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O60ocHoBaHue. ArammariobyiMHeMuss — 370 3aboJsieBaHMe, OTHOCSLLEECS K rpyrnne nepBUYHbIX UMMYHOAEPULMTOB
C HapyleHHneM NPOAYKLUMM aHTUTEN, XapaKTepHU3yoLLEecs CyLLECTBEHHbIM CHUXEHUEM UJIN NPAKTUYECKU MOJIHbIM OTCYT-
cTBnem B-knetoK. llpu oTCyTCTBUU NaTOreHETUYECKOro 1e4eHUss GopMUPYIOTCS TsKesible 6aKTepuasbHble MopaxKeHus
Pa3/IMYHbIX OPraHoB M TKaHEH, YTO MOXET MOCAYXUTb MPUYMHON 1€TalbHOro ucxoga y nauneHta. CBoeBpeMeHHbIN yyeT
aHaMHe3a, KIMHUKO-1abopaTopHbIX AaHHbIX MO3BOIUT BOBPEMS 3aMof03pPUTh JaHHY NaToa0rmMi U Hadatb Tepanuio,
4YTO crnaceT »n3Hb 60/1bHOMY. OnNUcCaHne KIMHUYECKOro cay4as. B ctatbe npuBOAUTCS KIIMHUYECKUI C/lydan no3gHen
AMarHoCTUKM aramMmarsiobyiMHeMUn ¢ QOPMUPOBAHUEM THIKEJTbIX OCIOKHEHMIH U KynMpOBaHMEM KIMHUYECKMX MPOsiB-
JIeHUI Ha GOHe naTtoreHeTu4yecKon Tepanuun. 3aKknwdyeHme. HecmoTtps Ha 4e6I0T 3abosieBaHUs BO BTOPOM [0J1yrognu
KU3HU, Han4ue MoBTOPSIOLYMXCS THONMHBIX MPOLEeCCOoB, He MoAAalLWmMXCs cTaHAapTHOM Tepanum, B COYeTaHUNU C PE3KUM
CHUIKEHNEM YPOBHEN MMMYHOI/TI06Y/IMHOB BCEX K1AaCCOB, arammarsiobyninHemus 6blia 3anof03peHa ToJIbKO K AOLWKO/b-
HOMy BO3pacTy. lcxoqom cTanm MHBanuau3aums naymeHTa, 3HauynTebHoe yXyAlleHUe KaqyecTBa KU3HH.
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Clinical Case of Agammaglobulinemia Late Diagnhosis
in Preschool Child

Background. ASammaglobulinemia is a disease from the group of primary immune deficiencies with impaired antibodies produc-
tion characterized by significant decrease or complete absence of B-cells. Due to the absence of pathogenetic treatment, severe
bacterial lesions of various organs and tissues can develop, and they can lead to the patient death. Timely history taking and clinical
and laboratory data analysis will allow to reveal this pathology early and start the therapy that can save patient’s life. Clinical case
description. This article demonstrates clinical case of agammaglobulinemia late diagnosis with development of severe complica-
tions and reversal of clinical manifestations in response to pathogenetic therapy. Conclusion. Despite the disease onset in the
second half-year period of life, the presence of recurrent purulent processes resistant to standard treatment and the significant
decrease of all immunoglobulin levels, agammaglobulinemia was suspected only at preschool age. The outcomes were disabled
patient, and considerable aggravation of the quality of life.
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CLINICAL CASE

