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PepmeHTO3amecTutenbHas tepanus (®3T) peKkombuHaHTHOM opmon pepmeHTa uaypoHaT-2-cynbgpartasa (npenapatbl
naypcynbdasa unm naypcynbdasa 6eta) appeKTMBHa npu neveHun mykonoancaxapugosa, tun Il (MIIC Il). MaymeHTsl ¢ CUH-
APOMOM XaHTepa HyXAaloTCs B NOXU3HEHHON pepMeHTo3aMecTUTeIbHOM Tepanuu, No3BOJIAIOLEN BOCMOIHUTL Aeuumnt
aHAOreHHoro pepmeHTa. OgHako Ha ¢oHe 3T MOoryT BO3HUKaTb peakLUmu runepyyBCTBUTENIbHOCTH, YTO 3HAYMMO 3aTpya-
HAET NpoBeAeHNE NIHEHHO HEOBX0AMMON Tepanun. OnncaHue KIMHUYEeCKoro cayyas. B npejctaBieHHOM COO6LUeHUN
onucaH KIIMHUYECKMI Cllyqai pa3BuTUs y pebeHKa peaKunn runepyyBCcTBUTEILHOCTH Ha poHe D3T. lMNayneHTy ¢ NoaATBep K-
AeHHbIM anarHo3om MIIC Il npoBoannack Tepanusi npenapatom uaypcynbdasa, 3aTeM B CBSI3M1 C alepPruiecKon peaKkLmen
rnpenapart 3aMeHeH Ha ugypcynbpasy 6eta. Ha poHe cmeHbl npenapata No6o4Hble 3QPEKTbl COXPaHsaINCh 6€3 CTOMKOIro
YyAyqlIeHnsa Ha QoHe Ha3HadyeHUs rIoKOKopTMKocTeponoB (FTKC), aHTUrMCTaMUHHBIX NpenapaToB U CHUKEHUS CKOPOCTH
NHPY3mun. B cBA3M C IKM3HEHHO HEOBXOAMMOM NOTPEBHOCTHLIO B npogoxeHun O3T nayneHTy ¢ 1eKapCTBEHHOM annepruen
Ha npenapaTtbl JaHHOHN papMaKoTepaneBTUYEeCKON rpynbl 6bl1a Ha3Ha4YeHa KOMGUHUPOBaHHas Tepanus LMKI0CrnopUHOM
1 omanm3ymabom u paspaboTaH nepcoHaan3mpoBaHHbIN MPOTOKOJ BBEAEHUS npenapaTa uaypcynbdasa 6€eta ¢ MCrosb30-
BaHueM meToja feceHcuTudauun. Nogo6HbIN OMNbIT BNepBble OnucaH y naymeHTa Ha Tepputopmm Poccuiickon eaepanmi.
3aknioyeHue. [pejcTaBneHHas pa3paboTaHHas MnepcoHaan3mpoBaHHas KOMOUHUPOBaHHas Tepanusi No3Bosuaa npe-
A0TBPaTHUTb PeaKkLUmn runepyyBCTBUTENbLHOCTH npn nposeaeHun O3T y nayneHTta ¢ MIIC II.

Knro4eBbie cnoBa: myKornoamcaxapuaos, i ll, cuHagpom XaHTepa, pepmMeHTo3aMeCcTUTe IbHas Tepanus, aypcynbgasa,
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OBOCHOBAHME

Mykononucaxapupos, Ttun Il (MIC I, cuHapom
XaHTepa) — HacneacTBeHHas 1M30CcoMHas 60/1e3Hb HaKo-
nnexHuns ¢ X-cuenieHHbiM peLeccMBHbIM TUNOM Hacneno-
BaHusa. MIIC |l xapaKTepunsyeTcs CHUXKEHUEM aKTUBHOCTHU
NIN30COMHOro depmMeHTa uaypoHat-2-cynbdatasa (I12S),
Bbl3BaHHbIM MyTauuen B reHe IDS. Jedununt depmeHTa
NPUBOAUT K HaKOMMEHUIO B /JIM30COMax MMKO3aMMUHO-
rankaHoB ([AlN), npevmylLecTBEHHO renapaHcynbdarta
W aepMataHcynbdaTa, M NPOSBASETCA NPOrPeCCHPYIOLLN-
MW MCUXOHEBPONOTMYECKMMU HAPYLEHUSMU, NOPAKEHU-
€M NapeHXMMaToO3HbIX OpPraHoB, CEepAeYHO-NEr0YHbIMU
paccTponcTBamu U KOCTHbIMKU aedopmaunamu [1]. MIMC
Il BCTpeyaeTca NpenumyLecTBEHHO Y IULL, MYXXCKOro nona

