ayToBocnanuTenbHbix 3abonesannin n 78% cpean FMF
(B rpynne uccrnenyembix).

Mo cpaBHeHMWIO C NUTepaTypPHbIMK JaHHbIMK febioT
FMF 6onee paHHuit (oo 2 net), 6onbluas YacToTa IMXo-
pafik1 C cycTaBHbIM cuHapomoM (100%), MeHee yacTo —
passuTMe neputoHnTos (50%).

Bonblwasa yacTtoTa BCTpEYaeMOCTM NaUUEHTOB,
UMeIoLLMX KNHUYeckue nposisnerns FMF ¢ reteposu-
FOTHLIMU MyTaLmuaMK B reHe MEFV (88%) B cpaBHeHMM ¢
NUTepaTypPHbIMU JaHHbIMU.

Bonbluee uncno nauneHToB ¢ HEI(PEKTUBHOCTHIO
/WK HenepeHOCUMOCTbIO TePanuK KONXULMHOM, NOoMy-
YaIOLLIMX FEHHO-MHKEeHEPHble Bruosiornyeckue npenapartsl
(TvBn) (50%).

BoiBogbl: 1. Y KpbIMCKO-TaTapCKoOro HaceneHus
uMeioTca ocobeHHoCcTH TedeHna FMF, He onucaHHble

paHee B nuTepaType, CpeaAu APYrux 3THUYECKUX
rpynn:

— npeobnagaioT reTepo3nroTHbIE HOCUTENWU MyTaLuWu,
B KIIMHWMYECKON KapTUHE AOMUHMPYIOT NMXOpapKa U
apTpwT;

— OTMeueHa BbICOKas 40/ MaLMEHTOB, NMOJTyYaloLLMX
Tepanwuio MBI n3-3a HeadhHEKTUBHOCTU KONXMLMHOTE-
panuu.

2. FMF pacnpocTpaHeHa B NONynauuMn KpbiM-
ckux TaTtap. BoiseneHo 13% un3 140 yenosek 300pOBbIX
B3pOoCrblX O0B6POBOMbLEB — BECCUMMTOMHbIE HOCUTENU
MyTauuu reHa MEFV.

3. TpebyloTca panbHeWlne uccnenoBaHusa Lons
n3yuyeHns ocobeHHoCTeN ayToBOCNaNUTENbHbIX 3ab0-
nesaHun n FMF, B yacTHOCTHW, B NONYNALMKU KPbIMCKMX
TaTap.

