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[TepBuunbie nMMyHOMEDUITUTHBIE COCTOSHUS XPpOHUYECKUIT KaHTU103 KOKH ¥ CJIM3UCTHIX 060-
BCeT/Ia TIPE/ICTABJISTIOT CJI0KHOCTH JIJIs1 CBOeBpeMeH-  Jodek onucad eme B 1960-x rogax, u 8 2006 r. 3a-
HOH WX JIMarHOCTUKH, OCOOEHHO B TIEPBUYHOM 3BeHe  OoJieBaHue OBLIO OTHECEHO K pefKiM (OphaHHbIM)
3apaBooxpaneHus. 10 mMpu3HAKOB, MO3BOJSAIOMMNX  «JIETKO BBIABISEMBIM UMMYHOAE(UIIUTHBIM CUH-
3anono3puTh epBudHbIil uMMyHOnepunut (IIN/[)  apomam» ¢ HEBBISICHEHHOW MPUYMHON, TTOCKOJBKY
BbIjIesieHbl MeIuIIMHCKUM KOHCYJIBTaTUBHBIM COBe-  BCeTJla CONpPOBOsKAaICA JedeKTaMu KJIeTOYHO-O-
toM (onza Jeffrey Modell (JMF, CIITA) u agantu-  mocpefoBaHHBIX OTBETOB. PasBuTHE UMMYHOJIOIMH
poBaHbl K ipuMeneHuio B Poccuiickoit Memepart  crmoco6CTBOBAIO PACITUPEHNIO TTOMCKA TPUYNH 00-
¢ 2011 roma. dro: 4 u 6osee otura B rox; 2 u 6ojgee  JIE3HU, B TOM yncje U renetndeckux. OOHAPYKEeHbI
TSKEJIBIX 0O0CTPEHMSI CHHYCHUTA B TOJ; aHTHOMOTH-  MYyTallUy TeHa, KOAUPYIONEro o6pazoBaHue pasHbIX
KoTeparnusi B TedeHne 2 u 60Jee MeCSIIEB ¢ HEOCTA-  IOMEHOB CUTHATIBHOTO TPAHCAYKTOPA U aKTHBATOPA
ToYHBIM 2a(pdexToM; 2 n Gosee mHeBMOHUK B ToxA;  TpaHckpunuuu STATI, uto nposisisieTcs gederTom
orcTaBanue pebeHKa B pocte u pusnveckom pazsu-  [L17-npoxyrnupyonux T-kgeTok u HapylieHHeM
THUH; TIOBTOPSTIONTUECST TIIYOOKHE aOCIIeCChl KOKU UM YCTOMYUBOCTH K OJHOMY CJIa0OMaTOTeHHOMY M-
BHYTPEHHUX OPTaHOB; PEIUANBUPYIOIIAS MOJIOYHUIIA  Kpoopranusmy — rpubam poaa Candida, B orindne
Ha CJIM3UCTOI 000JI0UKe pTa U TpUOKOBOE mopaxkenue ot Apyrux [T ]], o6bIYHO MPOSBISIONIMXCS YYyB-
KOKH; HEOOXOIUMOCTD MTPUMEHEHUST aHTUOMOTHKOB  CTBUTEJNHHOCTHIO KO MHOTMM MUKPOOpranusMam [2].
BHYTPHUBEHHO JIJIST TOCTUKEHUST KOHTPOJIST MHMEKIN- XpoHUYECKUI KOXKHO-CJAUBUCTBIN KaHIWUA03
OHHOTO TIporiecca; 2 u GoJiee HMU30/A TSIKEIOM TeHe-  HacJeayeTcst ayTOCOMHO-IoOMUHAHTHO. OmxHAKO
pajin30BaHHON MHMEKINY, BKJIOYas CeNTUIIEMUIO;  dNUTeHeTHYecKre (PaKTOPhl SBJSIOTCS OJHON U3
nanuyue [IN/] y ynenoB cembu. AKTUBHAS IpOcBe-  NMPUYUH (eHOMeHa HeNOoJHOU MeHeTPaHTHOCTH
TUTENbCKash paboTa MO3BOJIIA YBEIUUUTh YHCA0  jedeKTa Mpu JaHHOM THUIlEe HACJET0OBAHUS, KOT/A
BIlepBble BblaBaeHHbIX ciaydaeB [TVl Tosbko 3a Tpu  1npu HaJIu4yuu reHetudyeckoro gedekra GpeHoTun
roja JesTeJbHOCTH ceT poccuiickux JMF-1ieHTpoB  3a6o/ieBaHus He HPOSBISAETCS WK IIPOSBJASETCS
(2011-2013 rr.) B cemb paz [1]. He TTOJHOCTHIO [ 3].
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[IpencraByieHnblii cayyail THTEPECEH TEM, YTO JIH-
arnos IT1/] y neBouku B Bo3pacte /0 3 JieT He ObL1
3aI10/I03peH, HECMOTPS HAa (POPMYJUPOBKY «JIETKO
BBISIBJISIEMBIIT IMMYHOIEe(DUITUTHBIN CHHIPOM>, 00a
poautessi pebeHKa He UMEIOT BbIPaKEHHBIX OTKJIO-
HEHUU B COCTOSHUU 3/T0POBDAL.

