5b

XIAP (can test NOD signaling with MDP or TriDAP)
ABTO3ananbH1 CHHIPOMHU

NOD?2

X-34yenuieHa aramarsio0ysiHemis
3axBOpIOBaHHS MEYiHKH Ta CD40L/CD40 nedimut
5KOBYOBHMBITHUX IIISIX1B MHC xnacy II nedimur

IL-21R nedimur

Kanauno3 crpaBoxony

Komb6iHoBaHni1 imyHOI€(h1IUTH

Hediuutu parounurosy

XpOoHIYHUH MIKIPHO-CITU30BUM KaHIUI03 Ta acOIIHOBaHI
nedextu (APECED, IL-17F, IL-17RA, CARD9, STAT1)

KumkoBa nimdanriekrasis /
eKCyJaTHBHA EHTEPOIaTist

Cunapom XaHHEKaM

JIsaMO1103, IKUH Ba)KKO
JTKyBaTH

JedinuTi aHTUTUIOYTBOPEHHS, BKITIOYAIOUN CEIICKTHBHHI
nedinut IgA, 3aranbHuit BapiabenbHuil imyHOIEDIIUT, X-
34YeIUIeHy aramarjioOyJiHeMII0

MHOXUHHI1 aTpe3ii KUIIEYHUKY

HeiiponanbHa nucniasiero
KHIIIEYHUKA

['inonasis XpsIiB-BoI0CCs

[TankpeaTur i3
30BHIITHHOCEKPETOPHOIO
HEJOCTaTHICTIO

Cunapowm IlIBaxmana-/laliMmona
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PeuuauBHi Hanaau 60O B
JKUBOTI (IMITYIOTh TOCTPUIA
KUBIT) 0€3 rapssuKu

CrniagkoBuii anrioneBpoTuuHuil HaOpsk (nedinut C1-
iHT10iTOpa/ecTepasn)

PenyuauBHi Hamtaau 0010 B
XKHUBOTI (IMITYIOTb TOCTPUI
JKUBIT) 3 TapsTYKOIO

CimeiiHa cepel3eMHOMOPChKA rapsyka

XpoHiuHa giapest

Jediuuty aHTUTLIOYTBOPEHHS

Kowm6inoBani imynoaedinutu (ICOS, TCRa nedinut)
IPEX (iMmyHHa AU3pEryIsLis, TOJieHJOKPUHONATI,
eHTepornarisi, X-34eTUICHUH CUHJIPOM )

CD25 pedinut

XpoHivHa TpaHyJieMaTO3Ha XBOpoOa

IL10R medimur

TpuxorenaToeHTEepUIHUN CUHIPOM

IMyHOIEPIIHT 3 IEHTPOMEPHOIO HECTAOLIBHICTIO 1
aHoMaiisgmu ooymaust, ICF1

CHHIIPOM TinmoruIa3ii XpsIiB -BOJIOCCS

Iemiakis / rIIOTEHOBA
SHTEepOmaTis

CenextuBHuit gedinur IgA
3aranpHUi BapiabenpHUN iMyHOIEDIIHT

XBopoba ['ipmmpynra

['inmoniasist XpsiB-BOJI0OCCS

[I1yHKOBO-KHUIIKOBI KPOBOTEU1
BHACJTIJIOK CyJTMHHOT eKTa3ii

CTC1 gedimut

I'EMATOJIOI'TA

Kniniunuit npose

Iioo3pa na I1J]

ArnacTuyHa aHeMis

X-3yerieHuit iMponpomipepaTuBHuid cuHpom tun 1 (SAP
nedinuT)
BpomkeHuii 1uckeparos

AyTOIMYHHI IMTONEHIT

3aranbHUM BapiaOenbHUN IMyHOAEPIUT

AID (akTuBaTOp-iHIyKOBaHa LIUTI/IIH AeaMiHa3a) AePiUT
PNP nedimut

LRBA nedinut

IPEX

CD25 nedinut

AyTtoiMyHHUI TiMdonponipepaTuBHNAN CUHAPOM
CD40L nedimut

MST1 gediuur

TFRC nedinut

BickorTta-Onnpiva cuaapom

ICF1

Bpomkena acrieHis

Cunpapom IBemapka

Bpomxena TpomOonuToneHis 3
MaJIuMHU TPOMOOITUTaAMU

Cunnpom Bickora-Omnpiva
X-3ueruieHa TpOMOOIUTOTICHIS

WIP nedinur
Bpomxena tpombornutonienis 3 | WIP nedinut
HOPMaJIbBHUMH TPOMOOIIUTAMH ARPCIB gedinur
Bpomxena tpoMOoUTONIEHIS 3 | © Cunnpom bepnapa-Cypoe npu Jli/[xopmki cuaapomi

BCJIIMKUMH TpOM6OIII/ITaMI/I

(cunnpomi genenii 22q.11.2)

I'eMoiiTuyHa aHEMIA

Jedinut mypun nykneosun ¢pochopunazu (PNP)
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Cunnpom Bickora-Omnpiva

IPEX

3aranpHuil BapiabenbHUN iMyHOOEPIUT

CD40L nedinut
['emodarouuTapHmii Cimeitnmii reMmogaronutapHuii 1iMQpOTiCTIONUTO3
JTiM}OTiCTHOIUTO3, X-3uerienuit aimpornpomideparuBHuil cuHAPOM TUIIIB 1 260
¢dynpMiHaHTHA 200 XpOHIYHA 2
1H(]eKIis, BUKJIMKaHa BIpyCOM Itk medimur
Enmreiina-bappa CD27 pedinut

JedexTn Mar"ieBUX KaHajiB
MSTI nedinut
Cunapom Yeniaka-Xiraci

Eputpoinna annasis ['inmonia3ist XpsIiB-BOJI0OCCS
3axBOpIOBaHHS MO/II0HE 10 NRAS/KRAS nedimur
JerKeMii
3HayHUH JIEHKOLUTO3 Hedexr (nedinnT) aaresii TeHKOIUTIB
AytoiMmyHHUI niMdonponiepaTuBHUN CHHAPOM
JlimdaneHomnarist ta X-34eruieHu#t JiMponporipepaTHBHANA CHHIPOM
renaToCIUICHOMET alTist AytoimyHHUI niMponporiepaTuBHUN CHHAPOM
AID (akTHBaTOp-iHIyKOBaHA IUTIJIiH JeaMiHa3a) AeiuT
UNG gedinut
Kom6inoBani imynonedinut (LAT nedimut, MST1
nedinuT)
XpoHivHa TpaHylieMaTO3Ha XBOpoOa
CTLA4

Cunnpowm axtuanii P3IK-nenpra
MOPDI nedinut

FCHO1 pedinur

I'inep-1gM cunapom

Jlimpoma XomxkkiHa, Rhoh nedimur
HEXOJKKEHKIBCKa JTiMpoma MSTI1 nedinut
Bickorra-Ongpiva cuHaApOM
Cunapom Hiltmeren
Cunnpom bioyma

PMS2 nedimur

MCM4 nedinur

Jlirazu | nedimut
['nomnuasis XpsuiiB-Bojoccs
AyTtoimMyHHUI TimMdonponidepaTuBHUN CUHIPOM
I'inep-1gM cunapom

Meranob6nacTHa aHeMist MTHFDI nedinur (rineproMmonucteineMis)
Hedinut Tpanckobanaminy 2
SLC46A1 / PCFT nediuut

Mienoaucruiasist MYSMI1 nedimur

Bpomxennit nuckeparos

SAMD?9: MienoaucIacTHIHNN CHHAPOM 3 abeparriero 7
XpOMOCOMU

SAMDOIL: mienoaucnnacTHIHUN CHHAPOM 3 adeparriero 7
XpOMOCOMH

['inomnuiasis XpsuiiB-BoJjoccs
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Mienokaxekcis WHIM cunapom
MoHo1uTo3 NRAS/KRAS nedinut
HepnocratHicTh KiCTKOBOTO Cunnpom biayma

MO3KY ERCC6L2 (Hebo nedimur)

["inonasist XpsIiB-BoI0CCs
MYSMI1 nedinur

ImyHo-KicTKOBa quctasis Hlumke
CTCI1 nmedimuT (TppoXJIiHIHHA)

Hetitponenis Tsxka BpopKeHa HEUTpOTIEHIs

[{ukiiuHa HEUTPOTECHIA

X-34derieHa aramarjio0ysiHeMist

WHIM cunapom (w — 6opoaaBku, h —rimoramarno0ymiHeMis,
| — iH(deKii, m — MieJIOKaXeKcist)

Peruxynspuuii nusrenes (AK2 nedinur)

Ikaros nedimut

X-3yemniena Herponenist (WASP myraris nocuneHHs
G yHKIIIT)

CD40L/CD40 nedinut

MSTI1 nedinut

Moesin aedinut

TFRC nmedimut

GINSI1 nedinut

Hedinut metunen-rerparigpodonar aerigporenasu 1
(MTHFD1)

Cunnpom bapra

Cunapom Yenmiaka-Xirarri

Cunnpom I'epmancki-ITynnax 2 tuny

Cunapom noikisoaepMii 3 HEUTpONeHi€r0

Cunapom COHEN
I'mikorenos tuny 16
TpomOacrenis I'1ancmana 3 Hediuut anresii neiikounTis I1I Tumy
JIEHKEMOITHOIO PEaKIIIEr0
IF'EHETHUKA
Kniniunuit nposne IHioo3pa na I
bpaxinaktumnis PGM3 nedinur
Jucmopdiuni pucu o6nuyus JiJlxopxi cunapoM (cunapom aenenii 22q.11.2)

Hedimut Cernunnos, miraszu 1V, etc.

