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AKTYAJIBHOCTDb ITPOBJIEMBbI

Nmvmynonedurut (M]]) — cHUKEeHHE KOJTMYECTBEHHBIX TIOKa3aTee u/uimu
(GYHKIIMOHATFHOW aKTUBHOCTH OCHOBHBIX KOMIIOHCHTOB UMMYHHOM CHUCTEMBI,
MPUBOJISINEE K HAPYIICHHUIO 3aIUThl OPraHu3Ma OT MAaTOT€HHBIX MUKPOOPTaHHU3-
MOB U IPOSBIISIONIEECS MOBBIIIEHHON HH(PEKIIMOHHON 3a00JI€Ba€MOCTHIO.

Kak u3BecTHO, OCHOBHAsI (PYHKIUSI CHCTEMbl UMMYHUTETA — PACIIO3HABAHUE U
AIUMUHALINS YY>KEPOJHBIX BEIIECTB aHTUT€HHOW MPHUPOJIbI, IPOHUKAIOIIUX B Op-
raHu3M W3 OKpYyKarolleh cpelbl (Hanmpumep, MUKPOOPTaHU3MbI) WM BO3HHUKAIO-
IIMX SHJOTEHHO (OIMyXOJIeBbIe KJIETKH). JTa (YHKUIUS PEaTu3yeTcsi C MOMOIIBIO
($hakTOpOB BPOXKAECHHOTO UMMYHHUTETA ((haronuTo3, MPOTUBOMUKPOOHBIE MENTHIBI,
OCJIKU CHUCTeMbI KOMIUIEMEHTa, CUCTeMa HaTypaibHbIX KuiiepoB (NK-kimeTok) u
JIp.) U IPUOOPETEHHOTO, WM aIallTUBHOIO UMMYHHUTETA, OCYIIECTBISIEMOTO C MO-
MOIIBIO KJIETOYHOTO U TYMOPAJIbHOTO HWMMYHHBIX OTBETOB. Perymnsiius akTuBHO-
CTU KOMIIOHEHTOB MMMYHHOM 3alllUThl OPTaHW3Ma U UX B3aUMOJECHCTBHUE MPOUC-
XOJIUT C MOMOIIBIO ITUTOKMHOB M MEXKJIETOYHBIX KOHTAKTOB.

B kaxnom u3 nepevncieHHbIX KOMIIOHEHTOB UMMYHHOUM CUCTEMBI, a TaKKe
B MEXaHHM3Max UX PETYJISIMU MOTYT BO3ZHUKHYTh HApYIIEHUs, MPUBOJIAIINE K pa3-
BUTHUIO UMMYHOJIS(DUIINTA, OCHOBHOE KJIMHHYECKOE MPOSIBJICHUE KOTOPOTO — TIO-
BBIIIIEHHAS] YYBCTBUTEIBHOCTh K BO30OYIUTEISIM UH(PEKITMOHHBIX 3a00JIeBaHUH.

[Teppuunasie ummyHoaehunuTsl (I1M]1) — 3T0 HacaeACTBEHHBIC 3a00JICBAaHHUS,
B OCHOBE KOTOPBIX JIEKAT BPOKIECHHBIE, T€HETHYECKU JETEPMUHUPOBAHHBIC
HapyuieHus: GYHKIIUH UMMYHHOM CHUCTEMBbI, OOYCJIOBJICHHBIE Je)eKTaMu TEHOB,
KOHTPOJUPYIOIUX UMMYHHBIA OTBET. [lepBruduHbBIC MMMYHOIEDUITUTHI BCTPEUAIOT-
Csl HAMHOTO 4YaIle, 4eM CUUTAJIO0Ch paHee. DTOT (aKT CTall OUEBUCH B MOCIETHUE
roJibl B CBSI3U C OOHApPYKEHHUEM Pa3HOOOPa3HBIX MOJICKYJISIPHBIX Je(hEKTOB, JiekKa-
mmx B ocHoBe [IN/] u oco3nanuem OObIION BapruaOEIbHOCTH KIMHUYECKON Kap-
THUHBI ATUX 3a00JieBaHul. [lepBUUHbIE UMMYHOIE(PUIIUTHI IPOSBIISIOTCS COCTOSHU-
SMH, PA3HOOOpPA3HBIMH IO XapaKTEPy W BBIPAKEHHOCTH WMMYHHBIX Je()EKTOB,
KJIIMHAYECKUX MPOSBICHUN U MOJIEKYJISIPHBIX HapylIeHUU. J{sl KIMHUYECKON Kap-

tunbl [IN/] xapakTepHbl MOBTOPHBIE U XPOHUYECKHUE, 3aTSKHO W/UIH TSAKENIO MPO-
S)



TEKaIlue HHQPEKIUOHHBIE MPOILECChl, B OOJbIIEH CTENEHU C JIOKaIu3alueil B
OpOHXOJIETOYHON CHCTEME U Ha CIM3HUCTOM 00010uKke JIOP-opraHoB, KOXU U CIH-
3UCTBIX 000JIOUEK >KEITYJOUYHO-KHIIEYHOIO TPaKTa, MOTYT pa3BUBAThCS T'HOMHBIC
AuMQaaCHUTHI, a0C1ecChl KOKU M BHYTPEHHUX OPraHOB, OCTEOMHENIUT, MEHUHTHUT
u cencuc. llpu HekoTopweIX (popmax NEPBUUYHBIX MMMYHOAEC(PUIIUTOB HMEIOTCA
IPOSIBJICHUS AJJIEPTUM, AyTOUMMYHHBIX 3a00JI€EBaHUH, BBILLIE BEPOATHOCTh Pa3BU-
THUS 3JI0KAYE€CTBEHHBIX OITyXOJEH.

CenexruBHblit gedunut ummyHornodyimmHa A (IgA) — mepBUYHBIA HMMYHO-
ne(ULIUAT TyMOpadbHOrO 3B€Ha UMMYHHUTETA, KOTOPBIM XapaKTepu3yeTcsl Hapylle-
HUEM MPOAYKIHMH aHTUTEI, B YACTHOCTU — UMMYHOIII00ynuHa A. JlocTtaTouHo va-
cto pepuuut IgA acconuupyetcs ¢ Apyroi natojorueii UMMyHHOU cucteMsl. [la-
LUEHTHI C CEJIEKTUBHBIM JlepuToM |g A 3acinyKuBarOT BHUMAHUS B CBA3U C TEM,
YTO CEJNIEKTUBHBIN ne@uuut IJA Moxker ObITh NPEeIBECTHUKOM (HOPMHUPOBAHUS
obmiei BaprabenpbHONH MMMyHHOU HemocTatrouHocTd (OBUH) — Gomee Tsbkenoro
[MN]] rymopanbsHOTO 3BeHa MMMyHHUTeTa. OO1as BapuabenbHas UMMYyHHAsT HEIO-
CTaTOYHOCTh XapaKTEPU3YETC HU3KUMH YPOBHSIMHU BCEX OCHOBHBIX KJIACCOB ChI-
BOPOTOYHBIX MMMYHOTIIOOYMHOB: G, A, u M (Ig G, Ig A, Ig M), Gomnee TsxenpIMu
KJIMHUYECKUMHU TPOSBICHUAMHU WH(EKIIMOHHOTO, alJIEPrUYecKoro, ayTOMMMYHHO-
ro CUHJIPOMOB; U TpeOyeT Ha3HAUYEeHMs AllMEHTaM MOKU3HEHHOW 3aMEeCTUTENbHOU
MMMYHOTEpAIUU MpernapaTaMil UMMYHOTJI00yIMHOB YenoBeka «mmyHornoOynux
YyeJl0BEeKa HOPMaJIbHBIN ISl BHYTPUBEHHOIO BBeJeHUs» Win «mmyHornoOynux
YeJIOBEUECKU HOPMaJIbHBINA JJIs1 TIOJIKO’KHOTO BBEACHMS». B HEKOTOpBIX ciydasx
y HECKOJIbKUX 4YJIEHOB CEMbU OOHApPYKUBAETCA HEAOCTATOYHOCTh OJIHOTO WJIU He-
CKOJIBKMX BUJOB UMMYHOIIO0YJIMHOB. Harpumep, Hepeko OJIMH U3 YJICHOB CEMbU
ctpagaeT OBUH, a y apyroro nmeercst CeeKTUBHBIN JeDUITUT UMMYHOTJIO0YJIMHA
A. Tlanmentsl ¢ OBMH Hapsany ¢ NOXH3HEHHOW 3aMECTUTEIBHOM Tepanueit mpe-
napaTaMy UMMYHOTJI00YJIMHOB Y€JIOBEKa HYKJAI0TCS B KYTUPOBAHUY MH(PEKLIUNA U
JedeHuu ocyioxkHeHuil. IIporno3 y nanumentoB ¢ OBUH 3aBucuT ot creneHu mno-
paXXEHUs JIETKUX U JPYTUX Opra’oB 0 nocraHoBku auarHoda OBUH u nHauana

