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Heas. [TpogeMOHCTPUPOBATh KIMHUYECKHN Cilydail OpaHHOrO HAC/IEICTBEHHOIO 3a00JIeBaHMs U3 IPYIIIIBI JIU30COMHBIX 00JIe3-
Hei HakorieHus — Oone3nu [Tomme (mukoreno3a Il Tumna) y pebenka 5 net.
Marepuajbl 1 MeToabl. [IpencraBieHsl aHAMHECTHYECKUE TAHHbIE, KIMHUKO-Ta00paToOpHBIe MOKA3aTelH U JIeueHHe peOEHKa
5 net ¢ 6onesnbto [Tomre, KOTOpHIit HAOIIOAANICS B TACTPOIHTEPOIOTHUECKOM OT/ICICHUH.
PesyabTarsl. Pe6EHOK, MOCTYNIII C jkal00aMH Ha MBIIIEUHYIO CIa00CTh, TPYAHOCTH MPU HOIBEME MO JIECTHHUIE, PEKHE TOI0B-
Hble Oonu. 113 anaMHe3a U3BECTHO, UTO MaTh peO&HKa oOpamanack K neguaTpy Ho NOBOAY 3aTSHKHOTO TEUEHUS PECITUPATOPHON NH-
(exunu. AMOyIaTopHO Npu 00CIeA0BaHUN OBLIO BBISBICHO 3HAYUTEIHHOE HOBBIILICHUE YPOBHEH aJIaHWH- U acllapTaTaMUHOTPAHC-
(epasbl, NCKIIOYEHB! BUPYCHBIE TemaTUThl. PeOEHOK OBIT rOCINTAIM3UPOBAH B CTALMOHAD IS JalbHEHIIEro oOCIe oBaHuUs C
JIMarHO30M: Te€NaTHT HEYyTOUHEHHOM STHONOTHH (HenH(EeKIMOoHHbIH). [Ipr 00cie0BaHNY BBISBICHBI OTCTaBaHUE B (DPU3HMYECKOM
Pa3BUTHH, MBIIICYHAS THIIOTOHMUS, TeMaToMeranus, AUCQYHKINS IIeUCHH, MOBBIMICHAE YpOBHS o0mel KpeaTHH(}OCHOKNHA3E
n IgE. Onpenenensl CHUXEHHE aKTMBHOCTU KUCIOU 0-1,4-1Mi0K031aa3sl B ISITHE BBICYIIEHHOH KPOBM IO JaHHBIM TaHIEMHOU
Macc-CIeKTpOMeTpur 1 MyTanuu B rene GAA merogom JIHK-muarHocTuku. YcraHoBIeH auarnos: Oomne3Hb [lomre (TITUKOTeHO3
II Tuna). Muonarmyeckuii cuaApoM. Hauaro jieueHne reHHO-MHKEHEPHBIM (DepMEHTO3aMEHSIOLIIM MPEnapaToM Maio3aiiMoM B
no3e 20 MI/Kr BHYTpUBEHHO, | pa3 B 2 Hex.
3akaiouenue. bonesns [Tomme — peznkas maronorus, Juist KOTOPOH XapaKTEpHBI HU3Kash acTOTa PAacIpOCTPAaHEHHOCTH U TOJIH-
MOP(HU3M KIMHUYECKHX NPOSBICHUIA, YTO 3aTPyAHSET IOCTAHOBKY AMarHo3a. HeoOxonnMMbl CBOEBpEeMEHHas JMarHOCTHKa 3a0oie-
BaHUS ¥ KaK MOXKHO OoJiee paHHee Ha3HAYCHHUE IaTOreHeTHYECKO Teparuy, 4To MO3BOJIHT YITyUIIHTh Ka9eCTBO JKU3HU NALEHTOB,
3aMeTITh IPOTPECCUPOBAHNE 3a00IEBAHNS U MIPEAYTIPEAUTD Pa3BUTHE KU3HEYTPOXKAIOMIUX OCIOKHEHHUH.
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Pompe disease in a five-year child

Kuban State Medical University, Krasnodar, 350063, Russian Federation

Aim. To demonstrate a clinical case of orphan hereditary disease from the group of lysosomal storage diseases — Pompe disease
(glycogenosis type II) in a five-year child.

