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IMenp — yayunmeHue JTUATHOCTHKY IEePBHYHBIX MMMyHonedunuros (IIN/]) myrem coBepireHCTBOBA-
HHUS 0TOOpa OOJBHBIX JJIA MMMYHOJOTHUECKOTO o0caenoBannsa. O0eKTOM HCCIEeTOBAHNA SIBJAINCH
MAIMEeHTHI MeINaTPUYECKOr0 OTIeIeHN, 00CIayKuBaoIero 45,8 Thic MPUKPEIJIEHHOT0 HaceJIeHn .
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Hcnonp3oBaHue nNpeaIosKeHHOTO NePeYHs MOKa3aHNUIl K MMMYHOJOTHYECKOMY 00CJIeIOBAHUIO II03BO-
auao yayqmuth guarasoctury IIN]] u cBoeBpeMeHHO Ha3HAUYATh jJeuyeHNe. Perucrpupyemasn 3aboJe-
BaeMOCTh TAMKEJbIMHU (UCKII0Uad cesieKTUBHBIN neduut IgA) ITU]I cpeny NpuKpenIeHHOro JeTCKO-
TO HaceJieHUud 3a rox moBbicuiacs ¢ 4,4 mo 10,9 na 100 000. Ilpensio:xeHHAA METOAUKA 3ACIYKNBAET
BHEJPEHHS B IIeTNATPUIECKYIO IIPAKTHKY.

Knrwoueswle cnosa: nepsuiHbvLe ummynoaeqbuuumbt, 0ua2Hocmu}ca, 3ab60.1e6aemocmu, demu.

Objective: improving the diagnosis of primary immunodeficiency (PI) by perfection of patient
selection for immunoassay. Patients of pediatric department, serving 45,8 thousand of population.
Using the proposed list of indications for immunological study has improved the diagnosis of PI and
allowed to prescribe treatment on time. The recorded incidence of severe PI (excluding selective
IgA deficiency) among local children increased from 4,4 to 10,9 per 100 000 in a year. The proposed
method deserves introduction in pediatric practice.
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ITepBuunble ummyHogeduute: (IINI) — rpymn-
Ia HacJeACTBeHHBIX 3a00JeBaHnil, 00yCIOBICHHBIX
HapyIIIeHNeM CJI0KHOr0 KacKajga peakIiuii, Heo6Xo-
IUMBIX [IJIsI QJIMMUHAIIAY UYKEPOJHBIX areHTOB U3
opraHmsMa U PasBUTHUS aJeKBATHBIX BOCIIAJIUTE]Ib-
HBIX ITporeccos [1].

Kanuanuecku IIN]I nebGrTUPYIOT IIpeuMyIle-
CTBEHHO B [ETCKOM BO3PAacCTe, IPOSBJASACH PeIiu-

OIUBADPYIOIIUMHU U XPOHUUYECKUMU UHOPEKIIMOHHO-
BOCITAJIUTEJIbHBIMU IIPOIECCAMU, KOTOPbIE OOBIUHO
XapaKTePU3YIOTCS TSKEJbIM TeUeHHueM UM TOPIIUJ-
HOCTBIO K OOIIEIPUHATON Tepamni, CKJIOHHOCTHIO
K reHepanusamnuu. Haubosiee TUIINYHBI IIOBTOPHEIE
IIHEeBMOHUU, OTUTHI, CUHYCUTHI, THONHBIE HH(MEK-
WY KOXKU U MATKUX TKaHel, CTOMATUThI, KOHBIOK-
TUBUTHI, WHQPEKIMOHHbLIE IHaperd, MEeHUHTHUTHI.