Cunnpom Hilimeren

Cunnpom biayma

STAT3 nediuurt(rinep-IgE cunnpom)

BCL11B npedimur

ImyHOMEDIIUTH 3 TIEHTPOMEPHOIO HECTAOTBHICTIO 1
anoMamnigmu oonmuus, ICF1- ICF4

RNF168 nedinur

POLE1 gedinut

POLE2 nedinur

Cunapowm aenertii xpomocomu 10p13-p1l4 (10p13-p14DS)
MOPDI nediuur
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AD-T'inep-IgE cunnpomu (Cungpom [Ixo6a): mmpoxe
nepeHices, rpybda nmopucTa mkipa

PGM3 nedinur

ImyHo-KkicTKOBa Auctuiasisa [lumke

SkoOcen cunapom (11g23)

Cungpom bapra

Cunapom COHEN

Kiminogaxutis

Cungpom biiyma

Kopotka cratypa

[Nnonnasist XpsmiB-Bosioccs (KapiauK 3 KOPOTKUMHU HOT'aMH )
STATSb nedinut

Cunnpom biayma

MCM4 nedinut

RNF168 nedimut

POLE1 nedinut

Jlirasu I nedinut

MYSMI1 nedinur

EXTL3 nedimut

ImyHno-kicTkoBa nuctuiasis LuMke (KOpOTKi mius 1 Tyny0)
Cunnpom Komens-Heszeprona

PGM3 nedinut

POLDI1 / POLD2 nedinut

KopoTki Tenomepu

Bpopkenuit nuckepaTos
CTC1 nedimur

MakoJronocis ImynonedinuTu 3 HEHTPOMEPHOIO HECTAOUTBHICTIO 1
anoMaiismu oomuust, ICF1- ICF4
Mikpouedarnis Cungapom Hiltmeren

Cunapom bnay
Cernunnos aedinut
Hedimut JHK mirazu [V
Hedinut JHK niraszu [
Bpomxennit nuzkepaTos
Cunapom Koena
RNF168 nedinur
MOPDI nedinut

CkerneTHi aHOMATIT

STAT3 nedimuT: ckomios, nedopmaritis rpyIHOT KIITKH,
rinepMoOUIBHICTD CYTJI001B

PGM3 nedinur

Petuxynspuuit nusrenes (AK2 nedinuT): 1edext kicTkoBo-
XPSIIOBHUX 3’€THaHb pedep

[ITumKe iMyHO-KICTKOBA JUCILIA3is: CHOHAMIOeHi(pizapHa
JICIIIA31s1, TUCTIIIACTHYHI CTeTHA, MaJIMi emi(i3 TOTIBKU
CTETHOBOT KiCTKH

[Nnomnnasis xpsuiiB-Bosocces: nedopmalii rpyaHOT KIITKH,
(ikcoBaHa KOHTPAKTYypa JIKTHOBUX CYTJI00iB, JOBra
MaJIOrOMIJIKOBA KICTKa, KOHYCOMOA10H1 emidi3u ¢dananr
MYSMI nedinut

MOPDI1 gedinut: cnonaunoemidizapHa qucriasis
EXTL3 nedinut: nnatucnonauiis, Kidos, BapiabenbHi
nucIuiasii ckeaera

[{uToreHeTM4HI BiIXUJICHHS

ICF1, ICF2, ICF3, ICF4 (i — imyHOnedIIHT, C — IIGHTPOMEpPHA
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(HampuKIaa, MyJIbTHPaIiabHI
XPOMOCOMH, PO3PHBH, JIEINeEIlii,
130XpOMOCOMH )

HecTabUIbHICTh Ta f- aHoMaUtii 00y Us)
Artakcis-Teneanriekrasis (Tpanciokartii 7; 14)

Cungapom Hiltmeren

Cungpom biyma

HiJl>xopmki cuaapom (cuaapom aenenii 22q.11.2)
Cunapowm aeneriii xpomocomu 10p13-pl4 (10p13-p14DS)
NSMCE3 nedimut

Cunapowm gaenenii xpomocomu 11q (Jacobsen cunapom)

JEPMATOJIOI'TA

Kniniunuii npose

1Tioospa na I11]]

Ajtonentist

XPpOHIYHHUI MIKIPHO-CAU30BUMA KaHIMI03
Cunanpom NEMO
NFKB2 nedinut

Anb0iHI3M YaCTKOBUM

IMmyHOIEPIIHUTH 3 IMYHHOIO TU3PETYIISIIEI0 Ta
rinonirmenTariero (I'pimem cuaapom, Yemiaka-Xirarri
curzpom, ['epmanceki-Ilynnaka cuaapom)

bambykoBe Bosoccst

boponasku
(moBTOpHA iH(eEKIis BipyCy
TIATTJIOMU JTFOTHHH )

WHIM cunapom (w — 6opoaaBku, h —rimoramarioOymHeMis,
| — iHdeKmii, m — MieJTOKaXxeKcist)

Epidermodysplasia verruciformis

DOCKS pedinur (rinep-IgE cunapom)

GATA2 nedinur (Mono MAC cunapom, DCML nedinut)
IRF8 nedinut

Komb6inoBani imynonedinuti (Rhoh nedimur, MST1
nedinur)

POLD1 /POLDI1 gedinur

SxoOcen cunapom (11g23)

Birimiro

XPpOHIYHUH HIKIPHO-CIU30BUHN KaHU103

Bpomkena anonerist / pinke
BoJioccs + nucTpodist HIrTiB

FOXNI1 nedinut
Bpomxennii nuckeparos
CTCI nedimur

["anrpeno3nuii moaepmist

AramarnoOymniHemis

PAPA (mioreHHMI CTEepUIIBHUI apTPUT, TAaHTPEHO3HA
nioziepMisi, akHE) CUHIPOM

MHC knacy | nedinur

['inepenacro3 mkipu

Clr nediuur
Cls nedimur

['inepkepaTo3 JOJIOHB/MIIOIIB

X-34eIUIeHnH BpOIKEHUI UCKepaTo3 uepes JediuT

[eckepuny
CunapoM noMkisioiepMii 3 HEMTPONeHi€10

[NneprnirmMenTanis UKipu

X-34erieHuil BpoyKeHUH AUCcKepaTo3 uepe3 AeiluT
Jeckepuny

I'panynsomu

Cungpom bnay
['inonia3ist XpsiB-BOJIOCCS

I'py0a nopucta mkipa

I'inep-IgE cunapomu (cunapom Jxo6a)

JuceminoBanuii hy3apuos

STAT]1 myTariist 3 mocuJIeHHIM QYHKIII1

Ex3ema abo eputpoaepmis

Cunapom Bickota-Onapivya
WIP nedinut




[IponoBxkeHHs noaarka 2

I'inep-I1gE cunapomu (cunapom [xo6a, PGM3 nedinur,
CARD11 LOF)

Cunapom OmeHna

IPEX (iMmyHHa mu3perysisiilis, moJIieHIOKpUHOMATIS,
SHTepOMarisi, X-34eTICHUH CHHIPOM)

Cunapom Heseprona (ixTiozudopMHa epuUTPOIEPMIs,
JiHeapHHii iXTi03, 6aMOyKOBe BosIOCCS)

Hedimur MALT1

FOXNL1 deficiency
ExtonepmanibHa nucruiasis NEMO nedinut (ekToaepMaabHa JUCILIA3ig 3
(piake Boyoccs, TOHKA MIKipa, iMyHOIeDITUTOM)
rinoriipo3s, reGeKTHe IxBa pedinut (exToaepmaibHa IUCIIIA3IS 3
dbopMyBaHHS 3y0iB, aHOMaNBHI | IMyHOAECPITUTOM)

HITT1)

ExTonepmanbsna nuctpodist

APECED (a — ayroiMyHHa TIOJIeHIOKPUHOTIATIS, C-
KaH/IHUJI03, € — eKToiepMaiibHa, d — mucTpodis)

Epurema-merenuk

Cunypom biyma

IaBa3uBHMI nepmMaTodiTo3 CARD?9 nedinur
JliBeno POLE1aedinut
DADA2
Jlimpenema Cunzpom XeHHEKaM
Jlinogucrpodis PSMBS nedinut (aBTo3anagbHUI CHHAPOM)
[TaxioHixis CuHJIpoM NOHKiNOoAepMii 3 HEUTPOIIEHIEI0

[lnamu «xaBa 3 MOJIOKOM)

PMS2 nedimur
Cunapom biayma

[ToBTOpHMIT 2060 TOMIMPEHUI
KOHTAario3HUNA MOJTFOCK

DOCKS pedinur (rinep-IgE cunapom)

GATA?2 nedinut (Mono MAC cunapom, DCML nedinur)
IRF8 nedinut

Cunnpom Bickora-Onnpiua

Kom6inoBani imynozediunti (Rhoh nedimur)

SPINKS nedinut (cunapom Hezeprona)

POLDI / POLDI nedinut

[ToBTOpHMIT AaHT1OHEBPOTUYHUI
HaOpsIK

CnankoBuil aHT10HEBPOTUYHUN HaOpsK (nedinut Cl1-
iHri0iTOpa/ecrepasn)

[Toiixinogepmis

CuHJIpOM NOUKLIOAEpMIi 3 HEUTPOIIEHIEI0

PeTukysnsipHa nirMeHTanis

Po3spimxene Bomocces,
KapJIMKOBICTh 3 KOPOTKUMH
KIHITIBKaMH, 1HOEKIi

['inomnasis XpsuiiB-Bojoccs

Pozarea

XpOHIYHUHN MIKIPHO-CIM30BUM KaHI1103

Teneanriexrasii

Cunapowm Jlyi-bapp (arakcis-Teneanriexrasis)

XpOHIYHUH HIKIPHO-CIU30BUI
KaHJU03

STATI1 myranis 3 mocusieHHsAM QyHKIIT

CARD?9 nedinur

IL-17F nedinur

IL17RA nedimut

APECED (a — ayroiMmyHHa MOJII€HJOKPUHOMNATIS, C-
KaHJUI03, € — eKToiepManbHa, d — nuctpodis)
HedexT parouuti

AD-T'inep-IgE cunapomu (Cunapom [Ixo6a)

UyTtnusa 10 COHIA

Cunnpom biyma
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TEJICAHTIKTAKTUYHA epUTEMa

IIkipHi TpaHyTHOMH

MHC xnacy I nedinut (B2M)
Cunapom bnay
Hedimur HLA 1 xnacy

EHAOKPUHOJIOI'TA

Kniniunuu npose

1lioospa na I11J]

lNoorimikemiudi Hamagu

I'nikorenos tumy 16

lInokaneieMiydi TeTanis ado
CYJIOMH HOBOHAPOKEHUX

HiJl>xopmki cuaapom (cuaapom aenenii 22q.11.2)
Hedinut kanprieBux kanaiais (ORAIL, STIM1)

['imomaparupeos APECED

Hixopmxki cuaapom (cuaapom aenenii 22q.11.2)

Cunzpom nenerii xpomocomu 10p13-p14 (10p13-p14DS)
INinotupeos APECED(a — ayToiMyHHa MOJTI€HIOKPUHOIATIS, C- KaHIU03,

e — exroaepMaiibHa, d — mucTpodis)
POLE2 nedinur

ImyHo-KicTKOBa qucrasis [Hlnmke
XpOHIYHUH MIKIPHO-CIM30BUM KaHI1103
JledexTn aHTUTITIOYTBOPEHHS

Jln3renesis roHazq

APECED (a — ayroiMmyHHa MOJIi€HJOKPUHOMATIs, C-
KaHJU03, € — eKToiepMaiibHa, d — muctpodist)

