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lNocne nekuyun Y4YaCTHUKU CMOryT

1.3HATb...

Knaccudukanuio runepuyBcrButeabHocTn: [laropusnonoruueckyro cyTs | Tuna (pearnnoBoro) u IV tuma (kietTouno-oonocpenoanHoro) no Jxemry u Kymoey.

CTpykTypy nMMyHoaepuInTOB: Paznuuns Mexxay nmepBHYHBIME (TEHETHYECKUMH ) U BTopHuHBIME (TipruoOpeTennbiMu) MJIC, a Taxoke ux knaccudukanuio o aedexry 3senses (T-, B-kinerounsie,
¢arouuTapHbie, KOMITIEMEHT-3aBUCHMEIE).

IlonsiTHE TOJIEPAHTHOCTH M MUMHKPHUH: TEPMHUHOIOTHYECKOE ONPE/ICIICHUE UMMYHOJIOTHYECKOM TOJIEPAHTHOCTH U (DEHOMEHA MOJICKYJIIPHONH MUMHKPUHU KaK TPUITEpa MEePEKPECTHOrO0 ayTOUMMYHHOTO
OTBeTa.

2. IOHUMATD...

MexaHu3m aHapuIakcnu: MonekysipHbIi Kackal peakiuuu | Tuna — ot ceHcnbnmzauuu (¢pukcaunu IgE Ha TydHBIX KJI€TKax) 40 MOBTOPHOIO KOHTAKTA, HEPEKPECTHOTO CBA3BIBAHUS PELIETITOPOB U
MacCHUBHOM JETPAHYJIALMHU C BHIOPOCOM T'MCTaMHHA.

I'eHe3 nocTBaKUMHAJABHOI naToorum: Ilarogusnonornueckyro npuurHy, 1o KOTOPOH nanueHTam ¢ aedexramu T-KIeToYyHOro 38eHa a0COIIOTHO MPOTUBOIIOKA3aHbI )KUBbIE BAKLIMHBI (PUCK
HEKOHTPOJIUPYEMON TeHEPATU30BaHHOHN PEIUIMKALINY BaKIIUHHOTO IITaMMa).

IIpupoay ayTouMMyHHBIX puckoB: [loHHMAaTh, MoUeMy peanbHbI HH(EKIMOHHBIH MIpoLiecc 00J1a1aeT B THICSYM pa3 0oJiee BEICOKMM MOTEHIIMAIOM HHIYKIIMY ayTOMMMYHHBIX 3a00JIeBaHUM (3a cUeT
BBICOKOHW KOHIIEHTPALIMU TUKUX aHTUTEHOB M CHCTEMHOT'O IIOBPEXKICHHS TKaHEeH ), 4eM KOMITOHEHTHI OYHIIIEHHBIX BaKIMH.

3. IPUMEHATDH HA IIPAKTHUKE

HpOBO}]I/ITL ,[II/I(l)(l)epeHIII/Ia.]IbHyIO ANATHOCTHUKY: Yerko pasacisiTh B KJIMHHYECKOMN IMPAKTHUKE (1)I/I3I/IOJ'IOFI/I"IGCKI/IG (O)KI/I,Z[&CMLIG) MNOCTBAKIIMHAJIbHBIC pCaKIINU (LII/ITOKI/IH—I/IHZ[yL[I/IPOBaHHOG JIOKAJIbHOC
WM CUCTCMHOC CY6(1)C6pI/IJ'IBHOC BOCHaJ'IeHI/Ie) 1 UCTHHHBIC ITOCTBAKIIWMHAJIBHBIC OCJIOXKHCHHA (I/IMMYHOH&TOJIOFH‘IGCKHG HpO]_[CCCI:I).

MapupyrusupoBath nanueHToB ¢ MJIC: ['paMOTHO BBISBIATE MPOTHUBOIIOKA3aHUS K KUBBIM BaKIIMHAM Y MAMEHTOB ¢ UMMYHocynpeccueit, BUU-undexnueit unu [IN/], a Takke 000CHOBBIBATH
HEOOXOIUMOCTh UX MPHOPUTETHOM 3aIIMTHl HHAKTUBUPOBAHHBIMH ITperiapaTaMH.

