CK — 7 ner (3 Mecsaua; 17 neT), B3poCHbIX NaLWUeHTOB —
26 (18; 74) ner.

OcHosHble rpynnsl MU npenctasneHbl 27 HO30-
noruyeckumu copmamu. Hanbonee yacTtbiMu ABnA-
0TCs AedekTbl rymMopanbHoro 3seHa (44,3%), Ha
BTOPOM MecCTe MO PacrnpOCTPaHEHHOCTU HaXOAATCH
KOMBMHMPOBaHHbIE MMMYHHbIE HapyLUEHWUA C CUHAPO-
ManbHbIMU nposiBNeHnamMu — 15,9%, Ha TpeTbem —
Hapywenus daroumntosa (10,2%), Ha yeTBEepTOM —
ayToBocnanuTenbHble 3abonesanns 1 AedeKTbl CUCTEMDI
KOMMMIEMEHTA, NPefCTaBMNEHHbIE B PaBHbIx gonsx — 8%,
Ha NATOM — KOMBUHMPOBaHHbIE UMMYHoLeddULNTbI (6,8%)
W HapyLleHWs UMMyHHO perynsauuu (4,5%). Ha ponio
HeyTouHeHHbIX [N npuxoputces 2,3%.

Y nauueHToB BCex rpynn WMMena MecTo cyllie-
CTBEHHas 3afepsKKa NMOCTaHOBKM AMarHosa, Kotopas
konebanack ot 2 no 10 Mec y nmauMeHToB C KOMBUHU-
pOBaHHbIMM MMMyHOZedMUMTaMmK, oT 5 Mec [0 3 neT
y 60ofbHbIX C AedIeKTaMM UMMYHHOW perynsuuu, ot
2 Mec jo 3 neT npv ayToBocnanuTesbHbIx 3abonesa-
Husx, 0o 10 net npu pedbekTax cparoumtosa n ao 50 net
Yy B3pOCIbIX 60MbHbIX C HAPYLLEHUSIMX B CUCTEME KOMITe-

MeHTa. MegnaHa 3afepsku NOCTaHOBKM AuarHosa (1A
B CK cocTasuna 2,9 (0; 51) roga. Y neTeit 3abonesaHus
AMarHocTMpoBanuck BeicTpee (MeamaHa — 2,6 rofa), uemy
B3pocrbix (MeovarHa — 3,5 ropa) (p < 0,001).
"eHeTMueckoe uccrnenoBaHue nposeneHo y 45,5%
NauUUEeHTOB, MOJIEKYSIPHO-TEHETUYECKNUI anarHo3 ycTa-
HoBneH B 38,6% cnyvaes, uto coctaBuno 85% ot umcna
MpPOTEeCTUPOBaHHbIX. PagnKkanbHas MMMYHOPEKOHCTPYK-
TMBHaA Tepanus B BUAE TPaHCMIaHTaLUUWM reMonoaTh-
ueckux Knetok ocyuiecteneHa y 10 (11,4%) netei. B
3aMeCcTUTENbHOM Tepanuu npernapaTamMu BHYTPUBEHHbBIX
MMMYHOTNOBYIMHOB M3 79 SKMBbIX NALMEHTOB HYXKAATCS
23 (29,1%) uenoseka. PerynsapHo nonyudaior fieueHue 16
(20,2%) 6onbHbIX. Y 5 B3pOCIbIX NMaUMEHTOB 3aMeCTu-
TeflbHasA Tepanus NPOBOAMTCS HeperynapHo. [1Boe aetei
He MOMyyaloT JIeYEHWE B CBSI3N C OTKA30M pPOAMTENEN.
HenpepbiBHas npodunakTuyeckas NnpoTMBOMUMKPOBHas
Tepanusa nposoautcs y 17,7% nauumeHToB. 3amMecTu-
TENbHYIO TEepanuio rpaHynoUUTapHbIM KONTOHMECTUMY-
nupyloLLmMM doakTopoM nonydatoT 6 (7,6%) naumeHTos,
C1-vHrvbntopom — 4 (5%), TapreTHyIo aHTULIMTOKMHOBYIO
Tepanuio — 7 (8,9%), konxuumH — 3 (3,8%) 6onbHbIX.