[Ipu mepBuuHOM obpallleHrH B Bo3pacTe 3 Jier
2 MecsIeB MaMa JIeBOYKH TIPEIbsIBIIsIIA sKaJ00bl Ha
[EePUOINYECKH TOSIBJISAION[HECs: GE0BaThIE BBICHIIIA-
HUST Ha I[eKax, ry0ax U MUHAAJNHAX, YTO COMPOBO-
JKJIAJIOCh UX OTEYHOCTHIO W TUTIEPEMUEI.

3 anamHe3a 3a00JIeBaHUsT M3BECTHO, YTO C BO3-
pacra 1 Mecsitia 6eCIIOKOMIIN CTOMKHE OTIPETOCTH, KO-
TOPBIE KyITUPOBATUCH TOJBKO IPU TTPUMEHEHNH (DITy -
kano3osa. C 3 Mecs1ieB — MPOSBJIEHNUS MOJIOUHHUTIHI,
KOTOpbIE TPYAHO TIO/IJIABAIMCh MECTHOMY JICUEHUIO,
HOCMJIM pacIipOCTPaHeHHBI XapakTep u TpeboBa-
JIi TIPUMEHEHUSI MPOTUBOIPUOKOBBIX IMpPEIapaToB
peros. B 5-mecsturoM Bo3pacte — KaHIUI03 CJIU3U-
CTOI POTOBOII TIOJIOCTH, PElUUBUPYIOllee TeUeHUe.
C Tex op MaMa pebeHKa KaK /bl pa3 PN Pa3BUTHN
OPBMU, ycusennu nposiBjieHU# MUIIEBON ajliepruu
(IMarHoCTUPOBAHHON B 7 Mecs1eB) OTMevasa pelru-
IUBBI (HapMHTOMUKO3a U MCITOTb30Baa C TMOJTOKU-
TeabHbIM 3 derTom KiroTpumMaszos (1 %-it pacTBop
N7 TIOJIOCTH PTa), a Takke (DIIOKOHA30J BHYTPb.
C 3 neT cocTtogHMe yXYAIMUIOCH: SIBACHUS KaHIH-
71032 PaCpPOCTPAHUIINCH HA 33/IHIOI0 CTEHKY TJIOTKH,
Ha CJIUBKUCTYIO 000JI0UKY I'y0, TPUIKIbI BO3HUKAIN
aTo3HBIE CTOMATHUTHI, B CJIydae OTMEHBI TIPOTHUBO-
rprOKOBOM TepaIK BHICHITTAHMUS TTOSIBJISINCH BHOBb.
O/HOBpEMEHHO YacToe PENUNBUPOBAHIE KOKHBIX
BBICBITTAHWH B BU/IE TIAITYJI€3HOM CHITIN Ha ATOINTIAX,
a ¢ 2,5 JIeT MosiBJIeHNe BBICHITTAHUI Ha KOJKe SITOIUII,
HOT, PYK, IIIeN TaIyJe3HOTO XapaKTepa Ha TUIepe-
MHUPOBAaHHOM OCHOBAaHWH C HE3HAYNTEJHHBIM KOJIH-
YECTBOM CEPO3HOTO COAEPKUMOTO BIIEHTPE TIAITYJIbl,
He IPYNIUPOBaHHbIE, €3 CyOheKTUBHBIX O IEHUIA,
HojickIxaorre Ha poHe 06pabOTKM AaHTHCETNTUKAMHU.
3a mpoieziee BpeMsi HEOJHOKPATHO 0Opalainch
K BpayaM aJIJIeproJioraM-uUMMYHOJIOTaM, Ha3HAYaJI0Ch
o0cJie[JoBaHUE U CUMITTOMAaTHYECKOE JICYEHNE.,

Oco0eHHOCTH aHaMHe3a Ku3HHU: oT 1-i1 Gepe-
MeHHOCTH, TpoTekasineit Ha pore XDITH, OPBU,
obocrpennem XI'BU 2 tuna npu cpoke 4—7 Hepeb.
Mame Ha MOMEHT poxjaeHus1 pebeHka 34 Toja.
Y Mmarepu B I0HOCTHU OBLI IJIOCKUIA JIMIIA#, ceifdac
cToiikast peMuccusi. Y oTia pebeHKa — cyxasi ce-
6opest BOJIOCKCTOI 4acTU TOJIOBBI U KOXKH JINIIA,
HePUOJUYECKH TI0JAb3YETCS IPOTUBOTPUOKOBBIMK
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HapY>KHBIMU CPEJCTBAMU C TMOJOXKUTEIbHBIM 3(]-
dexToM.