3aMECTUTEIBbHOU TCpalnuu I/IMMYHOFJIO6YJII/IHaMI/I. HOSI[H}I}I JUAarHoCTukKka " HCEC-
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aZieKBaTHasl Tepanus UMMyHOAe(UIIUTa MPUBOAAT K PA3BUTHIO TAKUX TSHKEIIBIX
OCTIOKHEHUH, Kak OpOHXO3KTaTh4yecKas 00Jie3Hb, XPOHUYECKUN OTHT M CHUHYCHT,

XpOHI/I‘{eCKI/II\/JI 6p0HXI/IT, AYTOMMMYHHAA MU 3JIOKaYCCTBCHHAA IIATOJIOT'HA.

OIIPEJAEJIEHUE CUHAPOMA. TUII HACJIEJOBAHUSA

CenexTuBHBIN JePUIUT UMMYHOIIIO0YJIMHA A XapaKTepU3yeTCsl pEe3KUM WU
IPOJOHTHPOBAHHBIM CHUKEeHHEM ypoBHA Ig A menee 0,05 1/11 B CBIBOPOTKE KPOBH.
HacnenctBenHble pOpMBbl IEPBUYHBIX UMMYHOAE(PUIIUTOB, KaK MPaBUiIo, XapaKTe-
PU3YIOTCS ayTOCOMHO-PELECCHUBHBIM WM PELECCUBHBIM CLEIUIEHHBIM €  X-
XpPOMOCOMOW THUIIOM HacieAoBaHus. Tum HacneAoBaHUS CEIEKTUBHOTO AedUIINTA
UMMYHOIJIOOyJIMHa A HE yCTaHOBJIEH, BCTPEUAIOTCS CEMEWHBbIE CIydau Hacjeno-
BaHus. MwMeercs neTrepMHUHHpPOBAHHOCTh Ha ypoBHe HLA cuctemsbl: yamie Bcero

BeIsIBIIsieTCs raruiotun Al, B8, DR3.

SQIIUIAEMUNOJIOI'UA

CenextuBHbl nepuiut Ig A sBisiercs camoil yacToil ¢hopMol aHOMaui
UMMYHHOI cuctembl. Bcrpedaercs ¢ Bbicokoil wactoTtoi (1:500) B momynsiuuu.
OOBIYHO 3TOT UMMYHOJIE(UILIUT BCTPEUAETCS y JIIOJIeH €BPONEHCKOro MPOUCXOXK-
JICHUS, PEXKE BCTPEYAETCs Yy JIIOAECH APYrUX HalMOHaJIbHOCTEH. M301mMpoBaHHBIN
neduiut Ig A y eBporneiickux HapoI0B BCTpedaeTcs ¢ yactorou 1 ciyyait Ha 100-
700 >xutenen, a y NpEICTaBUTENEH JIPYTUX pac — OYEHb PEAKO WJIM COBCEM HE
BcTpeyaercs. TakuM 00pa3om, TOCTATOYHO OOJIBIIOE KOJUYECTBO JIIOAEH UMEIOT
naHHbIA uMMyHOAepuIMT. Ho yacTh U3 HUX Jake HE MOJ03PEBAIOT 00 3TOM, TaK
KaK Y YaCTH MaIlMEHTOB C CEeJIEKTUBHBIM Jeuiiutom |g A HeT HuKakux creuudu-

YCCKHUX KIMHHNYCCKHUX HpOHBJ’IeHI/Iﬁ 3a00J1eBaHMS.

ITATOTI'EHE3
OnHOM U3 OCHOBHBIX MPUYUH (DOPMUPOBAHUS CEIIEKTHUBHOTO NedHINTa UM-
MYHOTJIOOyJIMHA A sIBIIIeTCsl yrHeTeHue nuddepeniinpoBku B-nmumdonutos B Ig

A-cexpetupyromue KIeTKH, M0 MPUYNHE BO3MOXKHOW (HYHKIIMOHATBHOM HEMOJIHO-
.
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HeHHOCTH T-xenmnepoB, NPUBOAAIIEE K HAPYIIEHHIO BbIpaOoTku 1g A-aHTHTEN B
KOMIUIEKCE C HEJIOCTATOYHOCTHIO CHHTE3a HUTOKHUHOB. CyIIeCTBEHHBIM (DaKTOPOM
B 00pa3oBaHUM Je(pULNUTA SBISACTCS CHUKEHUE DKCIPECCUU Ha MOBEPXHOCTH B-
aumdonutoB CJ[ 40 MONEKyJIbl, YTO CHIXKAET BO3MOXKHOCTb KOOIIEPHUPOBAHUS T10-
cieqHux ¢ T-xenmepamMu M aHTUTCHIIPEICTABISIONIMMHU KJIETKaMU B MHHUILIMALUU
cures3a Ig A. B pesynbpTaTe JaHHBIX HapylLIeHUH (GOpMUPYETCs U30JIMPOBAHHBIHN
HU3KUI YpPOBEHb LUPKYJIHUpYyoUEro B ceiBopoTke 1§ A. CyOnonmyasiiuoHHBIN Cco-
CTaB JIMMQOLUTOB MIPAKTUUYECKH BCEI/la OCTAETCs B MpeeaX HOPMAJIbHBIX 3Haue-
HUW. Y yacTu nanueHtoB aepuuut Ig A Moxer couyeratbes ¢ aepuiuToM cyo-

kiaccoB Ig G.

KINMHUYECKUE ITPOSBJIEHUSA

Cy1iecTBYyIOT pa3IMuHbIe BApUAHThI T€UEHUS CEJIEKTUBHOTO nedunurta Ig A.
VY 4acTu MalMeHTOB C CEJIEKTUBHBIM AepuiuToM |g A HUKakux crienupuuecKkux
KIIMHUYECKUX MpOosABJICHUN HEeT. B OonbmmHCTBE ciaydaeB npu aedunute Ig A mMo-
T'YT pa3BUBATHCS 3 TPYIIIBI MATOJOTMYECKUX CHHIAPOMOB: MH(EKIIMOHHBIN, ayTo-
MMMYHHBIN U ameprudeckuid. OCHOBHBIMHM KIIMHUYECKUMH MPOSBICHUSIMH CEJIEK-
TuBHOTO Aeduinura Ig A sBistorcs mHGEKIMN pecnupaTopHoro tpakra. Mupek-
LUOHHBII CHUHAPOM IMpPOSIBISAETCS B OCHOBHOM OpPOHXOJIETOYHBIMU HHQEKUUSIMU
(TpaxeuThl, OPOHXUTHI, MHEBMOHUM) U MH(pekuusiMu JIOP — opraHoB (CMHYCHTHI,
OTHUTHI, PUHUTHI). HPEKIIMOHHBIN MpoIiece MpH JaHHOW (opMe MEepBUUHOTO MM-
MyHOJlepuITa XapakTepu3yercst 0ojiee 4acTbIMU OOOCTPEHUSMHM, 3aTSXKHBIM Te-
yeHrneM.OCHOBHBIMHU BO30YIUTENSIMUA MH(MEKIUU B TAaKUX CIIydasx SIBISIOTCA Oak-
tepun: Streptococcus pneumoniae, Hemophilius influenza, Moraxella catarrhalis.

Annepronarosnorusi BcTpeuaercs npumepHo y 10-15% nanueHToB ¢ cenek-
TUBHBIM edurutom |g A 1 MposSBIsSETCS B BUJIC TAKUX aJUIEPrHUECKuX 3a00seBa-
HUH, KaK OpOHXHMaIbHAS aCTMA, aJUIEPTHUYECKUI PUHUT, KOHBIOHKTUBUT, JEPMATHT,
sK3eMa, KpanuBHula. Kak mpaBuio, OpoHXuagbHas acTMa y 3THX MallUEHTOB UMe-
eT OoJiee pedpakTepHOe TEUCHHE. Y TAIMEHTOB C CEJIEKTUBHBIM nedunurom Ig A

MOTYT BbIpaOaThIBaThCsA aHTUTENA K IJ A, B pe3ysibpTaTe 4ero y Takux MallueHTOB
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MOTYT Pa3BUBATbCS CEPHE3HBIE, TAXKE ONMACHBIE [ )KU3HU PEaKLMK Ha MepeauBa-
HUE KPOBHU U NPOAYKTOB KPOBH.

