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Kadenpa rocnuranbHoil Tepanuu 1 UMMYyHoJIOTUU ¢ Kypcom [10

Pedepar

OO6mas BapualOenpHas UMMYHHAsi HEJJOCTATOYHOCTh

Brinoanuna: opaAuHATOP
CIICIIMAJIbHOCTH TCPpAIIUA

Toprynakosa M.C.

Kpacnospck, 2020r



BBenenue

[lepBuuHbIE UMMYHOAE(ULIUTHI — JOCTATOYHO PEAKUE, HO TAKENbIE BPOXKIEHHbBIE
3a00yeBaHus, PaHHSS JUATHOCTUKA KOTOPBIX B OOJIBIIMHCTBE CIy4aeB MO3BOJISIET
HayaTb CBOEBPEMEHHYIO 3aMECTUTENIBHYIO TEpAlMI0 U MPEAYNPEIUTh PA3BUTHE
YyIPOKAIOIIMUX ~ JKU3HU  OOJIBHOTO  OCJIOKHEHHUW:  TSDKEJO  MPOTEKAIoLIUX
OakTepHaIbHBIX, BHUPYCHBIX M  TpUOKOBBIX HMHQPEKIHH, ayTOMMMYHHBIX
3a00eBaHUl ¥ TOBBIIIEHHOW CKJIOHHOCTH K PAa3BUTUIO 3JI0KAYE€CTBEHHBIX
HOBOOOpa3oBaHuil. B Hacrosimee Bpemsi onucaHo 6osiee 80 (opm mnepBUUHBIX
umMMmyHonepunutoB. M3 mepBUYHBIX UMMYyHOAeDUIIMTOB Haubojee YacTo
JTUArHOCTUPYIOT TPynny 3a00JIeBaHUM, XapaKTepU3ymIMUXcs AePEKTOM CHHTE3a
aHTUTEl U OOBEAMHEHHBIX TEPMHUHOM «O0OIIas BapuabelbHas HMMYHHas

HEOOCTATOYHOCTB».

OBUH mnpexacraBnser coboif OCHOBHYIO KIMHHYECKH 3Hauumyto dopmy I[1A]]
(mpuoOpeTeHHOT0 UMMYyHOAEhUIIMTA) Y  B3POCHBIX, OOBEIUHIST B  ce0s
TeTePOTCHHBIX M0 KIMHUYECKUM (EHOTUINIAaM TMalMeHToB. B ocHoBe IexuT

HapylIeHue cCuHTe3a aHTuTeNn kinacco 1gG, IgA w/umm IgM.



ONUAEeMHUO0JIOT A

Yactora OBUH B o6mieit monynsauuu kojedaercs ot 1:50 000 mo 1:200 000, mo
nanaeiM L. Hammarstrém u C.ILE. Smith 1:10 000-100 000 nacenenuss. OBUH
ABIISIETCS. HaMOOJIee YacTO BCTPEUAIONIMMCS TyMOPAJIbHBIM UMMYHOACPUIIUTOM,
OJIMHAKOBO PACTIPOCTPAHEHHBIM CpeAN MYKYMH W JKCHIMUH. XapaKTepHOH
O0COOCHHOCTBIO 3a00JIeBaHUsS SBISETCS BO3MOXHOCTh MaHH(peCcTaluu B JTOOOM
BO3pacTe y JuIl o0oro nomna. MccnemoBaTensiMu BBIJCISIOTCS HECKOIBKO TTHKOB
3a0oneBaHus: NEPBBIM pa3BuBaeTcs B Bo3pacte 1-5 nmer (2-7, 6-10), BTOpO# B

Bo3pacte 16-20 net (26-30), Tpetuii B Bo3pacte 50-60 jer.