OC00EHHOCTH, BBISIBJIEHHBIE TIPH OCMOTPE: COCTO-
STHUE Y/IOBJIETBOPUTENHHOE, KOJKHbBIE TTOKPOBBI 00ObIU-
HOI1 OKPACKH, BJIQKHOCTH, YMEPEHHO BbIPaKEHHBII I'M-
MePTPUXO03 HA PYKAX, CIIIHE, HOTAX; B O0JIACTHU SITO/IUIL
U TIOJTKOJIEHHBIX SIMOK B HEOOJIBIIIOM KOJTMYECTBE TIally-
Jie3Hble 2JIeMeHTbI po30BOro 1Beta. OTmeuaercs peji-
KU POCT BOJIOC Ha TOJI0BE (C POKAEHN ), OPOBH 1 pec-
HuIel 6e3 marosornu. CansucTbie 000JI0YKH PO30OBbIE,
KaiiMa ry6 cyxast. [Ipr ocMOTpe 3a/IHsIst CTEHKA TJIOTKA
HOKPBITA TYCTO GEJIO-CEPBIM HAJIETOM, €IMHIYHBIE 3J1e-
MEHTBI Ha CJIM3UCTON ToJTocTr pra. HeOHble MuHa M-
HBI TUIIEPTPO(PUPOBAHBI 10 2-1i CTETIeHU C eTMHIYHBIMU
octpoBKamu Geno-ceporo Hastera. Co CTOPOHBI JPYTHX
OPraHOB U cUCTeM 0€3 BUANMOIT TATOJIOT .

Biiepsbie pebeHKy ObLI TOCTaBJIEH TIPEBAPUTEIb-
HBIIl JIMarH03 — UMMYHO/e(DUIIMTHOE COCTOSHUE,
KOMOMHUPOBAHHOE C KOMIIPOMETAIIMEN KIETOYHOTO
3BeHa UMMYyHUTeTa U haronuTosa (npumevanue: mo
JAHHBIM UMMYHOTPAMMBI ); PEIUANBUPYONNi (ha-
PUHTOMUKO3. B oT/esiennn racTpoaHTepoIoruu J10-
nosauTebHO TpoBeneHa DI/IC, o pesdysibraTam
KOTOPOH BBISIBJIEH KaHIAMI03HBIN 930(harut. PebeHok
nanpasjied B OI'BY «<HMUWUIL ATON um. Imutpus
Porauesay. [IpoBesieHo reHeTHYECKOE MCCTIE/IOBAaHNE,
BoisiBiieHa MyTanus B STAT1 ¢.863 > T, p.Thr288I1e
B reTepo3uroTHoM coctosinui. [locrasien quarnos —
HEPBUYHBINT UMMYHOIE(DUITUT, KOMOMHUPOBAHHBII
(mytanust B rene STAT1 ¢.863 > T, p.Thr288Ile
B T€TEPO3UTOTHOM COCTOSIHUH ). XPOHUYECKUN KOXK-
HO-CJIMBUMCTHIN KaHAua03. [pubKoBBIN 330(arur.
AneHoninT, pekoHBajieciieHT. [uneprpodus ajgeHo-
unoB 2—3-ii crenenu. Tuneprpodust HeOHBIX MITH/A-
JiH. XPOHUYECKUI racTpo/yo/IeHUT.

JleBouKka Ha MpOTsZKEHUH 1,5 JIeT B MOCTOSIHHOM
PEXRIME C PETYJSIPHBIM TIEPECMOTPOM U 1TOI60POM
JI03BI TIOJTyYaeT IperapaT UHTPAKoHa30J1 (13 pacyeTa
4 Mr/Kr/cyT). JIOCTUTHYT OTUETIUBBIN TOJOKUTETb-
HbIi a¢bdekT pu HaboIeHn N B TuHamuKe. [1pomosi-
JKaeTcst peskKHee JiedeHne U KYPChl PeadInTaI[OH-
HOI Teparuu.

OmnucanHplil caydail MOAYEPKUBAET HEOOXOIH-
MOCTb OOJIBIIEN OCBEIOMIIEHHOCTH Bpayeii-1ieInaTpos,
AJIJIEPTOJIOTOB-MMMYHOJIOTOB B JIAaHHOI TTpobJIeMe J1ist
JOCTHKeHUsT Harbosiee GJAroNpPUSTHOTO IIPOTHO3a
JITST TTAIUEHTOB, CTPA/IAIONINX HACTECTBEHHBIMU 3a-
6osieBanusiMi. BejeHre Takix MaiiueHToB Mo/pasyMe-
BaeT Takske obecrieyeHre MpUBEP;KeHHOCTH K JTaHHON
NOKU3HEHHOI Tepanuu Beeil ceMby pebeHKa.
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