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’v\ ”edenwrmyHodecbuuuma—

MMMYHOAEDULNTIIANFOHUMAIOT COCTORHUS,
‘XapaKTepuayoLLMeCSgHE STOCABHOCTHI0 OpraHnama
Pa3BUBATH MOMHOLIEHHYIO NIMYHHYIO peakumio Ha naToreH

IMMyHOOEPUUNTLI

[MepBUYHbLIE BTopunyHble
nmmyHogedpuuntsl (MNMAL) nMmmyHogedpuuntol (MALO)

* K nepeuyHbIM mMyHOoOeULMTAM OTHOCATCH COCTOSIHUS, B OCHOBE KOTOPbIX
nexar aedekTbl pasBUTUS UMMYHHbIX OPraHoOB U AedeKTbl FEHOB,
KOHTPONMPYIOLLNX U PEFYNUPYHOLLIMX paboTy MMMYHHOW CUCTEMBI.

*BmopuYyHbie MMYyHOAEMULNTBLI — 3TO COCTOSAHUS, NPUOOPETEHHbIE YEITOBEKOM B
TEeYEeHWE XN3HU, NX pasBUTME CBA3AHO C HeEOGNaronpuaTHLIM BO3OENCTBUEM Ha
OPraHn3M 3K30reHHbIX Y SHOOIEHHbIX aKTOPOB.




N~

‘ Knaccuukauus
] 2peuyHbIx thumyHodegpuyumos

« KoMbrnHnpoBaHHble UMMYHOO4EDULMNTHI
* T-KNEeToYHble UMMYHOOEMPULNTDI

* [ymMoparnbHble UMMYHOO4EPULINTDI

* [ledonuynTbl CUCTEMBI (PAroLUTOB

* [ledpnunT CUCTEMBI KOMMSIEMEHTA
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Knackugbuikayus

Tskenblh KOMOUMHNPOBAHHBIN UMMYHOOEDULNT C
PETUKYNAPHOW AUreHe3nen (PeTUKYNsipHbIN ANCreHes)

Tskenbln KOMOVMHNPOBAHHLIN UMMYHOOEDULAT
- X-cuenneHHbIN - ayTOCOMHO-PEeLeCCUBHbIN

MIMmmyHOoOeuunT, cuenneHHbin ¢ gedunumutom ALA
(agoeHo3nHae3aMuHasbl)

MMmmyHooeduuuT, cuenneHHbin ¢ geduunutom NHD
(NypuHHYKIeo3sungdoegopunasbl)

CUHAOPOM «ronbix» NMMMAOLINTOB

MIMMyHOOEMUUNT C aTakCUeU-TeneaHrmakTtasnemn
(cunapowm Jlyun-bap)

CuHapom Buckotta-Ongpuya
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KonéqHupoeaHHble UMMyHoOeguyumsl

YpoeHu HapyweHULQ gucmeme UMMYHO2eHe3a.

TsKenbl KOMOUHMPOBAaHHbBIN lMnasmartunyeckas
3penas B-knetka
UMMyHoaeuUmnT Knerka

‘ PeTtukynapHsii @ 5 %
. AucreHes . //"”;

/ '
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"' CuHapOM CuHapom
> O ) € ® WA-ANA ‘ \‘\, L Na-NHo ! %mn,aggm BuckorTa- TOfbIX
' \ | | YH-BaD Onapuda nuMdoLUTOo8
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MonunoTenTHas Creonosasn \\ ® § X _ & X ®
cTeonoBan numepongHas \ \ S
remMonoaruyeckas KNeTka \ \
KneTka . N
\\ \ //,
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Mpe-T-kneTka 3penas T-knerka 3dpexTopHan
T-knerka

[Mpn KOMOMHMPOBaHHLIX UMMYHOAEMLUUTAX HapyLLaeTcs npouecc opMUpPOBaHUS
N3 CTBOSOBbLIX KPOBETBOPHbLIX KITETOK CTBOSOBbLIX NMUMMOUNTAPHbLIX KINETOK, npe-
T-kneTok n npe-B-kneTok, aHTureH-peakTnBHbIX T- n B-kneTok



orvie JUOCc HIC / JUCS U -
DJ1E DHO-2@HE : B geqQpe - zJor: s -
oF yolo 5
UmmyHoaedpumumT Cneuundunyec- XapakTep Hacne-| Jloka- Xapaktep UMMYHHbIX
Kun aedexr HapyLieHuns AoBa- nusa- paccTpoucTB
Hue ums
PeTukynsp- HapyweHune audcepeH- - - OTtcyTcTBUA
Has LUPOBKU U numoounToB U
aucreHesuns nponucepaunmn CKK B rpaHynouuToB
numdconaHbie n
MuenouaHue KneTku.
Taxenbin HapyweHue aucdepeHum-
Kua poBku CKK B T n B-
numdounTol
HDedekT y-uenn| HapyweHune TpaHcaykumm| X-cBf- Xq13 No6w|, T-kn|, B-kn|,
X- peuentopoB curHanac R-UN-2,4,7,9, 3aHHoe Ig|, T- n B-kn ¢pyHKLUN
cueneHHbin| WN-2,4,7,9,15] 15 1, TT3]
™n Oedouumur HapylweHue TpaHcayKunun AP 2q12 No6w|, T-kn|, CD8"|,
ZAP-70 curHana c TKP CD4*|—, B-kn|, Ig|—, T-
u B-kn pyHkumun |, N3]
AP-Tun Oedvumnt JAK-J HapylweHue TpaHcayKUUM AP 11p13| Jobw], T-kn|, B-kn|, T-
curHana ¢ R-UJ1-2 n B-kn doyHkumn |, N3},
lg|
HedekT reHoB, HapyweHue peapaHxu- AP 11p13| JNobw|, T-kn|, B-kn|, T-
KOAUPYHOLNX POBKM reHOB, KOAUpYLo- v B-kn ¢pyHkumm |, N3,
RAG-1/ RAG-2 wmnx TKP v Ig-monekynbl lg]




JUOC ~I1C Je U »
DJIE HDHC DHE s D geqQoe - or Je
- Da DC 8
UmmyHo- OedekT reHa, | Tokcnyeckoe nopgaBneHue AP | 20913 | PaccTpoucrteo
aeduunr, koaupyrowero | npoaykramm obmeHa ¢pyHkuum T- n B-
cuenneHHbin | AOA, (nes3okcnmapeHo3nHOM U Ap.) numdountoB
c AA aedvunt ®OA | dyHKUMOHANBLHOW
(apmeHo3uHAE- aKTMBHocTu T- n B-
3aMuHa3on) numcoumToB
UMmMyHO- HDedekT renHa, | HapyweHue AP | 14913 | PaccTpoucrteo
aedunuumr, koaupymowero | ¢pyHKLUMOHaANbHON ¢yHKuumn T- n B-
cuenneHHbin | NMHO, akKTuBHocTu T- n B- numcounTtoB
cNMHO aedpuvumt NMHP | numdouuntoB, cMHTE3a B CD3|,CD8|, PbTN|,
(nypuHHYKne- knetkax JHK B—,Ig|—
ozuadocdco-
punasomn)
CuHpgpom HDedekT reHa — | OtcytcTtBue monekyn HLA Il | AP | 16p13 | HapyweHue
ronbIx npomotepa un/vnu | knacca Ha 2q12 pasBUTUA UMMYHHbIX
numcpoumntoB | monekyn HLA | numcpountax n AlK peakuuu KrneTo4YyHoro
Il knacca U rymopanbHOro
TMnos. CD4'kn|,
PbTN|—,I'T3|, 19|,
BbipaboTka AT