ITHOJIOTUHA

OBUH mnpeacrasnser co0oii cOOpHYIO Tpynny NEPBUYHBIX UMMYHOAEHULIUTHBIX
COCTOSIHUM, W JIMarHo3 CTaBUTCS TIOCIE€ MCKIIOYEHUS JPYrMX BapHaHTOB
HapyUIEHUs1 aHTUTEI000pa30BaHus, a TAKKE UCKIIIOUEHHUS BCEX MPOUYMX U3BECTHBIX
MPUYMH HapyILIEHUsS T'yMOpalbHOTO UMMYHHTETa. BeTpedaroTes: pa3iuyHble THUITBI
HacleoBaHUs  (AyTOCOMHO-PELIECCUBHOE,  ayTOCOMHO-AOMUHAHTHOE,  X-
CLIEIVIEHHOE), OJIHAKO 4Yalle BCEro BCTPEYAIOTCS CIOPAaJUYECKHE Cllydad, B

KOTOPBIX HACJIICAOBAHUC HC IIPOCIICKHUBACTCA.

OBUH xapaktepu3yeTcs HH3KUM YPOBHEM HMMMYHOTJIOOYJIWHOB, MPU 3TOM
KOJIM4eCTBO B-muMdonnToB MoxkeT ObITh HOPMAJIBHBIM HIJIM CHIDKEHHBIM. MHOT 12
P TIPOTPECCUBHOM TEUEHHMH 00JIe3HU B-KJIETKH mpomnanarT u3 nepudepudeckoi
KpoBU. BmecTe ¢ TeM, 10 HACTOAIIEr0 BPEeMEHUW HE OOHApYX EH SHIAOTCHHBIN B-
KJIETOYHBIM  JedeKT, NpUBOAIIMH K  TEPMUHAIBHBIM  HAPYIICHUAM
mudepeHIMpoBKH, TIpH  KOTOpoM B-kietku He auddepeHupyroTcs B
IUIa3MOIUTHL.  Takke MopaxkaroTcss Makpodaru U OOHAPYKUBAIOTCS MPHU3HAKU
HapymeHus: GyHKuuu T-1uM@GOIUTOB, B YACTHOCTH HAPYIIIEHUE YKCIIPECCHUU T€HOB
HEKOTOPBIX PAcTBOPUMBIX M MeMOpaHocBs3aHHbIXx Mojekyn (MHC I u 1II
kiaccoB, CD40L), ydacTByIOIIMX B MEXKKJIETOUYHBIX B3auMoJeUcTBusIX. Jledunut
T-kieTo4yHOr0 MMMYHHTETa OOBIYHO TPOTPECCUPYET C BO3PACTOM. 3amMedyeHa
TECHasl CBs3b 3a00JIEBAHUA C CEJICKTUBHBIM JePUIIMTOM [gA, KOTOPHIM ¢ BBHICOKOM
4acTOTOM BCTpeuaeTrcss y wieHoB cemer OonbHbix OBWH. Omnucanwsl cioydau

nepexoa cenekruBHoro nedummra IgA 8 OBUH.

HekoTtopeiMu uccnenoBaTensiMi paccMaTpuBaeTcs BHUpyc OmncTaiiHa-bapp kak
npuyrHa pa3BuTUs Oojee mno3aHero Havanma OBHMH, Tak kak y HEKOTOpPBIX

MalKUEeHTOB €l MPeAIIeCTBYeT MOHOHYKIJIE030M0100HO€E 3a00I€BaHUE.



[laToreHes

MyTauuu reHoB, npuHUMaronx yuactue B popmupoBanuu OBUH ynaercs

BBISIBUTH JUIIb Y 5-10% GOJIbHBIX.

Myranus rena 1COS, kogupyromero mosiekyny 1COS:

ICOS - nnayumupyemblii KOCTUMYJATOP T-IMM(pOUUTOB

Perynupyer cunre3 T-kinerkamu WJI-10, uto mo3Bomsier B-mumdornuram
OCYIIECTBUTH NEPEKITIOYEHUE CUHTE3a KiaccoB 19 u nudpepeHunpoBKy B
KJIETKHM MaMSATH U TUIa3MOIUTHI, TakuM oopaszom, |ICOS unaynupyer
nponudepanuio B-mumdponutos u ux quddepeHnuanuio B rmiasMaTuuecKue
KJICTKH