¢ yactoTon 3a6oneBaemoctv 1 Ha 100 000 XKMBOPOKAEH-
HbIX ageten [2]. Bcem naymeHtam ¢ MIC Il nocne yctaHoB-
JIEHUS] OKOHYaTeNbHOro AMarHosa C Lenbio 3amenneHus
nporpeccupoBaHusi 3aboneBaHWs MNOKasaHa bepMeH-
To3aMecTuTenbHas Tepanus. B Poccuiickonn depepaunu
[ANS 3TOW LeNnn paspeLleHbl U peKoMeHAoBaHbI Ba npena-
paTa — uaypcynbdasa u ngypcynbdasa 6eta. P3T no3so-
NIeT YNyYWWTb COCTOSIHUE MALMEHTOB 3@ CHET CHUXKEHUS
HakonneHus FAl B opraHvu3me, YTO 3HaYUTENbHO ynyywaeT
KayeCTBO M3HW W CHUXKAET CMEPTHOCTb MO NPUYUHE [aH-
Horo 3a6oneBaHus [3].

B Poccuiickon depepaunn ¢ 2008 r. npumeHsieTcs
npenapatT uaypcynbdasa (dnanpasa, Shire Human Genetic
Therapies, CLWWA) — oyuweHHas pekoMOUHaHTHas ¢op-
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Ma depmeHTa uaypoHaT-2-cynbdartasbl, NPoM3BOAMMAasn
Ha KNIETOYHOW NIMHMK YenoBeKa, CnocobHas obecneynTb
npodunb MUKO3UAUPOBAHUSA, aHaNOrMYHbIN MPUPOAHOMY
depmeHTy. Mo JaHHbIM psiga UccneaoBaHUM, perynspHoe
nposeneHne P3T nauneHtam ¢ MIC Il gemoHcTpupyeT
NoBbIWEHME NMPOAOIKUTENBHOCTM U KavyecTBa Ku3Hu [4, 5].
Haun6onee yacTble N060YHbIE pPeaKuUuK, CBA3AHHbIE C MPOo-
BOAMMOW Tepanuem, BKOYaloT FoN0BHYI0 601b, IMXOPAAKY,
KOXHbl€ BbICbINaHWa 1 NOBbILEHWE apTepuanbHOro aasne-
HWUS, ¥ YacTW NauMeHToB B Nepuog nposeaeHus MHPY3UK
OoTMeYaeTcs pasBUTUE peaKkUWUi rMnepyyBCTBUTENbHOCTH
[6]. HexxenaTenbHble peakuun Ha npenapat uaypcynbdasa
B nepsble 24 4 BHYTPMBEHHOIO BBEAEHUS, TAKMUE KaK CbiMb,
KpanuBHULA, aHrMOOTEK, BPOHXOCNa3M, PUHKUT, aHadunak-
cus, B 3apyberkHon nutepatype onucanbl y 30% nauneHToB
¢ MNC Il [7]. B psge vccnegoBaHUMM OMMCaHbl Taxenble
no6o4Hble ABNeHus, IgE-onocpefoBaHHble annepruyeckme
peakuuu, BKAoYaa aHadunakcuio [8—10], KaK npaBwuno,
BNepBble pa3BuBatowmecs Yepes 4—8 Hep OT Havyana nHoy-
3MOHHOM Tepanuu [11]. WUctuHHaga IgE-onocpenoBaHHas
aHabuMNaKTMYecKass peaKkuus Habngaetcsa He Tak 4acTo
M OXMuaaeTcsa NpeuMyLleCTBEHHO B Hadvane NpoBeAeHMs
BHYTPMBEHHON MHOY3MK. Yalle nposBnseTcs B BUMAE rune-
peMUK, CbiMn, OTEKA MATKUX TKaHeW (ryd, si3blka, si3bl4Ka),
OGPOHX00BCTPYKLUMKN, CTpUAOPaA, CHUXEeHUs obbema dopcu-
POBAHHOMO Bbl4OXa, TMMNOKCUKU, CHUXKEHUS apTepuanbHOro
OaBNEHUS, CUHKONE, HedepXaHWs MOYW, FracTPOUHTECTU-
HallbHOW CMMNTOMaTUKKU (aBAOMMUHaNbHble 60SN, PBOTA).
He-IgE-onocpegoBaHHaa aHadunakcus MoxeT OblTb UMMY-
HOMIOTMYECKON MM HEMMMYHONOrMY4ecKon. Hanbonee Bax-
Hble He-IgE-onocpefoBaHHble MMMYHONOMMYECKUE Mexa-
HU3Mbl MOTYT BKOYaTb aKTUBALMIO CUCTEMbI KOMMNAEMEHTA
(aHadpunatokemHbl C3a u C5a) [12] n IgG-onocpeaoBaHHyo
aHadunakcuio [13-16].