KIMHUYECKOE HABJTIOAEHUE

OBOCHOBAHME

AramMmarnobynnMHemMuss — 3TO rpynna BpPOXKAEHHbIX
LedeKTOB aHTUTEeNonpoAyKLMK, XapaKTepuaylolwasncs pes-
KUM CHWMKEHMEM KOHLIEHTpaLMK BCEX KaCCOB CbIBOPOTOY-
HbIX UMMYHOT106YNIMHOB (Ig) M KONMYECTBa LIMPKYIUPYIOLLUX
B-kneTok. Yactota BCTpe4aeMOCTU aramMarnobyinHeMuu,
Nno JaHHbIM pasHblX aBTOpOB, cocTaBnseT oT 1 : 100 000
no 1 : 200 000 [1]. JaHHaa natonorus MMeeT pPas3/nyHbIn
XapaKTep HacnefoBaHWs — CLENJEHHbI ¢ X-XpOMOCOMOW
MM ayTOCOMHO-PELLECCUBHBLIN. X-CLLEMNEHHbIn BapuaHT
araMmarno6yfMHeMUN HOCUT Hal3BaHWe 6onesHu bpyToHa
n coctaBnsieT 6onee 80% Bcex HacneACTBEHHbIX BapMaHTOB
arammarnobynuHemuu [1, 2]. MNpu 6one3Hn bpyToHa Hapy-
LIaeTcs CUHTE3 6eflka 6PYTOHOBCKOM TUPO3UHKMHA3b! (BTK),
006YCNOBNEHHbIN JedeKTOM reHa, PacnooXeHHOro Ha ANNH-
HOM nneye X-xpomocoMmsbl (Xq21.3-Xq22). B pe3ynbrarte npo-
MCXoauT ocTaHOBKa auddepeHuMpoBkn B-numdoumtos
Ha cTaguMu npe-B-KNeToKk B KOCTHOM MO3re, MpuMBOASLLaN
K OTCYTCTBMIO 3penbix B-numdouuntos B nepubepryeckom
KpOBOOGPALLEHNN U CEPBESHOMY CHUMKEHMUIO KOHLEHTpaLMK
BCEX KNacCoB MMMYHOrno6ynuHoB B CbiBOpOTKe [1, 3, 4].
[Ons paHHoro 3aboneBaHWs xapakTepHa MaHudecTauus
KIMHUYECKMX NPOSIBAEHUH BO BTOPOM MOSYTOAUU MM3HU
PeLNaMBUPYIOWUMU TAKENbIMU BaKTepuanbHbIMU UHOEKLK-
AMMU NIErKUX, KOXM U NMOLKOXKHOM KnetyaTku, JIOP-opraHos,
Bbl3BaHHbIMM B OCHOBHOM Streptococcus pneumoniae,
Haemophilus influenzae. Y nauneHToB MOryT pa3BuBaTbCS
MHEKLMOHHbIE apTPUTbI, AMapenHbIin cuHapoMm. Mpu ¢dnsu-
KanbHOM OCMOTPE MMEIOT MECTO Masible pa3mMepbl Naabnmpy-
eMbIX TMMdaTUYECKMX Y310B. B guarHocTuke Begyliee mecTto
3aHMMaloT BblllenepevymcneHHble KNMHUYECKUE NPOoSBEHHUS,
HO OHW He SBNSAITCA NAaTOrHOMOHWYHBIMU TOMIbKO ANS aram-
MarnoéynuHemuu [1, 4]. JlabopaTopHbIMK MeToAamMu, NOMO-
ralowmmn 3anofo3puTb AaHHYIO NaToNoruo, ABASKOTCA
UMMYHOrpamMmMa (CHUXEHWE BCeX KnaccoB UMMYHOIrNo6ynm-
HOB B CbIBOPOTKE KpoBM), deHOoTUNMpoBaHue nMmdounTos
(conepaHune CD19 B-kneTok meHee 2%). [locToBEPHO MoA-
TBepXKhaeT AMarHo3 reHeTuyeckoe obcnegoBaHue, Hanpas-
JIEHHOE Ha MoUCK mMyTauun B reHe BTK. Ha gaHHbIN MOMEHT
B MPaKTUKy BHeAPAETCA HeoHaTa lbHbIA CKPUHUHT, 3aK/ova-
IOWKMICA B KONMMYECTBEHHOM oOrnpeaeneHnM MeToaoMm Mou-
Mepas3HOM LEenHOM peaKkLnn B pexmme peanbHOro BpeEMeEHH!
B CYXMX NATHaX KPOBM HOBOPOXAEHHbIX ypoBHA TREC (T-cell
receptor excision circle — KonbLeBble Y4aCTKH, Bbipe3aHHble
n3 JHK B T-numdoumnTte npm ero co3peBanmmn) n KREC (kappa
recombining excision circle — KonbueBble yvyacTkn [HK,
Bblpe3aHHble Npu co3peBaHnn B-KNeToK U3 NoKyca, Koampy-
loLwero Kanna-Lenb), NO3BONSIOLLMI HA PpaHHUX CPOKax 3ano-
Lo3puTb gedeKTbl T- ' B-KneTto4yHoro 3BeHa MMMyHWTETA.
JleyeHre ocHOBaHO Ha NOXW3HEHHOW 3aMeCcTUTeNbHOM Tepa-
nuM npenapatamu UMMYyHOrno6ynvHa 4enoBeKa C LEblo
nogaep>aHus npetpaHcdysnonHHoro IgG Ha ypoBHe 5-7 r/n
[1, 3]. CBoeBpemeHHas AnarHOCTUKa U BOBPEMS Ha4vaToe
NnevyeHne No3BONAIOT U3bexaTb HeobpPaTUMbIX U3MEHEHWUN
B OpraHM3mMe, COXpaHUTb Ka4eCTBO XU3HU NauneHTa [5-7].