KyHHpOBaTb HEOTJIO’KHBIC COCTOSIHUSA: CBOGBpCMeHHO pacrio3HaBaTh NEPBLIC KIIMHUYCCKNUC MPU3HAKU TUIICPYYBCTBUTCIIBHOCTH HCMECJICHHOI'O THUIIA (aHa(I)I/IHaKTI/I‘lCCKI/Iﬁ 10K, aHFI/IOOTCK) B IICPBLIC
30 MHHYT IIOCJIC UHBCKIUNU U HEMCAJICHHO MHUIIMUPOBATL MPOTOKOJI OKa3aHUusA SKCTpeHHOﬁ MCI[HL[HHCKOﬁ IIOMOIIIH.

HpOBOI[I/ITb IIe3HH(1)0pMaIIHOHHBII71 AyauT: KBaJ'H/I(bI/I]_[I/IpOBaHHO ApPTYMCHTHUPOBATH 0e30IMacHOCTh BaKIIMHAIIMH1 B 6ece;[ax C ManueHTaMu, pa3BCUBast HEOOOCHOBAHHBIE CTpaxu KacaTCJIbHO «KIICPCTPY3KU
HMMYHUTCTAa» UK NPOBOKAIIUN aYTOUMMYHHBIX Oounesnei Y COMAaTUYCCKU COXPAaHHBIX JIULI.



PEAKUUU TUNEPYHYBCTBUTE/IbHOCTWU

MNepuyyBCTBUTENIBHOCTD — 3TO a4aNTUBHbLIN MMMYHHbI OTBET, KOTOPbIM pa3BMBaeTca B M36bITOUYHOM dopme nam
Hanpas/ieH Ha be3BpeaHble 3K30reHHble aHTUTreHbl, MPUBOAA K NOBPEXKAEHMNIO COOCTBEHHDbIX TKaHEW opraHusma. B
KAMHUYECKOW NPaKTMKe Hanbosee BaXKHa KnaccuduKkauma Oxxenna n Kymbca, pasgenatowLan runepyyBCcTBUTENIbHOCTb
Ha 4 TMNa. B KOHTEKCTE MMMYHOMNPODUNAKTUKN Hanbonbluee 3HayeHne umetot | n IV Tunbl.

| Tun — PearuHoBbI (AHapUNAKTUYECKUIN, HEMEAEHHDbIN)

MexaHu3am: Mpun nepBoi BCTpede C annepreHom (Hanpumep, 6enkom
KYPUHOTo Ainua, enaTMHOM MAM aHTMOMOTMKOM B COCTaBe BaKUWHbI) B-
nmmoounTbl Npu ydyactum Th2-xennepoB cnHTe3smpytoT IgE. Monekynbl IgE
duKcnpyrotca Ha BbicOKoadPuHHbIX peuentopax (FCR) nosepxHOCTHOM
MeMbpaHbl TYYHbIX KNETOK K 6a3zodpumnos (ctaama ceHcnbunmsaumm).

[Mp1 NOBTOPHOM BBEAEHWM QAHTUIEHA NPOUCXOAUT MePEKpPecTHoe
cBA3blBaHWE  OUKCUMpPOBaAHHbIX IgE, 4TO BbI3bIBAET  MIHOBEHHYIO
AErPaHYNALMIO KNETOK.

Mepgmuatopbl: Bblaenatorca rmcTaMuH, NEMKOTPUEHbBI, NPOCTAarnaHAuHbI U
daKToOp akTMBaLUMKN TPOMOOLUTOB.

KnnHunyeckme npoasneHna: CucTtemHas BasoAawunaTauuma, pes3koe nageHue
obuwero nepudpepuyeckoro CcocyaucTtoro COMPOTUBNAEHUA, MOBbIWEHME
NPOHMLAEMOCTM Kanunanapos, BpoHxocnasm. B KAMHKWKe 3TO npoABaseTca
aHadUNAKTUYECKMM LLOKOM, aHTMOOTEKOM (KBUHKe), OCTpOM
KpanuBHULEN. Pa3BuBaeTca B TeyeHMe MUHYT (pegko — Ao 1-2 vacos)
NocCne BBeAEHUA Npenapara.

IV Tun — KnetouyHo-onocpenoBaHHbIN
(TMnepuyBCTBUTENBHOCTL 3aMea/ieHHoro Tuna — 3T)
MexaHuam: ObycnoBieH He aHTUTeNaMMU, a
adppekTopHbiMU T-numbountamu (Thl, Thl7 n CD8+).
[MpY NOBTOPHOM KOHTAKTe C aHTUreHOM
CeHCMBbUNIN3MpPOBaAHHbBIE T-KNETKU MUFPUPYIOT B TOYKY
MHBEKLMM U CEKPETUPYIOT NPOBOCMANNTE/NbHbIE
uMTOKMHbLI (IFNgamma, TNF-alpha). 3To npuBoauTt K
PEKPYTUPOBAHMIO M aKTUBALMN MaKpodaros.
KnnHnyeckne npossneHmna: MecTHbIM BOCNANUTE/IbHbIN
NHPUNBTPAT, yNIOTHEHUE, TMNepeMmua. Makcnmym
peakumnn gocturaetca yepes 48—72 vaca. lNpumep n3
NPaKTUKKM — KNaccuyeckas peakuma Ha npoby MaHTy
NN Bblpa*KeHHaa MeCTHaA peakuma Ha BBegeHue
BAaKLUMH C agblOBAaHTAMM.