Materials and methods. Anamnestic data, clinical and laboratory parameters and treatment of a five-year child with Pompe dis-
ease. The patient was observed in the gastroenterological department of the Children’s Regional Clinical Hospital.

Results. Child admitted with complaints of muscle weakness, difficulty climbing stairs, rare headaches. According to his history,
his mother turned to the pediatrician about the prolonged course of a respiratory infection. An outpatient examination revealed a
significant increase in the levels of alanine aminotransferase and aspartate aminotransferase. Viral hepatitis was excluded. The
child was hospitalized in a hospital for further examination with hepatitis, unspecified etiology (non-infectious). Examination of
the child revealed a lag in physical development, muscle hypotension, hepatomegaly, liver dysfunction, and increased total creatine
phosphocanase and IgE. A decrease in the activity of acid a-1,4-glucosidase in the spot of dried blood was determined according to
tandem mass spectrometry and gene mutations GAA DNA diagnostic method. Diagnosed with Pompe disease (glycogenosis type
IT). Myopathic syndrome. The treatment with the genetic engineering enzyme-substituting drug Mayozayme was started at a dose
of 20 mg/kg, intravenously, once every two weeks.

Conclusion. Pompe disease is a rare pathology characterized by a low frequency of prevalence and polymorphism of clinical
manifestations, complicating the diagnosis. Timely diagnosis of the disease and the earliest possible appointment of pathogenetic
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therapy are required to improve patients’ quality of life, slow down the progression of the disease, and prevent the development of