*BirarofapHOCTb: aBTOPHI BHIPAKAIOT IPU3HATEIBHOCTD 3a (DMHAHCOBYIO IIOMOIIL B obecneyennu nanueHToB ¢ [IN]] noporocrosimu-
MU JUATHOCTUYECKUMU U JIeueOHBIMU MEPOIPUATUAME 6JIATOTBOPUTEIBHOMY (GOHAY IIOMOINY AETAM C HapyUIeHUAMH MUMMYHUTETa
«ITomcomHyX» ¥ IEPMCKOMY 0JIarOTBOPUTENIHHOMY (DOHAY ITOMOIIM AeTAM «JleIMOpO3uM», a B UX JIUIlE BCEM T€M, KTO IIEPEYUCIIAI

6JIaI‘OTBOpI/IT6JIBHbIe B3HOCBHI [JJIAd HAIINX IIAIIXMEeHTOB.
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Hepenxo pasBuBaercd cerncuc. I[loMmumo aToro, nmpu
muorux (opmax IIU]] HabaromaeTcs IOBBIIIEH-
Hasg 4YacToTa ajlIeprUYecKuX, ayTOMMMYHHBIX U
OHKOJIOTUYeCKUX 3aboseBaHuii. IIpm HEKOTOPBIX
HO3oJlormueckux Bapumanrtax [IW]l mHapamy ¢ Kaum-
HUYECKOI KapTHUHOM, O0YCJIOBJIEHHON MMMYHOMIE-
(bunuToM, MMeeT MeCTO IIaTOJOTHSA CO CTOPOHBI
IPYTUX CHUCTEM: HEPBHOI, OIOPHO-ABUTATEJIbHOMH,
SHJOKPUHHOI, KPOBEeTBOPHOI [1, 2].

CambiMm uwacTeiM BapuantToMm IIW]Il (BcTpeuae-
MOCTB B eBporneougHoi momyaamnuu 1:400 — 1:1000
HaceJIeHUA) ABJSAETCA CeJeKTUBHBIN nedurnut IgA,
MIPOTEKAIONNHi OOBIYHO HETSKeJIO, a B IOJOBUHE
cayuaeB — cyOkauHudYecku. pyrue TNl BcTpeua-
foTcs 3HaunTe bHO perke (ot 1:10 000 mo 1:5 000 000),
HO TaOT BBICOKU MTPOIEHT JeTAJTbHOCTU U WHBAJIU-
musanuu [1, 2].

CorslacHO [JaHHBIM MHOTUX AaBTOPOB, B
Poccuiickoit @Pemepanuu A0 CUX IIOP OTMEUAETCS
runoguarsoctuka IIW]Il, uTto, ecTecTBeHHO, Hera-
TUBHO CKas3bIBaeTCsd Ha KauecTBe MeIUITUHCKOI
IIOMOIITY TTaIlueHTaM ¢ 3a00JIeBAaHUSMU JTOH I'PYII-
bl [3—5].

B r. Ilepmu ¢ Hacenenuem 1 MJIH UeJIOBEK 3a
nepuozn ¢ 1990 mo 2012 rr. 65110 BBIABJIEHO Bcero 15
nereii ¢ TsoxenbiMu IIA]] (caMbIMU 4aCTHIMU HO30-
JIOTUUECKUMU (popMaMu ObLIu X-CIlellJIeHHAA araM-
MarJo0yJIuHeMUss WM ayTOMMMYHHBIN IIOJUTJIaH-
nyasapHbli cuHapoMm I tuna). JlerambHocTh 3a 23
roga HabmomeHus cocraBuiaa 40% , Bce BBIXKUBIINE
ManueHThl — MHBAJIUALI JeTcTBa. Bo B3pocayio ceThb
mo gocTu:keHuu 18-jeTHero Bo3pacTa OBLIU Iepe-
IaHBI 6 UYeJI0BEeK, UTO IOATBEP:KIAaeT BOZMOKHOCTD
yayuiieHus nporuosa TNl mpu ycaoBuu paHHETO
BBIABJIEHUS U aJleKBaTHOU Tepanuu [2].