Cunnpom Jlyi-bapp (arakcis-teneanriekrasis)

CHARGE cunnpom

[Ninonunasis XpsIiB-Bosioccs (MOPYIIEHHS ClIEpPMaTOTeHE3Y)
SAMD9

3arpuMka (hi3MUHOTO PO3BUTKY

Tsoxkuit koMOiHOBaHUH iIMyHOAE(DIIUT
Sko6cen cunapom (11g23)

Cunapom JdiJlxopmxi

Cunnpom Hilimeren

Cunnpom bapra

XpoHiuHa rpaHyjeMaTo3Ha XBopooa

Kopotka cratypa

[Ninonunasis Xps1miB-Bosioccs (KapiauK 3 KOPOTKUMHU HOT'aMH)
STATSb nediuut

Cungpom biyma

MCM4 nedinut

RNF168 nedinut

POLEI1 nedinur

Jlirazu | nedimut

MYSMI1 nedimur

EXTL3 nedinur

Imyno-kicTroBa aucrutasisa [lumke (kopoTki s 1 Ty1y0)
Cunnpom Komens-Heszeprona

PGM3 nedinur

POLDI / POLD2 nedinut

HaI[HI/IpKOBa HCI[OCTaTHiCTB

APECED
MCM4 nedinur
SAMD9
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Heonaranenuii niader IPEX (iMmyHHa OU3pEryIsLis, TOJieHJOKPUHONATI,
eHTepoIaTisi, X-34eIUICHUH CUHJIPOM )
Ilykposuii giabet 1 Tumy POLE2 nedinur
IHOEKTOJIOI'TA
Kniniunuit npose Hioos3pa na I/
Abcuec nereni, mueBmatouene | STAT3 aconiiioBanuii rinep-IgE cunapom
AoOcriect MeYiHKu XpoHiYHa rpaHyJieMaTo3Ha XBOpoOa
Boponasku (moBropHa iHdekiis | WHIM cunapom (w — 6opoaaBku, h —rimoramarno0ymiHeMis,
BipyCy IMaIiJIOMH JTFOJTUHH ) | — iHdeKii, m — MieJTOKaXxeKcist)

Epidermodysplasia verruciformis

DOCKS nedimut (rinmep-IgE cunapom)

GATA2 nedinur (Mono MAC cunapom, DCML nedinut)
IRF8 nedinut

Komb6inoBani imynoaedinuta (MST1 nedinut)

POLD1 / POLD2 nedinut

Rhoh nedirmur

Baxxkuii rpumn IRF7 nedinut

Baxka indekmis Bukimukana | Jedinut kommiementy (mizHix C-KOMIOHEHTIB)
Neisseria sp

Baxka iHdexis, BUKINKaHa Hedexr musaxy IFN-y / IL-12

Salmonella no typhi XpoHiuHa rpaHyJeMaTO3Ha XBOPOOa
c-Rel gedinut

["anrpeHo3Huit moaepmist AramMarnoOysiHeMis

PAPA (mioreHHUi CTepUIBHUI apTPUT, TAHTPEHO3HA
n10/IepMisi, aKHE) CUHIPOM

JucemiHoBaHa 1H(EKIIis Hedexr musaxy IFN-y / IL-12
Bukinkana Histoplasma sp ado | CD4OL nedinut
Paracoccidioides sp

EnTeposipycHuit AramarnoOymniHemis
MEHiIHroeHueait
Ennedanit cnpuunHeHui Hedexr y nuiaxy TLR3

BIPYCOM IPOCTOTO repreca
(Herpes simplex virus)

[adexuii, BUKIUKaHi Komb6inoBani imyHOIehiUTH
ATUTIOBUMHU MIKOOAKTEPISIMH, NEMO npedinut
(Bximrouaroun BIXK), XpoHi4Ha rpaHyJieMaTO3Ha XBOpooOa

JTMCEMIHOBAHUI TyOEpKYIIH03 Hedexr muaxy [FN-y / IL-12

GATA2 nedinut (Mono MAC cunapom, DCML nedinur)
STATI1 nediuur (ayrocoMHO-TOMIHAHTHUI)

Hediuut perynaropHoro ¢akropy inTeppepony 8 (IRF)
POLE2 nedinut

c-Rel gedinur

[adekmii BukmmKani XpoHiyHa rpaHyJieMaTo3Ha XBOpoOa
Burkholderia cepacia,
Chromobacterium violaceum,
Serratia marcescens

[adexuia Buknukana Komb6inoBani imyHO1e(1IUTH
Cryptosporidium CD40L/CD40 nedimut
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IL-21R nedimmr
NIK nedimut

[Hdexiis BUKIMKana
Staphylococcus aureus

[inep-IgE cunapom

XpoHiyHa TpaHyJeMaTO3Ha XBOPOOa
Jediuuty aHTUTLIOYTBOPEHHS
IRAK4/MyD88 nedimut

MeHinrit

POLE1 nedinut

[THeBMOHI1, OTUTH Ta CHHYCHUTH,
BHUKJIMKaHI KanCyJIbHUMH
OakTepisiMu

Jediuuty aHTUTLIOYTBOPEHHS
Jedinuti KOMIUIEMEHTY
MHC xnacy I nedimut (B2M)

ITHeBMOHIS BUKIMKAHA
Pneumocystis jiroveci

Kom6inoBani imynoaedinutu (IL-21R gedinur, CARD11
nedinut (LOF)

CD4OL nedimur

Cunnpom Bickora-Ompiva

HedinuT MmeTrmiieH-TeTpariapodoiiar aeriaporenasu |
(MTHFD1)

[ToBTopHMiT a00 mMOUMIUPEHUI
KOHTario3HUN MOJTIOCK

DOCKS pedinur (rinep-IgE cunapom)

GATA2 nedinutr (Mono MAC cunapom, DCML nedinut)
IRF8 nedinut

Cunnpom Bickora-Omnpiva

Komb6inoBani imyHo1e(hinuTH

SPINK nedinut (cunnpom Hezeprona)

POLD1 / POLD2 nedinut

Rhoh nedirmur

Tpunanocomo3s

APOL-I nedinut

@OynpMiHaHTHA 200 XpOHIYHA
1H(eK1is, BUKJIMKaHA BIpycoM
Enmreitna-bappa,
remMogaronuTapHui
TIM(OTICTHOLIMTO3

Cimeitnmii remodaronutTapHuit T1iM(OTiCTIONUTO3
X-3yerieHuit iMponporipepaTUBHUNA CUHIPOM TUIIB 1 a60
2

Itk nedinut

CD27 nediuut

JlepexTu MarHi€BUX KaHaJliB

[IxipHO-CTU30BUI KaHANI03

Komb6iHoBaHni imyHOI€(h1IUTH

Hediuutu parounurosy

XpOHIYHUI MIKIPHO-CIU30BUM KaHMI03 Ta acOIliHOBaHI
nedextu (APECED, IL-17F, IL-17RA, CARD9, STAT1)
BCL10 nedinur

HHV 8 indexkmis

0X40 gedimut

KAPAIOJIOI'TA

Kniniunuii npose

Ilioospa na I11J]

AHEBpU3MHU KOPOHAPHHX 1
1epedpaabHUX CyIUH

AD-T'inep-IgE cunnpomu (Cunapom [Jxo06a)

Bpomkena Bazia cepiis
(mepepBaHa ayra aOpTH, aTpesist
JIereHeBoi apTepii, abepaHTHi
MIKII0YMYHI apTepii, TeTpaia
dao)

JiJlxopmxi cuaapom (curapom aenerrii 22q.11.2)

Bpomkena Baga cepus (iHima)

CHARGE cunnpom (kosto60Ma, BpoKeHA Bajia cepiis,
aTpesis X0aH, 3aTPUMKa POCTY, INOIUIa3is CTaTeBUX OPraHiB,
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aHoMauii Byxa / riryxota)
Cunapowm aeneriii xpomocomu 10p13-pl4 (10p13-p14DS)
MSTI nedinut

Cunapowm Isemapka (GDF1)

CepiieBa HEIOCTATHICTb,
IUIsATaIlliHa KapioMionaris,
HEKOMIIAKTHUHN MiOKap]I JIiBOTO
HUTYHOYKA, CHIOKAPAiabHHN
¢bi06poemacTo3 Ta cepito3Hi
MOPYIICHHS CEPIIEBOTO PUTMY,
Taki K (QIOpUIIALIS NUTYHOUKIB
abo Taxikapis

Cunnpom bapra

JIABOPATOPHA JIAI'HOCTHUKA

Kniniunuit npose

Iioos3pa na I/

['inepsiTBmMino3 B12

AyTtoimyHHU TimMdonpomidepaTtuBHAN CHHIPOM

I'inepnakramumaemis

I'mikorenos tuny 16

Eosunodimis

DOCKS nedinut
Cunapom Heseprona
Cunapom OmeHna
ARPCIB gedinur

[TinBumieHHs anbda-
deTonoTeiny

ATakcisg-Tesieanriexrasis

[TinBuIIEHHSA HOABIHHUX
HeratuBHux aff-T cells (>5%)

AyTtoimMyHHUI TiMdonpomidepaTuBHAN CHHIPOM

HEBPOJIOI'TA

Kniniunuit npose

IHioo3pa na I11J]

AHeBpu3zMH 1epedparbHUX
CyJIUH

AD-T'inep-IgE cunnpomu (Cunapom [Jxo06a)
XpOHIYHUH HIKIPHO-CIU30BUHN KaHIH103

AHoMaJbHI NIMHHI XpeOr

Cunnpom generii 22q11.2

Armtasist MO30JIHUCTOTO TijIa

Cunnpowm Biui
BCL11B npedimur

ATakcis ATakcis-TeneanriexTasis
3axBOprOBaHHS MOIOHE O aTakKcii-TeneanriekTasii
PNP nedinut

BryTpimzbouepenHa CTC1 gedimut

KaJbpIuQiKalis

I'momiemnigizaris PGM3 nedinur

[Nnmormazis Mo304yka (CHHAPOM
Xotipeanb-I peimapcona)

Bpomxennit nuckeparos

I'myxora

PeruxynsapHuii qusrexes

ADA nedimur

CHARGE cunnpom

Cunnpom nenerii xpomocomu 10p13-p1l4 (10p13-p14DS)

Jledext HepBOBOi TpyOKH

FOXNI nedimut

EnTeposipycHuit

AramarnoOysniHemis
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MEHIHroeHueait

Ennedanit cippunHeHMi
BIpYCOM IPOCTOTO reprieca
(Herpes simplex virus)