life-threatening complications.
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M30COMHBIC OOJIC3HM HAKOIUICHUSI OTHOCAT K Op-
(aHHBIM 3a00JIEBAHVSIM, TPEICTABISIONIIM COOO0M
PEeIKyIo, YTPOXKAIOUIYI0 JKU3HH WIH HEYKIOHHO
MIPOTPECCUPYIONIYIO TIATONOTHIO, NMPH OTCYTCTBUH JICUCHHUS
MIPUBOJIAIIYIO K JIETaIbHOMY UCXOAY WM MHBaIUAN3AuH [1].
JIuzocomHubIe 6osIe3HN HAaKOIIEHUS BKIIIoUaroT bosee 70 popm
MATOJIOTHH, XapaKTEPU3YFOTCS TIN30COMAITBHON TUCPYHKIHEH
U HACIIEIYIOTCS B OCHOBHOM IO ayTOCOMHO-PEIECCHBHOMY
tumy [2]. Hapymenust mporeccoB cmHTe3a, Karabonm3Ma 1
TpaHCTIOPTa JIM30COMHBIX (PEPMEHTOB, OEITKOB-aKTHBATOPOB
WIA TPAHCHOPTHBIX OEJIKOB, KOHTPOJIUPYIOIIUX TPAHCIOPT
CcyOCTparoB, MOMJICKAIIUX THIPOJIN3Y, MPUBOIAIT K UX Ha-
KOIUICHUIO B KIICTKaX W MOJIHOPTaHHOMY TOBPEKACHUIO [3].
B CcOBOKyIMHOCTH 4YacTOTa JIM30COMHBIX OOJI€3HEW HAaKOILIe-
Hus coctapisger 1 : 5000 kuBOpOXKAEHHBIX Aereil. B 3aBu-
CHMOCTH OT XUMHUYECKUX CBOHCTB HAKOIJICHHOTO KOMITJIEKCA
BBIACTIAIOT MYKOIIOJIUCAXapua03bl, JUMNUIA03bI, INTIMKOIIPOTCU-
HO3BI, HEHPOHAIILHBIC IICPOUIHBIC TUMODYCIIHO3BI U IPYTHE
0ose3Hu HaKoruIeHus [3].
Bomesnp [Tomme (BIT; OMIM #232300) mu TIIMKOT€HO3
Il Tnma — penkoe HacleACTBEHHOE 3a00IeBaHME, BHI3BaH-
HOC MYTalWsAMH TeHA JH30COMAJIbHOTO (hepMeHTa KHUCIION
o-1,4-rmroxo3unassl (GAA), KOQUPYIOMIETO KUCIYIO MajibTazy
[4]. Ha ceronusiiHui geHb onucanbl 0onee 450 MyTaruii re-
Ha GAA npn BII [5]. dedunur dpepmenta npuBOAUT K reHe-
paIM30BaHHOMY HAKOIUICHHIO TJIMKOTEHA B TKAHSX OPraHH3-
Ma, 0COOEHHO B KapAMOMHOIIUTAX H TOMEPEdHO-MOI0CATHIX
MBIIIIEYHBIX BOJOKHaX. Briepseie BI1 Oputa onucana B 1932 1
nmarckum marosiorom J.C. Pompe y 7-MecsuHOrOo peOeHKa ¢
CepIICYHON HEJIOCTATOUYHOCTRIO M MBIIICUYHOH CJIa00CThIO [6].
B TedeHne MHOTHX JICT CyIIECTBOBAJIO MHEHHE, 4TO BII B
OCHOBHOM TTOPaKaeT MBIIICUYHYIO CHCTEMY, OHAKO B HACTOSI-
mee BpeMs 3a0oNieBaHHE pacCMaTPUBACTCA KaK MYIBTHCHUC-
TEMHOE PacCTPOHCTBO, MPU KOTOPOM HacTO OMPEHEISIOTCS
HEBPOJIOTMYECKUE HAPYUICHUs], NOPAKEHHUs CepAEeYHO-COCY-
JIUCTOM CUCTEMBI, KOCTHO-MBIIIICUYHBIC ¥ KOCTHBIC H3MCHEHUS,
a TaKXKe HAPYIICHUS KETYIOYHO-KHIICYHOTO TPAKTa U MOYC-
BBIBOJSILIMX IyTeH [7].
Brigenstor minanendeckyro (nHpanTIIRHY0) hopmy BIT
u popmy ¢ mo3ganM HavanoM. adantunsaas popma BIT xa-
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pakTepu3yeTcsl HauajoM 3a0oJeBaHus B Bo3pacte 10 12 mec
C TeHepaIM30BaHHOM MbITIedHOU cnadocTrio (floppy baby —
CHHAPOM BSIJIOTO peOEHKA) M MOTHOPTaHHON ITaTOIOTHEH,
Han0oJjee TUINYIHBI KapIUOMHUOMNATHS, TeTIaTOMETaIns 1 Ma-
kporoccusi. [Ipu OTCyTCTBHMU MAaTOreHETUYECKON Tepanuu
3a0oJeBaHNe NMPUBOIUT K JETaIbHOMY MCXOAy Ha 1-M romy
JKU3HU BCIIEACTBUE TSDKEION CEpAeUHO-COCYAUCTON U TEroY-
HOH HenocrarouHoctu. MHanTuneHas ¢popma BIT accorm-
MpOBaHA C TIOJHBIM WJIM ITOYTH IOJHBIM OTCYTCTBHEM akK-
TUBHOCTH KHCIOH 0-1,4-mmoko3umassl (<1%) [8]. dna BIT ¢
MO3/IHMM HayaJoM XapaKTepeH JeOoT B Bo3pacTe oT 12 mec
JIO0 3pesIoTo BO3pacTa U MeJICHHO-TIPOTpeccupylolee Tede-
Hue. 3aboyieBaHME IPOSIBISETCS CIA00CTBIO, YTOMIISIEMO-
CTBbI0, OOJIBIO B NApacHMHAIBHBIX MBIIIIAX, TOCTECHHBIM
pa3BuTHEM Kn(03a U CKOJIN03a, CHIKEHHUEM TOJIEPAaHTHOCTH
K 00bI9HOM (pu3mueckoii Harpyske [9, 10]. Ilopaxenue cepa-
1a, KaK mpaBuilo, oTcyTcTByeT. Hepenko B maTosioruyeckui
IpolLecC BOBIEKAETCS JUIEBask MyCKYJIaTypa, MBIIIIBI TII0T-
KM M TOPTAaHHW, YTO MPUBOAWUT K 3aTPYIHEHHSM IEPEIKEBBI-
BaHMs nUIM U rotanus. [1lo HekoTopeiM AaHHBIM, B 30%
cirydaeB 3a00s1eBaHue AeOI0THPYET C ABIXaTeIbHBIX HapyIlIe-
Huii [11]. B aToM citydae BeOyIIiMu CHMITOMAaMH SBIISIOTCS
OJIBIIIIKA MTPH HATpy3Ke HJIM OPTOIHO?, allHO? BO BPEMs CHA,
JTHEBHAsI COHJINBOCTb, YTPEHHHE Ie(alruu, CKIOHHOCTh K
Ppa3BUTHIO HH(PEKIUI BEPXHUX ¥ HUKHUX JIBIXaTCIbHBIX MTy-
tei [9]. IIpu nporpeccupoBaHUM NaTOJIOTHYECKOr0 IpoLec-
ca yCyryOmsioTCsl IPOSIBIEHUS MOSCHO-KOHEYHOCTHONW MHO-
auctpopun, GopMHUpyeTCs XapaKTepHasl «yTHHAsD» MTOXO/IKa.
Just mo3nueit popmbl BIT xapakrepeH yacTHYHBIN JeQUINAT
kuciaoi o-1,4-rmoxo3naasel (1o 30% oT HMXKHEH TpaHUIIBI
BO3pAaCTHON HOPMBI), UTO U OOYCJIOBIMBAET Ooiee MATKHE
MIposiBIICHUST 32a00JI€BaHNsI IO CPABHEHHIO C MIIAJICHUYCCKUM
BapuanTtoMm [8]. Tem He meHee Oe3 nedueHus OONE3Hb He-
YKIIOHHO TPOTPECCUPYET, JIETAIBHBIN UCXOA OOBIYHO 00ycC-
JIOBJICH JIBIXaTeNIbHOIM HEJOCTaTOYHOCTHIO.