ICOS-nedunur accounnpoBaH ¢ ayTOCOMHO-PEIIECCUBHBIM TUIIOM

HaciaenoBanna OBUH

MyTaunusi reaa TNFRSF13B, koaupyoiero rpancMeMOpaHHbIii

akTuBaTop u MmoayJstop kajabuusa TACI :

TACI saBnsercs 4neHOM cynepceMencTBa perenTopoB pakTopa HEKpo3a

onyxonu TNF

sKkcrpeccupyercs B-mumdonuramMmu u BaskeH 1151 UX B3aUMOJICHCTBHUS C

Makpodaramu 1 ICHIPUTHBIMH KIETKAMU

Hepunur CD19 :

CD19 -tpancmemOpaHHbIN O€IIOK, y9aCTBYIOIIHMHA B Iepejaye CUTHaja 9epes

B-xiieTounblii penenTop

Hedunut CD19 acconmmmnpoBaH ¢ ayTOCOMHO-PEIIECCUBHBIM THIIOM

naciaenoBanngs OBUH



JAMarHocTuka:
Kpurtepuu nmarnoza OBUH (ESID 2014)
1. > 1 u3 ciaeny0mux KpuTepueB:
* [loBbllIeHHAsI NPUBEPKEHHOCTh HHPEKIIUSIM
* AyTOMMMYHHBIE NPOSIBIICHUS
* ['panynemaro3nas 60Je3Hb
* HeoObscHumas noaukioHanbHas npoiaudeparus
e TIWJ c napymenuem cunte3a AT y uleHOB ceMbU
2. BoIpakeHHOe CHUKEHHE

* 1gG u IgA c/6e3 camxkenus IgM (B 2-x uccnenoBanusx, MmeHee 450-

500 mr/mn)
3. 21 u3 caeayomux KpUuTepues:

* HeanexkBaTHBIN OTBET Ha BaKIIMHALIWIO (/UM OTCYTCTBUE

M30TeMarritoTHHUHOB)

*  Maoe KonnuyecTBO NnepekItoYeHHbIX B-kietok namaru (<70% ot

BO3pPACTHOW HOPMBI)
4. UckiaoyeHne BTOPUYHOIO reHe3a runorammaryio0yJinHeMiuu
5. BozpacTt > 4 jieT (CHMIITOMBI MOT'YT /1e0IOTHPOBATh PaHbIIIE)

6. OTcyTcTBHE NPU3HAKOB ITY0OKOro HapymeHusi T-KJI€TOYHOr0 3BeHa 10

2-m kputepusim:CD4+/mxon: 2-6 et <250, >12 net <200
* % namBHbIX CD4: 2-6 ne1<25, 6-16 1e1<20, ot 16 ner<10

* T-knerounas nponudepaiusi OTCYyTCTBYET



Kiananueckue 0CO0EHHOCTH

[ >1 u3 cnegyromx KpUTEPUEB:

[ToBbIlIEHHAS TOJIBEP)KEHHOCTh MH(PEKIIUAM

* AyTOMMMYHHBIE TTPOSIBIICHUS

*I"panynemaTto3Hast 60JIe3Hb

*HeoObsicHuMast moJMKIIOHaNbHAS UM oriposudepaius
* [TN/] ¢ HapylIeHUEM CUHTE3a aHTUTEN y WICHOB CEMbHU

I1. BeIpaxkenHoe cHmkenue ypoBHs IgG u IgA c/6e3 camxenus yposus IgM (B 2x

MOBTOPHBIX UCCIIE/IOBAHUSIX;
[II. >1 u3 cnenyromuX KPUTEPUEB :

. HeanexBaTHbIit OTBET Ha BaKIMHAIIHIO (w/mmm OTCYTCTBHUE

M30Te€MarrIFOTHHUHOB)
* Majioe KOJIM4EeCTBO MEPEKIIOYEHHBIX B-KI€TOK maMsaTh
IV. uckimodenre BTOPHYHOTO TeHE3a TUIIOraMMariooyInHeMUH