He6naronpusatasiMm ucxozam IIN]I] B 3Hauum-
TeJbHOUN CTeNeHU CII0COOCTBOBAJa HECBOEBPEMEH-
HOCTb IIOCTAaHOBKY Auar#osa. ¥ 1/; 60JIbHBIX UMMY-
HOZe(UIIUT INATrHOCTUPOBAJICSA MO3AHee, YeM uepes
3 roja mocJjie MOABJIEHUA KINHUYECKUX IIPOSBIEHU I
(TIOBOZOM [JI MMMYHOJIOTHUECKOTO 00CIeJOBaHUSA
BcerZa OBLIM pPeIUAUBUPYIONINEe WH(GEKIINOHHO-
BOocCIIanuTeNbHBIE 3a0oseBaHus). Eme y 1/5 vactu
ManueHTOB AUATrHO3 ObLI YCTAHOBJIEH ITIOCTMOPTAJb-
HO C yYeTOM MMEBINUXCA KJINHUKO-Ta00paTOPHBIX
MPU3HAKOB ¥ [IaTOJOT0AHATOMUYECKUX MTaHHBIX
(amma3uy TUMyCA IIPU TAMXKEJI0H KOMOMHUPOBAHHOMN
UMMYHHOI HEJOCTATOUHOCTH, XapaKTePHbBIX I'PaHY-
JIeM IIPU XPOHUUYECKOM rpanyaeMaTo3Hoii 00Ie3H).

IIpu sTom m3 12 mammeHTOB C IPUIKUBHEH-
HO YCTAHOBJIEHHBIM IUATHO30M PAa3JHUUHBIX (DOPM
Taskenbrx [TWI] TonbKO Tpoe OBLIM BBIABJEHBI Ha
aMOyJIaTOPHOM dTalme: 2 — BpauoM-UMMYHOJIOI'OM,
OOVH — KOHCYJBbTHUPYIOIIUM AaCCHUCTEHTOM Kade-
Ipbl mexmatpuu. Eie ogHOMY pPeGeHKY IuarHo3
IIN]I 6511 mocTaBjaeH B COMATUUYECKOM OTHeJeHUU
IO MECTy KUTeJbCTBA IIPU IIOBTOPHOM TIOCIHUTA-
nausanuu. 13 3Tux 4 manueHTOB TOJbKO Y OTHOTO
amMbyJsiaTopHOro 60abHOr0 quarnHoctTuka IV 6nlia
OCyIlleCcTBJI€HA TO34Hee, ueM uepe3 3 roja IIOCje
MOABJIEHUS KINHUUYECKON CUMIITOMATHAKHU.

Boabpmasa vyacts 60abHBIX TsaxkenbiMu TN (8
yesioBek u3 12, T.e. 2/3) BBIABIAJNIACH B YCJIOBU-
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AX CIeIMaJN3UPOBAHHBIX CTAIIMOHADHBIX OTAeJe-
HUH Pa3JMUHOT0 IPOMUIS: MYIbMOHOJIOTUIECKOTO,
XUPYPrUYeCcKOro, SHIOKPUHOJOTUUECKOT0, aJlaep-
roJIOTUYECKOTO U Ap. ¥ 6 us atux 8 manmuenToB [T ][]
OBLJI 3aII0Z0O3PEH IO03:Ke, ueM uepes 3 roja Iocje
MOABJEHUS KJIMHUYECKUX MposBieHuii. Taras
3a7lep:KKa 00bACHAETCS TeM, UTO B CHEI[MATIU3UPO-
BaHHBIE OTAEJIeHUs, KaK IIPaBUJIO, TOCIUTATIUIU-
pYIOTCA IeTH, Y KOTOPBIX Y:Ke MMeeTCsS XPOHUUe-
CcKasd maTojorus (Hampumep, OPOHXOIKTaTUUYECKasd
00JIe3Hb) UJI OCJOKHEeHUA (IIMOTOPAKC, OTOAHTPUT
u ap.). OgHoMy M3 3 MAIMeHTOB C MOCTMOPTAJIBHO
IUarHOCTUPOBAHHBIM MMMYHOZEMUIIUTOM BOOOIIE
He IPOBOAMJIOCH HUKAKUX aHAJIMU30B AJA OIEHKU
UMMYHHOTO CTaTyCa, XOTsd IO JIETAJHLHOTO MCXOHa
OH B TeueHUe HECKOJIbKUX HeIeJb HAaXOAUJICS Ha
CTaIlMOHAPHOM JIeUeHUe.