KJAUHUYECKWA NPUMEP

O nauueHTte

B I'bY3 HO «[leTcKas ropoacKas KaMHudeckas 60/1bHULA
N21 r. HuxHero Hosropopga» Habnogaetca manbduk T. (gaTa
poxaeHus: 05.11.2005) ¢ Bo3pacTta 5 neT. AKylepcKo-
TMHEKONOrMYeCKNn aHaMHes: pebGeHOoK oT 1-i 6epemeH-
HOCTH, NpoTeKaBllen Ha doHe HedbponaTuu Bo Il un 1l Tpu-
mecTpax, 1-x dU3MONOrMyecKkMx CpoYHbIX poaoB. Macca
Tena npu poxaeHun — 4500 r, anvHa Tena — 52 cwm.
OueHKa no APGAR — 8/9 6annos. lNepuon HOBOPOXKAEH-
HOCTM npoTeKan 6e3 ocobeHHocTen. Ha 4- AeHb XU3HM

B poadome NpoBefleHa BaKLMHaLMA NPOTUB TyGepKynesa,
Ha NepBOM rofly *W3HW NPUBMBANCHA MO HaLMOHANbHOMY
KaneHaapto, NOCTBaKLMHaNbHbIA Nepruo 6e3 OCNOXHEHWHN.
Peb6eHOK Haxoguncs Ha rpyaHOM BCKapMnBaHUM Ao 2 Mec,
B CBSAI3M C rMnoranakTMen y maTepu B AajibHEMIWIEM Maslb-
YWMK Obl1 NEPEBEAEH HAa MCKYCCTBEHHOE BCKapM/IMBaHMeE.
OTMeyvanuch Nerkne nNposiBiEHUs aTonMYecKoro aepMmartuta
B Bo3pacTe 1,5 mec, KoTopble 6blIM KYNMPOBaHbl UBMEHEHM-
MK B aveTe matepu. Pusanyeckoe, HEPBHO-NCUXMYECKOTO
pa3BuUTHe pebGeHKa Ha MepBOM oAy YKM3HU COOTBETCTBO-
Bano Bo3pacTty. CeMenHbl aHaMHe3 No HacNeACTBEHHbIM
3a60/1eBaHUAM, CO C/IOB MaTEPH, HE OTSArOLLEH.