Hedext y nusixy TLR3

3aTpuMKa pO3BUTKY

EXTL3 nedimur
MYSMI1 nedinur

KoruiTuBHi  mopyimieHHs  Ta
IHTENEeKTYIbHUN JePIIUT

Hedinut anenosun nezaminazu (ADA nedimur)
BCL11B pedimur

RNF168 nedinut

CHARGE cunnpom

Cunapom Hilimeren

PGM3 npedinut

Hedinut Tpanckobanaminy 2

SLC46A1/ PCFT nmedinur

POLD1/POLD2 neditut

Cungpom COHEN

Miomaris [romena

y MaIi€HTIB 3 X-34YEIJICHOK XPOHIYHOI TPaHyJIEMaTO3HOO
XBOPOOOIO

Mikpouedaris

Cunapom Hilimeren
Cunnpom bnay
Cernunnos aedinur
Hedimut JJHK nirazu IV
Hedimut JIHK mirazu [
Bpomxenuii nu3keparTos
Cungpom COHEN
RNF168 nedimur
MOPDI nedinur

HepBoBo-M’s130B1 opy1eHHs
(ckeneTHa miomarisi, TIMOTOHIS,
3aTpUMKa MOTOPHOTO PO3BHTKY,
HEMepeHOCUMICTh (i3UYHUX
BIIPaB Ta aHOMaJIbHA
BTOMJIIOBAHICTb)

Cunnpom bapra

[TporpecuBHa 1iepedenspHa
TUChYHKITIS

SAMDIL

Cynomu Jedinut metunen-rerparigpodonar aerijporesasu 1
(MTHFD1)
Cunapowm aenenii 22q11.2

Terpanueris PNP nedinut

Tsxka Helpoindekuis | Jedinut kommiemenTy (mi3HiX C-KOMITIOHEHTIB)

BUKIIMKaHa Neisseria sp

I{epeOpanpHa imemis

ImyHoO-KicTKOBa qucrasis Hlnmke

HEOHATOJIOI'TA

Kniniunuit nposne

Iioo3pa na I11J]

Armnazis Tamyca

Tsoxkuit KOMOIHOBaHUHN IMyHOAEPIITUT
Cunapom OmeHa

JiJl>xopoki cuHapOM

TBX1
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CHARGE cunnpom
Cunapowm aeneriii xpomocomu 10p13-pld (10p13-p14DS)

Bpomxkena anormerist ta
nucTpodist HITTIB

FOXNL1 deficiency

lnokaneLieMiydi TeTanis ado
CYJIOMH HOBOHAPOKEHUX

HiJl>xopmki cuaapoM (cuaapom aenenii 22q.11.2)
Hedinut kanpiieBux kanaiais (ORAIL, STIM1)

Ex3ema abo eputpoaepmis

Cungpom Omena

IPEX (iMmyHHa AM3pEryIsLis, TOJieHJOKPUHONATI,
eHTeporarisi, X-34eTICHUH CUHJIPOM )

Hedimur MALT1

Cunapom BickoTa-Omnapiva

[inep-IgE cunapom

Cunapom Heseprona (ixTiosudopMHa epuTpOaEPMIs,
JiHeapHUH 1XTi03, 6aMOyKOBE BOJIOCCS)

3aTpumMka
BHYTPIIIHLOYTPOOHOTO
PO3BUTKY

MOPDI nedinut (excTpeManbHa)
ImyHo-KicTKOBa qucasis Hlnmke
Bpomkenuii muckepatos

CTC1 nedimur

GINSI1 nedinut

SAMD9

JluneBwnii tu3mopdizm

JiJ>xopmki CHHAPOM

Hedimut Cernunnos, mirazu 1V, etc.
Cunapom Hilimeren

Cunnpom biayma

STAT3 pediuurt(rinep-IgE cunapom)
BCL11B pedimur

HeonaranbHi 3yOu

BCL11B npedimur

Heonaransauii qiader

IPEX (iMyHHa qu3perysnsiis, noixieHJ0KpUHonaTis,
EHTepomnarisi, X-34erIeHui CHHIPOM)

OmdaniT, BincTpoUyeHe
BiJIIUIGHHS TTTTOBUHU (Ti3HIIIIe
40 nHiB)

Hedinut anresii TeUKOIUTIB

HE®POJOI'TA

Kniniunuit nposne

Iioo3pa na I/

AHaTOMIYHI aHOMAaJTIT HUPOK Ta
CEYOBHUBIIHUX IIIIAXIB

Cunnpom aenertii 22911.2

ATHIIOBUNA TEMOTITHKO-
ypeMiuyHUI CHHIIPOM

JediuuT KoMIIeMeHTy

['momepynonedput Hedinut xommnementy (C3)
Hediuut dikoniny 3
IPEX
IgA Hedpomnaris Cunapom Bickora-Onypiua
Hedpomnaris 3 HMpKOBOIO Imyno-kicTKOBa Auctutasisa [lumke
HEJIOCTATHICTIO

HupxoBi 3axBoproBaHHS

Cunnpom nenerii xpomocomu 10p13-pl4 (10p13-p14DS)

OHKOJIOI'TA
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Kniniunuit nposne

Iioo3pa na I11J]

EBV-noB’s13aH1 HOBOYTBOpEHHS

ATakcis-TeseanriekTasis
Cunnpom Bickora-Omnpiva
X-3ueruienuit aiMmdornporidepatuBHUN CHHAPOM

HPV- ioB’s13ani

Epidermodysplasia verruciformis

HOBOYTBOPEHHS GATAZ2 nedimut
DOCKS8 nedinut

Jleliko3 Cunzapom brayma

Jlimpoma Rhoh nedimur

MSTI nedinut

BickoTTa-Onapiya cuaapom

Cungapom Hiltmeren

Cungpom biyma

PMS2 nedimur

MCM4 nedinur

Jlirasu I nedinut

I'inomuiazist XpsIiB-BOJIOCCS

AyTtoimMyHHUI TiMdonpomidepaTuBHAN CHHIPOM
I'inep-1gM curnpom

IlepenpakoBa opanbHa
JICHKOTIaKIs

X-34eIUIeHUH BPOJDKEHNN IUCKEPaTo3 uepes nediuT
Jeckepuny

Pax neuinku

I'mikorenos tumny 16

Pak ToBcTOi KuIky Ta / abo pak | PMS2 nedinut
MO3KY (BKJIFOYAIOUHN CIIAJKOBY

HEMOJIMO3HY KapIIUHOMY

KHUILIEYHUKY)

Capkoma Kanomi 0X40 gedimut

UyTnuBicTh 10 HOBOYTBOPEHB

Cunnpom binyma (aneHokapiHOMA, TUIOCKOKIITHHHUAN paK)
Cungapom Hiltmeren

ATakcisi-TeneanriexTasis

DOCKS nedinut

ImyHOMEDIIUTH 3 IEHTPOMEPHOIO HECTAOTBHICTIO 1
anoMamnigsmu oonmuus, ICF1- ICF4

['inomnuasis XpsuiiB-Bojoccs

Bepyuudopmua enigepmoauctpodis (kapimHOMa MIKipH)

OPTOIIEAIA I TPABMATOJIOI'TA

Kniniunuit npose

Iioo3pa na I/

ApTtpurt / apTponaris

NFATS nedimur
CINCA/NOMID
Cungpom bnay

['inepMoO1IBHICTH CYTI001B

STAT3 nedimut:

CenTuuHuii apTpuT

Jediuut aHTUTLIOYTBOPEHHS
IRAK4/MyD88/TIRAP nedirmur

CkenerHi anoMatii

STAT3 aediuut: ckomios, Aedopmartis TpyAHOT KITITKH,
rinepMoOUIBbHICTD CYTII001B

PGM3 nedinur

Perukynapuuit nusrenes (AK2 nedinur): nedekt KicTKoBO-
XPSIIOBUX 3’€/IHAHb pedep
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[[IumMke iMyHO-KICTKOBA TUCIUTA3is: COHaWIOoei(izapHa
JIMCIIIA31s1, TUCIJIACTUYHI CTeTHA, MajIui emidi3 ToiBKU
CTETHOBOI KiCTKH

[Nnomazis XpsmriB-poJioccs: aedopMallii rpyIHOT KIIITKH,
¢ikcoBaHa KOHTPAKTYypa JTIKTHOBUX CYTJI00iB, JOBra
MaJIorOM1JIKOBa KiCTKa, KOHYCOMoai0H1 enidi3u damanr
MYSMI nedinut

MOPDI1 nedinut: cnonaunoemidizapHa qucriiasis
EXTL3 nedinut: muarucnonaumis, kidho3, BapiabenbHi
JCIIIa3ii CKeyeTa

Mertadizapuuii 1u30cT03 ['inmonasist XpsIiB-BoI0CCs
ADA nedimur
Ocreonenis / Octeonopos 3 AD-T'inep-IgE cunnpomu (Cungpom [[xo06a)
MePEIOMHU KICTOK CTCI1 npedimur
XpOHIYHUH apTPUT JledinuT aHTUTITIOYTBOPEHHS
Cunapom bnay
COPA

Cunnpom genenii 22q11.2

OTOPUHOJIAPUHI OJIOI'ISA

Kniniunuit npose Ilioo3pa na ITIJ1
ATpesisi X0aH, IIyXxoTa CHARGE cunnpom
Benodapunreansna Cungpowm nenerii 22q11.2

HEJIOCTAaTHICTE 3 /0e3
PO3MICITUHY T THSOTHHS

[Tpurnyxysaricts / ['myxora PetuxynsipHa nusrenesis

ADA nedimut

CHARGE cunnpom

Cunnpom nenerii xpomocomu 10p13-p14 (10p13-p14DS)

IToBropHi  abo  yckmagHeHi | lediuut aTUTINOyTBOpEHHS

CHHYCHUTH
IToBropHi  abo  yckmagHeHi | ediuut aTUTIIOyTBOpEHHS
OTUTH Jedexrtu darouutosy
Tskka HOCOBa KpOBOTEYA Jedinmt aaresii reiikonuTiB THITY 3
Crpunop Cunapom JiJlxopmxi
ODPTAJBMOJIOI'TA

Kniniunuit nposg Ilioospa na ITIJ1
AHIipuais Cunapom OmMeHa
['inepnirMeHTanisi Makyiu ImyHoO-KicTKOBa qucrasis Hlnmke
Jluctpodist CiITKIBKH MOPDI nedinut
Karapakra MYSMI1 nedimur
Komoboma CHARGE cunnpom