Ienvio Hamelr paboThl OBLIO YIYUIIEHUE AUA-
raoctuku [IV]] myTeM coBepIlIeHCTBOBaHUSA 0TOODA
OOJIbHBIX JJI UMMYHOJOTUUYECKOTO 00CIeIOBAHMS.

MBI UCIIOIB30BAIN TEXHUYECKUE BO3MOKHOCTHU
MHOTOMPOMUIBLHON GOJBHUIBI, B IMEPBYIO Oouepenb
— WMMYHOJIOTUUECKYIO JIabopaTopuio, AJs paHHei
nmuarnoctuku [IN]] y netei, mepBOHAYATIHLHO TOCIIH-
TAJIN3UPOBAHHBIX B OOIIeneguaTpuyecKoe OTAese-
HUe 110 9KCTPEHHBIM MMOKAa3aHuaM (B CBA3U C ITHEB-
MOHUSMU, OPOHXUTAMU, OTUTAMU U IP.).

MaTepnaJIm 1 MeTOIbI MCCJIeTOBAHUSA

Basoit gia ucciemoBaHUsA MOCTYKUJIA OOHA U3
meTcKux O6oapHUI, r. [lepMu, B KOTOPO# (pyHKI[MO-
HUPYIOT TOPOJACKUE CIIeIUaJIu3UPOBaHHbBIE OTAeJe-
HUSA: TYJIbMOHOJIOTUH, OTOJIAPUHTOJJOTHH, aJlJIePro-
JIOTUU-UMMYHOJIOTUY, SHIOKPUHOJIOTHN, a TaKiKe
nmeguaTpuyecKoe oTAesieHne Ha 45 KoeK, OKasbIBa-
[oIIlee 9KCTPEHHYI0 MEIUIITMHCKYIO IIOMOIIb IIPUKpe-
IJIEHHOMY JIeTCKOMY HaceJeHUI0 B KosmuecTBe 45,8
TBHIC YeJIOBEK.

Ha ocHoBaHUU COOGCTBEHHOI'O OIIBITA BEAEeHUS
nanuenToB ¢ [IU]] aganTupoBasu K YCIOBUAM dKC-
TPEHHOT0 MeINATPUUECKOTO OTIeJIeHUs IIpeacTaB-
JIeHHBIE B JINTEPAType PEeKOMEHIAIIMU II0 BbISABJIE-
HUIO 3aboJieBaHUil ATOH T'PyMIIbI, B T.4. paspabdo-
TauHBIM EBpomeificKkuM 0O0IIECTBOM II0 N3yUYEHUIO
UMMYHOIeGUIIUTOB IIepeyeHb CUMIITOMOB, II03BO-
asiomux npennosoxkuts [IIU]I [2, 3]. B utore Hamnu
ObLIM YCTAHOBJIEHBI CJEAYIOI[MEe ITOKa3aHusA s
MIPOBeIeHU A MMMYHOJIOTUUECKOTO O0CJIeTOBaHUSA B
nmeguaTpUYecKoM CTalluoHape:

e IOBTOpPHAs ITHEBMOHUS B TeUeHUe roja WJIHN
TpeThsA U 0oJiee B TeUeHUe KU3HU PeOeHKa;

e Oosiee 7 OTUTOB B aHaMHese WJHU Oojee 3 B
TeueHUe rofia;

® MEePCUCTUPYIOIINE WJIU PelUIUBUPYIOIINe
rpuOKOBBIE ITOPAKEeHUST;

® Da3BUTHE IOBTOPHBIX <«TJIYOOKUX» UHGEK-
IIUOHHBIX WIPOIleCCOB (MEHUHTUT, OCTEOMUEJUT,
abciiecchbl KOKM WJIM OPTaHOB), PEIMAUBUPYIOIINE
THOITHbIEe KOHBIOKTUBUTHI;

® cemcuc, KpoMe HeOHATAJIbHOTO;

e TUapeu 3aTSKHbIE U PEIIUAUBUPYIOIINE;

® OCJIO’KHEHHBINI HacJeICTBEHHBIN aHaMHe3
(Hanuuue B ceMbe 00abHBIX IVl uau aui, ymep-

OMY BPAUY
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ImIuX B J€TCKOM BO3pacTe OT ITHEBMOHUH, CeIlcuca
u 1p.);

® OCJIOKHEHUS OT BBEINEeHUs JKUBBIX OCJIa0JIeH-
HBIX BaKI[VH.