OnbIT paboTbl UMMYHOIOrMYECKOM CIYXKObI
MHoronpodyunbHOro cTaunMoHapa

IN.P. KanbMmeTbesa, O.0. MponbirvHa, 3.P. XamatanHoBa, I.A. laBnetbaesa

'6Y3 «PecrnybnnkaHckas AeTcKasi KiMHudeckas bosbHuua», Yha

TaHOBMEHNE MMMYHOJSIOTMYECKOW Cnybbl B
Pecnybnuke bawwkoptoctaH (PB) HepaspbiBHO
CBA3aHO C UMeHeM npodpeccopa P.M. Xanpyn-
nvHOM, KoTopas B 1996 r. Ha Base PecnybnukaHckom
[ETCKOM KNMHNUUYecKoi BonbHuubl (POKE) r. Ydobi opra-
HM30Bana UMMyHonoruyeckyio nabopatopuio ¢ oTae-
NeHUEM KIMHWYECKOW UMMYyHOoNormm. MHoroneTHaAs
NpaKTWKa nokasana, YTo OYHKLMOHNPOBAHUE KITUHM-
Ko-nabopaTopHOro nonpasfenexHus, roe B efMHOM
TaHoeMe paboTaloT Bpay, MabopaHT n KIMHUYECKUH
MMMYHOJSOF, MO3BOMSIeT MaKCWMasNbHO PacKpbITbh
BO3MOMHOCTU MMMYHOJOMMYECKUX TECTOB U OCYLLECT-
BNSATb aKTUBHbIN U MNOAOTBOPHbIN NOUCK NMaLMEHTOB C
nepBuYHbIMM MMyHonedmumntamm (MAL).
B nabopatopuu npoBogsaTcs TecTbl NMepBOro
W BTOPOro YpOBHS (COCTaB M pasMep UMPKYIUpy-
IOLLIMX MMMYHHBIX KOMMJIEKCOB, UMMYHOGDEHOTUNNPO-
BaHue numdpountos, AHK-uutoMeTpua, TNMpoBaHue
NEeWKo30B, NIeKapCTBEHHbIA MOHUTOPUHI, ONpeaeneHne
ayTOMMMYHHbIX MapKepoB, OLEeHKa MH(EKLMOHHOIO,
rOpMOHasbHOro crartyca). KnuHuueckne MMMyHoMorv
BeLyT aMOyNaToOpHbIV U AUCMAHCEPHbIN NpUeM BOJbHbIX,
KOHCYNbTUPYIOT B 23 oTaenexusx ctauunoHapa POKB u
OPYruX KIIMHUKax ropoaa, yyacTByioT B 0bLumx obxopax
n KOHCUnMyMax, Ha base annepronornyeckoro otae-
NeHusi NpoBoAAT feveHune nauverTos ¢ M.
NHTepnpeTauus pesynbTaToB MMMYHOOMMYECKOrO
obcnepoBaHua oCyLECTBNSETCA C y4yeTOM »anob,
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aHaMHe3a, coMaTuyeckoro cTtatyca pebeHka, uTo
MO3BONSIET OLEHUTb afleKBaTHOCTb UMMYHHOI0 OTBETA,
KIIMHUKO-MMMYHOJIOrMYECKUIA Napannenusm, sepudu-
LUMpoOBaTb AMArHO3 W ONPefeNnnTb TaKTUKY feveHus.
LLInpoko MCMoMb3yloTCA B NMPaKTUKE OYHbIE U 3a04HbIe
KOHCYNbTauuu ¢ pefepanbHbIMU LEHTPaMK.

K mapTty 2020 r. PernoHanbHbin peructp MANA
BkNoyan 214 6onbHbIxX, 13 HUX 43 nauneHTa Habniopa-
loTCS BO B3pocsion cetun, ymepno 16 6onbHbIx. B Ho30-
NIOFUYECKOW CTPYKTYPE 3HAUMTENbHYIO [0S0 3aHMMaloT
nedeKTbl F'yMOpanbHOro 3BEHa B CBA3M C BbICOKOM
BbISIBJIIEMOCTbIO MPEXAe BCEr0 CENEKTUBHOIO aedu-
umTa IgA, uTo 0byCNOBMEHO LLUMPOKMUM OXBATOM CKpU-
HUHIOBbIM MMMYHOMNOrMYeckuM obcrnenoBaHneM Ha
Base Hallen KNVHWKW.

3a 2019 r. BoisBneHo 74 HoBbix cnyvasa MUMO:
12 nauueHToB ¢ pasnuyHbiMi chopmamu ML (Tskenas
KOMBMHMpPOBaHHast MMMYHHAsi HEJOCTATOYHOCTb,
obwan BapuabenbHas UMMyHHas HEQOCTATOYHOCTb,
cvHppoMbl Buckotta—-Onppuya, Ounxopoxu, LLBax-
MaHa—[laiMoHpa, TSXenbll KOMBMHUPOBAHHBIA UMMY-
HooeUUMUT HeyTouHeHHbIN), 3 pebeHka ¢ PFAFA u
59 — ¢ cenekTuBHbIM AecomunToM IgA (sIgA).