«30JI0TBIM CTaHAAPTOM» JIAOOpaTOpHO quarHocTuky bI1
SIBJISIETCS OTIpE/ieJICHue aKTHBHOCTH (pepMmeHTa - 1,4-rroko-
31336l B IISITHAX BBICYHIEHHOH KPOBU (METOJ «CYXOTO IISIT-
Ha KPOBM») TPH MOMOIIN TaHAEMHOH Macc-CIIEKTPOMETPHH.
B HekoTophIX cilyudasix B KauecTBE CyOCTparoB JUisi AMArHo-



Russian pediatric journal (Russian journal). 2021; 24(3)

https://doi.org/10.46563/1560-9561-2021-24-3-209-212 M

CTHKU MOTYT OBITh UCIIOJIb30BaHbI MbIIIEUHBIE OUOIITATHI HIIH
KJIETKH KYJBTYpbl KOXHBIX (puOpodnacroB. Cnemyer oTme-
THUTb, YTO BBIPAKCHHBINH MOIMMOP(U3M KIMHUYECKON KapTH-
HbI 3aTpyJHSET CBOEBpeMeHHY10 auarHoctuky BII. [lo nan-
HBIM JINTEPATYPbI, CPEAHEE BPEeMsI TIOCTAHOBKH Juarao3a bIl
OT MOMEHTa OOpalleHusI K Bpady cocTaBisieT 5—7 jert [4], a
B Poccun, 1mo HexkoTopbIM TaHHbIM, 10 10 jet u Oonee [12].
B T0 ke Bpems m3BecTHO, 4TO 3()(HEKTHBHOCTH MATOTCHETH-
yeckoro jedenust b1 koppenmpyeT co BpeMeHeM OCTaHOBKH
nuarsosa [9].