0co60 XOTHUM MOAUEPKHYTDH, UTO IIPU HAJTAUYUN
MOKa3aHui UMMYHOJIOTTUYeCcKoe 00caeI0BaHMIe IPOo-
BoauIM Oe30TJiaraTeJbHO, B T.U. HA (DOHE OCTPBIX U
3aTAMKHBIX HHQEKIMOHHO-BOCHAJUTEJNbHBIX IIPO-
I1eCCOB.

T'ymopanbubiit mmmyHurer (ypoens IgA, M, G B
CBIBOPOTKE KPOBM) OIEHUBAJIU METOJOM TYPOUAMMETPUN
Ha ammnapare «Konelab» ¢ ncmosnb3oBaHUEM TeCT-CHCTEM
npousBojcTBa « Human» (I'epmaHua); KI€TOYHBIN — UMMY -
HODEHOTUIUPOBAHNEM JIUMMDOIIUTOB METOLOM ITPOTOUHOMK
nuTomMerpuu Ha ammapate Betman Culter (Fepmanus) c
HCIT0JIb30BAHNEM MOHOKJIOHAJBHBIX AHTUTEJ IIPOU3BOJI-
cTBa 2TOM Ke dupMmbl. s omeHKHU (ParornuTosa mpumMe-
HAJU ompeseseHre GaromuTapHoil aKTUBHOCTH (IIPOIEHT
haromUTUPYOIIUX KJIETOK U YKUCJI0 (aroiUTHPOBAHHBIX
00BEKTOB Ha OJHY KJIETKY) HEUTPO(DUIIOB I1eIbHO KPOBU
C WCIOJIb30BaHUEM (HOPMaTMHUBUPOBAHHBIX SPUTPOILU-
TOB 6apaHa, TECT C HUTPOCUHUM TE€TPa30JHEM.

Pe3yasTaThl U UX 00CYKAeHHE

B pesyabTaTe aKTUBHON [OHATHOCTHUUYECKOM
pa6orsl B 2013 r. HaMu OBLIO BEIABIEHO 4 pebeHKa ¢
pasauuHbIMU QopMmamu TaxKeabix [IN]], Torma Kak
B 1990-2012 rr. cpenu nereit r. Ilepmu 3abosieBa-
HHUA 5TO TPYNINbl TUAarHOCTUPOBAJINCL He dallle,
yeM pas B rofl. IIpu 5TOM TOJIBKO OIMH MAJIBUYNK OBLIT
HaIlpaBJeH Ha KOHCYJBbTAIlMI0O K HWMMYHOJIOTY U3
cTalnuoHapa JpPyroro paiioHa ropojia B CBA3Y C PEIlu-
IUBUPYIOINEN JUXOPaJKOU, remaToCIJIeHOMerau-
eli, mMaHIUTOIeHUell (pasyMeeTrcs, IOCJE HUCKJIIO-
YeHUsSA OHKOJIOTHMUecKou martojoruu). Ocrambubie 3
malueHTa IIPOKUBAJIN B IPUKPEIJIEHHOM palioHe 1
epBOHAYAJIBHO I'OCIIUTAJIU3NPOBAJINCEH IT0 9KCTPEH-
HBIM IIOKa3aHUSIM B IIeJUaTPUUECKOe OTeJieHue
Hare# 6onpHUILI. ClenyeT oTMeTUTh, uTo 10 2013
I'. Ha 00CJIYKMBaeMOI UM TePPUTOPUU OBLIO 3aperu-
CTPUPOBAHO JIUIIH IBa pebeHKa ¢ Taxxeabimu [T]IL:
17-71eTHUI TOAPOCTOK ¢ X-CIIeIIJIEHHOM araMmMarjo-
OynuHeMue u 5-JIeTHASI JeBOUKAa C ayTOUMMYHHBIM
MOJIUTJIAHAYJIAPHBIM cuHApOoMOM I Tuma.