MN3-3a pncKa BO3HWKHOBEHUS anfnepruyeckmnx peakuun
B OTBET Ha MHY3MIO NauMeHTaM Ha3HadvaeTcs npeMeaunKa-
LMS @HTUTMCTaMUHHBIMUW NpenapaTamMmu, MHor4a B cov4eTaHum
¢ TKC u xaponoHuxalowWwmMmn npenapatamu, Hemnocpea-
CTBEHHO nepefg MHoby3unewn. Mpyu BO3HUMKHOBEHUM Hexena-
TeNbHOM peaKkunn MHOY3UIO HYKHO OCTaHOBMTb A0 pas-
pelweHns CMMNTOMOB M 3aTeM NPOAOMIKUTbL CO CKOPOCTbIO,
yMeHblleHHOn BaBoe. [pu pasBuUTUM aHadpUNaKTUYECKOM
peakumMn WHOY3MIO crnefyeT HeEMeAseHHO MNpeKpaTuTb,
HayaTb COOTBETCTBYylOLEE NeveHne u HabnogeHve. Cneayet
npUaEPKMBaTbCA COBPEMEHHbIX CTaHLAPTOB HEOTI0XHOM
Tepanuu. TsaxKenble v onacHble A5 XXU3HU peaKkLmMm runep-
YyBCTBUTENBHOCTU B CAyYasnXx, KOrga CoCTOsiHWME NnauueHToB
He NoaJaeTCcs KOHTPONto, ABASIOTCS NPOTUBOMNOKa3aHuem
19 NOBTOPHOro npumeHeHusa ®3T [1, 7, 13].

C 2018 r. Ha TeppuTopun Poccuiickon Pepepaunu
4N NeYeHUs nauueHToB C CUMHAPOMOM XaHTepa AOCTy-
neH euwe oanH npenapat ang $3T — maypcynbdasa 6eTa
(XaHTepasa, Green Cross Corporation, Pecny6nunka Kopes).
AnbTepHaTUBHbLIN NpenapaTt B apceHane Bpayven nonayyator
N3 PEKOMOUHAHTHbIX KNETOK AMYHMKOB KMTANCKOIro XOMSY-
Ka (CHO), B KOTOpble NepeHeceHa nNnasmuaa, Koanpytowas
6enok n3 550 amMMHOKMCNOT 4YeNloBEeYeCKOoW uaypoHaT-2-
cynbdartasbl, BKAOYas CUrHalbHYl MOCNeaoBaTebHOCTb
13 25 aMMHOKMCNOT. ATOT Npenapart NoKasaH AN8 nauueH-
TOB cTapulle 6 net [17, 18]. B psine cnyyaes, Koraa no6o4yHble
abdekTbl P3T B BUAE annepruyeckmx peakLuunn npu npume-
HeHWW npenaparta uaypcynbdasa He NOAAAIOTCA KOHTPONIO
M 3HAYUTENbHO OCNOXHAT NevyeHue, LenecoobpasdHbiM
BbIXOAOM CTAHOBWTCS MEpeKoyeHne Ha npenapaT uayp-
cynbdasza 6eta [19, 20].

MoMnmo nepexoga Ha anbTepHATUBHbLIM npenapar
KaK BO3MOXHOCTM MNpofomkntb ®3T Ha doHe peaKkuumu
rMNepyYyBCTBUTENBHOCTU K JIeKapCTBEHHbIM CpeAcTBaM,
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Clinical Case of Drug Allergy to Enzyme Replacement Therapy
in a Patient with Mucopolysaccharidosis Type i