JUOC ~IC QUL »
DJIE DHC DHE s D geqQoe - or Je
- oF 0 8
ATtakcusa — tene- | Oedekr HdedeKkT KuHas, AP 14922 | HapyweHue pyHKLUN
aHIMO3KTO3USA KIeTOYHbIX yyacTByHOLWUX B T- n B-knetok. IgA |,
(cunppom Jlyn- | KuHa3 KIIeTOYHOM fAerneHuun IgE|, nHorga IgG, |,
Bap) U nepepaye
aKTUBaLMOHHbIX
cuUrHanoB
CuHpgpom OedekT unrto- HapyweHue X-cBa- | Xp11 HapyweHa
BuckortTta- CKeneTHoro ¢pyHKkuum T- n B- 3aHHoe akTuBauua CD8* n
Onpgpwuya rMMKonpoTenHa | KIeToK, CD4"- kneTok, IgM| .
(CD43) AedeKTHOCTb HapyweHa npoayk-
TpomMbGouuToB uusa IgM K kancynsp-
HbIM GaKTepuam
Mnep-igM HedpekT reHa, HapyweHue X-cBa- | Xq26 | lNoBbiweHHOEe
CUHAPOM KoaupyroLwero KoonepaTUBHOro 3aHHOe copepxaHue IgM Ha
CD40-nvraHpg B3anmogencTeus T- ¢poHe HU3Knx
Ha T-kneTkax n B- kneTok npum KOHUeHTpauum IgG,
pa3BuTUMn IgA u IgE. B-
MMMYHHOrO OTBeTa Knetku|—. HapyweHa
BbipaboTka
cneundunyeckmnx
aHTUTen Knacca
G AE
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MyHodeguyumasli

O6wum Os5nst KOMbUHUPOBaHHbIX
uMMyHodeguyumoe s18sisiemcs:

PaHHee nx nosasrieHue ( B Bo3pacte 2-7 Mec.)
NHdmnumpoBaHne MHOXECTBOM MUKPOOPraHU3mMoB (rpudsl,
bakTepumn, BUPYChI)

NHd1UmpoBaHne ManoBUpyneHTHbIMU MUKPOOPraHn3Mamu
(Candida, nHeBMOUMCTbI, LUUTOMErarioB1upyc)

Bbl paxXeHHada KIinHn4YeckKkasd CMMMNTOMAaTuKa

Tsapkenoe TedeHne MHAEKLUMOHHOIO npoLecca (4acTo C
neTtanbHbIM UCXO40M)

3agepxka donsmveckoro passutns (pocT, macca Tena)
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IH upoeaHHl'(e ummyHodeqbuuumbl

KnuHunyeckasa xapakrepucrtmka

Hetn c NKW[L cTtpagatoT oT TAXKeno npoTtekaroLwmx
bakTepmanbHbIX, BUPYCHbIX U TPMOKOBBLIX
MHAQOEKLIMN KOXW, MOAKOXKHOWU KIeTyaTKu,
CIMN3UCTLIX, NErkux (MHEBMOLIUCTHAA MHEBMOHUS),
NepcUCTUpytoLen n bakrepmnarnbHON NMHMPEKLINK
CIM3NCTON pTa u roprna, Yyacto Habngaercs
KaHOWA03 rmoTKy; mnesoaa, y 60srbHbIX
pa3BMBaeTCs XpoHNYeCKn noHoc (bonee 14 aHen),
Cencuc, MEHUHINUT, THOUHbINA OTWUT,
anccemMmunHupoBaHHasa bLXK-nHgpekuns
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Lo
Ans INKN/L xapakmepHO:

NumdpountoneHusd

[Mnonnasua Tumyca

[ Mnonnasna nMuMmdaTnyeckmx y3nos, MMHOANINH
CHmXeHne KonnyecTtBa T-KNETOK B KPOBU

CHmxeHne oyHKLMOHanbHOW akTUBHOCTU
T-knetok (PBTJ1 Ha ®T'A, KOH-A, CKIl)

CHmxeHne cogepxaHna B kposu IgG u IgA (Ha aBa
CTaHOAPTHLIX OTKNOHEHUS (2 CUTMbl) OT HOPMbI)

AHOMannn ckeneTta
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upoeaHHl'(e UMMYHoOecuyumesl

1.TKNLO ¢ pemukynsipHou duczeHe3ueu
(PemuKynspHbIU ducaeHe3)

[1nga 3aboneBaHnga XxapakTepHO:

B KkocTHOM mMo3re MPaKTN4EeCKN OTCYTCTBYHOT U1K B MaJ1IOM
KOJIn4eCcTBE CcodepXKaTCA KIeTKn-npeaecrtBeHHUKU NEWNKOLUTOB.

[MlaHUMTONEHNSA
[Mnonnasns BUo4YKOBOU Xenesbl
[Mnonnasus nMmdoysnos 1 numgongHeIX obpasoBaHUN

B ceneseHke 1 numdgoys3nax OTCyTCTBYOT NMMAOLUTHI,
npeobnagarT PeTUKYNOLUNTbI, Makpoddarn, OTCyTCTBYIOT
donnnkynbl

MnageHubl yMnparT B TedeHne 1-ro mecsua XusHu OT TAXKeS1ou
NHEBMOHUN U CEMNcuca

VIMMyHoroaudeckue HapyueHus.

- OTCYTCTBME NUMEPOLNTOB B Nepndpepmyeckon KpoBu

- OTCYTCTBME IpaHynouuToB B nepndepmnyeckon KpoBu

- HapyLleHbl peakumn rymopanbHOro 1 KnetovyHoro TUnos
JledyeHue: TpaHCcnnaHTaumsa reMmono3TMYeCcKom TKaH (KOCTHOroO Mo3ra)
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X-cuenneHHbIn Tun (bonerT TONbLKO MarnbyYnKu)

*  AyTOCOMHO-peLecCMBHbIN TN (bONerT B paBHOM CTENEHN MaSibYMKU
N OEBOYKN)

,qnﬂ TKNL xapakmepHO:
[Mnonnasnsa Tumyca
JNTnmdpoumnToneHus

CHWXEHHOE KonnyecTBo B nepudepunyeckon Kposu T- n B-
NnMmMdounToB

CHWXEHHOE KONMYeCcTBO B Nepndepruyeckon Kposu T-numdouuTe
HOpMaribHOe KonmM4ecTBo B-numdountos

CHWXeHHas pyHKUMOHarbHas akTUBHOCTb T- 1 B-numdounTtoB
OTCyTCTBYIOT KOXHBIE Peakuum 3amegneHHoro tuna (I'3T)
[TogaeneHa npoaykuusa AT Ha cneunduyeckne Ar

CHwmxXeHa koHUeHTpauus B kposu IgA, IgM, IgG

[MpoaormkKnTENbLHOCTL XN3HN AeTen coctaendaeT 1 rog. YacTto getu
YMUPAKT OT MHTEPCTULMANBLHON NMHEBMOHUN, MHEBMOLMTO3A,
cencuca

JleyeHue: TpaHcnaHTaunsa reMono3TUYECKOM TKaHN (KOCTHOro Mo3ra)
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Manb4uk ¢ nepBUYHOM MOWHUPOBAHHON UMMYHHOW HELOCTATOYHOCTbIO.
Y Marnbiwa BblpaXeHHas AUCTpoust, B3Oy TbIN XXUBOT, BEPTUKASbHbIE CKINAOAKN KOXN,
eiBa pasnunymumasi NogKOXHaa XXMpoBasi TKaHb
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" upoeaHHl'(e ummyHodeqbuuumbl

3.UmmyHoOepuyum, cuenseHHbIU ¢ decpuyumom ALA
(adeHo3uHOe3aMuHa30lU)

3aboneBaHue cBA3aHO ¢ AedmUMTOM afeHO3UHOEe3aMNHasb! B
numdoumntax. Ee HegocTaToOuHOCTb NPUBOAMUT K HaKonsieHuo B T- n B-
numdooumTax NPoAyKTOB NypUHOBOro obMeHa (ae3okcnageHo3uHa 1 ap.),
KOTOPbI€ TOKCUYECKN OENCTBYIOT Ha KNETKN 1 NoAaBNSAOT B HUX
MeTabonmam n nx PYHKUMOHaNbHY0 akTUBHOCTL. 3abosfieBaHne npoTekaeT
TsKeno, maHudecT B 2-3 Mec. Bo3pacTte (peako B 2-15 net.Bo3pacTte).