V. Bo3pact > 4 ner (cuMnToMbl MOTYT Oe0IOTUPOBATh paHbiie) VI. oTcyTrcTBHE
MPU3HAKOB TJIyOOKOTO HapylieHus T-KIeTOYHOro 3BeHa (Hanu4yue He Oolee

OJIHOTO U3 TPEX KPUTEPHUEB):
o CD4+/mxm: 2—61me1<300, 6—121e1<250, crapmiel2ner<200
* % HauBHBIX CD4: 2—671e1<25%, 6—1671eT<20%, cTapmie 161e1<10%

* T-xnerounast mponudepanusi OTCYyTCTBYET



JleyeHue

Jleuenue ob6mieit BapuabenbHol MMMYyHHON HepoctatrouHocTH (OBWH) moxoxe Ha
JedYeHue  JpYTUX  HapyIIeHWH, XapaKTepu3yeMbIX HHU3KHMH  YPOBHSIMHU
UMMYHOTJIOOYJIMHOB ~ CHIBOPOTKH KpoBH. [lpum OTCYTCTBHM 3HaYMTEIHHOTO
HapymeHus T-TUMQONNUTOB WU MOPaXEHHs] OPraHOB 3aMECTHUTENbHAs Teparwsl
UMMYHOTTIOOYIMHAMU ~ TOYTH  BCETJa  CHIDKACT  TSKECTb  CHMIITOMOB.
MMMyHOTTIOOYJIMHBI BBIACHISIOT U3 OONBITUX OOBEMOB IJIa3Mbl KPOBU YENIOBEKA.
OTH Tmpenaparbl COCTOIT B ocCHOBHOM U3 IgG u conmepkar Bce BaKHbIE aHTHTENA,
UMEIOIINECS Yy 3M0pPOBBIX Jroed. [larueHTsl ¢ XpOHHMYECKHM CHHYCHUTOM WJIH
XPOHHUYECKUMHU 3a00JICBAHUSIMHU JIETKUX MOTYT TaKXK€ HYXKIAThCS B IITUTEIHHOM
JICYeHUU aHTHOWO-TUKAMH IIUPOKOTO CreKTpa aeictBus. [Ipm momo3peHnn Ha
UHQEKII0 MUKpoopraHu3dMamu pojoB Mycoplasma wiu Chlamydia MoryT ObITH
Ha3HAYeHbl AHTUOMOTUKH, OOJajaronie u30UpaTeNbHBIM JIEHCTBHEM Ha 3TU
MUKpoopranusmsbl. [Ipu paszButun OpOHX03KTa30B HeoOXxoauma (GuanoTeparnus
U eXEJIHEBHBbIC MPOIEAYPHl C MPUHATHEM TOJOKEHUH Tela, CIOCOOCTBYIOUIUX
BBIIJICHUI0O MOKPOTBHI W3 JIETKUX H OpoHxoB. [lamueHTsl ¢ XKenyqouHO-
KUAIIEYHBIMA CUMIITOMaMH WJIM HapyIIEHWEM BCACBIBAHHS CJEIYyeT OOCJIeI0BaThH
JUTSI BBISIBJICHUS KUIIEYHBIX JIsiMOnuii Giardia, poTaBupyca Wil HEKOTOPBIX APYTHX
UHQEKINN  KEeIyJOYHO-KUIIEYHOTO0  TpakTa. bDONBIIMHCTBO  MAIMEHTOB C
UMMYHOAC(QUIIMTOM W  apTPUTOM  JalOT  OJarompusATHbIE pPEaKkIUH  Ha

3aMECTHTEIBHYIO TEPATTUI0 UMMYHOTTIO0 Y THHAMM.