Ha ceropnsmiHMiA €Hb E€AMHCTBEHHBIM 3()()EKTHBHBIM
MetozioM JedeHus: BII siBrsiercs moku3HeHHass GepMeHTO3a-
MeCTHUTeNbHas Tepamus. s MaToreHeTHYeCKOro JEeYeHUs
BIT B Poccun B 2013 1. 3aperucTpupoBaH peKOMOMHAHTHBIN
aHaJIOT KUCIIOH o-1,4-TIIOKO3M/1a3bl YeJIoBeKa — aJIITIOKO-
3umasa anbda (Maifo3aiim), TMOJIOKUTENBHBIA YPPEKT KOTO-
POl IPOSIBIISIETCS YBENUIEHHEM MPOIOIKATEIBHOCTH KU3HU
NAlMeHTOB, YIyYIIEHHEM CTAaTOJMHAMHYECKUX (YHKIIHUH,
MIOBBIIIEHUEM KauecTBa KU3HH, 3aMEIJICHUEM MPOrpeccUpo-
BaHMs 3a00JI€BaHMsI, COXPAHSIOIUMCS C TEUCHHEM BPEMEHH,
a TaKKe NMPEAOTBPALICHUEM yXyALIICHHUS JIbIXaTeIbHON (yHK-
uwi [13]. Ilpu uadanTmsHON Gopme BIT Ha dpoHe neueHws B
TIEPBYIO OYEPENb YMEHBIIAIOTCS MPOSIBICHUS KapAHOMHOTIIa-
THUHM ¥ B MEHbIICH CTENEHH CUMITOMBI MUOIIATUH, TOT/A KaK
npu 1o3aHel Gopme 3a00sIeBaHUs MOJOKUTEIBbHBINA d(heKT
B OCHOBHOM OTPayKaeTcsi B M3MEHEHUH (DYHKIIMN CKEJICTHBIX
bl [ 14].

Hean ncciieoBaHusi — MPOAEMOHCTPUPOBATH KIMHNYE-
CKUHl ciTydail opaHHOTO HACIEICTBEHHOTO 3a00JEeBaHUS U3
TPYTIIBI TU30COMHBIX Oone3Hel Hakomaenns — BIT (rmxore-
Ho3a Il Tuma) y pedenka 5 jer.

MarepuaJjbl M1 MEeTOAbI

IIpoBenénHoe uccienoBaHuEe COOTBETCTBYET CTaHAApPTaM
XenbcHHKCKOM ekxnapanui. OT ouIManbHbIX TIPeCTaBUTe-
JIel TTarreHTa MoJIy4YeHo MICbMEHHOE 100poBoIbHOE NH(OP-
MHPOBaHHOE COIVIACHE Ha ITyOJIMKAIMIO ONUCAHUS KIMHHUYC-
CKOTO CITydJasl.

IIpoBenéH aHanM3 aHaMHECTHYECKMX CBEICHMM, Tede-
HUS 3a00JeBaHMs, pE3yAbTATOB KIMHHUKO-TA00PaTOPHOTO
uccienoBanus ((pU3UKAILHOTO OCMOTPA, OMOXMMHYECKOTO
aHanM3a KpOBHU, METOJa TaHJEMHOW MacC-CIEeKTPOMETPHH,
JHK-auarHoCTHKY) ¥ TIPOBOAMMON Tepanuu peObeHKa 5 et
¢ BII, koTopsrif HabIIOmaICs B TaCTPOIHTEPOTIOTHIECKOM OT-
nenennu ['BY3 «JleTckas kpaeBas KIMHHYECKass OOTBHUIAY
Kpacnonapa.

PesynbTarnl

Pebenoxk I, 5 et, mocTymu B oTAeICHUE C Kao0aMu Ha
MBIIIEYHYIO C1a00CTh, TPYAHOCTH NP NOABEME 110 JIECTHHIIE,
peaKue roJoBHbIE OOJIH.

W3 anamne3a Hacrosimiero 3a00JeBaHMs M3BECTHO, YTO
Marb peOEHKa 00paTHIaCh HA IIPUEM K y4aCTKOBOMY TIEAUATPY
I10 TIOBOJY JUIMTEIEHOTO TEUYSHUS PECIIUPATOPHON HHPEKIUH
y pe6énka. BpIIo mpoBeeHO OHOXMMITUECKOE MCCIIEOBAHIE
KpOBH, II€ BBIABICHO 3HAYUTCIHLHOC IMOBBIIICHUEC ypOBHeFI
ananuH- (no 145 Ex/n) u acnapraramuuoTpancdepassbl (10
586 En/m). MckiroueHsl BUPYCHBIE renaTuThl. PeOéHOK ObLI
TOCITUTANU3UPOBAH B CTAL[MOHAp C JUAHO30M: ICMaTUT He-
YTOYHCHHOH 3THONOTHN (HEeWH(EKIIMOHHBIN) C MEIhI0 yCTa-
HOBJICHUSI TMarHO3a W JanbHeinero jgedenns. [lomyqan te-
parnuro renarornpoTCKTOpaMu, OAHAKO BBIMICTICPECYHUCIICHHBIC
KaJoObl COXPAHSIINCH.