Y nayueHmoe Habnrodaemcsi:
AHOManun pas3euTus ckeneta (AedopMaummn, OKOCTEHEHUS), XOHAPOAUCTNA3NS
T- n B-numdpouumtoneHus
CHwmKeHne ypPOBHS CbIBOPOTOYHbIX Ig BCEX TUMOB

JleyeHue:
TpaHcnnaHTaumsa reMonosaTUYeCKon TKaHu;
nepennBaHne IPUTPOLIMTAPHOU Macchl Kak UCTouHMKa ALA;

depmMeHTO3amMellarowasa Tepanusa 3 pasa B Hedento B BUAe NOAKOXHbIX UHBbEKLINN
npenapata ADA (ADAGEN)

I'IpOTI/IBOMVIKpO6HbIe npenaparbl,
cnMmrntToMaTmn4eckoe rie4eHune.




|

\ . constar

" upoeaHHl'(e ummyHodeqbuuumbl

4. AmmyHopaedununT, cuenneHHbin ¢ gechumuyutom NMNHP
(nypuHHykneo3unadoccopunasbl)

Pa3Butne cuHgpoma cBsizaHO C He4oCTaTOYHOCTbIO B Numdoumntax NHO,
nogaBfieHNEM aKTUBHOCTU pUboHYKNeoTuapeaykrasbsl U CUHTE3a B
numdooumtax OHK. MNpun otcytcteumn NH Tokcnyeckme metabonutel
(aesokcuryaHosnHTpudgrocdoTtasa - gl TP) HakannmealoTCsA BHYTPU KIETOK U
HapywaT nponudepaunto numdountoB. [lpn aTom BornbLUe YrHETAETCS
doyHKuua T-numdooumTos, Yem B-numdounTos.

KnuHuyeckun 3aboneBaHne NposiBAAETCS pasBUTUEM PELINANBUPYIOLLINX,
TPYOHO NoaaaloLLmXcsa NeYeHno BUPYCHO-6aKTepmarnbHbIX UHeKUmn
AblxaTenbHbIX NyTel. 3aTeM B NMPOLIECC BOBEKaOTCH ApYrne opraHbl U
CUCTEMBI.

Yacmo y nayueHmoe Habnrodaromcsi.

— T-numdountoneHuns

— CopepxaHue CbIBOPOTYHLIX Ig B HOpMe

Y 2/3 nauneHToB HabrnogaeTcs HeBporornyeckas cMMNToMaTuka:

Cnactuyeckune TeTpannernm
ATakcus
Tpemop
Avnnerns
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4. AmmyHopaedununT, cuenneHHbin ¢ gechmuyutom NMNHP
(nypunHHykneosnadoccgopunasbl)

B HekoTOpbIX CnyyYaax pa3BnBaloTCA ayTOMMMYHHbIE pacCTpoucTBa
-AyTOMMMYHHas remonuTnyeckaa aHeMus
-NononaTtnyeckaa TpombountoneHusi, CKB

JleyeHue:

*TpaHcnnaHTauus reMono3TM4eCKoON TKaHu

[lepenuBaHne apmnTpoLUTapHOM Macchkl Kak ncTodHuKa NH®
*[1pOTMBOMUKPOOHBLIE NpenapaTthbl

«CuMnToMaTnyeckme cpeacrtea
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5. Cungpom «ronbix» numdountoB (aepuunT
akcnpeccuun Ha numdouutax HLA-aHTUreHoB
| n Il knacca)

CuHOpoM pa3BMBaETCS N3-3a HapYLLEHNSI 3KCPeccuu
HLA | u |l knaccoB Ha numdooumTax u
aHTUreHNpeacTaBNALLNX KNeTKax

KnuHu4yecku 3abosiegaHue nposiesissemcsi:

Pa3Butnem 4yacTbiX BUPYCHbIX UHJPEKLINN reprneTnYeCcKoun,
ageHOBNPYCHOU-ULIMTOMErarioBnpycHOW Npmupoabl

[TopaxkeHnem npuaaToyHbIX Nasyx Hoca, OPOHXOB, NErkux
(MHTepcTUUManbHas NHEBMOHUA)/bakTepuu, rpnbbl/

CuHapom mansabcopouunm
TpyaHousneumbie gnapen
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. CuHgpoMm «ronbix» numdcpouutoB (aepnumnt
aKcnpeccun Ha numdouuntax HLA-
aHTureHoB | u Il knacca)

[etun norndarT OT CENTUYECKNX COCTOSAHUW B TEYEHME NnepBbiX NeT
XKXN3HA

KonunyectBo numdountoB B Hopme (T- n B-numdouuntoB)
YMeHbLeHo konunvectso CD4+ - T-numdounTtoB
YMeHbLLEHO coaepXaHne B CbloBpOTKeE Ig

JleyeHue:

» [lepecanka remonoaTU4eCcKon TKaHu

* [lpoTBOMUKPOBHBLIE NpenapaThbl

» [lpenapatbl uMmmyHornoobynuHos (BBUIM)
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6. UIMmMyHOOeghuyum ¢ amakcuelu-
mersneaHau3kma3sueu (cuHdpom Jlyu-

bap)

3abornieBaHne cBsA3aHO ¢ A€DEKTUBHOCTBIO KMHAS3,

Yy4YaCTBYHOLLUX B perynaunm KneTtoyHoro umkna
nMmMmgoounTos

KnuHnyeckaa maHudgectaums — B Bo3pacte 3-<
NneT U cTapLue
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6. AIMmMyHOOeguyum ¢ amakcuel-
: mesneaHau3kma3sueu (cuHdpom Jlyu-bap)

Y 6onbHbIX HabnopaeTca Tpuaaa:
N[ + cocyaucTtada natonornsa + HepBHbIe HapyLLUEeHUd

' MposiBneHus:
*  Peuunaunsupytouime MHGEKUNN BUPYCHOM 1 BakTepmnanbHOM NPUPOoAbl HOCOBLIX Ma3yX,
OblXaTenbHbIX NyTeN, MTHEBMOHUN
« 3aboneBaHuns MPUHUMALOT 3aTSHXKHOM XapakTep U CONpoBOXAalTCs OpPOHXO3KTasamu,
OblxaTernbHOM Heg4OCTaTOYHOCTLHO.
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F upoeaHHwe ummyHodeqbuuumbl

MMYHOOeguyum ¢ amakcueti-mesieaHauskma3sueu
(cuHdpom ﬂyu-Eap)

MNMposiBneHus:

KoXXHO-rnasHble TeneaHrnakTasum (TenieaHrmakTasum Mesikux cocyJjoB pacnosioXXeHHbIX B
KOHBIOHKTMBAX MasHbIX 610K, Ha BeKax, YLWHbIX pakoBUHaXx, CKyrax, Kpblfibax HOCa, B
MeXrionaTo4yHom obnacTu)

Mo3sxeukoBasi atakcus (4eTy NO34HO ydaTCs XoauThb), HEeYyCToMYMBas NOXo4Ka, YacTble
CMOTbIKaHUSA N NaaeHusa

[MNOTOHMSA MbILWL, B AaNeKo 3allealnx CtTagnax — atTpodnst MbILLLL.

[MasogBuratesribHas atakcusi BO3HUKaET paHO U MNpoABJIAETCA B HapyLUeHNN cnocobHocTUn
nncaTb N YNTaTb.




mHod‘e?pugum ¢ amakcueu-

éuakmasl‘eif (€uHOpom Jlyu-Bap)
-\

UMMyHHbIE HapyweHUsi:

e CHMXEHO KonnyecTtso T-numdounTton

e Konnyecteo B-numdounTtos, kak npasunio, B npeaesiax HopmMsbl

e CHMXeHa (pbyHKUMoHarnbHasa aktuBHocTb T-numdountos B (PBTJI Ha
MUTOrEHbI)

» CoaeprkaHne CbIBOPOTOUHbIX |g B HOpMe (4acTo CHIMKeHO coaepxaHue IgA)
* [1pOrHO3 XXM3HN OTHOCUTENBLHO HeEONaronpuUATHLIM . B cpeaHeM nauueHTE
poxmeatoT o 14-20 ner.