Cungpom Koena

Kon’toHKkTHBaNbHA ATakcis-TeneanriexTasis
TEeJIeaHT1eKTas31s]
[TporpecuBna xopiopetuHanbHa | Cungpom COHEN
qucTpodis
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PerunanbHa Teneanriexrasis

CTC1 nedimut

Cunapowm aenenii 22911.2

Sumins, Onedapur,
KOH’ FOHKTHUBIT

Hedextu paromnurosy
XPpOHIYHHUH IIKIPHO-CIAU30BUMA KaHMI03

IMYJABbMOHOJIOI'TA

Kniniunuit nposne

Iioo3pa na I11J]

AoOcI1iec Jereni, MHEBMATOLIENE

STAT3-aconiitoBanwii rinep-IgE cunapom

BponxoekraTinuna xBopoba

Jediuuty aHTUTLIOYTBOPEHHS
XPpOHIYHUI IIKIOHO-CJIU30BUMA KaHMI03

I'panynbomu JiereHb

XpoHi4Ha TpaHyJieMaTo3Ha XBOpooOa
Rhoh nedimur
3aranpHUil BapiabenpHUN iMyHOIEQIHT

InTecTHHANBLHUI THEBMOHIT

3aranbHu BapiabenbHUN iMyHOASPITUT

STATSb nedimur
[Hdekmnii, BUKIMKaHi Komb6inoBani imyHoehinuTH
ATUTIOBHUMH MiKOOAKTEPisIMH, NEMO nedimur

(Bxurouaroun BIK),
JMCEMIHOBaHMI TyOEPKYIIH03

XpoHivHa TpaHyJieMaTO3Ha XBOpoOa

Hedexr nusaxy IFN-y / 1L-12

GATA2 nedinut (Mono MAC cunapom, DCML nedinur)
STAT1 nediuut (ayrocOMHO-TOMIHAHTHUIA)

Jedinut perynsropaoro dakropy intepdepony 8 (IRFS)

JlereneBuit anbBeOJISIPHUI
[IPOTEIHO3

GATA2 nedinut (Mono MACcunapom, DCML cunapom)
CSF2RA npedinut
Hedimut anenosun nezaminazu (ADA nedinur)

JlereneBuii aciepruibo3

XpoHiuHa rpaHyjieMaTo3Ha XBopooa
AD-T'inep-IgE cunapomu (Cunapom /Ixo06a)

[THeBMOHI1, OTHTH Ta CHHYCHUTH,
BUKJIMKaHI KarcyaIbHUMHU
OaxTepisiMu

Tsxki kKoMO1HOBaH1 IMyHOIE(DIITUTH
Jediuutu aHTUTUIOYTBOPEHHS

Jedpinuti KOMIJIEMEHTY

Komb6inoBani imyHozedpinutu (IL-21 nedinuT)

ITHeBMOHIS BUKJIMKaHA
Pneumocystis jiroveci

Komb6iHoBaHni1 imyHOI€(h1IUTH

CD4OL nedinur

Cunapom BickoTa-Onapivya

AD-T'inep-IgE cunnpomu (Cunapom [[xo6a)

TsoKkKi  3aXBOpPIOBAaHHS  JIET€Hb
(MO>XJIMBO BipYCHI1)

NSMCE3 nedinut

Tsoxko KOHTPOJIbOBAHA aCTMa

CenextuHuit nedinut IgA
3aranbHUM BapiabenbHUN IMyHOASPIUT
Jedinut cneunpiyHUX aHTUTLIT

PAIOJIOITA
Kniniunuit nposg Ilioospa na ITIJ1
AcrieHis SAMD9
Cunapowm Isemapka (GDF1)
AHeBpu3MHU uepeOpanbuux | AD-T'inep-IgE cunapomu (Cunapom J>xo0a)

CyJIUH

XpOHIYHUHN MIKIPHO-CIM30BUM KaHI1103
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Arnasis Tumyca

Tsoxkuit KoMOIHOBaHUH iIMyHOAEPITUT

Cungpom Omena

JiJl>xop/oKi cCHHIPOM

TBX1

CHARGE cunnpom

Cunapowm aeneriii xpomocomu 10p13-pld (10p13-pl4DS)

['ereporakcis

Cunapowm Isemapka (GDF1)

l'omnasist Mo304YKa

ATakcisg-Tesieanriexrasis

PEBMATOJIOI'TA

Kniniunuit nposne

Iioo3pa na I11J]

AyTOIMyHHI ITUTOTICHIT

3aranpHuii BapiabeabHul IMyHOAEPIITUT

AID (akTHBaTOp-iHIyKOBaHA IHUTIJiH JeaMiHa3a) nedinuT
PNP nedimut

LRBA nedinur

IPEX

CD25 pedinut

AytoiMmyHHUI niMdonporiepaTuBHUN CHHAPOM

Backyumit

MHC knacy I nedimur

Cunnpom Bickora-Omnpiua

ARPCI1B gedimur

XpOHIYHUH IIKIPHO-CIU30BUI KaH 103

JnckoinHuii BoBYaK

C2 nedimur

[ToBTOpHA rapsiuka, CEpO3HUT,
apTpUT

ABTO3ananbHi 3aXBOpPHOBAHHA

CenTuuHuil apTpUT

Jlediuut aHTUTLIOYTBOPEHHS
Hedinut xommnemenTy (Neisseria sp iHPeKIis)

IRAK4/MyD88 nedinut
Cunapom no1i0Hui 1o | Jedbinut koMrieMeHTy (KIaCUYHUMA UISX )
cucremHoro yepBoHoro Bouaka | PRKCD (PKConedinur)

AyToiMyHHUH JdiMdonponidepaTuBHUN CUHIPOM
CucreMHuil 4epBOHMI BOBYAK Clq nediuut

Clr gediuur

Cls nedimur

C2 nedimur
IOBeninbHUI igionatnyHui | Jleiuut aTUTUIOYTBOPEHHS
apTpuT Cungpom bnay

COPA

Cungapowm nenenii 22q11.2
CTOMATOJIOI'TA

Kniniunuit nposg Ilioospa na ITIJ1

Ad¢Tto3Huit cromatut
Bupasku cnuzoBoi pota RelA haplosufficiency

I'noormasis emani /
pPEKypEeHTHUH Kapiec

Cunnpom generii 22911.2

Hedextne ¢opmyBaHHS 3YO0iB,
KOHI4HI 3yOHn

NEMO nediuut (exToaepmaibHa JUCIIIa3is 3
IMYHOJEDIIUTOM)
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IxBa nedinut (ekronepmanbHa AUCIUIA3IS 3
iMyHOIE(PIITUTOM)
306epiraHHs nepBuHHOTO | STAT3 nedinut (rinep-IgE cunapom)
3yOHOTO psiy
Jleiikorutakis
MikpooHTis ImyHo-KkicTKOBa Auctuiasisa [nmke
HeonaranbHi 3you BCL11B pedimur
[TepenpakoBa opanbHa X-34eIUIeHUuH BPOJKCHUH JIUCKEPaTo3 uepe3 aedimut
JICUKOIUIAKIS Jleckepuny
TsoKke ypakeHHS TIEP10IOHTY Hetitponenis
Jedinut anresii JeHKONUTIB
XpoHivHa TpaHyJieMaTO3Ha XBOpoOa
Cungpowm [laniiiona-Jledespa / cunapom Xaima-MyHKa




Jonarok 3

710 CTaHJIAPTIB MEAWYHOI JOIOMOTH
«JliarHocTHKA Ta JTIKYBaHHS TIEPBUHHUX
iIMyHO1e(PIITUTIBY

Iloxa3aHHs 10 MPpU3HAYECHHS 3aMiCHOI Tepamii IMyHOIJIO0yJIIHAMU

Ho3oJ1oriuna ¢popma
iMmyHoxeginuTy

YMoBu  (0c00JIMBOCTI) 3aMicHOL

Tepamiii I’

NMPpU3HAYCHHSA

CnaznkoBa rimoraMMaryio0yaiHeMis
3aranpHui BapiaOenbHUR
iMmyHomeiruT

I'inep-IgM cunapom

VYcim mamieHTH 6e3nepepBHO MPOTIATOM YChOT'O KUTTS

Tsoxkuit KoMOIHOBaHUH iIMyHOIEDIITUT

Jo, mix yac ta neskuit yac micis npoeaeHHs TT'CK.
Hesixi mamientu micnss TI'CK norpedyrots 3T TpuBaio
a00 MOXKUTTEBO (K MPH araMMariao0yiHemil)

3amicHa Tepamis iIMyHOTJIOOYJIiHAMHU € HEIOCTaTHHOIO
JUIS KOMIIEHCAIlil BCIX JAaHOK MOPYIIEHOTO IMYHITET,
TOMY TIapaJIeIbHO MAIOTh PO3TIISAATHCS MPOTHUMIKPOOHA
Teparis Ta iHII METOIM Teparii 3a MoKa3aMHu.

Hedinut cyoknaciB iMyHOTI00YMiHY
G

BincyrHicTh BignmoBimi Ha OLIKOBI ab0 ToJicaxapuiHi
BakIMHU (AudTepiiiHuit / mnpaBIEBUN aHATOKCHHU,
ToJricaxapyHa ITHEBMOKOKOBA BaKIIMHA).

Hedinut ciennpiyHAX aHTUTLT

PermnuBHi GakTepianbHi iHQEKIii, IO TOTPeOYIOTh
BHYTPILITHLOBEHHOT'O TPU3HAYECHHS aHTHO10THKIB.
PenmauBHI OTHTH 3 PU3UKOM BTPATH CIIYXY, THEBMOHISI,
OpOHXOEKTa3H.

3T w™moxe Oyrtu mepepBaHa (OaxaHO HaBecH1) 3
MIPOBEJICHHSM TOBTOPHOI OLIIHKK 1MYHHOI BiJMOBIAi
yepes 3-5 micsauiB nicas Biamiau I

VY Jeskux mMaIli€HTiB, OCOOMMBO Yy JiT€H, 3 YacoMm
CIIOCTEPIraeThCs MOKPAICHHSI BIAMOBII HA AHTUTEHH Ta
KJIIHIYHE TTOKPaIICHHS.

TpaH3uTOpHA MATIOKOBA
rinoraMMarjao0ystiHeMis

Tsoxki a6o yacti iHGpekmiiH1l emizogn (6muszpko 10%
JTEeH 13 TaHUM J11arHO30M).

JlikyBaHHS TPOBOAMTHCS [0 CTaOLTI3AIll KITHIYHUX
MPOSBIB (< 6 MICSIIIB)

CrnonTtanHa HOpMai3aris CHUPOBATKOBHX
iMyHOTJ100Y1iHIB y Billi BiA 2 10 6 POKIB (B cEpeTHbOMY
— 3,5 pokn).