UMmmyHopedpmUUTHDBIE COCTOAHUA

(M,D,C) NMEPBUYHDIU
MMMYHOOAUNODOULIUT
NMmMyHOAEDULUNTBI XapPaKTEPU3YIOTCA CTOMKUM CHUMKEHUEM PYHKLIMK OAHOIO (|'| U ﬂ') oAt o

VN HECKO/IbKMX KOMMOHEHTOB MMMYHHOM CUCTEMbI, YTO NPUBOAUT K yTpaTe R

NPU3HAKOB NEPBUYHOIO
CNocobHOCTM 3PPEKTUBHO 3/IMMUHMNPOBATL NATOrEHbI.

UMMYHOLEDPULIUTA

> 2 cepueaHsix MHdEKYWA CTORKAA MONOMHUUE
nepBMqule MMMyHOAEd)M U‘MTbI (I'IMA) HOCOBIX NA3yX (CUHYCHTOB) sog'; wnu rpubkoBan

[eHeTUYEeCKM AEeTEPMUHMPOBAHHbIE (BpOXKAeHHbIe) aedeKkTbl. CornacHo @ omnpoipa (R Slemen
KnaccudpuKkaumm MexxayHapoaHOro coto3a MMMYHOIOMMYECKUX 0bLLecTs e Y oy sy
(IUIS), oHM pasaenatoTca no nokanmsaummn gedekra: @ N @ > 2 yBousk ipenii,
1.MpenmyliectseHHO rymopanbHble (aedekTbl B-3BeHa): Hanpumep, S —
cLuenneHHasa ¢ X-XxpoMOCOMOM arammarnobynmHemmus BpyToHa, ob6Las 89 2w Sopeen c mporier NG oo
BapuabenbHaa MMMyHHasa HegoctaTouHocTb (OBUH), cenektmsHbIN aedbunumnt T Opcraaspts
IgA.

2.KombunHuposaHHbie T- u B-knetouHble gedeKTbl: Taxenbin

KOM6MHMpOBaHHbM I/IMMVHO,EI,E(I)MLI,MT (TKM'D')' Jeffrey Modell Foundation (JMF) Medical Advisory Board. 10

3.0edeKTbl cuctembl paroumnTosa: XpoHMYECKaA rpaHyemMmaTo3Han 60ne3Hb.  Warning Signs of Primary Immunodeficiency. [www.infodpi.org].
4.AedeKTbl cucrembl KomnanemeHTa: Jedunumtbl KomnoHeHToB C1-C9.



BTopnyHbie MMMyHOOE(PULMNTHbLIE COCTOSAHUSA

MprobpeTeHHble HapyLLUEeHUA, Pa3BUBalOWMECS NOA BO3AENCTBUEM
9K30reHHbIX MU 3HAOTreHHbIX PpakTopoB: BUY-MHDeKUMA, ATPOreHHas
MMMYHOCYNpeccusa (XMmnoTepanus, 1y4eBas Tepanms, CUCTEMHbIN Npuem
FIOKOKOPTUKOCTEPOUAOB), TAXKENOE HYTPUTUBHOE UCTOLLEHME.

KAnHuyeckoe 3HayeHne ana BakUMHaUUK:

Hannuune taxenbix gedektoB T-knetoyHoro 3sBeHa (Kak npu NN, Tak n npu
B c yposHem CD4+ numdoumntoB meHee 200 K1/mKn) AaBnseTcs
abCoNOTHBIM NPOTMBOMNOKA3aHMEM K BBEAEHMUIO }KMBbIX BUPYCHbIX U
H6aKTepuanbHbix BakuuH (BLUXK, KIMK, }k1MBaa nonnommnenntHas BakLMHa).
OcnabneHHbIN BaKUMHHbBIN WTAaMM B yC10BUAX Aeduumnta T-KMAnepos u
MaKpogaros cnocobeH K HEKOHTPO/IMPYEMOM pennKauum, 4YTo NpnuBoanT
K pa3BUTUIO CUCTEMHOM BaKLMHOACCOLUMNPOBAHHON BonesHu.