M3 aHaMHe3a 3a60neBaHNs M3BECTHO, YTO AEBIOT KJIUHMU-
YeCKMX NposBeHM Npon3oLen B Bo3pacTe 10 mMec ¢ pa3su-
TUS1 OCTPOro A3BEHHOMO NapanpoKTuTa. [lanee pe6eHoK ctan
€)XXEroflHo 60/1€eTb TAKENbIMU MHEBMOHUSAMMU, OCNTOXKHEHHBIMU
nneBpuTaMu, B YepeaoBaHUN C ABYXCTOPOHHUMW FTHOMHbLIMM
CUHyCUTamK, oTuTamu. Kaxkabin anu3on 3abonesaHus Tpebo-
Bafl rocnuTann3auuu B ctaumoHap. MpMMeHeHne cTaHaapT-
HbIX KypCOB aHTMGaKTepraibHOM Tepanuu ¢ y4eToOM BbiceBa
MUKPO®DSIOPbl UMENO HU3KUK 3DDEKT B BUAE ANMTENBHOIO
TEYEeHUss BOCMaNMTENbHOIO MpoLecca U MEANEHHOro ero
KynupoBaHus. B 2 roga pebeHoK nepeHec GpnerMoHy nuua.
B 4 roga 4 mec Ha pOHe BETPSHOM OCIbl TAXKENO0ro TeYeHHUs
y Manb4iuKa pasBuaacb BHEGONbHMYHASA BUPYCHO-6aKTEPU-
anbHas NHEBMOHWS, OCNOXHEHHas GOpMUPOBaAHUEM Bynnbl
NIErKOro W AblXxaTeNbHOW HeAOCTaTOYHOCTbIO 3-M CTEMEHM.
PebeHok anutenbHo Haxoaunca Ha WBJ1. Ucxogom atoro
cTano pa3Butve dubpoartenekrasa cpeaHen AoAn npaBoro
JIEFKOr0 1 CTOMKOM adasuu.

dusuKanbHas AUAarHoCTUKa

Ha MOMEHT nocTaHOBKM AMarHosa B Bo3pacte 5 et
cocTosiHne pebGeHKa no 3ab0fieBaHWUIO OLEHWBANOCh
Kak Tsxenoe. PoanTtenu nauneHTa npeabaBisiv Kanobbl
Ha MNOCTOSAHHOE HapyLleHWe HOCOBOIO AbIXaHWUS, CIN3UCTbIE
Bbll€/IEHUS M3 HOCA Ha MPOTAXEHWW MOCNEeAHEro rojaa,
a TaK)Xe COXpaHeHWe peaKoro BAAXKHOro Kaluns ¢ otaene-
HMEM He6ONbLLIOro KoaM4yecTBa rHOMHO-CM3UCTON MOKPO-
Tbl Mocne nepeHeceHHoW MHEBMOHMM (C Bo3pacTa 4 net
4 mec). ManbymK He nuxopagun. MNpu 06bEKTUBHOM OCMO-
Tpe 6blNM BbIBNEHbI cheayloune mameHeHus. KoxHble
NMOKPOBbLI GblJIN CMYI/IblE, YUCTblE, BbIChINAHUSA Ha KOXe
otcytcTBOoBann. Co C/NOB MaMbl, HUKAKWUX BbICbINaHWM
Ha KOXe M CIM3UCTbIX 060/I04KaxX paHee TaKXe He oTMeYa-
nocb. lMpn ocMoTpe 3eBa perncTpupoBanach fNerkas rune-
pemMusa ayxeK, MMHAaNUHbl Gbl/IM YMEHbLUEHBI B pa3Mepax.
HocoBoe AabixaHue 6bl10 3aTPyAHEHO, B HOCOBbIX Xo4ax
OTMeYanncb Cyxue KOpKW. ManbnupoBanncb MNOAYENIOCT-
Hble TMMdaTnyeckue y3nbl o 0,8 cM B AnameTpe, 3nacTmy-
Hble, 6€360/1e3HEHHbIE, HE CMasiHHble C OKPYXaloWMMK
TKaHsaMK. TTOAKOXKHO-XKXUpOBas KneTyaTka pebeHKa 6bina
BblpaXeHa He[JOoCTaTO4HO, pacrnpefeneHa paBHOMEPHO,
TYProp MArkux TkaHen cHuxkeH. O6pauiana Ha ceb6s BHUMa-
HWE CYTYNO0CTb. B NErknx aycKkynbTaTMBHO BbICNYLIMBANOCh
EeCTKOe [blXxaHWe, KOTOpoe MPOoBOAWIOCH BO BCE OTENbI,
XpUNoB He 6blf10, YacToTa AbixaHun — 24/muH. MNpu nep-
KYCCUM OTMEYEHO HeBOSbLLOE YKOPOYEHUE NMEPKYTOPHOro
3ByKa B NoasonaTtoyHon o6nacTu crnpaBa, B OCTalbHbIX
oTaenax NepKyTOPHO SICHbIM IErOYHbIN 3BYK. TOHbI cepaua
OblIN ACHblE, PUTMUYHbIE, YUCTble, YacToTa CepAeYHbIX
COKpauieHnn — 84/MuH. }X1BOT Npu Nanbnaumm pebeHka
Obl1 MATKWIK, 6e360Ne3HEeHHbIn BO Bcex oTenax. [leyeHb
nanbnupoBanacb y Kpas pebGepHOM AYyru, Kpaw POBHbLIN,
3M1aCTUYHbIN, cene3eHKka He nanbnupoBanack. Ctyn 1 pas
B CYTKM, 0DOpPM/IEHHbIM, 6€3 NaTONOrMYEeCKUX NPUMECEN.
An3ypun He oTMeYanock.