Ha nucnaHcepHoM yuyeTe cocTosT 57 peTten ¢
pasnuuHbiMu dopmamu MUL (6es yueta sigA). B
MOXW3HEHHOW 3aMeCTUTENbHON Tepanuu Hy)aaKTcs
22 pebeHka. B paMKax oKa3aHWs BbICOKOTEXHOMOMMY-
HOM MeLMLMHCKOMN MoMoLum Ha base annepronoruye-



CKOrO OTAENEeHUs MPOBOAUTCS Tepanus BHYTPUBEHHbBIMM
MMMYHOrT00yIMHAMUN B «peXUMe HacbILLeHuUa» ona
nauuMeHToB ¢ pedpekTamMu aHTuTenoobpasoBaHus,
ambynatopHo-aHTMbakTepuanbHaa, npoTueorpmnb-
KOBasl, MPOTUBOBUPYCHAS, a TakKe TapreTHas Tepanus
CUPOSIMMYCOM, PYKCOMUTUHMOOM, pUTyKCuUMabowm,
abaTtauentoM. TpaHcnnaHTauus reMomno3aTUYEeCKMX
CTBOJIOBbIX KINETOK B chefepanbHbiX LeHTPax NpoBefeHa
13 6onbHeM ¢ MU, 7 naumMeHTOB yMepso.
OTnnumTenbHbiMn ocobeHHoCTAMU PernoHans-
Horo peructpa Pb aBnsioTca: oTcyTcTBMe BOMbHbIX
C cuHppoMoM HunmwureH; cemenHble cnyyaum M1
(arammarnobynuuemus, cuHaopom Jlyn—Bap, XpoHu-
yeckas rpaHynemaTosHasi bonesHb, HaCNeACTBEHHbIN
aHrnooTek); crnyyain araMmarnobynuHeMmuu, sepudon-

LIMPOBaHHbIV Y IEBOYKU, U Hannume 2 getew c IgG4-ac-
COLMMPOBAHHbBIM CUHLPOMOM.

JanbHenwee coBepLIEHCTBOBaHWE WMMYHO-
NIOrMYEeCKON MOMOLLM AEeTCKOMY HaceneHuio PB Mol
BMOWM B MOBbILIEHUN MHCDOPMUPOBAHHOCTM Bpayen
o MWL, BHeApeHMM HOBBIX METOAOB MPUKUIHEHHON
W nocTMopTanbHoW AnarHocTuku MWL, paclumpeHun
CMNeKTpa reHeTUYeCKUX UCCMefoBaHUA B YCMOBUAX
Mepunko-reHetTnyeckoro ueHtpa r. Ydol. lNepcnek-
TWBbl PasBUTUS MUMMyHONoruvyeckon cnyxbol B Pb
HEeMnOCPeACTBEHHO CBfi3aHbl CO CTPOUTENbCTBOM U
OTKpbITMEM B Bnukanwue rogbl PernoHamnbHOro
OHKOremMaTonoruyeckoro ueHtpa Ha basze POKB
r. Ydobl, roe 3anfaHUMpoBaHO OTAESIEHUE KIIMHWYECKOM
WUMMYHOJOr UK.

MUMMyHOreHHOCTb KBafpUBaneHTHOM
MMMYHOQAbIOBAHTHOW BaKLUMHbI MPOTUB rpunna

y 3a0poBbIX nuu, U 6onbHbIX ¢ 06wen BapuabenbHon
UMMYHHOW HElOCTAaTOYHOCTbIO

A.M. KoctnHoBa

®IBY «[ocynapcTBeHHbIN HayYHbIN LEHTP «MHCTUTYT uMMyHonorum» ®MBA, Mockea

punn — oCcTpoe pecnupaTopHoe 3abonesaHue,

Bbl3blBaeMoe PHK-copepskalwmnM BUPYCOM,

KOTOPbIM eskerofHo nHdmumpyetcsa oo 15% Hace-
nexust Bo BceM Mupe. o aaHHbIM BceMupHoi opraHun-
3aumm 3apaBooxpaHerns (BO3), exeroaHo ot 290 000 o
650 000 yenoBek ymMupaloT OT FpuMna u ero OCrnoMx-
HEHWUI, BO3HMKAIOLLIMX MPEUMYLLLECTBEHHO Y L, Npea-
CTaBnsAloLWmMX coboi rpynmnbl pucka.