OBUWH mpexacraBmsier co00W BapuaHT, »OSKBUBAJCHTHBIM HACJIECICTBEHHOU
runorammariooynuaemun (D80.0), u TpeOyer Takoro ke KOMIUIEKca JieueOHO-
JUATHOCTUYECKUX  MEPOINPHUATHI, KaK  BBIIICONHCAHHBIE  HACIEICTBEHHBIC
arammarnooynuaemun. Anroputm BeaeHus 6onpHbIx OBUH B 3aBHcHMOCTH OT
denornma puc.4. 1. 3amecturenvHas tepanus (cMm. Bbime). 2. [Ipodumaktuka u
neyenue wuHpexkuuii (cMm. Bbime) 3. Koppekuuss OCnoXXHEHUW UMMYHHOU
JUCpErysiiuu  (PHTEpPONaTUH, TPAHYJIEMATO3HbIE MPOLIECChI, 3JI0KAYE€CTBEHHBIE

HOBOOOpa3zoBanuss u Ap.). HecMoTps Ha TO, yTOo i1 OOJBIIMHCTBA OOJBHBIX



OBMH xapakrepHbl TsDKenble, peuuauBupyromue uHpekuuu, oxoino 10%
MAlMEHTOB MOTYT HE UMETh KIMHMYECKH 3HAYMMOTO MH()EKIMOHHOTO CUHAPOMA.
B Takux ciyyasix nepBbIM U €JUHCTBEHHBIM CUMIITOMOM B T€YEHHUE JJIUTEIBHOTO
BPEMEHU MOTYT OBITb NPOSBICHHS HMMMYHHON nucperyiasiuuu. Hecmorps Ha
OTCYyTCTBHE HUHPeKIud, mpu mnocraHoBke auarHoza OBUH o6s3aTenbHbIM
yCIOBUEM SIBJIIETCA IPOBEJCHHE 3aMECTUTENIbHOM Tepanuu Ipenaparamu
UMMYHOTJIO0YJIMHA YeJIOBeKa HOpMaJIbHbIM. B OOJBIIMHCTBE ciiydaeB Tpedyercs
Ha3HaYe€HUE UMMYHOCYIIPECCUBHOM Tepanuu, KOTOPYIO CJeyeT HAUWHATh TOJIbKO
nociie JOCTHXKEHUs 1eneBbix YypoBHed IgG Ha QoHe mnponpomkaronieiics
3aMECTUTEIbHON Tepanuu UMMYHOTJIO0YJIMHAMH. VY TBepKI€HHBIX
MEXTYHAPOIHBIX PEKOMEHAAINI Ha OCHOBAaHUM 26 MOKa3aTeNbHON MEIMUIIMHBI 110
JICYCHHUIO OCJIO)KHEHMM MMMYHHOM JMCPETYyJSUA HET. BOJBIIMHCTBO AKCIEPTOB
PEKOMEHYIOT IMepej] HayaloM MpoBeJeHUE OMOICHHU, B KaueCTBE MEPBOM JIMHUU
Tepanuu ucrnoib3oBaTh cucteMHble ' KC B cpemHeTepaneBTHUECKUX /103aX, MPH
HEA(P(HEKTUBHOCTH paccMaTpUBaTh JApyrue cxembl JedeHus. [lonoKuTenbHbIH
addekr oTMedaeTcs TMpPU  HUCIOIB30BAaHUM pUTYKcuMaba, wuHGIUKcHUMaoa,
azatuonpuHa, MukodeHosata Mmoderuia, cuponumyca [19]. Ilpu Heo6xogumMoOCTH
UCIIOJIb30BAHUS JUIUTEIBHBIX KYPCOB MJIM BBICOKHX /103 WMMYHOCYIPECCHUBHOM
tepanuu (cucteMubie I'KC u 1p.) nienecoodpa3Ho TIIaTeIbHOE MOHUTOPUPOBAHHE
BUPYCHBIX U OaKTEepHAIbHBIX HMHQPEKIUHA U TMPU HEOOXOIUMOCTH IPOBECTH
caHanuioo. HaunHate Tepanuio HeoOXoaumo Ha (hOHE aJeKBATHOIO HACHIIICHHMS
UMMYHOITIOOyJIMHAMH, 00s3aT€IbHO  KOHTPOJUPOBATH  IpeTpaHC(y3MOHHBIHI
ypoBeHb Ha (hOHE JIeUeHHUs M MPH HEOOXOJUMOCTH MPOBOJUTH KOPPEKTHPOBKY

J03bI
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