Ta6nuua 1. YpoBeHb UMMYHOrNo6YynMHOB y pebeHKka B 5,5 neT
(POKB r. MocKBbI)

Table 1. Immunoglobulins’ levels in 5.5 years old child (Russian
Children’s Clinical Hospital, Moscow)

Mokasartennb YpoBeHb, I/n Hopma, r/n
186G 3,3 5-13
IgA 0,06 0,36-1,65
IgM 0,66 0,7-1,6

MpeaBapuTenbHbii AUArHo3

[Meanatpom OblI0 3aMoA03PEHO HanuMyve y pebeHKa
NepBMYHOTO0 UMMYHOAEDULMTHOINO COCTOSIHWMSA B BO3pacTe
2 roga 3 Mec, HO y6eauTeNbHbIX AaHHbIX 3@ UMMYyHoAedHU-
UMT No pe3ynbraTaM aHalvM3a ypPoBHA MMMYHOrI06YyINHOB
nony4yeHo He 6bin10. B nocneagyoulem yrnyéneHHoe nmmy-
Honormnyeckoe o6cnenoBaHne NPOBEAEHO MWL B BO3pac-
Te 5 neT nocne nepeHeceHHoOn BETPSHOW OCMbl THAXeNoro
TeYeHUs B CBA3M C NOJO3PEHNEM Ha arammarnobyiMHeEMMUIO.
ManbyunK 6bln1 HanpasfieH Ha Aoo6GcnenoBaHue U nedYeHne
B OTAe/IeHMe KJIMHUYECKOW UMMYHONOrMn Poccumnckon get-
CKOW KNMHUYECKOoM 60/bHULbI . MOCKBbI.

AnarHocTuyeckue npoueaypbl

B umMMyHOrpamMme oTMe4anocb CHWXXEHWEe BCex Knac-
coB Ig (cm. Tabnuuy 1). Npu deHoTMNMpoBaHnn numoboLm-
TOB MEeTO0M MPOoTOoYHOM untTomeTpumn CD19+ — 0% (npwm
Hopme 19-36%). MpoBeaeHo reHeTnyeckoe obcenenoBa-
HWEe METOAOM CEKBEHWPOBAHMS, BbiiBNeHa AeneLmsa 3K30-
Ha 19 reHa BTK.

KnuHunyeckum guarHos

Ha ocHoBaHun ge6iota 3ab6oneBaHns BO BTOPOM MoOJy-
FOAMN YU3HU, HaNUYUA PELMAMBUPYIOWMX TSKENbIX ANU-
TeNbHO TeKylWmx 6aKTepuasbHbIX MPOLECCOB Pa3fIMYHON
NIOKanu3aunmn (KoxKa, NOAKOXKHAaa KfeTyaTKa, KULWEYHUK,
6poHxonerovyHas cucrtema, JIOP-opraHbl) B co4eTaHuUM co
3HAYUTENbHBIM CHUXKEHMEM BCEX K1acCoB MMMYHOr106Y-
JIMHOB, OTCYTCTBMEM MpU GEHOTUNMPOBAHUU NTUMOLMTOB
CD19+, oGHapyxeHuem peneuum sK3oHa 19 reHa BTK
pe6eHKy 6bla BbICTaBNEH AUarHo3 «X-cuenjeHHas aramma-
rnobynuHemua ¢ aeduuntom B-kneTok. dubpoartenekrtas
cpefHen 4onun npasoro nerkoro. Adasus».