JleyeHue:

- [lepecagka reMornoaTn4eckon TKkaHu
 [IpOTUBOMUKPODOHLIE NpenapaThl

* [lpenapaTbl FOPMOHOB TUMYCa

* [lpenapatbl UMMYHOOBYNIMHOB (BBUIN)
« CumntomaTmnyeckme cpeacrtea
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7. CuHOpomMm Buckomma-Ondpu4a

3abosiesaHue pasgusaemcsi mosibKo y Masib4ukos (X-cuerneHHbIU
mun HacredosaHus). MaHugecm ¢ 6-mecs4HO20 8o3pacma.

Ona cuHapomMa xapaKkTepHbl:
TpombounTtoneHus
Hepmatut
[MnoreHHble MHGeKUMN

BHayane 3aboneBaHne nposBnseTcs KpoOBOTEYEHUAMN (KPOBb B Kane,
netexmarbHble KPOBOU3STUAHUS)

C 1 roaa KoXHble NposiBNeHuss MaHNecTUpYIOT aTOHUYECKUM ,El,epMaTI/ITOM
(nporpeccupytollas ak3ema, CKIoHHas K nepexoay B HEMPOAEPMUT)

Y 60nbHbIX 00bIYHO.Pa3BNBAIOTCH FHOMHbIE OTUTBLI, aHIUHbI,
Ha30apUHINTbI, FTHOWHbIN PUHUT, PUHOCUHYCUT, KOHBIOHKTUBUT. YacTo
3aboneBaHus. APOTEKAIOT C rMNepTEPMUEN N KIMHUKOW CENTULIEMUM.

Y 40% 605bHbIX MaHUGECTUPYIOT ayTOMMMYHHbIE 3aborneBaHuns
(BacKynuTbl, apTpUTbI, MOMEPYSTIOHEPUTLI, FeMONNTUYECKaa aHeMUS).
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UMMyHHbIe HapyweHus:
* CHWXKEHO KonuyecTtBo T-nMM@OLNTOB B KPOBU, KONUYECTBO
B-numdouuntoB — B Hopme
* CHWXKEHO coaepXaHue CcbiBOPOTOYHbIX IgM u IgA
JleyeHue:

* [lepecanka remonoaTn4eCckon TKaHW

* [lpoTMBOMUMKPOBHBLIE NpenapaThl

* [NpenapaTbl NUMMYHOFNOOYNHOB (BBUIN)

« CumMnToMaTuveckne cpeacrtea

* [Npwn cHwxeHnn Hb meHee 50mMr% - nepenuBaHme
3pUTPOLIMTAapPHON MaccChl

* [lepenneaHne Kposu

» KpoBesamecTuTenbHbIE NpenapaTol
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upoeaHHwe UMMYHoOecuyumesl

8. CuHOpom Hesenodgha

Y peten ¢ 3TUM CMHAPOMOM HabrnogaeTcs Heaopas3BUTbIN
amMbpuronogobHbIN TUMYC, KOTOPLIM HE CNOCODEH nogaepxmeatb T-
KIETOYHY0 AnddpepeHLnpPOoBKY.

KnuHu4eckass MaHughecmauyusi:

3aTskHble peunanBmpyloLMe BUPYCHble, bakTepuarnbHble, NPOTO30MHbIE
N TPUOKOBbIE MHADEKLINWN AblXaTenbHbIX NYyTEN, NEerknx, KoXMu.

UMMYHHBLIU cmamyc:
JTnmdountoneHus

CHwmxeHune konundectsa T-numdoumntos (CD3+, CD4+, CD8+), nx HU3K
doyHKunoHanbHas aktnsHocTb B PBTJ1 n CKIl

YrHeTeHne KOXHbIX peakuun 3T

YpoBeHb B-numdouuros 1 Ig- B Hopme

CHWXeHne npoayKumn cneumgpuyecknx aHtuTen
Yacmo Habrnirodaemcsi:

[emonunTtuyeckast aHemus (peakuma Kymbea +)

AyTOMMMYHHas TpoMbounToneHuns

BaktepuarnbHbIM cencuc
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JleyeHue

*TpaHcnnaHTaumsa Tumyca

*[1penapartbl TUMYCa

[1penaparbl
MMMYHOINOBYIMHOB

*[1pOTUBOMUKPOOHLIE
cpencrtea



Knaccudgukauyusi T-knnemoYHbIx
uMMyHodeguyumos

CuHapom Ou-Lxopmxu

2. XPOHUYECKUN KOXKHO-CITN3UCTbIN
KaHOna03




Cneuyudgpuyeckue degpekmsbi u xapakmep UMMYHHbIX
paccmpolicme y demeu ¢ nepe8u4yHbiMu T-numgboyumapHbIMU

umMMyHoOeguyumamu.
NMmyHo- Cneuunduyeckun XapakTtep Hacnepo- | JNlokanu- | XapakTep MMMYHHbIX
p‘e(*muvn ,qe(beKT HapyLweHus BaHUe 3auuA paCCTpOVICTB
NTnmcbounToneHus
MNnonnasua Tumyca CHMxeHue
W napawuToBMAHbIX | o Konu4yectBa U
1. Cunapom Xxenes3 Bcrneacreue co:fyeBaHml noe-T- ALl 22011 pyHKUMM T-KNeToK ,
Oun-Oxopaxu | HepopassuTusa 3-oro P P M q peakuuen 'T3.

M 4-0ro rnoTo4YHbIX
KapMmaHOB

KNneToK B T-KneTku

CD3|,CDh4|,CD8|,
PBTN|, CKI|,
CD19—, Ig—

2. XpoHunyec-
KUN KOXXHO-

CINTIU3UCTbIN
KaHAWOo03

He BbisiBNeH

Cneuundunueckum

aedekt T-kneTok

pearnpoBaTtb Ha
Candida-AI

CeneKkTMBHbLIN
aecpunumut pasButusa
MMMYHHOMN peakuum
Ha Candida-Al
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T-K\émquble ymmyHbded)uuumbl

YpoBHM HapyLleHU B CUCTeMe UMMYHOreHe3a

o
8
CuHpapom XpOHU4ECKuiA
Aun-[xopxu KOXHO-CSIN3UCTBIA
® KaHana o3
Creonosas Mpe-T-numdoumnTt 3penas T-knetka - OppeKkTopHas
numdconanas T-knetka

KneTka
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Agmyuoded)uuumbl

1.CuHopom fu-[xopoxu
[na 3aboneBaHnsa xapakTepHa Tpnaga aHoMarnuu:
[Mnonnasnsa Tumyca
[Mnonnasuns napawmnToBUOHbIX Xerea

AHOManus ayru aopThbl (coveTarLasics ¢ aHoMannmamm
KPYMHbIX COCYAOB, rPYyAuHbI, «BONYbENA NACTbiO»,

KaTapaKkToWn)

PeungnsupyoLlme BUPYCHbIE MHEKLINN BEPXHUX
AblXaTenbHbIX NyTEN

[MepcucTupyrowme nHpeKunmn, BbiaBaHHbIE BUPYCOM
repneca (BI1[-1, BIr-2, Brir-3)

[pnOKOBbLIE NOPaXXEHUsI CITU3UCTbLIX U KOXW

Ona netei xapakTepeH runepTenopusm — LUMPOKas nepeHocula,
yBENUYEHHOE paccTosHNE Mexay 3padkamMu, HU3KO NOCaKEHHbIe YN




1.CuHdpom Qu-Oxopoxu
KapavanbHble HapyLleHUsa NpoaBnaTCa:
LMaHO30OM

OAbILLKON B NOKOE
LLIYMOBOW CUMMNTOMATUKOW MPU ayCcKynbTaunm

HepopasBuTtue napawjumosudHbIX XKese3 NPosBRsSeTcs

HeoHaTanbHbIMU TETAHUAMW, Pa3BMBaKOLLMMUCS Yepes 1-2 CyTOK
nocre poxaeHua (BcneacTBne rurnokanbumeMmnn).