Huixe MBI TpUBOAUM KPATKYIO XapaKTepPUCTU-
Ky mamuentToB ¢ IIN], BeiaBiaennsix B 2013 r. ¢
TIOMOIIHIO IPEIJI0KEeHHOT0 aJITOPUTMA.

ITayuenm A., 6 sem, MOCTYINJ B IIeIUaTPUUECKOE
oTAeJieHre B CBA3U C OCTpOfI BHEOOJIbHMYHON ITHEeBMOHIU-
el HIKHel A0JIiu CIIpaBa, OCJIOKHEHHOM OKCCYITaTUBHBIM
IIJIEBPUTOM; IIOJIyUaJI CTaHOAPTHOE JIEUeHUe. HpI/I a”HaJInu-
3€ aHAMHECTUUYECKUX MTaHHBbIX OTMEYEeHO, UTO B BO3pacTe
c 6 o 18 mecaAleB y pebeHKa MMeJIU MECTO TOPIIUIHBIE
K Tepanuun pPenuauBHUPYIOINEe KOHBIOKTHUBUTBI; IIOCJIE
3 jeT oH 110 4 pasa B rox 6osies OPBU, KoTOpbIe TPUMKIBI
OCJIOKHAJJUCHh OTUTAMU M ABaXJAbl KOHBIOKTHUBUTAMM, a
3a ImmoJjroga oo ,E[aHHOfI TOCIIUTaAJMU3aINU IIepeHeC OCTPYIO
THEBMOHUIIO HUKHe A0JIU cJjieBa. HpOBe,ueHHoe NMMYHO-
JIOTUYeCKoe OGCJIeZ[OBaHI/Ie BBIABUNJIO 3HAUNTEJbHOE CHU-
sKeHme ypoBHA B-riaerox (mo 0,2%, uTo cocraBisio 12
KaeToK B 1 MrJi) u IgG — menee 1 v/, IgA u IgM — menee
0,05 r/n. B cBA3W ¢ AMArHOCTHUPOBAHHOII araMMarJjo-
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OynuHemueil 60JIbHOMY Obla HasHaueHa 3aMECTUTEJb-
Hasg Tepanus BHYTPUBEHHBIMU HMMYHOTJIOOYJIMHAMU.
B pesysbTaTe IPOBEIEHHOTO JIEUEHHUS JOCTUTHYTA II0JIO-
JKUTeJbHAs AWHAMUKA: IMHEBMOHUSA U IIJIEBPUT 3aBep-
IIUJINCh BBI3MOpPOBIeHUEM. B mociaenyoiiem Ha GoHe
PeryaspHOil 3aMeCTUTEJHHON Tepanuu BHYTPUBEHHBIMHU
VUMMYHOTJIOOYJTUHAMU THEBMOHWU, OTUTHI M KOHBIOK-
TUBUTHI He TIOBTOPAJINCH, ypoBeHb IgG cocraBasan
7-14 r/n. JanbHeiiliee obGciienoBaHmue, IPOBEJEHHOE B
ITenTpe monexkynsapHoit renetruxku (r. MockBa) MeToq0M
MIPSAMOTO aBTOMATUYECKOTO CeKBEHUPOBAHUSA, BBISBUJIO Y
mamueHTa MyTaluio B reHe 6PYTOHOBCKOM THPO3UHKUHA-
36l (c. 1699G>C B 9x30He 17). Hamuume MmyTanuii B 9ToM
reHe SBJSETCA JOCTOBEPHBIM KPUTEpUEM X-CIeIIeHHOH
arammaryiooyauuaemuu [1, 2].