WHIM cunapom 3umxenHs piBHa 1gG <4 r/n

STAT1 GOF cunnpom 1/ab0 mopymieHa BIAMOBIAL HA BAKIWHAIBHI aJepreHd

NEMO 1/a00 HaAsSBHICTh TSHKKUX PEIUAUBYIOUYMX  1H(EKIIN

nedinutu IRAK4 ta MyD88 HaBITb MpPU HOPMAJIBHUX PIBHAX CHPOBAaTKOBUX
IMYHOTJIO0YIIiHIB.

Hedinut LRBA 3umxkeHHs piBHA 1gG <4 1/n

Hediuutr CTLA4 /abo mopylieHa BiANOBiAb Ha BaKIUHAJIBHI ajepreHu

X-34eruIeHuit
aimdornponidepaTuBHUN CUHAPOM
HedexTn, acorniifoBadi i3 YyTIUBICTIO
1o EBV (zedimmmru CD70, CD137,

1/a00 HaSBHICTh TSDKKUX PEIUAMBYIOUMX  1HGEKUIN
HaBiTh NpU HOPMAIBHUX PIBHAX  CHPOBATKOBHUX
IMyHOTJIO0YITiHIB
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Ho3os0riuna ¢gopma YmoBu  (0cO0IMBOCTI) NpPHU3HAYEHHSI  3aMiCHOL
iMmyHoaedinuTy Tepamiii 1T’

RLTPR, PRKCD To110)

AJITIC-Casp8

OCHOBHI NPUHUMIIY NPOBEJAEHHSA 3aMiCHOI Tepamii iMyHOr/100y/JiHAMH

1. [Tepen moyaTtkoMm 3aMicHOI Teparii IMyHOTJIOOYJIIHOM Oa)kaHO TIEPEBIPUTH BIIMOBIAL Ha
BaKIMHAII. BUKITIOUEHHS CTAHOBIATH MAIll€EHTH 3 araMMarjoOyJiHEMI€l0, a TaKOX HEBIJKIIaJIHA
KJIIHIYHA CUTYaIlisl.

2. 3aMicHy  Tepamilo  IMyHOTJIOOYJiHOM  Cii OPOBOOUTH  yCiM  MalieHTaM 3
arammariooyminemiero (19G < 2 r/m).

3. 3amicHy Teparito IMyHOTJIO0YIIiHOM It IPOBOAUTH narieHTam 3
rinoraMMario0ysiiHeMiero (3HWxkeHH1 IgG) Ta BiACYTHBOIO a00 CHUJIBHO 3HMIKEHOIO MPOAYKLIE
cnenuivanx IgG npu HAABHOCTI MATOJIOTIYHOI CHPHUHATIMBOCTI A0 iH(eKmid (IuB. Kputepii
ELVIS).

4.3amicHy  Tepamil0o  IMyHOTJIOOYJTIHOM  CIiJi  pO3IJsAaTd y  TAIEHTIB 3
rinorammarnoOyinineMmiero (3HwkeHHs 1gG, manmpuxnan npu 3BIJl) Ta iMyHHOIO AM3pETyIsIi€lO,
0COOJMBO y BHIAAKYy MEIMKAMEHTO3HOI iMyHOCympecii Ta/abo iMyHHOI IWTOIEHii, HaBITh SKIIO
HEMae MaTOJIOTTYHOI CIPUHHATIUBOCTI 0 1H(EKITIH.

5. 3amicHy Teparrio iMyHOTJIOOYJIIHOM CJIiJT TAaKOX PO3IJISIIATH MPH TiloraMMarioOymHeMii
(3HmkenHa piBHA [gG) 1 maTonmoriyHiil CHpUHHATIMBOCTI 10 iH(EKIil, HaBITh NMpPHU JIOCTATHIN
npoaykuii ciemudivnnx IgG.

6. Y pasi i3ompoBaHoro abo xombiHoBaHoro nediuuty minknaciB [gGiz 3 MaTonoriyHoON0
CXWJIBHICTIO 710 iH(EKIii, 3aMicHa Tepamis IMyHOTJIOOYJTIHOM MOXE pO3TJISIIATHCS —IICIs
HEJI0OCTaTHhOI €PEKTUBHOCTI aHTHOIO0TUKONPO(IITAKTUKH.

7. llpn pedimuti IgA, cenextuBHoMy aedinuti IgM abo i3ompoBanomy aedinuti [gGs 3a
HasIBHOCTI a/1eKBaTHOI mponaykiii cneundiyaux aHTUTia IgG 3amicHa Tepamist iMyHOTJIOOy/IiHaMU
HE 3aCTOCOBYETHCS.

8. Ilpu komMOiHOBaHMX iIMyHOJedIMTaX OAHA JMIIE 3aMicHa Tepamis HegoctaTHs. [loTpibHe
MEepeBe/ICHHsT 70 IEHTPY 3 JOCBIJOM JIIarHOCTUKH Ta JIIKyBaHHS IMyHoOne(iuTiB Ta, 3a
HEOOX1JJHOCTI1, TpaHCIUIaHTalii CTOBOYPOBUX KIIITHH.

9. [oniBasieHTHI TpemapaT IMyHOTJIOOYJIHIB Pi3HUX BHUPOOHUKIB MOXYTh B 3HA4YHIM Mipi
BBAXKATUCS €KBIBAJIEHTHUMH 32 €()EKTUBHICTIO.

10. BHyTpilIHBOM'SI30B€  3aCTOCYBAHHS TIONIBJICHTHUX IMYHOTJIOOYJiHIB HE MOBHHHO
BUKOPUCTOBYBATHUCS JIJIs 3aMiCHOT Tepartii.

11. IlinmkipHe BBEIEHHS IMOJIBAJIEHTHUX MpernapariB iIMyHOTJIOOYNIIHY B SIKOCTI JOMAaIIHbOL
Teparii BBAXXA€ThCs €KBIBAJICHTHUM BHYTPIITHbOBEHHOMY BBEJICHHIO.

12. 103y imMyHOTIIOOYIiHY U TIAIIEHTIB 3 OXHPIHHSIM CIOYATKy CIIJl PO3pPaxOBYBaTH 3
BUKOPUCTAHHSM i1eabHOT a00 CKOPUTOBAHOI MacH Tija.

13. lo3a migmkipHOTO IiMYHOTIIOOYNiHY Uit 3amicHOi Tepamii mae craHosutu 0,4-0,6
r/kr/mic. IlinTpuMmyBanbHa 1032 Ma€ BU3HAYATHUCA M KOXKHOTO TAIli€eHTa 1HAMBIAYaJbHO B
3aJIe)KHOCTI BiJ] CIPUHHATIMBOCTI 10 1HEKII].

14. MoHiTOpUHT KJIIHIYHOT e(eKTUBHOCTI Ta nepearpaHcdysiiinoro pisHa |gG B cuposarii
KpOB1 CIIiJI MPOBOAMTH KOXHI 3 MicCsIl MNPOTIrOM MEepUIoro poKy 3amicHOi Tepamii, a naii
NpUHAMHI KOXHI 6 MicsALiB ipu cTabinbHOMY piBHIi 1gG.



Honatox 4

JI0 CTaHAAPTIB MEAUYHOI IOTIOMOTH
«/liarHOCTHKA Ta JIIKYBaHHS ITEPBUHHUX
IMyHOACPIITUTIBY

Bakuunanis ocioé i3 neppuHHMMHU iMmyHoAepinuTAME

Oco0smBocTi BakunHanii namieHTin 3 IT1J1

1. Vci iHakTUBOBaHI BaKIMHU (IIIBHOKJIITHHHI, IIJIbHOBIPIOHHI, CyOOIUHUYHI,
pPEKOMOIHAHTHI, TIOJIICaXapy/IHI, aHATOKCUHU) MOKHA Mpu3HadaTy narieatam 3 [11b.

2. Ocobawm 13 TKIJ] mpoTunokaszane BBeneHHs kuBux BakiuuH (Bakiuuau KIIK,
BaKIIMHU TPOTHU BITPSHOI BICIIM, BAaKIIMHU MPOTU POTaBIPYyCHOI 1H(EKIl, BaKIIMHU
IPOTH KOBTOI rapstuku, Bakuuau BLK).

3. Tlamientam 3 nedexToM anresii JEHKOUUTIB Ta IHIIMMH HEYTOUHCHUMU
(GyHKUIOHATBHUMU JedexkTaMu (haroluTo3y MNPOTUIIOKA3aHa BaKUUHALIA KUBUMU
BipyCHUMU BaKIIMHAMHU.

4. Ocobam, ski KoHTakTyTh 13 XBopumu Ha TKIJ, e BBOmsaTh OIIB, mis
BaKIIMHAIIIl TAaKUX IMAIIEHTIB 1 IX OTOYEHHS 3acTOCOBYIOTH IT1B.

5. Bakuwunariisi >KMBUMHM BakIMHaAMHU (IIPOTU KOPY, KPACHYXH, €MiJEMIYHOIO
MapoOTUTy Ta BITPAHOI BICIIH) PEKOMEHAYETHCA OCO0aM 3 HETSHKKUMHU (opMamu
cunapomy i Jbxopmxki ais ocio 3 CD3+ T-mimpoumramu > 0,5 I'/n, CD8 + T
mimponmramu >0, 2 ['/1 Ta HOpMalIbHOIO TTPOJTIPEPATUBHOIO PEAKITIEID HA MITOTCHHU.

6. bakrepianbHl Ta BIpYCHI aTTEHyHOBaHI >KMBI BaKIMHU MPOTHUIIOKA3aHI
namieHTamMm 3 jaedexkramu curHaigbHoro nwiixy TLR ta IL-12/IFN-y, ockiibku
nedextn nuiaxy IL-12/IFN-y acomiroroThes 31 3HAYHOKO CXHJIBHICTIO JI0 XBOPOOH,
cnpuunHeHoi BIK, HeTyOepKyIb03HUMH MIKOOAKTEPISIMU Ta CAIbMOHEIAMHU.

7. IlamientH, sKi OTpUMYIOTH 3aMicHy Tepamito II', y pasi KoHTakty 13
30yTHUKOM 3aXBOPIOBAHHS, TMPH SKOMY PEKOMEHIYETHCS TPOBEICHHS EKCTPEHOI
IMyHONIpOIIAKTUKK (HANPUKJIIAJ, CKa3, renatut B, mpaBels), MOBUHHI OTPUMATU
cnenubiuauii 1 30yanuka IIT y pexomeHmoBaHiil 1031, OCKIIBKM CTaHAAPTHI
npernapatd IMyHOTJIOOYNIHIB HE MalOTh aHTUTUI M0 IUX 30yAHUKIB a00 pIBEHb
aHTUTLI BapiaOeIbHUM.