JleyeHue:

TpaHcnnaHTauma Tumyca (npu annasumn)
npenapaTtbl TUMyCa-( Npu rmnonnasumn)

IMMyHHaa HeQOCTaTOYHOCTL, 3a PEAKUMU NUCKIHYEHUAMN, He
onpenensieT NporHo3 3aboneBaHus. Ecnn naumMeHT nepexmBaeT 6-

MECSYHbIN BO3PACT, HabnogaeTcs COHTaHHOE BOCCTAHOBMEHUE T-
KIETOYHOIro MMMYHUTETA.




2. XpOHUYeCKUU KO)XXHO-csiu3ucmaiu
KaHOuUOo03

KnunHunyeckn T-KNeToYHbIM KaHONO03

NPOSIBMNSIETCA B NOPAXKXEHUN KOXWN, HOITEWN,
BOJTOCUCTOW YacTu rofioBbl U CNU3UCTLIX 000NoYEK
ronbammn poga Candida Albicans -

JleyeHue:
I'IpOTI/IBOMI/IKO3HaFI Tepanvm

npenaparbl, cTumynupytowime T-KNneToYHbIn
NUMMYHUTET




ALMT ryMOpaiBHOro MMMyHUTETa
" (aHTuTendoBpazoBaHus)

Knaccudgukayus
HacnencreeHHas runorammarsniobynmHemMms, cuenseHHasa ¢
X-xpomocomon (bonesHb bpyToHa)
HecemenHas runorammarnobynuHemus (D80.1).

O6bwmnn BapuabenbHbii UMMyHoAedUUUT (0OLas BapuabenbsHas
rmnorammarodynmHemMums)

TpaHauTopHas rmnorammarodynmHemus geten (MeaneHHbIN
NMMYHOJSTOTMYECKNIA CTapT)

OucrammarnobynnHemumn (nsbupatensHbii Aepuunt
NMMYHOIrNOOYNMHOB):
CenektusHbI gedpumumt IgA
CenektusHbi. aedpuumt IgM
CenektmBHbin edpuunt IgG (1IgG2 n IgG4)
CenektunBHbIN aedpuumnt IgE
Hednunt cneunduyeckmx aHTUTEN NPU HOPMO- UK
rmneprammarnodynmHemMum
rll/ll'll\%:)-lgM-Cl/lH,D,DOM (MMMYHOOEMUUNT C NOBbLILLIEHHbLIM YPOBHEM
g
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MLMT ryMOpasnisHOro MMMyHUTETa
" (aHTuTendoépazosaHus)

Oo6wnm anga atoun rpynnel O asnaeTcs:

3aboneBaHnst BO3HMKAET CO BTOPOro Nnonyroanst XXU3Hu pebeHka,
Koraa na opraHmama pebeHka ncyesator marepuHckme AlT.

MaHundgecTtunpytot XPOHUYECKNMMU peuManBnpyroLLMMn
bakTepuanbHbiMN  MHPEKUMAMM OPOHXO-NIErOYHOro annapara
(OpOHXUTbI, MHeBMOHWUU), JIOP-opraHoB (FTHOWHbIE OTWUTHI,
CUHYCUTBI), BakTepuarbHbIMN UHAEKLUNSMNU KOXKN U NOAKOKHOW
KrnetyaTtku (nuogepmun, ypyHkynes, driermoHbl, abcuecchl),
KKT (anapen, gncbaktepmnos) -

YacTtoe pas3BuTUe annepruvecknx peakuun (Ha rekapcTBEHHbIE
npenapartbl, NPOAYKTbI NUTaHUA U Ap.)

CoxpaHeH UMMYHUTET K BUPYCHbIM MHAEKUNSM (KOPb, MapOTUT,
KpacHyxa v rp.)
HopmanbHoe  coaepkaHue B KpoBu  T-numdpounTos,

HopManbHbI ypoBeHb PBT Ha ®IA, peakuun [3T wumetoT
00bIYHLIN BUA, HOpMarbHas npoaykuua U1 n MHO.
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UMmyHo- Cneuundcdunyecknn XapakTtep I-,I:"a:)c;ae-- 2:::: Xapaktep MMMYHHbIX
aecduumT aedekT HapyLUeHus Hue s paccTpoucTB
OedekT reHa Tnpo-
3MHKMHa3bl. HapyweHue | HapyweHue Otcyrcraue unu
1. bonesHb HU3Koe coaepKaHune
TpaHCAYKUUN aKTUBa- co3peBaHuA npe-B- X-cBs-
BpyToHa Xq21 B-kneTok u Bcex
LUOHHbIX curHanoB B B- | kneTok B B- 3aHHOe KIACCOR
KINeTKaxX, BaXHbIX AN numdéounTbl
MX CO3pEBaHUA MMMYHOINoOyfIMHOB
2. OBWMiA HapyweHue HapyweHa
B.a naBenh- cnocobHocTun B- CNOCOBHOCTbL
Hblpﬁ UMMY- He naBecTteH Krnetok anddepeHuUn- - - npoayuupoBatb AT.
poBaTbCs B nrnasma- B-kn|—, IgM|, IgG|,
HogeduuUuT
TUYeCKMue KreTKu IgA|
z:sz:l::;;g CeneKkTuBHbIe
3. Aucram- _ KOHTPONS 1 aeduuntol IgA, IgM,
marnobynu- nebeKnoYeHMs] - - IgG, IgE n pedonuur
HeMus cuzTeaa obGpa3oBaHuA
aHTuTen

| MMyHOrnobynuHos




|
Llé‘Wu,MT ryMmopasisHOro MMMyHuUTeTa

(aHTUTendobpa3oBaHus)

YpOBHU HapyLLEHUHA B CUCTEME MMMYHOreHesa npu rymopanbHOM
NnMMyHooeduuuTte

NumconaHan
cTBONOBAn

B-kneTka

Bonesxb EpyToHa. Hapywenue OB1MA BapUAGMNLHLIA RucrammamobynuHemus

AN epeHunposK npe-B-KieTok B UMMYHOASDHMLUT
apensie B-numdounTel. Jedexr resa
TUPO3NHKUHA3L!. TUPONHKKUHA3A
y4acCTBYET B TPAHCAYKUNW curHana
BKTUBNPYIOLLEro cospesanne B-knetok
¥ NpespaLieHne MX 8 NNamaruieckue
KNeTkn
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D,e\'nu,m I'yMOpianOI'O NMMMYHUTETA

1. HacnedcmeeHHas auriocammaanobynuHeMus,
cuerinieHHas ¢ X-xpomocomou (bone3Hb bpymoHa)

3aboneBaHune cuenneHo ¢ X-xpomMocomMmoun, bonerot
TONbKO Marb4uKN.

bonvnoii zunocammaznobynunemueti Bpymona.
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LI,I/IT I'YMOpi.l'leQI'O MMMYHUTETA

1. bone3Hb bpymoHa

KnnHnyeckn 3aboneBaHne MaHUMeCTUPYET XPOHNYECKUMN
peunanBnpyoWLMMn NMHAOEKUNSAMN ObiXxaTenbHOM cuctemsbl, JIOP-
opraHoB, Koxu, XXKT.