CASE REPORT

W3 anamuesa: pe6&HoK oT 1-if GepeMEeHHOCTH, TIPOXO/INB-
el B yCloBUsIX ToKcHko3a | crenenu B I Tpumectpe. Poast
B CPOK, (huznonornueckue. PedeHok orcraBai B pruzndeckom
Pa3BUTHH OT CBEPCTHUKOB.

OOBEKTHBHO: COCTOSIHHE CpEAHEH TSDKECTH, CaMOYyB-
CTBHE YHOBIETBOpPHUTEIbHOEC. DHU3MUECKOE PA3BUTHE HUXKE
MEIMaHHOTO YpOBHs, rapmMoHuuHoe. Poct 88 cm (10-25-i
NEepIEeHTHIIb), Bec 12 kr (25-50-# nepreHTib), OKpy>KHOCTb
rosioBel 49 cM (25-50-i neprienTib). KoxHble TOKPOBBI Yn-
cThIe, OenHpIe. MBIMIEYHBIH TOHYC ¢ TEHACHITNEH K THITOTO-
HUM. B n€rkux npxanne Be3uKyIsipHOE, XpUIoB HeT. Cepied-
HBIE TOHBI SICHbIC, PUTMHUYHbBIE, BBICITYIIHNBACTCS CHCTOJINYC-
CKHUHl IIyM Ha BepXxylike U B V Touke. JKHBOT Ipu naabnanuu
MSITKHH, OO0JIE3HEHHOCTh OTCYTCTBYET. HWokHsIS rpaHMIa rie-
YEeHH BBIXOIUT W3-TI0]] TPaHUIBI pEOepHOi ayru Ha 3,5 CM 110
MIPaBOH CPeANHHO-KIIOYMYHON JMHNU. Cene3éHka He Mallb-
nupyercs. OOIEeMO3roBbIe 1 MEHHHT€aIbHbBIE CHMITOMBI OT-
CYTCTBYIOT.

buoxumuyeckuil aHanu3 KPoBU: acapraTaMuHOTpaHChe-
paza — 395 ME/n, ananunamunorpancgepaza — 123 ME/n,
nakrarneruaporenaza — 1357 En/n, kpearunundocdo-
kuHa3za — 825 En/n. MccnenoBaHne MMMYHOTIIOOYIHHOB
kpoBu: IgE — 409,7 ME/min. B cBs3u ¢ momo3peHneM Ha
BII 65110 MpoOBeCHO HCCIETOBAaHUE KPOBH METOAOM TaH-
JIEMHON Macc-CHEKTPOMETPUM U BBISBIEHO CHIKECHHE
aKTHBHOCTH 0-1,4-Tiroko3ugasel (0,63 MKMONB/N/4 mpu
Hopme 1-25 mxmons/n/4). IIpoBeaeHo MoJeKyIsIpHO-TE-
HETHUYECKOE MCCIENOBAaHHE METOJOM IpPsIMOTO aBTOMa-
THYECKOTO CeKBeHHpoBaHWA. [lomubrii anamms reHa GAA
BBISIBHJI U3MEHEHHME HYKJICOTHIHOHN IMOCIE0BaTeIbHOCTU
c.-32-13T>G/c.-45T>G B TreTepo3uroTHOM COCTOSHUH,
OTHMCAaHHOE B MEKAYHAPOAHOI 0a3e MaHHBIX 110 MyTalHsIM
(CS941489), u3MeHeHHE HYKJICOTH/IHOW ITOCIIEOBATEIIb-
HOoCcTH C.584T>A, nmpuBoxsmeii k 3ameHe p.Leul95Term B
TeTepPO3UTOTHOM COCTOSTHUH.