8. Bcim mamientam 3 IIIJI, sixi 3maTHi (opMyBaTté IMyHHY BIATOBIAL Ha
MICTJICHHS, JOIIIJIbHO PEKOMEHIYyBaTH JOAATKOBY BaKIMHAIIO TIPOTH BIpyCy
ManJioMd JIFOAUHU TIpyu  cuHApoMi BickoTrTa-Onapuya, arakcii-TeneanriexTasii,
nedimuti NfkB, nediuuti aaresii nefikonutis, X-3ueraeHomy rinep-IgM cunapomi,
WILD cunnpowmi, 6opogaBuactiii enigepmoauciuiazii (myramii TMC6 ado TMCS),
WHIM-cunnpomi, ayrocoMHo-peniecuBHOMY  rinep-IgE  cunapomi  (myraris
DOCKS), cunapomi Hezeprona (myraitisi SPINKS) ta iHmmx.

9. IlamieHTam 3 ayTo3anajbHUMM 3aXBOPIOBAHHSMHU BaKIIMHAIS 31HCHIOETHCS
BiAnoBinHO 10 Kanenmaps npodinmaktuuHux uierieHb Ta llepeniky MeaumyHux
MPOTUIIOKA3aHb J0 MPOBEACHHS NMPOGUIAKTUYHUX IIETUIeHb, 3aTBepixeHnx MO3.
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Hedexr Ho3ouoriuni ¢popmu | IIporunoxkasani | PekomennoBan | E¢pexTuBHicTh
JIAHKHU BAKLIMHU i BAKIMHH
iMyHiTeTY
B- Tsoxki popmu OIIB, BIXK, [IpoTu rpumy EdexTuBHICTD
TiMQoUTH rimoraMmarjoOyiiHeMi | )KMBa BaKLIMHA CyMHIBHa
(rymopanbHi) | i (cragkoBa npotu Tudy
rimoraMmariao0ymHeMi
s1, 3arajJbHUAMN
BapiabenbHU
iMyHO1e(PIITUT)
[MapmianeHi gedinuT OIIB (ixuri xwuBi | [THeBMOKOKOBa, | Bakmuau
AHTUTIJIOYTBOPECHHS BaKWHHU MIPOTH TPHUITY e(heKTUBHI
(cenextuBHui nedinuT | Oe3neyHi)
IgA, nedinut
cyoknaciBlgG)
T-nimporutu | [loBHi nedextu (TKIH) | Yci xusi Bakuunu
(kmiTHHHI TA BaKIMHU MOXYTb OyTH
KOMOiHOBaHi) Hee(heKTUBHUM
"
YacTkoBi nedextu VYci xuBi [TaeBMoOKoOKOBa, | EdexruBHiCTH
(cunapom Jli JkopKki, | BaKIMHU MEHIHI'OKOKOBA, | 3aJI€KUTh Bif
cuHIpoM Bickorra — Hib, npotn CTYIIEHS
Onppiva, aTakcis- rpuIy iMyHOCyTIpecii
TEJICaHTI1eKTa3is)
Cucrema Hedimut panHix ado [Iporunokaszanp | [ITHeBMOKOKOBa, | Yci BakIIMHU
KOMIUIEMEHT | Ti3HiX KOMIIOHEHTIB HEMae MEHIHTOKOKOBA, | €(heKTHUBHI
y IPOTH I'PUILY
®daronuros XpoHiuHa JKusi ITuesmokokoBa, | Yci
IpaHyJIbOMaTO3Ha OakTepialbH1 Hib, npotu 1HaKTHUBOBaHI1 Ta
XxBopo0a, nedext BAKLMHU TpUILY ’KHUB1 BIPYCHI
anresii JEUKOIUTIB BaKI[MHU
e(heKTUBHI
Hedextu BIDX
nuraxy IL- 3acTepexeHHs
12/1IFN-y {010
BakI[MHAI]
KUBUMU
BIpYCHUMU

BaKIIMHaMH




Honatox 5

710 CTAaHAIAPTIB MEAUYHOI IOTIOMOTH
«JliarHocTHKa Ta JTIKYBaHHS TICPBUHHHUX
IMyHOACPIITUTIBY

Pexomenpanii mogo ocodauBocTeil €nOCO0y KUTTA Ta XApPYYBaHHA Yy
namieHTin 3 IT1J]

Bumoru 10 noMemkaHHs Ta mo0yT. BooricTe y moMemkanHi Ma€ CTAHOBUTHU
40-60%. Y nmomenrkanHi, Ae npoxkupae namiedT 3 [11J] He moBUHHO OyTH TUTICHSABH Ta
MUy, CIiJ TMPOBOJWUTH IIOACHHE Bojiore mnpuOupanHs. s TalleHTiB 13
koMmOiHoBanumu I1IJ] cming 3abe3meunTy 130J41iI0 Bif AITEH, YHUKATH BiJBITyBaHb
roctei, ocobmuBo 3 aiThbMmu. [lamieHTam 13 He#TpomneHieto Ta XI'X HeoOXxiaHO
YHUKAaTU KOHTAKTIB 3 3aIUIICHSBIJIOI TpPaBOIO, JHCTSIM Ta CIHOM, BiJB1IyBaHHS
MiJBaJbHUX MPUMIIIEHb;, Y ABOpi, Je XUBYTh XxBopi XI'X, cmij yTpuMaTuUCh Bij
BUKOPHUCTAHHS CaJ0BOTO IEPErHOI0, HE CHANIOBATH JIUCTS, KOPY Ta TUIKH JEpEB,
YHHMKATH KOHTAKTy 3 MarepiajlaMd Ha OCHOBI IpyHTY. He pexkoMeHayeTbes TpuMaTH
TBApUH y J0OMI. Irpaiiku Ta irpoBa 30Ha JJIsl IIT€H MAIOTh PETYJSIPHO OYUIIYBATHCH
Ta Je3iH(ikyBathuch. He cmija JOUIUTUCA KHUTaMH, MOTPIOHO J1e31H(IKYBaTH
OOKJIaIMHKY, IPOTE 17I€aIbHO BUKOPHUCTOBYBATH €JIEKTPOHHI KHUTH.

Ocobam 3 ITI/I Ta wieHaM iXHiX poaMH HEOOXIAHO 3/1MCHIOBATH TITlI€HY PYK
KOXXHOTO pa3y Hepeja BXOJOM 1 Miclid BUXOJY 3 KIMHATH / KBapTUPH / MallaTy; 110 1
Micsl KOHTAKTy 3 Mall€HTOM, a TaKOX IMepes IPUIOMOM 11 Ta MICHs BiJABIIyBaHHS
BOupanbHi. CIiJi YHUKATH HOCIHHS KaOJy4doK, INTYYHHUX HITTIB Ta KJIEHOBHUX
NOB'SI30K,  OCKUIBKM  BOHM  MOXYTb  CIYI'yBaTh  JIKEPEJIOM  MaTOTEHHHUX
MikpoopraHi3miB. KoHTakTHI 0cO0H, SIKI MalOTh O3HAKK a00 CHMIITOMH, IO CB1I4aTh
npo iH(ekii abo KOHTaKT 3 1H(MEKIIHHUMU XBOPUMH (BITpSIHKA, MApOTHUT, Kip,
KOKJIIOIII), TTOBUHHI OYTHM BHKJIIOYEHI 3 0€3MOCcepeHhOr0 KOHTAKTy 3 TMalllEHTOM.
HanonernmuBo pekoMEHAYETbCS MPOBOAUTH BAKIMHALIK MPOTH TPUIY MPOTATOM
KOXKHOT'O CE30HY TpUITY.

VYci unenu cim'l 13 3aXBOPIOBAaHHSAMHU, SIK1 MEPEJAIOTHCS 3a JOTMIOMOTOI0 IIPSIMOTrO
KOHTAaKTY, MOBITPSIHO-KpAINeJIbHUM LUIAXOM, MOBHHHI OyTH OOMEXEH1 Bl IpPsIMOro
KoHTakTy 3 mnarientoM 3 [IIJI. Unenam ciM'i mamientiB 3 IIIJ] cmig perymnsipHo
MPOXOJUTH MEIUYHHUM OTJIsi[l, BYACHO BHSBIATH Ta JIKYBaTH OyJb-sIKI THIiMHI
1H(peKii (THIMHUYKOBI BUCHUIIAHHSA, BYrpl Ha IIKIpl, TallMOpPUT, KOH IOHKTHUBIT,
anriny). [Tamienram 3 IIIJ[ Ta ocobam, siki MPOKKUBAIOTh Pa30oM 3 HUMHU, HE MOKHA
KYpPUTHU TIOTIOH, MapUXyaHy Ta €JIEKTPOHHI CUrapeTu. Yl MaloTh OyTH 3aXUIIEHUMU
BiJl BaKITMH-KEPOBAHUX 1H(EKINN PEKOMEHIOBAHUMHU BaKIMHAMHU.

IloaenHa akTuBHicTh. [loTpeOu y CHI, BIANIOYMHKY Ta pyXOBil aKTUBHOCTI HE
BIJIPI3HSIIOTBCA BiJl TaKuX, 110 PEKOMEHJIOBaHI I BIAMOBIJHOTO BIKYy Ta CTarTi.
KopucHumMu € mporyiasHKH Ta aKTHBHI ITpU JUIs JITEH Ha CBDKOMY TIOBITDI,
TPUBAIICTh SKUX Ma€ CKJIAJaTH HE MEHIIE ABOX TOJAMH Ha J100Yy.

liriena mkipu Ta cau30Bux 000/10HOK. OOOB'SI3KOBUMU € TMIOJCHHUHN Y1l 200
BaHHA JUIS OTJISAY 3@ IIKIPOI0, BUTUPATHUCS CIIiJ HIXKHO M SIKMM YHCTUM PYIITHHKOM,
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i 9ac TIrl€EHIYHUX MPOIEAYP 3MUCHIOBATH PETEIbHUMA OIS IIKIPU Ta BUINMHX
cin30BUX 000m0HOK. OcobaM 3 €eK3eMOI0, €K3eMO-TIOAIOHUMHU JIepMaTo3aMu Ta
CYXICTIO TIKIPH CIIiJT PETyJISIPHO 3BOJIOKYBATH IIKIPY CIEIIaTbHUMH 3aC00aMH ITiCIIs
KyTIaHHS.