B pasrap 3aboneBaHus y aeten T ¢

He HabnogaeTcs peakTYBHOIO jg,M | IgG| : 1ga! >

yBENUYEHUsI NIMMAOY3MOB, Cene3eHku, [ o o\ [© o | [ o »
runepnnasun M1MHaanuH, —V S —F ‘i

pa3BnUTUA adeHongosB. D ' g .,?\ )

IMmyHHbIU.emamyc:
- HU3KOe codepXaHne B-numdoumnToB B nepugepnyeckon Kposu
(<1%), CD19+, CD20+, CD22+-kneTokK
- HU3Koe cogepxaHue B kposu IgA, IgM, IgG (IgG<200mr/%, IgA<20
Mr/%)




-
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—_ LI,I/IT I'YMO@HI:HQI'O MMMYHUTETA

bone3Hb bpymoHa

JleyeHue:

3amecTuTtenbHaa Tepanua BBUI (HopmManbHbIN YerioBeyYeckni
NMMYHOTIO0YNNH ONa BHYTPUBEHHOIO BBEAEHUS). 3aMeCcTUTENbHas
Tepanus c BrnepBble BbIsIBIEHHbIM 3aboneBaHNEM, a TakKe Nocre BCeX
cepbe3HbIX MHPEKLMOHHbBIX 3NMN3040B NPOBOAUTCS B pEXUME
HacblweHna. [Nocne goctmxkeHus y pebeHka B KpoBu ypoBHS IgG He
Huxke 400 Mr/% nepexoadaT Ha NoAaepKUBAOLLINK PEXUM.

Pexxnm HacbILLEeHUS:

BBUI BBogaT 2 pasa B Hegento B gose 0,1-0,2 r/kr (meca4yHas gosa 1,2
r/Kr)

HatuBHaga nnasma 2 pasa B Hegento B gose 15-20 mr/kr (mecayHas ,u,o3a
120 wmr/kr)

[NoooepxuBaroLlas 4o3a:

BBUI 1 pa3 B Mmecsau B gose 0,1-0,2 r/kr maccbl Tena

HaTtusHas nna3sma 1 pas B mecsu B go3e 15-20 mr/kr.

AHTMMUKPOOHas Tepanus (4o3bl aHTUONOTMKOB BO3PACTHbIE,
OPUEHTUPOBAHHbIE HA NIEYEHNE TXKEMbIX N CPeaHETKENbIX MHAEKL M),
Kypcbl fieyenus 10-14 gHen, 21 geHb.

AHTUIMCTaMUHHbIE NpenapaTsl

CvmnTomMaTu4yeckoe rnedyeHue
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2. HecemeuHas aurnnoecammaanobynuHemMus
(D80.1)

boneT ManbYnkn U JEBOYKM.

[10 KNMNHMKE U UMMYHHBIM HapyLLeHUAM 3abofieBaHne
CXOOHO c 6bonesHbo bpyToHa.

MMVYHHbLIV CTaTVC:

CHMXeHHOe cogepXaHue B KPOBU OCHOBHbIX KITacCOB
nmmyHornooynuHos (IgA, IgM, IgG)

Konnyecteo B-nmMdoumnToB CHUXEHO UMM HOpMarbHOE.
B otnuumne ot mans4mkoB ¢ 6onesHblo bpyToHa, y aTux
BONbHbIX HE BbISABAAIOT AEdEKT reHa TUPO3NHKMHA3bI B
Xpomocome Xq21.

JleyeHue: aHanorn4yHoe AeTaM ¢ bonesHbio bpyToHa.
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LI,I/IT I'YMO@HI:.HQFO VIMMYHVITeTa

3. Obwuu sapuabernbHbIil UMMYyHoOegpuuum
(obwasi eapuabernbHas
aurio2ammaariobyriuHeMus)
3abosrieBaHne MOXET BO3HMKHYTbL B NMOOOM

BO3pacTe, NUK MaHndgectauum 3abornesaHuns 1-5
net, 14-36 nert.

KnuHnyeckn MmaHUecTupyeT NnaTtosriorueun,
XapakTepHou gns rpynn rymoparnbHbix AL

MMMyHOJ'IOFI/I‘-IeCKI/Ie NNOKa3aTerln.

B nepwvon pa3sutusa 3abonesaHuns y 60nbHbIX
BbISIBNSETCA HU3KOE cofepXaHne OCHOBHbIX
knaccos Ig(IgA, IgM, IgG — cymmapHo <300 mr/%)
Konnyectso B-nMmMdpounToB B KPOBU CHUXKEHO UMK
HopMankLHoe

CHuxeHa npoaykumsa creundunydeckmux aHTuten (K
9TUOSIOMNMYECKUM NHPEKLMOHHBIM areHTam)
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ﬁ%um rymopijlu-?oro MMMYyHUTETA

3. Obwuu sapuabernbHbIlU uMMyHoOeuuUM

(obwas eapuabernbHas
aurnozammaasnobyriuHeMus)

JleyeHue:
AHTUMNKPOOHas Tepanugd

3aMecTuTernbHas Tepanums

aHTUTenocogepXxawumn npenaparamn (BBUI
— [103a, kaK npu 6onesHn bpyTtoHa)

CuMRATOMaTMYeCcKasa Tepanugd
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MunT rymopjnhﬂoro VIMMyHVITETa

4. TpaH3umopHas aurioecaMmMmaariobynuHemus oemeu
(MeOrneHHbIU UMMYHOII02Uu4YeCcKUU omeem)

EctecTBeHHOE MMMYHOOEMUUUTHOE COCTOSAHME,
BCTpeyatoweeca y 5-8% neten. PassmBaetcd B cuny
3anasgbiBaHUs NpoayKumMn cOBCTBEHHbIX
MMMYHOINobynuHoB. [lnarHo3 BbICTaBAAETCA B BO3pacTe OT
7 mec 0o 4 net

KnnHndeckun 3abonesaHne MaHUgeCTUpYyeT naTosiornen,
XapaktepHoun gnga rpynnbsl rymopanbHbix AL

MMMyHOﬂOI'l/I‘—IeCKI/Ie NMOKa3aTeJSin.

CHWXeHne ogHOoro Unn HECKONbKNUX N30TUMOB
I/IMMy)HOFJ'IO6yJ'II/IHOB (IgG<500 mr/%, IgA<20 mr/%, IgM<40
Mr/%

TId, Kak npaBuo, 3akaH4MBaETCS CaMOMNPOU3BOSIbHbLIM
BbI3J0POBMEHNEM
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ALLNT I'YMOWHI:HQI'O MMMYHUTETA
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4. TpaH3umopHas aurno2ammaaiobyrnuHemus
demeu (MeOrieHHbIU UMMYHOosio2u4deckuu
omeem)

JleyeHue:

CumnTomaTmnyeckoe, HanpaBrneHHoOe Ha
KynupoBaHUe NHMEKLUA +

B Taxenbix crnyyasax — 3amMecTtuTernbHas
Tepanua npenaparamu
nmmyHornobynunHos (BBUI)
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S. ,ﬂuceaMMaano6yJ7UHe/vluu

(u3bupamernbHbIU Oegbuyum omaoesribHbIX
Kriacco8 UMMYHOo25106yr1uHos)

KnuHnyeckn 3aboneBaHns MaHUECTUPYIOT

NnaTonorneun, xapaktepHou ana rpynnb
rymopanbsHbix L.

[Mpn aTom 3aboneBaHnn HabnoaaeTcs
CHWXEHME B CbIBOPOTKE KPOBU OOQHOM0 UMK
[BYX KraccoB |g, npn HopmMmanbHOM
coaepkaHuu apyrux.




|

sl

\'.‘

PasnunyaloT cnegyrouine pasHoBUOHOCTU
ancrammarnobynnHeMun:

5.1 CenektuBHbIN Agedunumnt IgA
« CtaButca getam ctapiwie 1 roga, ecnu

koHUeHTpauund IgA<d mr/%, IgM n IgG — B
HOpMe '
« HacTble annepruyeckme peakuymm

« CocTosiHMe cnocobcTBYET ayTOMMMYHHbBIM
3aboneBaHnaM

5.2 CenektmBHbIn gedonunt IgM
5.3 CenektuBHbin gedonunt IgG
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5. [ducazammaanobynuHemuu

JleyeHue:

CuvmMnTomaTnyeckoe, nogasrneHune NHeKLun
(aHTNONOTUKN)

MMMYHOCTMMYSALUSA NpenapaTtamm
(pMOOMYHIUIT, BPOHXOMYHWUI, BUOCTUM,
NMKOMWNA, HaTPUA HYKIenHaT, NoNMOKCUAOHNN)

B taxenbix cnyyaax - BBUI
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6. [unep-IgM cuHOpom
X-cuenneHHoe 3aboneBaHue.