B 10 e Bpems, aedekTbl B-3BeHa TpebytoT 06A3aTENBHOM BaKUMHALUMK
NHAaKTUBMPOBAHHbIMMK NpenapaTamu, XxotTa 3GPeKTUBHOCTb OTBETA (TUTP
aHTUTen) byaeTt CHUXKeHa.

*M306parkeHune B3ATO U3 OTKPbITbIX
pecypcos

(82



AYyTOMMMYHHOCTb U ME€XaHU3Mbl MONIEKYIAPHON MUMUKPUMN

AyTOMMMYHHble  3aboneBaHMA  Pa3BMBAIOT
BC/IeACTBUE CPbIBA MEXAaHU3MOB LEHTPa/IbHOWM
TUMYCE M KOCTHOM MO3re) u nepudbepuyeck
MMMYHO/I0TMYECKOMU TONIEPAHTHOCTMH,
pe3ynbrate 4Yero 3dPeKTopHble T-KNeTKu
ayTOaHTUTENa HauMHaloOT Pa3pyLlaTb HOPMA/IbHI
TKaHW OpraHnU3ma.

OAHUM M3 KNKOYEBBLIX TPUITEPOB ayTOMMMYHH
NPOLLEeCCOB ABNAETCA MOJNEKYAAPHAA MUMUKP
(MoneKynspHoe cxoacTBo).




MonekynsapHasga MUMUKpus

OnpepeneHHble  aMWHOKWUC/IOTHbIE  MOCNEA0BATENbHOCTHU
(3nnTOonbl) MHPEKUMOHHOIO areHTa MMeKT BbICOKYIO CTEMEHb
rOMOJ10rumn (CX0ACTBA) CO CTPYKTYPaMM XO3AMHa.

Mpn MHOUUMPOBAHUM UMMYHHAA CUCTEMA AaKTUBUPYET KAOHDI
MMMGOLUNTOB NPOTUB 3TUX SMUTOMOB.

Mocne anMMMHaAUUM NaToreHa akTMBUPOBAHHblE NMMOOLUTDI
M aHTUTEeNa HaA4YMHAOT MNEepeKkpPecTHoO pearnposBatb C
cobcTBeHHbIMKM Benkamu opraHnsma.

MpuMmep KAMHUYECKOTO NpeueaeHTa Npu MHeKUun:
Pa3BuTne OCTPOM pPEBMATUYECKOM JINXOPAAKM  nocne
nHpmumpoBaHua Streptococcus pyogenes (nNepekpecTHbIN
OTBEeT aHTUTeN K M-npoTenmHy H6akTepum n MMUO3MHY cepaua
4yenoBeKka) uam cuHapom [uieHa-bappe nocne MHeKUMU
Campylobacter jejuni.

*MayMeHTbl YacTo 3KCTPANOAMPYIOT PUCK MONEKYNSPHOM
MUMUKPUM  Ha BaKuMHbl. OOHAKO MHOrFOYUC/NEHHbIE
3NMAEMMONOTMYECKME UCCNEAO0BAHUA MOKA3biBAOT, 4TO
BEPOATHOCTb  MHAYKUMW  ayTOMMMYHHOro  npouecca
KOMMOHEHTAMM COBPEMEHHbIX BaKLMH Ype3Bbl4alHO Mana
M HeconocTaBMmMa C pPUCKaMU NpPU  ecTecTBEHHOM
MHPEeKUMN. BupycHble U  HaKTepuasbHble BaKUWHbI
MPOXOAAT OUYUCTKY U CENEKLMIO aHTUTEHOB, UCKHOYAIOLLYIO
BbIPaXKEHHYIO NEePEKPECTHYIO PEAKTUBHOCTb. ‘



(FI[E pazeumue 3a001€6AHUN U HADYUWICHUEC HCUZHCHHO-BANCHBIX NPOUECCCOB CE8A3AHO C (NOJTOMKOU) 8 CUCHEME

UMM zuumema;
10 HaA cucrema “i=0oHKONOrNA

“5lr=aTEPOCKNEPO3 KOMOpﬁM,ﬂ,HbIe 3aboneBaHus

w3y TOMMMYHHbIE 3a60/1€BHane

IMOpUOHaNbHM MocTambproHanbHbIN

0 f nepuog, nepuoa,

bnacrc

AKagemuK Kosnos B.A., HUN knnHnueckoin ummyHonorum, P®, 2015r.