[lanveHThI ¢ ceNeKTUBHBIM JaedunutroM Ig A yacTo cTpanaroT pa3iudHbIMU
KEITyT0YHO-KUIIICYHBIMHU 3a00JIeBaHUSIMU KaK WH(EKIIMOHHOTO, TaK M HEHH(]EK-
MOHHOTO reHe3a. Tak, cpeu 3TUX OOJIbHBIX paclpocTpaHeHa HHOUIIMPOBAHHOCTh
Giardia Lamblia (mssm6aro03). Hepenku u npyrue kumiednsie nHpekiun. CHIKe-
HUE COJEpPXKAHUS CEKpEeTOpHOro Ig A, sBIAIOMIErOCs BaKHOM YacCThIO MECTHOIO
MMMYHUTETA CIU3UCTBIX 000JI0YEK OpraHu3Ma, MPUBOAUT K Oojiee yacToMy UH(DU-
LUPOBAHUIO U PA3MHOKEHUIO MUKPOOPTaHU3MOB B SMUTEINN KUIIEUYHUKA, a TAKKE
K 4acTOMYy PEHMH(pUUMPOBAHUIO MOCJIE MPOBEACHUS aJeKBAaTHOrO JieueHus. Cpenu
HEMH(PEKLIMOHHON MAaTOJIOrMHU HauOoJiee YacTO BCTPEUAIOTCS: LENUAKUs, HECTIeIH-
duueckuit s3BeHHbId kot (HAK), 6onesns Kpona. YacroTa BcTpeyaeMoCTH Iie-
JIMAaKUU MPEBBIIIAECT TAKOBYIO y JieTeil ¢ HopMaiibHbIM Ig A B 10 pa3. Ilpu cenek-
TUBHOM Jedunure |g A HENepeHOCUMOCTh JaKTO3bl BCTpEYaeTcs Yalle, 4em B 00-
nieil nomynsiuuu. CleICTBUEM XPOHUYECKOW MH(MEKIMH KUIIEYHUKA HEPEIKO SB-
asieTcst AUMQOUIHAs THUIMEpIUIa3usi, COMPOBOXKAAIOMIAACS CHHIPOMOM Majbal-
copouuu. J[uapesi, acconuupoBanHas ¢ gedururom g A, y3enkoBas tumdounHas
TUMEpIUIa3usl U MajabaOCcopOIusi OOBIYHO TUIOXO MOJAArOTCA JiedeHuto. Yacto
BCTPEUAIOTCS TAKUE COCTOSHUSA, KaK XPOHUYECKHUM renaTtut, OWuIMapHblil IMPPO3,
NEPHUIIMO3HASL aHEMUSL, SHTEPUT, KOJIUT.

CepbesHoii mpo0sieMOl MAaIMEeHTOB C CeJIEKTUBHBIM neduiutoM Ig A siBrser-
Csl MOSABJICHUE Y HUX ayTOMMMYHHBIX 3a005ieBaHUN. AyTOMMMYHHbIE 3a00JIEBAHMS
oOHapyxkuBaroTcs nMpuMepHo y 25% - 33% nanueHToB, 0OpaIlatoIIUXCs 32 MEIU-
IUHCKOW IMOMOIIBI0, TAKAE KAaK: PEBMATOMIHBIA apTPUT, AHKUJIO3UPYIOIUN CIIOH-
nunut, cuapom lllerpena, BacKylnuT ¢ mopakeHUeM COCYyAOB MO3ra, ayTOUMMYH-
el TUpeonut, CKB, rimomepynonedput, reMoauTHYecKass aHEMUs, CaXxapHbIN
nuabet | Tumna, BUTUIUTO U Jp.

BoiaenstoT BapuaHThl TEYEHHS CeJIEKTUBHOTO neduimTa Ig A B coueTaHuu ¢
arakcuen-Teneanrnodkrazueil (cuaapom Jlyu-bapp), B coueraHuu ¢ THIIEpUMMY-

HOTJI00YTHMH-M-CUHIPOMOM.



JAUATHOCTHUKA

Jlnarao3 MepBUYHOTO MMMYHOAEHUIIUTA C HAPYIICHHEM CHUHTE3a aHTUTEN
yCTaHaBJIMBAETCA HA OCHOBAaHUHU cOOpa aHaMHe3a, JaHHBIX (U3UKAIBHOTO U J1a0o-
paTopHOro o0cnefoBanus. PaHHSS AMArHOCTHMKA U CBOEBPEMEHHOE HAYaso Jede-
HUS ONpPENENSIOT MPOTHO3 3a0ojieBanus. KiuHWYecKue MposIBICHUS XpOHUYE-
CKUX WJIA PELUAUBUPYIOIINX UHPEKINM, ayTOMMMYHHBIX 3a00JI€BaHU, XpOHUYE-
CKOW JMapey WM KOMOWHAIMS BBIIIECYKAa3aHHBIX 3a00J€BaHUM, U U3MEHEHUS B
OOIIEKJIMHUYECKUX JTA0OPATOPHBIX aHaIM3ax IMO3BOJSAIOT 3amono3puth [TAJ] u
HaIMpaBUTh OOJILHOTO Ha KOHCYJIBTAIIUIO K Bpady-UMMYHoJOTy. EBpornelickoe 00-
IIECTBO IO MMMYHOAe(dUIIMTaM pa3padoTajio MPOTOKOJbI PaHHEH JAUArHOCTHKHU

MEePBUYHBIX UMMYHOIE(PUITUTOB.

Anroputm auardHoctuku [TWJ] - 3Tanbl MIMMYHOJOTHYECKOTO 00CIeI0BaHUS

IMaIUCHTOB IIPH IIOJO3PCHHUH Ha I/IMMYHOI[C(l)I/II_II/IT:

1. AHAMHE3 3ABOJIEBAHU S, BKJIIOYA S TEHEAJIOTUYECKUI

¢

2. OU3UKAJIBHBIM OCMOTP

¢

3. ZAHHBIE OBIIEKJIMHNYECKOI'O OBCJIE/JJOBAHMA

¢

4. TIPEIBAPUTEJILHBIN IUATHO3

¢

5. UMMYHOJIOTMYECKOE OBCJIIEJOBAHUE

¢

6. BEPUOUKAIINA JTUATHO3A

@

7. MOJIEKYJIAPHO-TEHETUYECKOE OBCJIEAOBAHUE

¢

8. BAKJIFOUMTEJIBHBIN JINUATHO3



AHAMHE3

CKpWHMHT TaIMeHTOB Ha MEPBUYHBIA MMMYHOIS(PHUITUT TTPOBOIUTCS HA OC-
HOBAaHUU BBISIBJICHUSI CJIENYIOLIUMX TMPU3HAKOB, pa3paboTaHHBIX EBpomeiickuM u
[Tanamepukanckum odmectsamu TT/1:
- yacToTa 3a00JIeBaHUsI BEPXHUX JbIXaTEIbHBIX MyTel: B3pocibie 3-4 pa3 B Tof,
netu 6osee 6-8 pa3 B roj;
- 0oJiee AByX CUHYCUTOB B T'OJI;
- OoJiee IByX MTHEBMOHUH B TOJI;
-TIOBTOPHBIE TSKEJIbIE KOYKHbIE THOMHBIC MPOIIECCHI;
- oTcyTcTBUE 3 (DeKTa OT JIUTEIHHON aHTHOAKTEPUATLHOM Tepamnuu, HEOOXOIH-
MOCTh Ha3HAaY€HUs JUIUTEIbHON aHTHOAKTEPUAIbHOW TE€panuu C UCIOJIb30BAaHUEM
aHTUOMOTHUKOB JIJI1 BHYyTPUBEHHOT'O BBEJICHUSI;
-0osee ABYX TsDKENbIX MH(GEKIIMOHHBIX MPOIIECCOB (CENCUC, OCTEOMUENUT, MEHUH-
THUT U JIp);
-ONMMOPTYHUCTUUECKUE NHPEKITNH;
-[IOBTOPHBIE JJIUTEIbHBIE ANU30/Ibl IUAPEN HEBBIICHEHHON 3THOJIOTHH;
-aTUNIMYHOE T€YEHUE ayTOMMMYHHBIX 3a00JICBaHUIT;
-aTUMMYHOE TCYCHUE TeMaTOJIOTHUYEeCKUX 3a00IeBaHU;
-HaJM4yue B CEMEMHOM aHaMHE3€ CMEpPTEd B PAaHHEM BO3pacTe, ¢ KIMHUKOW HH-

(beKI_[I/IOHHBIX 3a00JIEBaHUI WJIM BBISIBJICHHOTO I/IMMYHO)IC(l)I/IL[I/ITHOFO COCTOAHUA.