Background. Enzyme replacement therapy (ERT) with iduronate-2-sulfatase recombinant forms (idursulfase and idursulfase beta) is
effective for the management of mucopolysaccharidosis type Il (MPS Il). Patients with Hunter syndrome require lifelong ERT that can
negate endogenous enzyme deficiency. However, hypersensitivity reactions may occur during ERT, and they significantly complicate
the implementation of vital therapy. Clinical case description. This article describes clinical case of a child with hypersensitivity
reaction to ERT. The patient with confirmed diagnosis of MPS Il was administrated with idursulfase. Then, the drug was replaced with
idursulfase beta due to the allergic reaction. Thus, even after the drug change, side effects maintained without sustained improve-
ment with underlying glucocorticosteroids (GCS), antihistamines and with decreased infusion rate. Concerning the vital need to
continue ERT, this patient with drug allergy to this pharmacotherapeutic group was further administered with combined therapy of
cyclosporine and omalizumab. Personalised protocol for the administration of idursulfase beta with desensitization was developed.
Such experience was firstly described in Russian patient. Conclusion. The presented personalised combination therapy made it pos-
sible to prevent hypersensitivity reactions during ERT in the patient with MPS II.

Keywords: mucopolysaccharidosis type Il, Hunter syndrome, enzyme replacement therapy, idursulfase, idursulfase beta, drug
allergy, urticaria, children, clinical case
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CLINICAL CASE

K/TMHUYECKOE HABJTIOAEHUE

B NuTepaType MpeacTaBfeHbl MPOTOKOMbl AeCeHCUTU3a-
umm [21]. JlekapcTBeHHas AeceHCcUTU3aums — npoueaypa,
KOTOpasi MOXET MPOBOANTLCS BPa4YoOM anieprosiorom-mMmy-
HONOroM B CTauMOHape Npu HeoBXO0AMMOCTU MPUMEHEHMS
NeKapCcTBEHHOro cpefcTBa No abCoOTHbIM MOKa3aHUsAM,
npv NOATBEPHKAEHHOM anfeprmyecKkom MexaHu3me peak-
UMK U ocyliecTBNseTcs nyTemM BBeAEHMS NOCTEMEHHO BO3-
pacTalowmx 403 npenapaTa B Te4EHNEe KOPOTKOro nepuoga
BPEMEHM (OT HECKO/IbKMX YaCOB A0 HECKOJIbKMX AHEN) A0 TeX
nop, NoKa He BbipaboTaeTcs TONEePaHTHOCTb K TepaneBTu-
4yecKon fo3e. PaHee 6bliM ONMCaHbl KAMHUYECKUE Chnyvyau
YyCNELWHON feCeHCUTU3aumm y geTen, B TOM Yucne K uayp-
cynbdaze no opurMHanbHOMYy NPOTOKONY y pebeHKa B BO3-
pacte 10 neT ¢ peaKkuuen runepyyBCTBUTENLHOCTU Ha Npe-
napart, NposiBMBLUENCS B BUAE KpanuBHULbI BO BpeMs 6-ro
BBeaeHus [22, 23].

YyntbiBas HeobxoanmocTb npoBeaeHns 3T nauneHTam
¢ MINC Il No XW3HEHHbIM NMOKa3aHUSIM M BbICOKYIO BEPOSAT-
HOCTb Pa3BUTUS allePrnyecKnx peakunin Ha GoHe NpoBo-
AMMbIX MHOY3WI, Nepej Nevyalmm BpavyoM BCTaeT gniemma
npu BblbOpe TepaneBTUYECKOM TaKTUKK. Mogo6HbIE CUTYa-
unKn TpebyloT pa3paboTKM HOBOroO TepaneBTMYECKOro noa-
X0A4a ¢ MaKCcMMalbHbIM coxpaHeHnem ®3T u MUHUMU3aumnen
PUCKOB Pa3BUTUS MOBOYHbBIX ABNEHUN, YTPOXKAIOWMX HU3HU
nauueHTa.

Huke npeactaBneH onbiT nposefdeHnss 3T Manbyuky
7 net ¢ anarHosom MIC Il ¢ BblpaxKeHHbIMK annepru4yecku-
MU peaKkuMsMKU Ha NaToreHeTUYeCKyto Tepanuio, YTo noTpe-
60Bano cMeHbl GepMeHTHOro npenaparta, a TaKXe pas-
paboTKN CrneunanbHOro nepcoHanM3nMpoBaHHOro noaxoaa
K BefeHuto nauueHTta. MNMoao6HbIM ONbiT BNepBble OnucaH
y nauuneHTa Ha Tepputopmn Poccuinckon denepaumu.