AnddepeHunanbHas gMarHocTuka

MOCKONbKY OCHOBHbIMW KIMHWYECKMMU MPOABAEHUAMM
araMmarnobyinHeMmnn ABASIOTCA TSXKeNble peunanBupyto-
Wwre 6aKTepuanbHble MHPEKLUK, TO B MEPBYIO o4epeab 6bin
WUCK/IIOYEH TSXKENblh KOMOUHUPOBAHHbLIM MMMYyHOAEDUUMT
¢ gednuntom T- n B-kneTok. KnuHnyeckne nposiBaeHnsa aaH-
HOrO COCTOSIHMS MOXOXKM, Of4HAKO 3aboneBaHue aeboTupyet
C POXAEHUS, UMeeTCH 3adepKKa B GU3MYECKOM pa3BUTUN.
Pe6eHOK npv KOMOGUMHWMPOBAHHOM MMMyHoAebuuMTE Moa-
BEPXKEH OMMNOPTYHUCTUYECKUM WHbeKkuuam (C. Albicans,
BUPYCbl repnec-rpynmnbl), HepeaKo BO3HUKAOT OC/OXKHEHMS
nocne BaKUMHAUMK XUBbIMKM BaKuuHamu (BCGuT) [2, 5].
B KAMHUYECKOM aHanu3e KPoBKU UMeET MeCTO TMMbONeHus,
B MMMYHOIrpaMMe TaKe OTMeYaeTcs CHUXKEHWe Uau oTCyT-
CTBME BCEX CbIBOPOTOYHbIX MMMYHOrN06ynnHoB. OaHaKo
npu ¢eHoTUNMPoBaHMM NUMOPOLIMTOB BbLIABNSETCS 3Ha-
yutenbHoe cHueHue CD3*t T-numoountoB (MeHee 20%
oT obLero Konnyectsa MMMGOLMTOB), B OTIMYME OT aram-
Marno6ynuHemuu. NMpu CKPUHUHIEe 0BGHapYXMBaAETCH OYeEHb
HU3KWUI UK Heonpeaensiemblt ypoBeHb TREC.

Bo3HWKano nogo3peHne Ha BPOXKAEHHYIO LMKIUYECKYIO
HEWTPONEHMIO, HO abGCONIOTHOE KOJIMYECTBO HENTpPOdUIOB
y ManbyuvKa Npu KaxKaom M3MepeHuu Obio B npegenax

pedepeHCHbIX 3HAYEHWUI, YTO UCKIIIOYWUIO Hannine AaHHOro
3a6oneBaHua y nauueHTa [8, 9].

MeauuMHCKMe BMellaTebcTBa

lNocne yctaHoBNeHWS AuarHo3a pebeHOK HaxoauTcs
Ha MOXW3HEHHOW 3aMeCTUTE/IbHOW Tepanuu npenapartamu
MMMYHOrNo6ynnHa 4YenoBe4yeckoro HopmanbHoro (OKkTaram,
lamyHekc) B go3e 0,4 r/kr 1 pa3 B 3—4 Henenu ans noaaep-
aHus LeneBoro ypoBHs IgG.

[AnMHamuKa n ucxopabl

Mpun perynapHon 3amMecTUTENbHOW Tepanuu npenapa-
TaMu MMMyHornobynuHa ypoBeHb IgG Hopmanu3osascs
(3,96-9,3 r/n). Y pebeHKa Ha GpoHe AaHHOro nevyeHns 60nb-
e He BO3HWKaNW Taxenble GaKTepuasnbHble MOpaXKeHus
OPOHXONIErOYHOM CUCTEMbI, KOXM, MOAKOMXHOWM KieTyaTKu,
ApYrux TKaHewn n opraHoB. C yactoton 1-2 pa3sa B rog otme-
Yyanucb OPBWM nerkoro te4yeHus.

MporHos
[MPOrHO3 Npu perynsapHom nevyeHun ANns *n3Hm — OTHO-
CUTENbHO 61aronPUATHLIN.