OU3MKAJIBHOE OBCJIIEJOBAHUE

[Ipu uzukanbHOM OOCiIeAOBaHUM OOpalIalOT BHUMAHUE HAa TaKUE Mapamert-
pBl, Kak (U3UYECKOe Pa3BUTHE, COCTOSIHUE KOXKHBIX MOKPOBOB IMallUEHTa, IEpH-
dbepuueckux JUMGOY37I0B, HEOHBIX MUHIAIWH, pa3Mepbl MEUEHU U CEJIC3EHKH,
BHEUIHUM BUJI M HATMYKME OTEKa U /MU 1eopMaliy CycTaBoB.

Jlyis OONBIIMHCTBA MAIMEHTOB C AePeKTaMi TyMOPaIbHOIO 3B€Ha UMMYHUTE-
Ta XapaKTEPHO HOpMaJIbHOE (DU3UYECKOE PA3BUTHE, OJTHAKO B PSJI€ CITy4aeB MOXKET
HAOJI0JaThCSl OTCTaBaHUe B pocTe U Bece. [annenHThl, y KOTOPBIX B KIMHUYECKUE

IIPOABJIICHUA BXOJUT ,Z[I/IapCI\/’IHBII\/’I CHUHAPOM, KaK IIpaBHIIO, HMCIOT I[G(bI/II_II/IT MacCCChbl
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TeJa.

OTmeuaeTcsi cocTosiHUE mepupepruueckux JUMQPOUIHBIX OpraHoB (uMdo-
aJICHOTATHS, TeIaTOCIIIICHOMETANINSA).

OrneHuBaeTCsT 4acToe HaJIMYME MPU3HAKOB XPOHUYECKUX HHQPEKIMOHHBIX
nporeccoB JIOP — opranos, OpOHXOJIETOYHONM CUCTEMBI, TOPAKEHUS KOXKH.

He penxo y mamueHToB ¢ Ae(eKTaMH T'yMOPAJbHOTO 3BEHA HMMMYHHUTETa

BCTPEUAIOTCS apTPUTHI, ApTPAITHH, MOTYT OBITH Je(OpMAIIUH CYCTaBOB.

JIABOPATOPHBLIE UCCJIEAOBAHUA

Ecnu ximHnyeckre nqaHHble MO3BOJISIOT 3anono3puth 1IN/, To cienyer npo-
BECTH CJIEAYIOLINE UCCIIEA0BAHMS:
* ompeJieNieHne pa3BEPHYTOMN JIEMKOTpaMMbl (0OCOOCHHO Ba)KHBI KOJTMYECTBEHHBIC U
MIPOLICHTHBIE TTOKA3aTeNn TUM(POIUTOB);
* aHAJIU3 MOYH,
* 001t Oenok U OenKoBbIe (PpaKLINH;
* OaKTEepUOJIOTUYECKHE HCCIIECAOBAHUS COACPKUMOIO M3 OYaroB HH(QEKIHH C
OTpEIeJICHUEM YYBCTBUTEIBHOCTH K aHTUOMOTHKAM;
 OunmupyouH, Tpacamunasel ACT, AJIT, I'TT, JIIT;
* BoIsBJIeHUE renetndeckoro marepuana (JJHK, PHK) Bupycos renatuta B u C,
BUY, nuromeranoBupyca, Bupyca JmnireiiHa-bapp;
* onpenenenue ypoBuen Ig G, Ig A u Ig M B cbIBOpOTKE KPOBH;
* noacu€r cyononynsinuit T- u B-numdouuros;
* 110 CHIEIUATIBHBIM IMOKA3aHUSM:
- aHanu3 (GYHKIUOHATHHOTO COCTOSIHUS (paronurtoB (Hamboyiee MPOCTONW W WH-
(GbopMaTUBHBIN aHAJIN3 - TECT HA BOCCTAHOBIIEHUE TETPA30JIMEBOTO CUHETO);
- aHAJIU3 Ha COAEPKAHUE OCHOBHBIX KOMIIOHEHTOB KOMILIeMeHTa (HaunHatoT ¢ C3
u C4);
- a"Hanu3 Ha BUY-undexuuto (eciau ectb BO3MOXKHbIE (DaKTOPBI PUCKA);
- MOJIEKYJIIPHO-T€HETUYECKUE UCCIEIOBAHUS 110 MOKA3AHUSIM.

I/IMMYHOJIOI‘I/ILIGCKoe HCCJICA0BAHNEC BbIABIACT HU3KOEC COACPIKAHUC |gA B CbI-
12



BOPOTKE KPOBHU U CEKPETaX, OTMEUAETCA CHUKEHUE [IUPKYIUPYIOMIETO ypoBHs IgA
menee 0,05 /1. YpoBenb nmmyHOTII00yIMHOB M 11 G BCerna B mpezenax HOpMEI.

CyOnomynsuoHHbIA cOCTaB JUMQOLUTOB MPAKTUUECKH BCEr/a B Mpejesiax Hop-
Mbl. [IponudepaTBHas aKTUBHOCTh B-KJIETOK B OTBET Ha JUIIOMOJIUCAXAPH KaK

IMpaBHUJIO CHUKCHA.

NHCTPYMEHTAJIBHBIE UCCIIEJJOBAHUA

O0s3aTenpHble HHCTPYMEHTAIbHBIC UCCIICAOBAHMUS:

- Pertrenorpadus opraHoB rpyiHO# KIETKU;

- Pentrenorpadus npuaaToYHbIX Ma3yx HOCA;

- Gynkiusa BHemHero apixanus (PBJI);

- Onexrpokapauorpamma (OKI);

- YapTpa3BykoBoe uccienoBanue (Y3M) opranoB OpronrHoii moiaocTy.
JIOnOIHUTENBHBIE HHCTPYMEHTAIBHBIE UCCIEIOBAHUS:

- KomnbrorepHas Tomorpadusi opraHoB I'pyIHON KIIETKH;

- Komnbrorepnast tomorpadust npunarodnsix nazyx noca (I11TH);

- KomnibroTepHas ToMorpadus opraHoB OpIOITHOM MOJIOCTH;

- bponxockonus;

- buonicus mumdoy3nos;
Koncynpranuu crnenuanuctoB (1Mo MOKa3aHusIM):

- [IynsMoHoOIOTa TTpU HANMYWHY 3a00JI€BaHUN HUKHUX JIBIXaTEIbHBIX MyTEH;

- I'emartoJsiora npu HAIMYUKU HEUTPOTICHUH, JICHKOTIEHUH, TPOMOOITUTOTICHUH;

- OHKOJI0Ta MPpHU NMOI03peHUH Ha JiuMmbonpoudepaTuBHOE 3a00JIeBaHUE;

- 'acTposHTEposOora MpH YIOpHOU Juapee, CHHIPOME MallbaOCcopOInu;

- PeBmarosiora npu HalM4uKM ayTOMMMYHHOM MAaTOJIOTHH;

- OtopuHoslapuHTOJI0Ta TPH HATMuuu 3adoneBanuit JIOP opranos;

JIJisi IOCTaHOBKM JTMAarHO3a CEJICKTUBHOTO JehUIUTa UMMYHOTJIOOyIrHA A

HEOOXOJIMMO MCKIIIOYUThH JAPYTHe MPUYUHBI, KOTOPbIE MOTJIM MPUBECTH K CHMXKE-
HUIO YPOBHSI UMMYHOTJIOOYJIMHA B CBIBOPOTKE KPOBH: HEPPOIATHS, TTIPUEM HMMY-

HOACIIPECCAHTOB MW LHUTOCTATHKOB, BOSHCﬁCTBHC paauanyu, 3J0KAYCCTBCHHLIC
13



aHemuu, BY.