KNIMHUYECKUIA CNYUAR

Pe6eHoK B., oT nepBon 6epemMeHHOCTH, NpoTeKaBllen
Ha dOHe TOKCcMKo3a B | TpumecTpe, yrpo3bl NpepbiBaHus
Ha 4-5-i Hepn, recto3a Ha 36-37-i Hepa (apTepualb-
Has rMnepTeH3us), OT MepBbIX CaMOCTOATENbHbIX POAOB
Ha 39-40-i Hed. Macca Tena npu poxaeHnn — 3250 T,
AnvHa Tena — 50 cm. Y pebeHKa oTMeYanucb MeKoHWasb-
Has acnupauus, acdbuKkeus npu pogax. OueHKa no wkane
APGAR — 6/7 6annoB. B Bo3pacTe 6 aHewn 6bi1 nepeBeneH
B OTAENEHWEe NaToNOrMM HOBOPOXAEHHBIX, M€ Haxoauncs
B Te4yeHue 2 Hef ¢ amarHo3om: «flepuHaTtanbHOe noparkeHue
LEeHTpanbHON HEPBHOM cUCTeMbI, LepebpanbHaa uwemus
Il CT., CUHOPOM MbIWEYHON AUCOYHKLMKU, NEpUHaTaNbHas
acPUKeKs, HeoHaTanbHas Xentyxa HeyTOYHEHHOM 3TMUOJO-
TUN».

PaHHee pa3BuTHE ¢ 3a[iepKKoi: cen B 8,5 mec, caMocTo-
ATENbHO XOAMUT ¢ 18 Mec, nepBble 3y6bl NOSABUANCL B 8 MeC.

B cemeiHOM aHaMHe3e HacneaCcTBEHHOCTb He OTaroule-
Ha, co cnoB pogutenen, MIMC B poay He AnarHocTupoBancs.
HacneacTBEHHOCTb MO annepruyecknm 60Ne3HAM OTAro-
weHa: y ABOOPOAHON 6abyLWKK MO IMHUKM MaTepu NOAIMHO3
(ceHcnbUNMn3aums K neéege).

C paHHero Bo3pacta pebeHOK Habnogancs y cneuu-
anUCTOB MO MECTY KUTENbCTBA C 3a4EePKKOWM MCUXOMOTOP-
HOro pas3BUTUSA, AKBUHO-BabrycHon gedopmaLmen npaBon
CTONbI, NapayMbuiaMKkanbHOM rpbixen. B Bo3pacTte 1 roga
3 mec cTanu obpawatb Ha cebs BHUMaHWe rpybble YepTbl
nmua. feHeTkom 6bln 3anoA03pPeH MyKomonaucaxapuaos.
bbino npoBeneHo ob6cnepoBaHue: anekTpodopes Al —
BbiiB/leHa MOBbIWEHHAA JKCKPeLMs XOHLPOUTAHCY/b-
darta, renapaHcynbdata M gepmataHcynbdata C MOYOW;
3H3MMOAMArHOCTUKA — BbIBAEHO PE3KOE CHWXeHue
aKTMBHOCTM depMeHTa uaypoHaTcynbdatasbl B nnasme
(5,1 HmMonb/4/Mn). NMpoBeaeH AHK-aHanu3 reHa IDS — o6Ha-

pyxeHa uHBepcus reHa (IDS / ncesporeH IDS2: aK30H 3
W UHTPOH 7). Ha 0CHOBaHWM NpoBEAEHHbIX KIIMHWKO-Nabopa-
TOPHbIX UCCNefoBaHMM pebeHKy 6bln YCTaHOBNEH AMarHo3
MTIC Il B Bo3pacTe 2 net 4 mec. [NpumMepHo ¢ 3Toro Bo3pacTa
pebeHoK Havyan nonydatb ®3T npenapatom maypcynbda-
3a B fno3e 0,5 Mr/kr/BBeaeHune 1 pas B Hegento. Peakuum
Ha nepBoe BBeAEeHWE He 0OTMeYanoch.