Pe6énky ObLT ycTaHOBICH Auaruo3: bosesus [Tomie (ru-
koreno3 II Tuma). Muonaruueckuii cuaapom. [1o xKU3HEHHBIM
TOKa3aHMUsIM Ha3HAYCH T'€HHO-WH)KCHEPHBIH (epMeHTO3aMe-
HAIOIMH npenapar MaiioszaiiMm («Genzyme Ireland Limited»,
Wpnarmus), 20 Mr/Kr BHyTpUBEHHO, | pa3 B 2 Hell.

B mpencraBieHHOM KIMHHYECKOM HAOMIONCHUN CIIETyeT
OTMETHUTh JIOCTATOYHO PAaHHUH BO3pacT JieOroTa 3a00seBaHusI
1 XapaKTEepHbIE CIOXKHOCTH B MOCTAHOBKE AuarHo3a. Hammuue
BBIPQKEHHOTO TIOPAXKEHUsSI TIEYCHH Ha (DOHE 3aTSHKHOTO TEUCHUST
pecrimpatopHOl MH(EKIMH BBI3BAIO HEOOXOIMMOCTh 1 de-
PEHIMATBHON TMarHOCTHKU C TEeMaTUTaMM Pa3iIndHON 3THOIO-
ruu. [Ipu o6cenoBanmy pebEnka odparmany Ha ce0s BHIMAHHe
rernaroMeranusi, JUCQYHKIUS IedeHH (TOBBIIICHHE YpPOBHEH
TpaHCaMHHa3, JIAKTaT/erHIPOreHasbl ), TIOBBIIICHUE YPOBHS 00-
mielt kpearnHpochokunassl U IgE. Hammame muonarmyeckoro
CHH/IPOMa ITO3BOJIHIIO IPEATIONIOKHUTH OJTHO U3 HACIIEACTBEHHBIX
3aboneBanmif. Jlnarno3 BI1 BepuduimpoBan mpu onpeneeHm
CHIJKCHMS] aKTHBHOCTH KHCIION 0-1,4-ITIFOKO3Ua3bl B TISATHE
BBICYIIICHHON KPOBH IO JAaHHBIM TaHIEMHOM Macc-CIIeKTpOMe-
Tpuu u MerofoM JIHK-nuarnoctrku mytarmit B rene GAA. He
BBI3BIBACT COMHEHHUSI, YTO CBOEBPEMEHHOE Ha3HaueHHe (hepMeH-
TO3aMECTHTEILHON Tepanuy B IIOTOOHON CUTYAIIMH MPHBOAUT K
YITyHIIEHHIO OOIIEro COCTOSTHUSI TTAIMEHTa, TTOBBIIICHUIO Kade-
CTBA JKU3HU M 3aMEIIIET IPOrPEeCCUPOBAHIE 3a00JICBaHUS.

3akarouenne

Penkas BcTpeuaeMocTh, BOSMOKHOCTH Ae0I0Ta 3a001eBa-
HUsI B pasHbIX BO3PACTHBIX MEpHOJAX, pasHoOOpa3ue M He-



Poccuiickuin negnatpudecknin xypHan. 2021; 24(3)

2712 https://doi.org/10.46563/1560-9561-2021-24-2-209-212

KIMUHUYECKUI CNYYANA

crenu(pUIHOCTh KIMHUYECKOW CUMIITOMATHKU 00YCIIOBIHBA-
10T CJIO)KHOCTH quarHoctuku BI1. B peanbHol kinHUYeckon
MPAKTUKE OIBIT Bpadei OrpaHWYCH B OTHONICHUH PEIKUX
0oIle3HeH, U Ha yCTAaHOBJICHUE MPABIIIFHOTO JHArHO3a MOXKET
moTpeOOBaThCSI TOCTATOYHO MHOTO BpeMeHH. BmecTe ¢ Tem
CYIICCTBYIOT TOCTYITHBIC METObI JTA00OPATOPHOM AMArHOCTH-
KH, KOTOPBIC MMO3BOJISIFOT MPHKA3HEHHO BEPU(PHUIIMPOBATH 3a-
ooneBanne. CBoeBpeMeHHOE pacrio3HaBanue bII mo3sonser
HA3HAYUTH (PEPMEHTO3aMECTHTEIBHYIO TEPAIHI0, YTO OCO-
OeHHO Ba)KHO UIS IPOTHO3a U Ka4eCTBA )KU3HHA OOBHBIX.
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