JIEYHEHUE

Crnernu¢uyeckoro jedeHus celekTuBHoro neduuura lg A mer. 3amecTu-
TeJbHAsI TepaIus MpenapaTaMd UMMYHOIVIOOYJIMHOB HE MOKa3aHa B CBSI3U C BBICO-
KUM PUCKOM Pa3BUTHUS aHA(PUIAKTHUUECKOTO II0KA, TAK KaK y 4acTH OOJIbHBIX BBI-
ABISAIOTCA aHTH-IJA anTuTena. Jlns jeyeHUs y MAIMEHTOB C PEIUAUBHPYIOIINM
MH(PEKIUOHHBIM CUHAPOMOM B OCTPBIM MEPHUO] UCIONb3YIOT aHTHOAKTEPUAIIbHBIE
npenaparsl, Kynupyomue nHpekiuo. C TpoTUBOPEIUANBHON IENbIO B MEPUOJ
peMHCcCHH TPUMEHSIOT UMMYHOKOppeKiuio. [IpumMensitorcs koppekTopsl B-3BeHa
UMMYHHUTETA, UMMYHOMOJYJISITOPbl Ha OCHOBE MPOAYKTOB MHUKPOOHOTO MpOMC-
X0xJeHus (OpOHXO-MyHaJ, pUOOMYHWJI, JIUKOIUA, HATPUSI HYKIJIEUHAT, OMOCTHM).
[Tpu oTCyTCTBUM KIMHUYECKUX MPOSBICHUM JAaHHAs MATOJIOTUS CHELMAIBLHOTO Jie-
yeHus: He TpeOyer. JleueHne ayTOMMMYHHBIX 3a00JIeBaHUN MPOBOJUTCS MO 00-
HICTIPUHATHIM CTaHAapTaM. JIeueHne amiepromnaroioruu, CBsI3aHHOU ¢ JeUITUTOM
IgA, mpoBOAUTCS aHATIOTUYHO JICYECHUIO AJUIEPTUYECKUX 3a00JIEBaHUI B IIEJIOM.

Baxueiiium acniektom Tepanuu aeduimra [gA sBisieTcst TeCHas CBS3b MEX-
Ny TAIMeHTOM (W/WIIM CEeMbEW TaIlMeHTa) U BpadyoM, C TeM, YTOOBI MPOOJIEMbI

MOJKHO OBIJIO pacino3HaTh U JICYHUTh, KaK TOJIbKO OHM BO3HUKHYT.

NMMYHOKOPPEKIINA

[TaniieHTHI ¢ pelUIUBUPYIOIIUM HH(GEKIIMOHHBIM CUHIPOMOM MPOXOIST Kyp-
Chl MMMYHOKOPPEKLHMH, Ha3HA4YaroTCs MUMMYHOMOZYJMPYIOIIHUE IMpEnaparbl M3
pa3HbIX (PapMaKOJIOTHUECKUX TPYII JJII YCHICHHS NPYTUX 3BEHHEB CHCTEMbI M-
MyHHUTETa. VIMMYHOKOpPPEKIMS BKJIIOYAET MPUEM HMMYHOKOPPUTHPYIOUIUX MIpe-
[apaToB 3J0POBBIMU MAMEHTAMHA C PUCKOM PA3BUTHUSA PELUUIUBUPYIOMINX PECITH-
paToOpHBIX MH(EKIUNA B MEPUOJ MAKCUMAIBHON OMACHOCTH, C IEJIbI0 CHIDKCHUS
pHucKa 3a00JIEBAEMOCTH, a TaKXKE MPUEM UMMYHOMOIYJSTOPOB B OCTpOil ¢aze 3a-
00JI€BaHNUsA C LIEJIBI0 COKPATUTh KOJIMYECTBO JHEH OOJIE3HU M KOMIIEHCUPOBATh BbI-

3BaHHYI0 MH(EKIIMENH UMMYHOCYITPECCHIO.
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B nepuon pemuccun 18 IMMYHOKOPPEKIIMM NPUMEHSIOTCS MpenapaThl U3
rpynmnbl OakTepHaTbHBIX UMMYHOKOPPEKTOPOB, Hambojee 4acTO HCIONb3YIOTCS
JIUKOIIHI,0pPOHXOMYHaJI, PUOOMYHHIL.

«/lukonuoy» - CUHTETUYECKUH HMMYHOMOMIYJATOp, 00JIaJaroluii UMMYHO-
KOPPETUPYIOIIUM, TPOTUBOUH(DEKITMOHHBIM U MPOTUBOBOCHAIUTEIBHBIM JEHCTBU-
eM. Ctumynupyer npoTUBOMH(GEKIIMOHHBIA UMMYHHUTET U, TIPEXK/E BCETo, OaKTe-
PULHAIHYIO W  NOPOTHBOBHPYCHYK)  aKTHMBHOCTH  KJIETOK  MOHOLMTapHO-
MakpodaraibHO CUCTEMBI. B pe3ynbTaTe aKTUBUPYETCS CUHTE3 IIUTOKWHOB, aH-
TUTEJ, TOBBIIIAETCS HUTOTOKCUYECKAsE aKTUBHOCTh Makpogaros, T-muMpouuToB u
eCcTeCTBeHHBIX KriuiepoB. Hasnawaercs Jlukormua” 10 mrmo 1 T 1 p B 1 -10 nHen,
WM TI0 MPOJIOHTHpOBaHHOM cxeMme: «JIukomun” 10 mr mo % tabnetke (2.5mr) 1
pa3 B JICHb Yepe3 JiBa JHS Ha TPETUH WK yepe3 JAeHb (cymmapHo 3 tabsetku o 10
MT Ha Kypc).

«bponxo-mynany» - 6akTepuaIbHbIl IMMYHOKOPPEKTOP, COACPKUT THUO(UIIN-
3MpPOBaHHBIN Ju3at Oaktepuit (Streptococcus pneumoniae, Hemophilius influenza,
Klepsiella pneumonia, Klepsiella ozaenae, Staphylococcus aureus, Streptococcus
pyogenus, Streptococcus viridans, Moraxella catarrhalis). ITpemapaT moBbimraer
TYMOPJIbHBIA M KJICTOYHBIA UMMYHHUTET, CTUMYJIUPYET Makpodaru, yBeJIndeHue
konuuectBa T—numdornutoB u antuten IgG, IgA u IgM. Hasnavatorcs B3pocibiM
karcyynsl o 7 Mr no 1 x 1 p B 1 yrpom 3a 30 munyT 110 3aBTpaka - 10 nHeit B Me-
Csill, TPEMS JECATHUIHEBHBIMUA KypCcaMH C JBaJALIATUAHEBHBIMA UHTEpBaIaMU MEX-
Ty HUMU.

«Pubomynuny - UIMMYyHOMOAYJSTOP OaKTEPUAIBHOTO MPOUCXOXKIEHHUS. Pu-
OOMYHMJI TIpEACTaBIsIET COO0M PUOOCOMAbHO-NIPOTEOTTIMKAHOBBIM KOMIUIEKC, B
COCTaB KOTOPOTO BXOJSAT HamOoJee paclpOCTpaHEHHbIE BO30YIUTENN HHGEKIHMA
JIOP-opranoB u AbIXaTE€IbHBIX IyTEH, U OTHOCUTCS K CTUMYJISITOpaM crienuduye-
CKOTO U Hecmeuuduueckoro MMMyHHUTeTa. BXopsmue B coctaB mpemnapaTta pudo-
COMBI COJIEpKAT aHTUTECHBI, UACHTUYHBIC TOBEPXHOCTHBIM aHTUT€HAM OaKTepUil, U
IpU MONaJaHUU B OPraHU3M BBI3BIBAIOT 00pa3oBaHUE CIEUU(PUUECKUX aHTUTET K