BrnepBble HexenaTenbHas peaKkuus B BuAe YPTUKapuK
Ha KOXe BEPXHMX KOHEeYHOCTEM MNpU WMHPY3UM MAYPCYb-
das3bl y naymeHTa b. pazsunacb B Bo3pacte 5 net 11 mec,
nposiBNeHns Obliv KynupoBaHbl NapeHTepasbHbiM BBeje-
HMEM xJioponupamMuHa W npegHu3onoHa. Mpu nocnegyto-
wnx BBefeHuax P3T KoxKHble NPOSBAEHUS OLHOKpPaTHO
COMPOBOXAANUCh 3aTpPyAHEHHbIM AblIXaHWMEM, CUMMNTOMbI
paspewmnnnMcb NpuM BBEAEHUM aHTUIMCTAMUHHOIO npena-
pata v npegHuM3onoHa. MNocne nNpoBeAeHHOro KoHcUanyma
B Bo3pacTe 6 neT 4 mec 6bla Ha3Ha4YeH MeTUNNPEeaHU30/10H
M3 pacyeTta 1 Mr/Kr/cyT B Te4eHue 1 Mec, peKoOMeHA0BaHO
npuocTaHoBUTb P3T Ha 3TOT NPOMEKYTOK BPEMEHM.

[anee, co cnos marepu, Ha GOoHEe BPEMEHHON OTMEHDI
®3T npu npueme mMeTuanpesHM3o0n0Ha y pebeHKa nepuo-
OMYECKM BO3HMKanNa rmMnepemMus KOXW TynoBMLLE, KOHeu-
HOCTEN, Kynupylolwasacs camMoCTOfTeNbHO, OTMeYyanuchb
HapyLeHNs HOYHOrO CHa — NPaKTUYECKM NOHOE €ro OTCyT-
CTBME, BblpaxeHHOe 6€CNOKOMCTBO, NOBbILUEHHbIN anneTuT.
Mpn BO306HOBNEHUM PI3T y pebGeHKa CHOBaA BO3HWKIM
YPTUKapHbIe BbICbINaHKUs, B CBA3M C 4eM 6blNo PEKOMeH0-
BaHO NPOBECTU 3amMeHy NleKapcTBeHHoro npenapata P3T:
OTMEHUTb naypcynbdasy U MHULMMPOBATbL BBEAEHWE UAYP-
cynbdasbl 6eta. OgHaKo BO Bpems MHOY3UU MAYyPCYb-
dasbl 6eTa, NpoBeAeHHON Ha POoHe npemeauvKauuMn aHTU-
rMctamuHHbiM npenapatom M KC, Ha ckopoctn 40 mn/d
(BBegeHO 7 Mr naypcynbdasbl 6eta) y pebeHKka nossunach
ypTUKapHas CbiMb Ha KOXe crubaTenbHOW MOBEPXHOCTH
NeBOro JIOKTEBOro CycTaBa, COMPOBOXAaBLIASCH 3yAOM.
MHby3na Gblna npekpalleHa, pelleHo BpeMeHHO npepsaTtb
®3T. C MmomeHTa oTMeHbl P3T Gblnla OTMEYEHa BblpaXKeHHas
oTpuuatenbHas AMHaMUKa COCTOSHMSA MauMeHTa: yMeHblue-
HMe o6beMa ABUXKEHWS B CycTaBax, HapylweHWe MOXOAKM,
BblpaKeHHbIN perpecc NcMxopeyeBoro pasBUTUS U KpanHe
BbICOKas yTOMASEMOCTb.

B Bo3pacTte 6 net 9 mec B Hoa6pe 2020 r. poauTenu
pebeHKka b. BnepBblie o6paTtunuce B HUN negnatpum u oxpa-
Hbl 3a0poBbs AeTer LUIKB PAH. Mo pe3ynbtatam npoBeaeH-
HOMO MYNbTUAUCLMMIMHAPHOIO KOHCUAMYMa W BpavyebHOM
KOMWCCUU, YYUTbIBASA pa3BMUTHE Y NaLMEHTa HeXenaTelbHbIX
SBNIEHUN CpefHen TAXeCTM — aniepruyecKon peaxuuu
B BMAE KpanuBHWLblI 1 BPOHXMaNbHOM 0GCTPYKLMKN Ha BBe-
AeHune npenapata ®3T, ¢ Lenblo NpefoTBpaLleHns NOBTOP-
HbIX peakLuin, NPeanonoXMTEeNbHO ayTOMMMYHHOIO Xapak-
Tepa, 6blfla peKoMeHJ0BaHa KOMOUHMPOBaHHas Tepanus:
® LMKIOCMOPWH B f03e 2,5 MI/KI/CyT eXXeHEBHO;

° omanu3ymab B go3e 300 Mr/Mec NOAKOMKHO.