Cnig miaTpUMyBaTHU TITIEHY POTOBOI MOPOKHUHM Ta 3yOiB, NIBi4l Ha JI€Hb
YUCTUTU 3yOM Ta BYACHO MPOBOAUTH ixX caHamiro. KoxHi 3-6 wMicdiB Mae
MPOBOJIUTHUCS OTJISIT] Y CTOMATOJIOTA.

XapuyBaHHSI Ta HYTPITMBHA MiATPUMKA:

Sximo AUTHHA Ma€e HOPMAJIbHUW HYTPITUBHUU CTaTyC, CHeEliajbHa Ji€Ta He
noTpioHAa.

SAxio € manmpabcopOitis, 61IKOBO-€HEPTeTUYHA HEIOCTATHICTh, TIOTAHUHN areTUT
MPU3HAYAIOTHCS JIKYBalIbHI cyminnl. EHEpreTHuHy HiHHICTh pallioHy IMIJBHUILYIOTh HA
20-30% Big HOpMH [T (PAKTUYHOT MacH Tija.

Y TSKKAX BUMAAKaX NPU3HAYAIOTH TMOBHE a00 YacTKOBE MapeHTepabHe
Xap4yyBaHHS.

[Ipy mnpuroroyBaHH1 1XKi CHiJ JOTPUMYBAaTHUCS YUCTOTH PYK, MOCYyly Ta
KyXOHHUX MTOBEPXOHb, TPABIJI COPTYBAHHSI, IPUTOTYBAaHHSA Ta 30epiraHHsl.

[Tpu cknagaHHi MEHIO CITiJI TOTPUMYBATHUCS MPUHIIMITIB 3J0POBOTO XapuyBaHHS:

HIATPUMYBATH IPYIHE BUTOJIOBYBAHHS SIKOMOTA JIOBIIIE;

opranizyBatu 4-5 KpaTHUN MIPUHOM K1, MOYMHAIOYH 3 6 MICSIYHOTO BIKY,

JUTSI IUTTS] BUKOPUCTOBYBATH KUM'situeHy Boy, 100% cik numie micist 1 poky 1
nopiiro (200 mMi1) Ha IeHb, YHUKANWTE COJIOKUX HAMOIB;

OCTaHHIN MpUHOM 1K1 Mae OyTH HE MEHIIIE K 3a 2 TOAUHH JI0 CHY, TOYMHAIOYH 3
2-pi4HOTO BIKY;

KOPHMCHI BYTJIEBOJIU: KPYIH, KOPUUHEBUHN PUC, IIIJTLHO3EPHOBUM XJ110, MIOCTI,
MaKapOHU 3 TBEPAUX COPTIB MIICHUII;

NPOIYKTH Oarati O17IKoM Ta 3aii3oM: M'aco (1 p/Tux — yepBone, 2-3 p/THx —
oine), sine — Y4-1 /nenp, 600u;

3 MOJI0YHI TPOAYKTH Ha AeHb (200 Mi O1510r0 HOrypTy UM Kedipy 4u MOJIOKa,

50 r Mm’gxoro cupy, 10 r 6110ro0 TBEpAOro CUpPY, HOPLIIO TUTIYOr0 MOPO3UBA); SIKIIO
HEOOX1THO BUKITIOUUTH KOPOB’siu€ MOJIOKO 3 paIlioHy, CJIiJ] MOJAEHHO OTPUMYBATH
XapuoBi JOOABKHU KaJBIlIIO (KAJIBIIIO TJIFOKOHAT, KapOoHAT abo 1uTpar);

5 pi3HHX OBOYIB / PPYKTIB IIOHS, KAPTOILIS HE BPAXOBYETHCS, IPUTIPABIISITH
caJlaTy OJI€l0 (OJMBKOBOIO, PATriCOBOIO, KYKYPYA3SHOIO, JUISTHOIO, TOPiXOBOIO);

CTIO’KUBAHHS «IPABWILHUX» KUPIB (puda - 1-2 pa3u/Tux, ropixu / HaCIHHA — 2
CTOJIOBI JIOKKH / 100y, aBOKAJI0);

PI3KO OOMEXUTH CIOKUBAHHS CHEKIB, coiokoro (10 50 r/no0y), BiABiAyBaHHS
dact-pyny He yacTime 1 pa3sy Ha MicAIlb,

I1]1 YaC MPUTOTYBAaHHS CTPaB BUKOPUCTOBYBATH MOJI0BaHY CUIb (5 1/100Y).

[lamienTaM 3 KOMOIHOBaHMM  IMyHOJIE(IIMTOM,  KUIBKICHUMH  Ta
GbyHKUIOHATBHUMU JePeKTaMu HEHUTpO(UIbHUX TpaHyJOIUTIB 3a00pOHEHO JaBaTu
XapyoBl MPOJYKTH Ta HAMOi, M0 MICTATh MOTEHIIWHO MIKIJJIMBI MIKPOOPraHi3MHu.
Cnip yTpuMaTuch BiJ] CIOKUBAHHS rOpixiB (0COOIMBO BOJOCHKHUX), SIKI HE MAAAINChH
MPOCMAKEHHIO (JKepeno rpuOkoBoi i1HGEKIIT), JMMOHIB 31 MIKIPKOI (IKepesio
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dy3006akTepiit), M'SIKOTO CUPY 3 HEMacTepru30BaHOTO MoJjoka (deta, Opi, kamamobep),
Ta KHCJIO-MOJIOYHHUX TPOAYKTIB, TMPOAYKTIB KHUBOTO OpOMIHHSA  (JKEpemno
IpLKIDKENMOoMIOHNX TpubiB) TakWX, SK KBac, IMHBO, CBIXE JIPLKIKOBE TICTO.
3a00pOHEHO CHOXHUBAaTH BYJIMYHY 1Ky, HENACTEpU30BaHI MAaIlITEeTH, CUpE abo
HEJIOCTATHBO TEPMIYHO 0OPOOIIEHE MOJIOKO, M'SICO, TOTPOXH, MOPEIIPOTYKTH Ta SULIS.
J103BOJIGHO CHOKMBAaTU MHUTI Ta, OakaHO, TEpPMIYHO 0OpOOJeHI OBOYl, (PPYKTH Ta
arogu. Cnil oOMEXHUTH CIOKMBAHHS XapyOBUX IPOAYKTIB, IO MOXYTb MICTUTU
KAaHIIEPOT€HM: KOIMYEHI Ta CMa)K€HI Ha BOTHUII CTpaBH, IO MICTITh MPOAYKTU
HEIMOBHOTO 3rOpaHHs, CIIOKHUBAHHS MapUHAAIB, PSICHUX MPUIPAB, aJIKOTOJIO, YIICIB,
CyXapHKiB, Fra30BaHUX HAIOIB, )KyBaJbHUX TYMOK. TeMIiepaTypa cTpaB Ta HaIoiB Mae
He nepeBuiryBatu 40°C.

st npodTaKTUKK 3aKpilly HEOOX1AHO BXKMBATH JOCTATHIO KUIBKICTh PIIMHU Ta
JTOTPUMYBATUCH JIIETH 3 BEJUKOIO KUIBKICTIO KJIIITKOBUHH.

CouiaabHa akTuBHicTHh Ta A03BiLIA. [lamientam 13 TKI, 3 HellTponeHiero
CJIJI YHUKATU BIJBIAYBaHHS TI'POMAJCBKHUX MICIb 3 BEJIMKUM CKYMYEHHSIM JIIOJEH.
JiTu, sKi OTpUMYIOTh PEryJsipHYy 3amicHy Teparito 1I°, MOXyTh BiABIIyBaTH IIKOJIY,
CaJ0YOK Ta I1HII JUTAYl KOJICKTHBH, BKJIIOYAIOUM pI3HI TYpTKH, CEKI[li TOWIO.
Boanouac, npu XI'X / HelTporneHii AUTUHY HE MOKHA 3aJIly4aTH 0 NMPUOMpPAHHS
MPUIIKIIBLHOT TEPUTOPIT, OCOOIMBO OMAIOrO JIUCTSA, pOOOTH Ha KIymM0Oax, HeOaKaHUM
€ 3aJy4eHHs /10 NpUOMpaHHs Kjacy, OISy 32 KIMHATHUMHU POCIMHAMU Ta KUBUM
KyTOUKOM.

[Tamientam 3 HeiTponeHiero Ta XI'X ciliji YHUKAaTH KOHTAKTy 3 MTaxaMu Ta
TBapuHamu ((depmu, 300mapk, nUpK). Benuky nebesmeky mnpesacTaBisie pobora i3
CaJIOBUM TIEPETHOEM YEpe3 PHU3UK AaACMHepriibo3y, HEOOXIHO YHHMKaTh poOIT MO
NEepeKIaJaHHI0 KOMIIOCTHUX Ky4, Iepecajill JOMAIHIX POCIHH, OUYMILEHHI I1BaJIB
Ta rapaxiB, pyMHYBAHHIO CTApUX OYy/IIBEJIb JJIs1 PEKOHCTPYKLIII.

[Tamientam 3 XI'X Ta HEUTpomneHi€0 3a00POHEHO TUIABAHHS Yy BIAKPHTIN BOA,
ajie MOXJIMBO B JI00pe XJIOPOBaHUX OaceiHax.

Cuopr i ¢pisnuni HaBanTaxkenHs. [lamienta 3 [11/] pekoMeHay€eTHCS pETYISIPHO
poOuty (GI3MYHI BOpaBH, NPUAUIATA yBary BiANO4YMHKY. He OaxaHo 3aiimatucs
TYpPU3MOM, 1HIIMMH BHJIAMHU CIOPTY Ha BIAKPHUTIA MICIIEBOCTI Ta BOJHUMH BHJIaMH
CIIOPTY Ha BIAKPUTIH.

JUis  MiATPUMKH TICUXIYHOTO 3JI0pOB'S, TOJOJIAaHHS TPUBOTM Ta CTpPECy
KOPUCHHUMH € 1HAMBIAyalbHA, CIMEiHa, TPYNoOBa MCUXOTEpamisi Ta KOHCYJIbTYBAHHS
3a MPUHITATIOM «PIBHHUU PIBHOMY).

Koxen mnamieHT Ta #oro OnM3bKI MaroTh OyTH O3HAMOMIIEHMMH 3 yciMma
BaplaHTaMU JIIKyBaHHA Ta MaTH pPO3POOJICHHI pa3oM 3 JIKYIOUHM JIIKapeM
(MyJIBTUAUCUUILUTIHAPHOIO KOMAHJOI0 JIKApIB) I1HAMBIAYaNbHUNW JAETATbHUN IJIaH
JIKYBaHHSI, B TOMY YHCII, A1l Y HAA3BUYAMHUX CUTYaIlIsIX.