TUM BO30yauTeasIM (3P heKT BakiHbI). MeMOpaHHbIE MPOTEOTIMKAHBI CTUMYJIH-
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PYIOT BPOXKIACHHBIH HMMYHHUTET, YTO MPOSBISETCS B yCHJIECHUHU (ParomutTapHOu
AKTUBHOCTU MAaKpO(aroB U MOJUHYKJIEAPHBIX JIEUKOIIMTOB, MOBBILIEHUHU (DAKTOPOB
oO1ieil peakTUBHOCTH opraHu3Mma. [Ipemapar ctumynupyer ¢yHkuuio T- u B-
JUMQOILUTOB, MPOIYKIIUIO CHIBOPOTOUHBIX M CEKPETOPHBIX MMMYHOIJIOOYIHHOB
tuna Ig A, uatepneiikuna-1, a Takxke anbda- 1 raMma-uHTEPPEPOHOB. DTUM 00B-
scHsieTcs npodunakTuueckuit apdpext PuboMyHma B OTHOIIEHUH PECTIMPATOPHBIX
BUpycHbIX nHpekmii. [I[pumenenre PubomyHnnna B KOMIJIEKCHOM Tepanuu MO3BO-
JISIeT TOBBICUTH 3PPEKTUBHOCTh U COKPATUTH MPOJIOJKUTEILHOCTD JICUEHUS, 3Ha-
YUTENBHO YMEHBIIUTh HEOOXOAUMOCTh IPUMEHEHUSI AHTHOUOTUKOB, OPOHXOJIUTH-
KOB, YBEJIMYUTH MEPUOJ peMUCCUH. B3pocnbiM U AeTsM crapiie 6 Mec mpenapar
Ha3zHayaroT 1 pas/cyT yrpoM HaTowak. Pa3oBas no3a (BHE 3aBUCUMOCTH OT BO3pac-
Ta) cocraBysgeT 1 Tabd. mo 0.75 mr (c ogHON 10301), WU rpaHyJibl U3 1 MakeTHka,
IIPEIBAPUTEIIBHO PACTBOPEHHBIE KUIITYEHOW BOJOM KOMHATHOW TeMIiiepaTypbl. B
NEPBBIA MeCALl JICYEHU W/ WU ¢ NMpoduiakTuyeckon 1enpio PubomyHun npunu-
MaloT €XKEeIHEBHO NEpBbIC 4 THA KaKI0M HEJeNH B TeueHue 3 Henenb. B mocneny-
1o1ue 2-5 Mec - nepBbie 4 THSA KaXA0r0o Mecslia.

“IlonuokcudoHnuti’- CUHTETUYECKUM HMMYHOMOAYJSATOP, OOJaJaroIuil He
TOJILKO HMMYHOKOPPErHpYyIOIIUM, HO U MPOTUBOMH(PEKLIMOHHBIM, TPOTUBOBOC-
HNaJIUTEIbHBIM, AHTUOKCUIAAHTHBIM, JETOKCULUPYIOIIUM U MEeMOpaHONPOTEKTOP-
HbIM JeicTBUeM. [ naBHOE (hapMaKOJOrMYEeCKOe CBOMCTBO - CTHUMYJISILIUSA €CTe-
CTBEHHON PE3UCTEHTHOCTU MOCPEICTBOM aKTHUBALlMU MaKpo(aroB, €CTECTBEHHBIX
KWIJIEPOB, CTUMYJISIUMU aHTUTEI000pa3oBaHusi. B pesynpTare CTUMYyNIHpyeTCs
CUHTE3 LIMTOKUHOB, aHTUTEJ, MOBBIIIAETCS HUTOTOKCUYECKAs aKTUBHOCTh MAKpO-
¢daroB, T-muM(OIUTOB M €CTECTBEHHBIX KWIepoB. COrjacHO WMHCTPYKLHHU 10
MPUMEHEHUIO, IPUMEHSAETCS JIs1 JICUEHUS] THOMHO-BOCTAIMTENbHBIX, XPOHUYECKHUX
PEeLMINBUPYIOIIMX IPOLIECCOB, COMPOBOKIAAIOIIMXCS UMMYHOAESHULHUTHBIMUA CO-
CTOSIHUSAMU. [1OMMOKCUAOHNK MOYKHO HCIIOJIB30BaTh C LEIbI0 HMMYHOKOPPEKLUU
KaK B OCTPBIN MEPUOJ, TaK U B MEPUOJ peMHUCCUHN MH(EKIIMOHHBIX MPOSBICHUN Ce-
aextuBHoro aeduimra |g A. Haznauyaetcs monmmokcuaoHuit 6 mr mo 1 cBeue Ha

HOYb 3 JIHS MoApsAa, 3aTeM uepe3 eHb 10 Ne 10, uiau no npoJIOHTMpOBaHHOM CXe-
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Me: TOJIMOKCUIOHUM 6 MT | cBeya Ha HOYb uepe3 ABa AHs Ha Tpetuid Ne 10.

«Pygepony (mpenapatr pekoMOMHAHTHOTO MHTEpPepoHa arbda-2B) TOCTUTA-
€TCS 3a CUET BBIPAXKEHHOTO NPOTUBOBUPYCHOTO, UMMYHOMOAYJIHMPYIOLIETO BO3-
nerctus. IIpenapar oka3pIBa€T NPOTUBOBUPYCHOE NEHUCTBUE, UHAYLIUPYS B KIIET-
KaX COCTOSIHME PE3UCTEHTHOCTH K BUPYCHBIM UH(MEKIUSAM U MOJIYJIUPYSI OTBETHYIO
pEaKuMI0 MMMYHHOW CHCTEMBI, HAIPABICHHYI) HAa HEUTpAIM3alUI0 BUPYCOB H
YHUUTOKEeHUE MHOUIUPOBAaHHBIX UMU KieTok. [Ipemapar «Pydepon» 1 mmun. ME
Ha3HayaeTcs Mo 1cBeue pekTalbHO Ha HOYb B TeueHue 10 qHel.

«Hyxkneunam nampusay - BBIIEHSAIOT U3 XJIEOOMEKapCKUX Apoxokend. Hatpus
HYKJIEMHAT 00JIalaeT aKTUBHOCTHIO MOJUKIOHAIIBHOIO UMMYHOCTHUMYJISITOpA, pe-
rynupyst wmurpamuio T-nmuM@ouuToB W mOpouecchl koomepauun T- u  B-
JUM(OLUTOB, YCUIIMBAET (ParolUTapHYI0 aKTUBHOCTh Makpo(aroB M MpoayKIHUIO
(GakTOpOB BpOKAEHHOr0 UMMyHUTEeTa. O0IaAaeT MUPOKUM CIEKTPOM OHOJIOrHYe-
CKOM aKTUBHOCTH. Y CKOPSIET IIPOLIECCHl PEreHEPALMH TKAHEH, CTUMYJIUPYET Hesl-
TEJIBHOCTh KOCTHOTO MO3Tra U JIEUKONO033. [I[pUMEHSIOT y B3pOCIIBIX B KOMIUIEKCHOU
Tepanuu MHQPEKIUOHHBIX 3a00JIeBaHUM, MPOTEKAIOMUX Ha (OHE BTOPUYHBIX UM-
MYHOJIePUIMTHBIX COCTOSAHUN. [IpuMeHsieTcsl HyKJIeuHAT HaTpHsl BHYTpb, MOCTE
enpl. Cyrounas no3a - 1-2 r B 3-4 nmpuema. Kypc nedenus - 10 queit (B 3aBUCHUMO-
CTH OT TSDKECTH 3a00s1eBaHusl - 10 6 HEJENb).

«HMno3un npanobexcy - AIMMYHOCTUMYJIMPYIOLIEE CPEICTBO C HECEIEKTUBHBIM
MIPOTUBOBUPYCHBIM JeiicTBUeM. Yarie nmpuMeHsieTcsi B ocTpoil (pase BUPYCHBIX WH-
dbexuuii. Ilpencrarisier co0oil KOMIUIEKC, COJEpKalluii HWHO3MH U COJb 4-
aneTaMmu00eH30MHON KucaoTel ¢ N, N-nuMmernsniaMuHo-2-nponaHoIoM B MOJISIpP-
HOM cooTHoIIeHUH 1:3. Dh(HEKTUBHOCTH KOMILIEKCA OTPEIEISAETCS IPUCYTCTBUEM
WHO3MHA, BTOPO KOMIIOHEHT MOBBIIIAET €ro JOCTYMHOCTh AJis TuMdouutoB. Boc-
CTaHaBJIMBAaET (PYHKIUU JUM(OIUTOB B YCIOBUIX UMMYHOACTIPECCUH, TOBBIILIACT
OJacToreHe3 B MOMYJSLMKA MOHOLUTAPHBIX KIETOK, CTUMYJIHUPYET SKCIPECCHIO
MeMOpaHHBIX PELENTOPOB HA MOBEPXHOCTU T-XenmnepoB, MPEeAyNpPEKIAAET CHIKE-
HUE AKTUBHOCTH JUMQOLMTAPHBIX KJIETOK IO/ BIMSHHEM TIIIOKOKOPTUKOUIOB.