OBCYXAEHME

ArammarnobynuHemua — dartanbHoe 3aboneBaHue
npU OTCYTCTBMM NATOrE€HETUYECKOro JfieYeHus, Mo3aTomy
TaK Ba)KHbl CBOEBPEMEHHas AMarHoCTMKa 3TOM MaTonoruu
W Ha3Ha4yeHWe 3aMecTUTENbHON Tepanuu. [aHHbI KanHUYe-
CKWUI cnyyal 4EMOHCTPUPYET KapTUHY NO34HEW AUArHOCTUKM,
HECMOTPSA Ha TUMM4YHOE TeyeHwe 3aboneBaHus, ¢ Hebnaro-
NPUATHBIM MCXOAOM B BMAE MHBaNMAM3aUMW NaLueHTa, Hapy-
LIEeHUs KayeCTBa ero M3HW. B HacToswwee BpeMs NosSBUANCH
6onee CoBepLUEHHbIE METOAbI ANArHOCTUKK NEPBUYHBIX UMMY-
HOaedULMTOB, B TOM YUCNe U araMMarnobynmHemMuu, ¢ NoOMo-
wbto onpeaenenns yposHsa TREC n KREC B nepudepnyeckon
KpoBW. [JaHHble MeTOAbl B MEPCMNEKTUBE MOTyT 6bITb BKOYE-
Hbl B HEOHATAJIbHbIA CKPUHWUHT 415 60/1ee paHHEro BblsiBAEHUS
MMMYyHOAEeDULMTHBIX cocTosiHMI [10]. MaumeHTbl ¢ arammarno-
OyIMHEMUEN OOMKHBbI OblTb NOXW3HEHHO OOEeCneYeHbl cneu-
MdUYECKUMK NpenapaTamnu UMMYHOTNOBYIMHOB ANS NpefoT-
BpaLLeHWs HeobpaTUMbIX MBMEHEHUI B MOPAXKEHHbIX TKAHSAX
W opraHax. Ha gaHHbI MOMEHT B Lieflom no Poccun umeetcs
4edULNT HEeOBXOANMBIX AN 3aMeCTUTENIbHON Tepanuun npena-
paToB, YTO MOXKET 3HAYUTENBHO CHU3UTL IPDEKT OT SIeUEHMS.

3AKNIOYEHUE

Taknm o6pasoM, B JaHHOM KJIMHUYECKOM HaboaeHUN
NpeAcTaBNeHO KNacCHMYecKoe TeyeHne arammarnobynmHe-
Mun. HecmoTps Ha Hanmune y pebeHKa TUMUYHbIX KWHKU-
YEeCKWUX MPU3HAKOB 3TOr0 BapuaHTa MEPBUYHOIO MMMY-
HogeduMUMTaA MMenacb NO3AHAA MNOCTAaHOBKA [AuarHosa.
Heo6xoAMMO MOBbILWIEHWE OCBEAOMJIEHHOCTU MNeauaTpoB
0 KJIMHMKO-NabopaTopHbIX NPU3HaAKax UMMyHOAEDULMTHbIX
COCTOSIHUW, B YaCTHOCTM araMmmarno6yMHEMUH, YTO NO3BO-
NIUT BOBPEMS 3anofo3puTb AaHHYKO NaTonoruio, cBoeBpe-
MEHHO HayaTb 3aMeCTUTENbHYIO Tepanuio MMMYHOrNo6YyIu-
HaMu, n3bexatb GPOPMUPOBAHNUA OC/TOKHEHUI M MOBbLICUTb
Ka4yecTBO KM3HU NauneHTa.

WHOOPMUPOBAHHOE COIJIACHE

OT poauTensa nauueHTa noay4eHo NUCbMEHHoe MHOOoP-
MWpOBaHHOE [O06POBONbHOE cornacue Ha ny6aAnKauuio
pe3ynsTaToB ero o6¢cneqoBaHua U nedyeHns 27.12.2021.

INFORMED CONSENT

Patient’s parents have signed written voluntary informed
consent on publication of his diagnosis and treatment
results (signed on December 27, 2021).
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HWe TeKcTa.
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