KnnHun4yeckn 3aboneBaHne maHndecTtmpyet
naTonornen, xapakTepHou ans rpynnol
rymopanbHbix AL

Y 60nbHbIX NOBbILWEHA YYBCTBUTENBHOCTD K
OMMoOpPTYHUCTUYECKUM UHMEKLINSM
(MHEBMOLMCTHbIE MHEBMOHUN, SHTEPOKOMUTHI,
Bbi3biBaeMble Criptosporidium)

MIMMyHonornyeckne HapyLueHUs:

 [loBbILEHO cogepkaHue B cbiBOpoTKe KpoBu IgM B
2-3 pa3sa (go 10, 0 r/n)

 IgA, IgE —cnepnoBble konnyecTtBa (IgA<0,5 r/n)

* 1gG <2T1/n
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6. Funep-IgM cuHOpom

JleyeHue:

. AHTUMUKpPODHaga Tepanus

. Npenapatel BBl (BHa4ane B
peXnmMme HacbILEeHNS, 3aTEM B peXnMe
nogaepXuBaroLLlen Tepanmn)

. CumnTomaTmyeckoe nevyeHue
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Lepuyum cucmembl hacoyumos MaHuUgecmupyem
XPOHNYECKNM TpaHyrieMaTo3oM
Cunapomom Yegunaka-Xuracu
CuHgpomom [xoba (rmnepuMmmyHornobynmHemma E)

Hedunumtom aKkcnpeccnn Mmonekyn agresnmn (aedexr
agresnun IemkouunTos)
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MonekynspHo-2eHemu4yeckue 0eghbeKkmbl U xapakmep UMMYHHbIX
ccmpoucme y 60rbHbIX ¢ rep8u4HbIM 0eghuyumom cucmembl gha2ouyumos

3aboneBaHue,

C KOTOpPbIM Cneuundm- Hacne- | Jloka- XapakTep
cuenneH YyecKumn XapakTtep HapyLweHus AoBa- | nu3a- MMMYHHbIX
UMMYHO- AedekT Hue uma paccTponcTs
aepuunt

CHIbKEHME HapyweHune cnocobHocTun
AKTUBHOCTH darounToB NnpoayuMpoBaThb
XDOHM- HA®-okcuaas aKTUBHbIe hOPMbI KUCITOPO- CHmxeHue
poHw Aas, Aa W, Kak cneacTeue, Hapy- X-cBa- | Xp21.1 | KunnepHowu
YeCcKum aedekT
FDaHY- UToxboMa b LUeHMe UX CMNOCOBHOCTHU K 3aHHoe | 1q25 | cnocobHocTH
anaYros g t 9$phox 558" | KWNNUHIY U NepeBapuBa- A.P. 16924 | haroumnTos,
Cytp67ph°x, HWUIO NOTrJIOLEHHbIX HCT-tect |
ytp phox. KaTana3onosnoXuTesbHbIX
Cytp227~. MUKpoGoB
HapyweHue xemoTakcuca m
g HecnocobHocTb
CuHgpom crnocobHocTn HeuTpodunos N
- HeuTpocunos
Yeaunaka- - BbICBOOOXAATb A.P.
paspywaTtb
Xuracu JIN30COMHbIe hepMeHTbI B GakTepum

c¢arocombl
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MonekynsapHo-eeHemu4yeckue 0eghekmal U Xxapakmep UMMYHHbIX
paccmpoucme y 60sibHbIX C rnepeuYHbIM 0eguyumomM cucmemsl

gacoyumos

CuHapom CHWXXeHue npoayK- HapyweHne
rAnepUMMY- LIMM raMmMaunHTep- Hapywenme thbyHKUMM
Horno6ynu- (PEPOHA, MOBLIWEH- | o\ akeu- HEUTPOGU-
I Hasi cekpeuums IgG, ca HeHTpo- - nos,
(cuHapom ype3amMepHoe bunos rammavHTep-
Ixo6ca) BbICBOOOXAEHUE cepoH|, IgET,

rmcTammHa rmcTammH?

CHuXeHue

Aecouvumt HapyweHne 6akTepuuma-
akcnpeccum | fedbekr B2 anresnv A.P. | 21922 | Hon akTue-
MOJEeKYyI uHterpuHa (CD 18) | nenkouu- o a HOCTMU
aaresum TOB cdarouToB
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,‘ CuHapOM
/’ Ll;,p.uaxa- ®\ NMAN ® CHHAPOM
uracu / Dxoba

\ X poHUYecKni
@ rpaHynemaroas

Aeduuynt
akcnpeccui

) ¢ ® Monekyn

CMK MoxouuT, aaresvu

Makpodar
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1.  XpoHu4ecKuu epaHyriemMamos

3aboneBaHne MOXeT NoABUTLCHA B AETCTBE,
TaK U y B3pocrbiX. Bo3HMKHOBEHWE 3ab0ieBaHUS
CBS13@aHO C HECMOCODOHOCTbLIO ParoLnToB
npoayLupoBaTb akTUBHbIE POPMbI KUCIIOpOAa

KnnHnyeckne nposiBreHuns
BHa4vane rHoMHNYKOBbLIE NHAPUNBTPATLI KOXU

OK3eMaTo3HbIW AepMaTUT BOKPYr pTa, HoCa,
yLieu

3aTeM FpaHynembl U abcuecchl B pasnuyHbIX
opraHax (4awie nerkux)

[ enaTomMmeranus, cnrneHomMmeranus,
nmmdageHonaTug
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Ut cuijreMbl daro
-

Marnb4uk 9 iem ¢ xpoHu4ecKkou cmaghurioKoOKKoeou UHgheKkuueu,
cesi3aHHOU ¢ HEOOCMAamo4YHOCMbIO 8HYMPUKIIEMOYHO20
rnepesapuesaHusi bakmepuu
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HebnumT cugr )Mbl haroyMToB
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1.  XpoHu4eckuu epaHyrnemamos

MIMMmyHoORnornyeckme pacctpouctea
[TMAJ], makpodarn crnocobHbl K KUINUHTY U

nepesBapuBaHNIO MOrMoLLEHHbIX MUKPOOOB
(St.aureus, Serratia,

Echerichia,
Pseudomonas)
bLI<50% HopMbI
HCT-TecT, cT.u
nHA,.<50% HopMGI




1. XpOHuquKuCi gpaHyrnemMamaoas

JleyeHue:

AHTUbaKTEepnanbHas u
npoTuBOrpmnbKoBag Tepanusa —
NOXU3HEHHO (Tepanusa NPoBOAUTCS AaXe

B nepuog pemmccunn MHMPEKLMOHHOIO
npouecca). AHTUONOTUKU —
LuedpanocnopuHbl, rpnbbl poga Candida —
NHTPAaKOHAa30/1

CuuMmRaToMaTnyeckoe nedyeHume

[pun TAXKENOM TEYEHUN — NEPENNBAHNE
nenkomaccsl
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2. CuHOpom Yeouaka-Xuezacu

Pa3Butne nHdekumn cBsa3aHo C NOTEPEN
CNOCODOHOCTU HEUTPOUNOB NepeBapmBaThb
MUKPOOLI (HAapyLLlEeHa CrIOCOOHOCTb JIN30COM
BbICBODOXOaTb EPMEHTHLI C harocombl)

OcoBeHHOCTL: B HENTPOMUax onpenenstoTcs
rMraHTCKue rpaHysbl (JIN30COMbI).