NHo3uH HpaHO6CKC OKa3bIBACT CTUMYJIMPYIOIICC BIMAHHC HAa AKTHBHOCTb IHUTO-
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TOKCUYECKNX T-TMM(OLMTOB M €CTECTBEHHBIX KWIIEpOB, PpyHkunu T- MUTOTOK-
cuueckux TuMponuToB u T-xenmnepos, moBsimaeT npoaykuuio [1gG, nuarepdepona
ramMma, uatepiaeiikudaoB (MJI) NJI-1 u NJI-2, cankaetr oOpa3oBaHre MPOBOCTIATH-
TEJNbHBIX IUTOKUHOB, Takux kak MJI-4, moTeHIMupyeT XeMoTakcuc HeUTpo(puos,
MOHOIIMTOB ¥ MakpodaroB. MexaHu3m NpoTUBOBUPYCHOTO JEHCTBUSI CBS3aH C WH-
rubupoBanueM BupycHoil PHK u ¢epmenta nurmaponrtepoaTcuHTeTasbl, ydacT-
BYIOILIETO B PEIUIMKALMM HEKOTOPBIX BUPYCOB. Y CHJIMBAET NOAABICHHBIA BUpPYyCa-
mu cuHte3 MPHK nmumdonuToB, 4To conmpoBOXKIaeTcsl MoJaBieHueM OUOCHUHTE3a
BupycHoil PHK u TpaHcnsiuum BUpyCHBIX O€JIKOB, OBBIIIAET MPOAYKIUIO JIUM)O-
HUTaMU UHTEP(PEPOHOB, 00JIaJAIOMIUX TPOTHBOBUPYCHBIMU CBOMCTBAMHU. Y MEHb-
HIaeT KIMHUYECKUE TPOSIBICHUS BUPYCHBIX 3a00JIEBaHUMN, YCKOPSAET pEKOHBajeC-
LIEHIIMIO, TOBBIIIAET PE3UCTEHTHOCTh OpraHu3Ma. lIpu nmpuMeHeHum B KadecTBe
BCIIOMOTaTEJIbHOTO JIEKAPCTBEHHOI'O CPEACTBA MpPH HMH(PEKIUOHHOM MOPaKEHUHU
CIIM3UCTHIX 000JIOUEK U KOKH, BbI3BaHHOM BUpycoM Herpes simplex, npoucxoaut
0osee OBICTPOE 3aKUBJIEHUE MMOPAXKEHHON MOBEPXHOCTH, YEM IPHU JICUCHUH TPaJIH-
IUOHHBIM CIIOCOOOM. Pexke BO3HMKAIOT HOBBIE My3BIPBKH, OTEK, IPO3UN U pELUIH-
BbI Oone3Hu. [Ipu cBoeBpeMeHHOM npuMeHeHun MHo3uHa npaHoOekca yMeHbla-
€TCsl 4aCTOTa BO3HUKHOBEHHSI BUPYCHBIX MH(EKIMHA, CHUXKACTCS AJTUTEIBHOCTD U
TSOKECTh TeueHus 3a0osieBaHus. [IpenmapaT nmpUHUMAIOT BHYTpPb, NPUOIU3UTEIBHO
yepe3 OJIMHAKOBBIE MPOMEXKYTKH BpeMeHH. [Ipu ocTpoil HE0OXOaUMOCTH JieKap-
CTBO MOXXHO PacToJIO4b M M3MEJIbYUTH B HEOOJBIIOM KOJIWYECTBE BOAbI. s ne-
YEeHUS TPUIIA, PECIUPATOPHBIX BUPYCHBIX MH(PEKIIMIA U repreca B3pOCIIbIM JIIOASIM
HAa3HAYaroT IO 2 KarcCyJibl TPHXKIBI B CYyTKH Y€pe3 OJUHAKOBBIE IIPOMEKYTKH BpE-
MeHH. JleTsiM JO3UpPOBKY PacCUMTHIBAIOT B 3aBUCUMOCTH OT Macchl Tena (50 mr/kr
Beca). Kypc Ttepanuu npu rpunne, OPBU u repniece 06p1uHO He npeBsbimiaet 10-14
nauei. ITo ucrteyeHnn 3Toro cpoka oOBIYHO JIeTaoT mepephiB Ha 10 gHEH, a mocie
pu HeOOXOIMMOCTH MOBTOPSIIOT TEPAITHIO.

MecTHBIC HUMMVYHOKOPPEKTOPHEI.

«/lepunamy (1€30KCUPUOOHYKIIEAT HATPHSI) CTUMYJIUPYET MECTHBIE PEAKIIHH

HMMYHHUTETA CIIM3UCTBIX 000JI04€K HOCOTJIOTKH. I[CpI/IHaT AKTUBUPYET IPOLCCChI
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KJICTOYHOI'O M T'yMOpPAJIbHOTO MMMYHHTCTA, IMOBBIIIACT AHTUTOKCHYCCKYIO PC3U-
CTCHTHOCTb OpraHu3Ma, NpCAyHpCIKAACT U YMCHbBINACT MHTCHCHBHOCTb aJlJICPI'U-
YeCKHMX peakuui. JlepuHaT Ha3HayaeTcsl B CE30H MPOCTYAHBIX HHOEKIIUHA 1JIsI TIPO-
¢unaktiku OPBU o 2 xaru B 06€ 1moIoBUHBI HOca 2-4 pa3a B I€Hb — 2 HEJIeTH.
«UPC 19» - KOMIUIEKCHBIN MpernapaT OakTepuaabHbIX Jn3aToB. HazanbHbli
cupeii. ComepXUT cMeCh JTU3aTOB OakTepuii: Streptococcus pneumoniae, type | +
Streptococcus pneumoniae, type |Il, Streptococcus pneumoniae, type |Ill,
Streptococcus pneumoniae, type V, Streptococcus pneumoniae, type VIII,
Streptococcus pneumoniae, type XII + Haemophilus influenzae, type B +
Klebsiella pneumoniae ss pneumoniae + Staphylococcus aureus SS aureus +
Acinetobacter calcoaceticus + Moraxella catarrhalis + Neisseria subflava +
Neisseria perflava + Streptococcus pyogenes group A + Streptococcus dysgalactiae
group C + Enterococcus faecium + Enterococcus faecalis + Streptococcus group G.
[Tpu pacnsienuun UPC 19 oOpazyeTcsi METKOUCTIEPCHBIN a3p030Jib, KOTOPBIHA TO-
KPBIBACT CIU3UCTYIO0 000JOUKY HOCA, UTO MPUBOAUT K OBICTPOMY Pa3BUTHIO MECT-
HOTO UMMYHHOTO OTBEeTa. AKTUBAIUS CTIEIIM(PUIECKOMN 3aIUThI 00YCIOBICHA yCH-
JIeHHeM 00pa30BaHUsI CEKPETOPHOM (pakiMi MMMYHOTJIOOYIMHOB Kjacca A, Ko-
TOpBIC IPEMATCTBYIOT (PUKCAIMM W PA3MHOKCHHIO BO30yAUTENeH MH(PEKIUU Ha
cim3uctoit obonouke JIOP-opranoB. AKTUBaIusi BpOXKJACHHOTO UMMYHHUTETA MPO-
SBJIIETCSI B MOBBIIMICHUH (DArorUTapHONM aKTUBHOCTU Makpo(aroB U yBEIHMYECHHUU
conepkanus yu3onuma. Haznagaercs ans mpouiiakTUKU XPOHUYECKHX 3a00Iie-
BaHUU BCPXHHUX JbIXAaTCIbHBIX HYTeﬁ )41 6pOHXOB; AJIsL JICYCHUA OCTPBIX U XPpOHUYC-
CKUX 3a00JIEBaHMI BEPXHHUX AbIXATENbHBIX MyTEed U OPOHXOB, TAKUX KAK PUHUT,
CUHYCHT, JJAPUHTUT, (aPUHTUT, TOH3UJUIUT, TPAXEUT, OPOHXHUT U Jp.; JJI BOCCTA-
HOBJICHUSI MCCTHOI'O MMMYHHTCTA IMOCJIC MCPCHCCCHHBIX I'PHUIIIIa U JPYTUX BUPYC-
HbIX UHGeknui. [Ipenapar npuMeHsI0T HHTPaHA3aJIHLHO MyTEM ad3PO30JLHOTO BBE-
JIEHUS: B LEAX MPOPUIAKTUKH B3POCIBIM M JETSAM C 3-X MecsieB mo 1-i mose
npemnaparta B KaXJIblii HOCOBOM X0J1 2 pa3a B J€Hb B TEUEHUE JIBYX HeJeb (Ha4yu-
HaTh KypC JICUCHUS PEKOMEHAYETCS 3a 2-3 HeJeNu 10 OKUAAEMOTo MoabemMa 3a00-