NnoCTBaKUMMHAJIbHbI€ PeaKUuUNUN VS
NnOoCTBAKUUHAJIIbHbIE OCJ10O2KHEeHUA

Mapametp

NaTtodusmonornyeckum
MeXaHU3M

MecTHble npoaBaeHna

O6wume npoasneHus

MpoAaonKnTenbHOCTb

Yacrora BCTpe4yYaemMmocCcTu

MNocTBakuuHanbHaA peakuma (Oxxnaaembiit
oTBerT)

Pe3synbTtaT dU3N0ON0rMUECKOro BocrnaaeHus.
3anycK BPpOXKAEeHHOro MMMYHUTETa, ceKkpeLmn
untoknHos (SIL-1, IL-6, TNF-\alpha$) B otseT Ha
PAMP v agbloBaHT.

YmepeHHana runepemms, oTeK B MECTE MHbEKLNK
(0o 8 cwm), nerkana 601e3HEHHOCTb.

KpaTKoBpemeHHOe NoBbllLeHMe TeMNepaTypbl
Tena (obbiyHO cybpebpunbHan, peako ao 38.5°C),
HegoMOraHue, ronoBHas 601b, MUaNTUA.

OT 24 po 72 yacos. [1poxoanUT CaMOCTOATENIbHO
6e3 cneymduryeckon Tepanuu.

YacTo nnum oyeHb Yacto (o 10-50% B
3aBUCUMMOCTM OT TUNA BaKLUHbI).

MocTBaKUMHaNbHOE OCNOXKHEeHUe
(MaTonorus)

MaTonornyecknii MUMMyHHbIN OTBET
(rmnepuyscTBuTENbHOCTL | MK IV TMNa,
ayTOMMMYHHbIW CABUT) WU HapyLUeHWE
TEeXHUKN BBeAEHUA.

AbcLecc B MecTe BBeAEHMA,
nmmdageHuT, rmnepemms n otek bonee
8 cm B anamertpe.

debpunbHble cygoporn,
sHuedanonaTna, CUCTEMHbIE
annepruyeckme peakumm
(aHadunakcma), KonnantTonaHoe
COCTOAHMeE.

CToMKMe HapyLleHus, Tpebytowme
HEOT/IOXKHOM MeAULIMHCKON MOMOLLM U
rocnuTanmsaumm.

KpaiHe peako (1 Ha 10000 — 1 Ha 1l
000 000 po3).

Ona meauUMHCKOro
nepcoHana,
OCYLLECTB/IAIOLWLErO
HaA30p nocne
NMMYHU3aLUMW,
APUHUMNNANBHO
Ba*KHO pa3aenaTb
dU3noNornyeckmum
KOMMOHEHT
aKTUBALMMK
NWMMYHUTETA OT
MMMYHOMaTo/I0rnye
CKMUX OCNIOKHEHUMN.

World Health Organization. (2020).
Global Manual on Surveillance of
Adverse Events Following
Immunization (AEFI). Revised
edition. Geneva: WHO.

The Brighton Collaboration Vaccine

Safety Definitions.



3AKITIOYEHMUE

* IMMyHONATONOrMYECKME NpPoUeccbl MNOAYMHAIOTCA TEM Ke 3aKOHam
MONEKYAApHOM 6Monornm, Y10 M 3aWUTHbIK MMMYHHbLIM OTBET, HO
NPOTEeKaloT B M3ObITOYHOM, AECTPYKTUBHOMU dOpme UAN pa3BUBAOTCA B
YC/IOBUAX rEHEeTUYECKoro aedekTa.

* 3HaHWE MMMYHONOTMMU B COYETAHMM C NMOHUMMAHMEM MeXaHU3MoB cHosA
cuctembl GOPMUPYET Y MPAKTUKYIOWEro BpavYa M MeAMLMHCKON CecTpbl
OCO3HaHHbIM, HAY4HO OOOCHOBAHHbLIA MOAX0A K BaKUMHaAUWUWU. ITO
nossonaer 3PpPeKTMBHO OUEHUBATb COMATMYECKUMW CTATYC NALMEHTa,
CBOEBPEMEHHO BbIIBNATb WUCTUHHbIE MNPOTMBOMOKA3aHUA M TPAMOTHO
KYNMPoBaTb MNOCTBAKUWHANbHbIE COCTOAHMA, rapaHTUpya 6e30nacHoOCTb
NMMMYHONPOPUNAKTUKN.
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