KnuHuko-anuaeMumonormyeckme ocobeHHocTH
ayToBocnanuTtesibHbix 3abonesaHunin B Pecnybnuke
KpbIM: onucaHue cepum crnyyaes

0.B. XKorosa!, M.M. Koctuk?, H.B. JlaryHoBa!

IMeauumHckas akagemus uM. C.U. Meopruesckoro ®FAQY BO «KpbiMckuii chenepasbHbii yHUBepCUTeT

um. B.W. BepHaackoro», Cumgbeponoss

20I60Y BO «CaHKT-leTepbyprckuii rocyaapcTBeHHbINA NeaaTpUYECKuii MEQULIMHCKUIA YHUBEPCUTET>

Mun3sgpasa Poccun, CaHkT-[leTepbypr

amborniee yacTo BCTpeyalLleecs Cpean ayTo-

BOCNanuTenbHbiX 3aboneeaHnin — cemeinHas

cpeanseMHoOMopckas nuxopaaka (FMF). 3to
MOHOreHHOe ayToBOCMmanuTenbHoe 3aboneBaHue C
BbICOKOWM pacnpOCTPaHEHHOCTBIO B HEKOTOPbIX CTPaHax.
Hocutensamu reHa MEFV, Bbi3blBaloLero cpeansemMHo-
MOPCKYI0 NIUXOPagKy, ABNSAIOTCA Crefylolime Haumo-
HanbHOCTU: eBpeU, apMsiHe, TYPKU, apaBuiiLbl U Apyrue
HaLMOHaNbHOCTH CO CPEAN3EMHOMOPCKMM NMPOUCXOXAE-
HueM. KpbIMCKue TaTapbl — OQHa U3 HaLMi, HaCensIoLLMX
nonyocTtpoB KpbiM. pouecc chopMrMpoBaHusa 3THOCA,
KOTOPbIN BNOCMEACTBMAN MOMYYMsT Ha3BaHUe <KpbIMCKUE
TaTapbl», bbl1 JONTUM, CMIOXHbBIM U MHOIOMJIaHoOBbLIM. B
ero hopMMpPOBaHUM MPUHASIM yYacTue TIOPKOSA3bIYHbIE
(MOTOMKM TIOPKOB, MeuyeHeros, MonoBLEB, OPAbIHLEB K
Op.) 1 HeTIopKosA3bIYHbIe Hapofbl (MOTOMKM roToana,
rpekos, apMsaH 1 ap.). [lo 2016 r. He BbINO AaHHbIX
o pacnpegenenun FMF B KpbiMy. TepBbie 23 HOBbIX

cnyyaa FMF bbinu gnarHoctuposaHbl 3a nocnegHue 4
roga, 11 cnyyaes HOCAT ceMelHblit xapakTtep (7 aeTeit
13 OQHOMN CeMbM, 2 CECTPbI U3 APYroi CeMbMU U 2 CEeCTpbl
U3 TPeTbel cembu).

LllecTb peTen ¢ peokMMM ayTOBOCMANUTENbHBIMM
3abonesanuamu: 3 petent ¢ CAPS-cuHgpomom: 1 —
APMAHCKOWN HaUMOHanbHOCTK, 1 — cnaBsAHCKOW Hauuo-
HanbHOCTH, 1 — KPbIMCKO-TaTapCKON HaLMOHAMbHOCTK C
NLRP-12 (HenonHas MyTaums), 1 pebeHoK KpbIMCKO-Ta-
TapcKom HaumoHanbHocTv ¢ HIDS-cuHapoMoM (aedonumt
MeBasioHaTKMHa3bl), 1 pebeHoK KpbIMCKO-TaTapCKoi
HaumoHanbHocTu ¢ DADA-2-cuHgpomoM, 2 peTeit C
MHTEpPDEPOHONATUSIMU: CIIAaBAHCKON HaLMOHANbHOCTY C
cuHopoMoM CANDLE 1 KpbIMCKO-TaTapCKoM HauMoHanb-
HOCTM C cuHApPoMoM SAVI.

B KpbiMy BbisiBneHa Haubonbluasi yacToTa BCTpe-
4aeMoCTM ayTOoBOCMaNuUTENbHbIX 3abonesaHuii cpeau
KPbIMCKO-TaTapcKoro Hacenenus — 76% cpenun Bcex
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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-