HCBaeMOCTI/I). I[J'I}I JICYCHUSA OCTPLIX U XPOHHUYCCKHX 3a00JIeBaHUI BCPXHHUX JbIXa-
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TENbHBIX MyTEeH U OPOHXOB: JETAM C 3-X MECSIEB 0 3-X JIET [0 OJHOM J03€ Mpe-
rapara B KaXKJblii HOCOBOM XOJI 2 pa3a B JI€Hb, MOCJIE NPEABAPUTEIBHOIO OCBO-
O0X/I€HUS OT CIIM3UCTOIO OTAEISEMOr0, 10 UCUE3HOBEHUSI CUMIITOMOB UH(EKLINY;
JETAM cTapuie 3-X JET U B3POCIBIM 10 OJHOM 103€ Ipenapara B KaKJIbli HOCOBOU
X0 OT 2-X 10 5-TH pa3 B J€Hb JO UCUE3HOBEHUSI CUMIITOMOB HH(peKuu. [l Boc-
CTaHOBJICHHSI MECTHOTO MMMYHHUTETa JETSM WM B3POCIBIM IIOCIE NEPEHECEHHOTO
TpUINA U APYTUX PECIUPATOPHBIX BUPYCHBIX MH(PEKIM: 1o 1-i 103e mpenapara

B KaXbIi1 HOCOBOM X0/ 2 pa3a B JICHb B TCUCHHE JIBYX HEJICIIb.

IMPOT'HO3

[Tpu mpaBWIBHOM MNPOBEAECHUU COIMPOBOAUTENBHON Tepanuu 3a00JieBaHUE
MMEET XOpOoLIUi mNporHo3. IIpoBeneHne MMMYyHOKOPPETUPYIOIMIEH TEpanuu CIo-
COOCTBYET CHM)KEHUIO YacTOThl PECIMPATOPHBIX MH(EKIUM, YATUHEHUIO IEpHoJia
pEMHUCCHH Y MAIMEHTOB ¢ XpoHU4eckor narosoruei JIOP opranoB m Gponxosne-
TOYHOW CHCTEMBI, YMEHBIIICHUIO BHIPAKEHHOCTH KIIMHUYECKUX MPOSIBICHUM, TSKe-
CTH PELUANBOB, YMEHBIIECHUIO YacCTOThl MPUMEHEHUs aHTUOAKTepUaIbHOU Tepa-
nuu. B penkux ciydasx cenekTuBHbIN qeduuut IgA Moxer ObITh MPEABECTHUKOM
Havyana (GopMmupoBaHus  oOmIeld BapuabenbHOW MMMYHHOW HEIOCTATOYHOCTH
(OBUH), 4T0 COOTBETCTBEHHO YXY/IIIAET MPOTHO3.

['eHeTnyeckass KOHCYJIbTALMs MOXKET UMETh 3HAUCHUE ISl OyIyIIUX POJAUTE-

JIeH ¢ CeMEITHOM UCTOPHEH CENIEKTUBHOTO JAePUIIMTa HMMYHOTJIO0YTHHA A.

20



3AK/IFOUEHUME
CBoeBpeMeHHasl JUArHOCTMKA UMMYHOJC(PHUIIUTHBIX COCTOSIHUN Yy TMallueH-
TOB, AMHaMU4YecKoe HabmoaeHue nauenToB ¢ [T1/], iMMyHOKOppPEKIIHS U UMMY-
HOpeaOMIMTAITUS TTO3BOJISIIOT YIIYUIITUTh KQ4€CTBO KU3HHU ITHX MMAIIUCHTOB.
KomruekcHas Tepanusi STHOTPOMHBIMU MpenapaTtaMd U UMMYHOMOAYJIUPY-
IONAMH CPEJICTBAMH O0ECIIEYMBAET JIOCTATOYHO BBICOKYIO KIMHUYECKYIO d(dek-
TUBHOCTb, NPEAYNPEKAAET PA3BUTHE OCJIOKHEHUMN, MEPEXO]I OCTPHIX MPOILIECCOB B
XPOHUYECKOE TEYEHUE, 3HAYUTEIIBHO COKpAIlaeT YaCTOTY PEUUINBOB Y UMMYHO-
KOMITPOMETHUPOBAHHBIX MAIIUEHTOB.
YuuteiBas, 4TO B psle CIIy4acB CEICKTUBHBIN Aedunut IgA Moxer sB-
nsatbest npenpectHukoM OBUH, naHHble manueHThl HYXKJAIOTCA B 00s13aT€IbHOM
JTUHAMHYECKOM HAOJIIOJCHUN Y Bpada-MMMYHOJIOTA ISl UCKIIOUEHMS Pa3BUTHUS H

paHHEW TMarHOCTUKHU O0IIel BapruadeIbHON MMMYHHON HEIOCTATOYHOCTH.

21



10.

BUBJINOT'PA®NYECKHN CITUCOK
Annepronorus u uMMmyHosorus: HanimonansHoe pykoBojictBo / P. M. XauTtos
[u np.]; mox pen. P. M. Xautosa, H. . Unbunoit — M.: 'DOTAP-Meaua:
2009. — 656 c. — C. 436 — 457
benerues, M.B. IlepBuuHbie UMMYyHOAE(HUIIUTHL: Y4€OHO-METOAUIECKOE TIO-
cooue / M.B. benesues, C.O. [llapanosa, T.A. Yrinosa — Munck: ButmocTep,
2014. -56 c. - C. 17.
Hpanvk, I'.H. Knunnueckas ummyHosnorus u amieproiorus / I'.H. Ipanuk —
Mocksa: MUA, 2003. — 435c.
Kapaynos, A.B. Knunnueckass IMMyHOJIOTUSL U ajjieprojiorusi: YueOHoe Mo-
cooue / A.B. Kapaynos [u ap.]; mox pea. A.B. Kapaynoa — Mocksa: MUA,
2002. — 651c.
Kapaynos, A.B. IlepBuunbie UMMYHOAEhUIIUTHI, AUATHOCTUKA, KIMHUKA U
neuyenue. / A.B. Kapaynos, 1U.B. Cunopenko; noa pen. A.B. Kapaynona //
Venexu KIMHAYECKOM MMMYHOJOTHHM M aiepronoruud. — MockBa: MUA,
2000.-T.1.-C. 11-21.
Hosukoa, . A. Knuaudeckas ”MMYHOJIOTHS U ajuIeprojiorus: Y4eOHoe To-
cooue / 1.A. HoBuxoBa — Munck: Teceit, 2011. —392¢. - C. 167-168.
Hosukos, /[.K. Knuanueckas ummyHosorus: Yueonoe nocooue / JI.K. HoBu-
koB, I1./[. HoBukoB. — Bure6ck: BITMYVY, 2006. — 392¢. — C. 267.
Barnett, E.V. Agammaglobulinemia with poliarthritis and subcutaneous nod-
ules/ E.V. Barnett, A.Winkelstein, H.J. Weinberger //Am J Med. — 1970. —
Vol.48. — P. 40-47.
Buckley, P.H. Primary defects of antibody production: Nelson Textbook of
Pediatrics / P.H. Buckley, R.M. Kliegman, B.F. Stanton, JW. Geme, N.F.
Schor. — Philadelphia, PA: Elsevier, 2016. — chap 124.
Cunningham-Rundles, C. Primary immunodeficiency diseases / C. Cunning-
ham-Rundles, L. Goldman, A.l. Schafer // Goldman's Cecil Medicine. 25 th

ed. — Philadelphia, PA: Elsevier Saunders, 2016. — chap 250.
22



23