B cBA3K C TeM, YTo HecoBnageHue LUUPKYupy-
folLlero B Nonynsuuy WTaMMa Bupyca rpunna tuna B
C BaKUMHHOW NuHuel Habniopaetcsa B 50% cnyuvaes,
CHMXKasA TeM CaMblM 3P(PEeKTUBHOCTb BaKUMHaALNK, B
2012 r. BO3 6b1n10 peKOMeHL0BaHO ANS YiyuylleHus
3aLUMTbI OT FPUMMNa CO3AaHNE HOBbIX YETbIPEXBANEHTHBIX
BaKLWMH, KOTOpble BKIOYaloT 0be NMHUKM BUpYca rpunna
Tvna B (Amarata v Buktopus).

[nnTenbHoe BpeMs cunTanoch, YTo Ans naumMeHToB
C nepBuyHbIMU UMMyHoaeduumTamu (MULO), B Tom
yucne u c obuiei BapmabenbHOW UMMYHHOW HepoCTa-
TouHocTbio (0BMH), BakumHauma HebesonacHa, cylie-
CTBYeT PWUCK PasBUTUA BaKLMHOACCOLMUPOBAHHbIX
ocnoskHeHuin. OgHaKo B HacTosLLee BpeMsa C paspa-
BOTKOM LUMPOKOr0 CMEKTPa MHAKTUBMPOBAHHbLIX BaKLMH,
KOTOpble He MOryT MPeACcTaBAATb Yrpo3bl 340POBbIO,
BCTaeT Bonpoc 06 nx 3chdpeKTUBHOCTM M cnocoBbHoCTH
CMHTe3npoBaTh crneunduueckre aHTuTena 6onbHbIMK,

a, CrnepoBaTenbHo, M (DOpMUPOBaTh 3aLLUMTHBIA UMMY-
HWUTET NPOTMB BBOAMMOIO aHTUreHa. MonoxuTenbHbIN
30 dEKT OT BaKLMHALMM BO3MONKEH 3a CUET aKTVBaLMM
KMeTOYHOr0 3BEHA UMMYHUTETA, a TakKe OCTaTOYHOM
cnocobHocTn K dopMmupoBaHuio cneundmyeckux
NMPOTWBOBUPYCHbIX aHTUTEN. YunTbiBasA, YTO y nauu-
enToB C lM[ BO3HMKaeT HeEOBXOAMMOCTb MOBbILLEHNSA
3P hEeKTUBHOCTU BaKLMH, KOTOPbIe HOSKHbI aKTUBU-
poBaTb BCE 3BEHbS UMMYHHOW CUCTEMBI, afblOBaHTHbIE
BaKLUMHbI, UCXOAS U3 UMEIOLLMXCA HEMHOMOUMCIIEHHbIX
AaHHbIX NUTepaTypbl, NPeAnoYTUTESbHbI.

B cBs3n ¢ 3TMM Ha base oTaeneHua uMMyHona-
TONOrun B3pOCHbIX KIMHUKK «[HU «AHCTUTYT MMMy~
Honorun> n HUW BakuumH u cbiBOpoTok uM. UN.U.
MeuyHnkoBa BbINO HayaTo MccnepoBaHWe BAUSHUA
YyeTblpexBaneHTHOW WHaKTUBUPOBaHHON cybbenm-
HWYHOM afbIOBAHTHOW BaKUWMHbI NPOTMB rpunna Ha
3hheKTOpbl BPOKAEHHOrO M afanTUBHOIO UMMYHU-
TeTa y nMauMeHToB C Haubomee YacTo BCTpeyaloLwmnMcs
LBed)eKTOM — nopaskeHMeM ryMopasibHOro 3BeHa UMMY-
HuteTa — OBVH. Wccnenyemoin BakumHow bbin Mpunnon
KBagpuBaneHT, B KOTOPYIO ANA YCUNEHUA UMMYHO-
FEHHOCTW, a TakXe B LeNnax YMeHbLUeHUA Konuye-
CTBa BBOAMMOrO aHTUreHa B KayecTBe afbloBaHTa
6bin nobaBneH asokcumepa Bpomua, U3BECTHBIA Kak
MOIMOKCHMIOOHUIA.
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