[aHHble npenapaTbl BXOAAT B MPOTOKON JfleveHus
nauMeHTOB C XPOHWMYECKOM KpanuBHULIEW, OJHAKO uMe-
0T OrpaHuMyeHns No BO3PaCTy MPUMEHEHUS, MPUMEHEHUE
LMKIOCNOPMHA NPKU XPOHUYECKOW KpanuBHULE NPOBOANTCA
no He3aperncTpPUpPoBaHHbIM NMOKa3aHMUAM.

YuuTbiBasi HE06X0AMMOCTb NnpoaomkeHns ®3T y pebeH-
Ka ¢ MIC Il no *XM3HEHHbIM NOKa3aHWaM, OTpULLATENbHYIO
AVMHAMUKY B COCTOSIHMM Ha doHe oTmeHbl P3T, npoBeaeHue
Kypca AaHHOro KOMOGWHMPOBAHHOIO JIeYEeHUs PEKOMEHAO0-
BaHO Ha CPOK 40 6 MecC ¢ nocneayrLwmm Bo306HOBAEHUEM
O3T.

Ha ¢oHe KOMOGWHMpPOBAHHOW Tepanuu pebeHKa
He 6eCMOKOMM BbiCbiNaHus, HabnohaBLWMecs paHee faxe
B MEXMHDY3MOHHbIN Nepunos.



B Bo3pacTe 7 net 2 mec pebeHoK Obla rocnuTann3npo-
BaH Ana Bo3o6HoBNeHnsa ®3T npenapatoMm naypcynbdasa
6eta. Ha doHe BBeaeHus P3T Ha ckopocTh 24 Mn/d ¢ npe-
MeAuKaLumen npenapatamMu Xnoponupamud 1 mn B/B U AeK-
cameTasoH 4 mr B/B nocne BBegeHns 2/3 no3bl npenaparta
®3T y pebeHKa CHOBa NosiBUAacCh anfiepruieckas peakuns
B BWAE Kalns, YPTMKapHOM CbiMK, MecTamMu CIMBHOW, pas-
NIMTOM rMnepemun B 061acTv 1E€BOMO NOKTEBOro crnba, 3aa-
Hen NMOBEPXHOCTU NeBOWM roneHu. MNpu nanbnaunn KOXHble
NMOKPOBbI B 061aCTH CbIMK BblNIK ropsvne Ha owynb. MHhy3us
npenapara 6bla oOCTaHOBJIEHA, peOeHKY BBEAEH B/B CTPYM-
HO AeKcaMeTas30H 4 Mr, per 0s LeTupunaunH 10 mr, nocne yero
B TeyeHune 1 4 OGblNM OTMEYEeHbl MOJSHOE yracaHue y4yacT-
KOB rMnepemMuun Ha nvue, KynupoBaHWe Kalwns, ypTUuKapuu,
runepemMun B 06nacTtu NOKTeBoro cruba. [danee cumnto-
Mbl He BO306HOBASANNCL. BblI0 peKoMeHA0BaHO BPEMEHHO
NPUOCTaHOBUTbL BBeAEHWe npenapaTta uaypcynbdasa 6eta
N NPOAOAKMTE KOMOMHUMPOBAHHYO Tepanuio npenaparamu
LIMKNOCMNOPHH B J03€e 2,5 MI/KI/CYT eXXeAHEBHO 1 OManu3y-
Mab B gose 300 mr/mec. B ceHTa6pe 2021 r. UMKIOCNOPUH
6bl/1 OTMEHEH Ha POoHE nNepeHeceHHON BUPYCHOM MHDEKLMN.

C18.10n020.10.2021 B BO3pacTe 7 neT 8 mec pebeHOoK
Haxoauncs B otaeneHuu obuwen neguatpum HAN negmnatpun
1 oxpaHbl 3a0poBbs aAeten LLKB PAH ¢ uenbto Bo3o6HOBNE-
HUA npoBeaeHns P3T. 3a npolweawnin MexrocnuTanbHbIR
nepuvog oTmeyanacb oTpuuaTenbHas AMHaMuKa B BUae yxya-
LWEHNS MOXOAKM, YBENUYEHUSA TYronoABMUKHOCTM CYCTaBOB,
YXYALEHUS MCUXOPEYEBOro PasBUTUSA, CHUKEHWS cnyxa,
pebeHOK CTan MeHee KOHTaKTHbIM, NOSIBUCS BblParKEHHbIN
OpPYKCU3M npu 604pCTBOBaAHUU, Ha OHe WMHPeKuun —
anHoa BO CHe.