Knunnuecku 3abonesaHne maHugecTupyer.
YacTto y 60nbHbIX HabnogaeTcs:

Peungusnpytotine nHdekUnm Koxm (abcueccol
KOXWN 1 NOAKOXHOW KIIeTYaTKM), OpraHoOB AblXaHUS
(BPOHXNTLI, NTHEBMOHUN), NMMdaaeHonaTus;

* YacTu4HbI anbONHU3M Na3 1 KOXK, HUCTarM,
nporpeccupytoLlas nepudepuyeckas HemponaTtus.
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2. CuHOpom Heouaka-Xueaacu

JleyeHue:
1.  AHTUMUKPOOHLIE CpeacTBa
2. CumntTomatnyeckoe rnevyeHue
3. Bblcokne no3bl BuTammuHa C
(500 mr/cyT)

4. [lpn TAXKENOM TEYEHUN —
nepenmBaHne rnemkomMmacchl
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3. CuHOpOM auriepummyHoar106yrnuHemMuu
(cuHOpom [Ixoba)

KnuHu4eckue nposiesieHUs:

aTUNnM4YHoe TevyeHme BocnaneHuns ( 6e3 noBbILLEHUS
Temneparypsl Tena)

XONoaHble abcLecchbl KOXU 1 NOOKOXHOW KNEeTYaTKW,
numdoysnos, peunameupyrouime rHouHble OTUTHI,
peunanBupyoLLnMe OPOHXUTbI, MOBTOPHLIE MHEBMOHUN C
XONOOHbIM TEYEHUEM 4

4aCTO — XPOHNYECKad 3K3eMa

XapakTepHbl AMenriacTu4eckne YepTbl Nuua;: LWMpoKas
nepeHocuua, LLMPOKO NOCaXXeHHbIEe rnasa, rpybas koxa nuua

CMOHTaHHbIE NepenoMbl TPyb4aTbIX KOCTEW, CKOSNOS,
rMNepmMoodunbLHOCTL CyCTaBOB

aHoManua npopesbiBaHns 3y6oB (3aaepkKa MONMOYHbIX
3yboB, Npope3biBaHME NOCTOSAHHLIX 3yDOB PSAOM C
MOJSTOYHbIMW)
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3. CuHOpom [Ixoba

JlabopamopHbie nokazamernu:
BblCcOKasa KOHUeHTpauus B kposu IgE (1000 ME/mn)

BbICOKasA KOHLIEHTpaLUWUs B KpOBU rMcTamMumHa (bonee 75
MKr/MJ)

903nHOPUNNS
CHWXeHue npoaykumm AT Ha BakyuHasrbHble Ar _
(ONOTEPUINHBIN, CTOMNOHAYHBIA aHaTOKCUHBI, Ar Haemopl
influenzae, Streptococcus pneumoniae)

JleyeHue:

AHTUMNKPOOHaa Tepanus (MOXXM3HEHHas) —
aHTnbakTepuarnbHas, aHTUMUKOTUYECKas

NHAOyKTOpbl MHTEpdepoHa
CumMmnToMaTnveckoe revyeHue
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4. [Jehuyum akcrnpeccuu MosrekKys adse3uu
(Oegbuyum adzesuu reukouumaos)

KnuHuyeckn 3abonesaHne nposBnsieTcs MHEKLMOHHbIM
NopaxeHMeM OpraHoB U CUCTEM, XapaKTEePHbLIM A9 STOU
rpynnosl L:

HapyweHa cnocobHOCTb K hOpMUPOBAHUIO THOS
INNenkounTos (15-20x109/n)

Jlnxopaaka HesiCHOW 3TMOMornn

Y 60nbHbIX HapyweHa bakTepnunaHasa PyHKUUS daroumToB

JleyeHue

AHTUMMKPODHaA Tepanus
JlenkouutapHasa macca
CuvmnTomMaTunyeckasa Tepanus
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Pa3nuyarom credyroulue 8uobi:

* Nedonunt C1, C4, C2

* Nedonunt C3

» Nedonuymt C5-C9

» Nedonuunt C3b-nHrmbmutopa

(pakTopa |)
« Nedonunt C1-nHrmbutopa

* leconumnt 3b
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Odednunut KoMmnoHeHTa
KOMIMJIeMeHTa

KnnHunyeckue nposiBneHus

C1, C4, C2

UmmyHokomnnekcHaa natonorusa (CKB,
rmomepynoHedpur)

PeunanBupyrowime nuoreHHbole HEKLUMN

C3 (NHeBMOHMMK, cenTULIEMUN, OTUTI,
MEHWUHIUTbI)
C5-C9 Peunausupyrowme HenccepmuanbHble

nHdeKumnm

C1-uHruburtopa

BpoXxXaeHHbIX aHTMOHEBPOTUYECKUMN OTEK

C3b-uHrnéuropa (cpakropa l)

Peungn BUpyrouune nmoreHHble MH(*)eKLIMI/I

C3b

Huskum ypoBeHb C3, C5, chakTopa B.
NMHeBMOHUU, MEHUHIUTbI, CUHYCUTbI, OTUTDI,

| cenTuuemMmumn.




HacrnedcmeeHHbIU aH2UOHe8pomMuUYeCcKuli omek
KnnHudyeckue npoaBneHuns:

PeungusupyroLime camoopraHmayroLmecs
OTEKU KOXM U CITU3UCTbIX MOKPOBOB (FMOTKMU,
ropTaHun, XXenyaka, Kue4YyHuka, pexe nuua u
KOHEYHOCTEWN)

OmekKu:

[1NOTHbIE

OrpaHn4yeHHble Mo nnoLiaau
benecoBaTbie

bes3 3ynoa u ceinu
[nutenbHoOCTb 24-72 4Yaca

OTek ropTaHn — acukcns, oTek KMLLEeYHNKa -
HENPOXOAMMOCTb
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HacnedcmeeHHbIU aH2UOHe8poOMUYeCKUU
omek

[1IpoBoLMpPYIOLLINE PAKTOPLI

TpaBma

Onepauunu

[lcuxoamouunoHarnbHble U PU3NYeCKne
nepeHanpsXxeHus

XUMUYECKUE U NeKapCTBEHHbIE Npenaparhl

B 40% crniyyaeB cnoHTaHHO, 6e3 NPOBOLIMPYIOLLUX
doaKToOpOB
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'LI,VIT CVIC'?MI:I KOMMNeMeHTa

HacrnedcmeeHHbIlU aH2UOHe8pomMuU4YecKuli omek

JleyeHue:

B ocTpbiv nepuoa:

[lepenuBaHne HAaTUBHOU UMM CBEXE3AaMOPOXEHHOU MnasmMbl, He
MeHee 250 mn ogHOMOMEHTHO nnn 5% pacteop
aMMHOKarnpoHOBOM KUCOoTbl B/B KanenbHo no 100-200 mn,
3areMm Kaxable 4 yaca no 100 mn 4o NOMAHOro KynupoBaHUS
oboCcTpeHus

[Tpyn oTEKE ropTaHun:

nHranaunoHHoe eeeaeHune 0,1% pactBopa agpeHanuHa, 5%
pacTBopa apeanpuHa, B-agpeHOCTUMYIIATOPOB, TPaxeoCToOMUS,
9HOOTpaxeanbHas NHTybauns

[MpodomnnakTuka:

naHasosnn 600 mr B cyT, npu goctmxkeHnn acpdoekta — 200 mr B
CYTKU Unn metuntectoctepoH — 0,01 r B cyTkn, npun pemmccum
— 0,005 r B cyTKM exxegHeBHO B TedeHMe 1 mec
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ALLAT CVIC'?MI:I KOMMNeMeHTa

HacnedcmeeHHbIU aH2UOHe8poMuUYeCcKuUl
omek

JleyeHue:

[1pn HanM4yMn NpoTUBONOKa3aHUN Ans
Ha3Ha4YeHns aHOPOreHOB UX 3aMEHSAIOT Ha
aMWUHOKaNpOHOBYH KUCNOTY 4-12 r B CYTKU
nepopanksHo

[lepen onepatuBHbLIM BMelLlaTeIbCTBOM
PEKOMEHAYETCA:

B/B KanenbHO HaTuBHaga nna3sma 250-300 mn unu
amMnHokanpoHoBas kucrnota 200-300 mn

e [ekca3oH 8-12 mr (npegHnsonoH 90-120 wmr)