ITauyuenm B., 3 200a, OBLJI TOCIIUTAIN3UPOBAH B IIEU-
aTpudeckoe orzpesenne mo nosony OPBU, ociosKHeHHOMR
IBYCTOPOHHUM OCTPBIM CPEJHUM OTHUTOM. B aHamMHese:
OCTDBIIT CpeIHUIT OTUT cJieBa — 2 pasa B 2-JIeTHEM Bo3pacrTe,
OPBU 1o 4—6 pas B roj, ocTpas BHeOOJILHUYHASA THEBMO-
HUA HUKHEeH gosu ciaeBa 3a 1,5 Mecsa 1o faHHOIT roCIu-
Tajusanuu. B crammoHape, HeCMOTDPSA Ha IIpOBeIeHUe
aJieKBaTHOU Tepanuu, COCTOSAHME OOJHHOTO YXYIIINIOCE:
PasBUJICS JIEBOCTOPOHHUI MAaCTOUAUT, a IOCJTEe aHTPOTO-
MUHU — BHYTPUOOJBHUYHAS J€BOCTOPOHHSAS ITHEBMOHUS
u cemcuc. VIMMyHOJOTUYECKOoe 00CIefoBaHNEe BBLISIBUIO
cHMKeHne ypoBHA B-kiaeror (mo 0,2%, 4To cocTaBsiio
8 kjerok B 1 MKJ) u KoHIeHTpanuum IgG mo 2 r/x
(aHaIM3 TMPOBOAUJICS TIOCJEe BBeJeHUA VIMMyHOBEHWHA),
IgA 0,03 r/a, IgM 0,4 /1. TonbKO BHyTPpUBEHHBIE UHDY-
sun 10% pacTBopa UeI0BEUECKOTO HOPMAJIBHOTO UMMY-
HOTJIOOYJIMHA TIO3BOJUJIMN CTAOWJIM3WPOBATH COCTOSHUE
pebeHKa W AOOUTbCA KYIUPOBAHUSA WHMEKIMOHHO-BOC-
maJuTeabHOr0 mporiecca. IIpu o6GesnemoBaunuu B IleHTpe
MOJIEKYJIAPHOI TeHeTUKM y B. Takike Oblia o6GHaApPy-
JKeHa MyTalus B TeHe OPYTOHOBCKON TUPOSWHKWHA3BI
(c. 241-2a>g B uHTpOHEe 3), MOATBEPAUBIIAS IUATHO3
X-cremneHHoI araMMarao0yinHeMun. B Teuenue ciaeny-
IOII[ero rojia Ha (poHe TMPOBeIeHU PeryasapHOl 3aMecTH-
TeJbHON Tepamuy BHYTPUBEHHBIMU MMMYHOTJIOOYJIWHA-
mu ypoBeHb IgG y mamuenTa Ob11 He HUMXKe 6,5 T/J1, THEB-
MOHUI M OCTPBIX OTOJIAPWHTOJIOTHYECKUX 3a00JIeBaHUM
He 0TMeYaJioCh.

ITauyuenmka B., 1 200 3 mec, mocTynuIa B IeIuaTpPu-
YyecKoe OT/ieJIeHNe B CBA3U ¢ HaJIuuueM cyodedpuinTera B
TeueHUe 3 MeCAIeB ITOcJIie lepeHeceHHoTo oTuTa. IloMumo
ATOTO0 MaTh MPeIbABIANA KAT00bl HA HAJUYNE Y JOUePU
MOJIOUHUITHI POTOBOI ITOJIOCTH ¢ 6-MecsSYHOTO BO3pacTa.
IIpu paccmpoce BBISICHEHO, UTO 5-JIETHAS CecTpa AeBOUKU
cTpajaeT ayTOMMMYHHBIM MOJUTJIAHAYJISPHBIM CUHIPO-
MoM I Tuma, IpOSBAABIINMCSA THUIONAPATUPEO30M, XPO-
HUYEeCKOH HAaIlIOYeUHUKOBOI HEIO0CTATOUHOCTHIO, IIEPU-
OAMYECKUM KaHIUAO030M CAUSUCTHIX 000JIOUEK, ayTOUM-
MYHHBIM renatuToM. KoMubioTepHas ToMmorpadus BUCOY-
HBIX KOCTell BhIsABUJIA ¥ B. IPaBOCTOPOHHUIT MacTOUAUT,
KOTOPBIH YCIEITHO IPOJIEYNUTIN B OTOJIAPUHTOJIOTUUECKOM
oTJesieHun. Y POBEHb UMMYHOTJIOOYJINHOB, KOau4ecTBO T-
1 B-KJIeTOK, aKTUBHOCTH (harouTo3a y 9TOi MalueHTKNI
OBLIN B IIpeesiaX HOpMbl. BuoXxumMuyecKoe ncciefoBaHme
BBIIBUJIO CHUJKEHUE B CHIBOPOTKE KPOBU MOHUBUPOBAH-
HOTO KaJybliuA. Ha ocHOBaHWU KJIWMHUKO-aHaMHECTUYe-
CKUX JAaHHBIX U Pe3yJIbTATOB 00CIe0BAHUS JeBOUKE ObLI
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ycraHoByieH amarHod: IIW]I], ayTOMMMyHHBIA TOJUTJIAH-
AYJAAPHBIN cuHapoMm | Tuma (KaHAMIO3 CIMBUCTONH 000-
JIOUKY POTOBOM IIOJIOCTH, IMEPBUYHBIN I'MIOIAPATHUPEO3),
HasHaueH IOCTOSHHBIN mpueM (GhJIyKoHAa30J1a, TPernapaTos
KaJbI[isd, OKCUAEBUTA. B JaHHOM caydae JUarHo3 TaKIiKe
OBLI TOATBEP:KIEH O0HApPY:KEeHWEeM MyTaluud COOTBET-
crBytoriero reia — AIRE-I [2].

3akaoueHue

Takum 00pas3oM, aKTHUBHOE BBIABJIEHUE UMMY-
HOZEe(UIINTOB B YCJIOBUAX IMeIUATPUUYECKOr'0 OTIe-
JIEHUs U COBMeCTHas paboTa Bpaueil pasHbIX CIIEI[U-
ajbHOCTEH (IeguaTpoB, UMMYHOJIOTOB, OTOJIAPWH-
rOJIOTOB, 9HIOKPUHOJIOTOB U AP.) ITO3BOJIUJIMN 3HA-
YUTEJHHO YCKOPUTH AUATHOCTUKY TsaKenbrx [TU]IT
¥ CBOEBPEMEeHHO Ha3HAUUTh aJeKBaTHYIO TePAIHio.

B pesyabTaTe mpoBeneHHOI PabOTHI PErUCTPU-

pyemas 3aboseBaemocTh TskeabimMu IIW] cpenu
OPUKPEILJIEHHOTO JeTCKOoro HacejgeHus 3a 2013 rox
noBbIcuJach B 2,5 pasa: ¢ 4,4 7o 10,9 ma 100 000: 3
MaJIbUMKa ¢ X-CIeTJIEHHON araMMarjio0yJInHeMuein
(mBoe BuiABJeHBI B 2013 r.) 1 2 1eBOUKHU C ayTOUM-
MYHHBIM TOJUSHIOKPUHHBIM CcHUHApPOMOM I Twuma
(ogua BbiaByeHa B 2013 r.) ma 45,8 Toic. [laHHBIN
moKasaTesb B Apyrux pationax r. Ilepmm B 2013 r.
cocrasisaua 1,6 aa 100 000 (p=0,066). IIpu aTom HeET
HUKaKNUX OCHOBAHUY IpeAIoJararh SHaUYNTEIbHYIO
reHeTUYEeCKYI0 HeOJHOPOAHOCTDL HaceJIeHUs ropoa.

CuuraeM, UTO aKTUBHAs TAKTHUKAa BBIABJICHUS
IIN]] yaydymuT gUarHOCTUKY 9TUX TAMKEJIbIX 3a60-
JeBaHUU U Giarofaps BOSMOYKHOCTY PaHHEro Haya-
Jla aZeKBaTHOM Tepanuy MO3BOJUT AOOUTHCS 6ojee
0J1aTOIIPUATHOTO IIPOrHO3a U MOBLIIIIeHUS KauecTBa
sKu3HU naruenToB ¢ ITN]I.
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