lMpn ocMOTpe OTMEeYanocCb CHUXKEHWe cnyxa, pebeHoK
naoxo pearvpoBan Ha obpaliaemylo K HeMy pedb, NJoxo
LWeN Ha KOHTaKT, caMOCTOsATeNbHO nepeaBurancs ¢ Tpyaom
3a CYET OrpaHnyeHns aABMxKeHMI B cyctaBax. ObLee cocTo-
SIHWEe pacLleHMBaNOCh KaK CcpedHen TAXecTn NOo OCHOBHO-
My 3aboneBaHutio. Macca tena — 30 Kr. Poct — 125 cm.
KatapanbHbix NposiBNEHMI He 6bino. OTMevanucb uame-
HEeHWe Anua No TUMNY rapronauMsma, runepnnasvs AeceH,
MesKue pefkue 3y6bbl, KopoTKas wes. Npu ocMOTpe KOCTHO-
CYCTaBHOWM CUCTEMbI BbISIBE€HbI UCKPUBIEHWE OCU MO3BO-
HOYHMKa, BblpaxeHHas BasnbrycHas gedopmauus HUKHUX
KOHEYHOCTEN, UBMEHEHUE CKeneTa No TUNY MHOXKECTBEHHO-
ro AM30CTO3a, a TaKKe KOHTPaKTYPbl KONEHHbIX, FONEHOCTOMN-
HblIX, M€4€EBbIX, IOKTEBbIX M ly4e3ansCTHbIX CycTaBoB, Gop-
MUPOBaHWE KUCTU MO TWUMY «KOFTUCTOM nanbl». BuTanbHble
GYHKUNKU Bbln B Npeaenax Hopmbl. }KMBOT 06bl4HOM GOpPMBbI,
foctyneH rny6okon nanbnauuu. MeyeHb nanbnupoBanach
y Kpas pebepHOM Jyru, cene3eHKka He nanbnupoBanach,
BU3yanunaupoBanacb nynoyHas rpbixa. dPusnonormyeckue
OTNPaBNEHNS HE HapyLUEHbI.

AunarHocTukKa

Ko)KHOoe TecTMpoBaHMe C annepreHamMu eKapCTBEH-
HbIX MpenapaToB He MPOBOAWMIOCH B CBA3WM C OTCYTCTBW-
€M CTaHOapTU3MPOBAHHbIX aNnepreHoB Ans AMarHOCTUKK
NIeKapCTBEHHOW annepruu y aeten, 3aperncTtpupoBaHHbIX
B Poccuiickon depepaumu.

Mo pesynbtatam ImmunoCAP ISAC ot 19.10.2021
BbIIBfIEHA CEHCUOMIM3ALNSA K IKCTPaAKTaM M KOMMOHEH-
TaM aNnepreHoB: K KOPOBbLEMY MOJIOKY M TpecKe aTnaH-
TU4ecKom (1-n Knacc), HU3KUM ypoBeHb SIGE K MaxopHO-
MYy KOMMOHEHTY Nbliblbl TUMObeeBKU nyroson Phl p 1,
K MaOpHOMY KOMMOHEHTY nMbinblbl 6epe3bl Bet v 1,
YMEPEHHO BbICOKMI YPOBEHb K MarKOPHOMY annepreHy
nblablLbl amM6po3nn Amb a 1, HU3KUN ypOBEHb K KOMMO-
HeHTaM MPOAYKTOB, cofepxawux 6enok Prl0 (necHom
opex, A6/10K0, NepPCUK).

MeauuMHCKHUE BMeLlaTenbCcTBa
19.10.2021, B geHb BBeaeHus P3T, mocne nonydye-

HUS NpemMeauMKauuu npenapaTamu NeBOLETUPU3MH 5 Mr

W OeKcameTa3oH 8 Mr B/B KanefibHO pebGeHKy 6bl1I0 UHU-

UMMPOBaHO BBeAeHWe npenapaTta wuaypcynibdasa 6GeTa.

B cBA3K ¢ OCTpOM annepruiecKkon peakumnen (KpanmBHuULa,

aHMMOHEeBPOTMYECKUIN OTEK, Kallenb) Ha GOoHe Npeabiaywero

BBefeHns naypcynbdasbl 6eta 6bil1I0 NPUHATO peleHue

BBOAUTb Npenapart B go3e 0,4 Mr/Kr (12 mr) B BbICOKOM pas-

BEIEHUU MO chneunanbHO pa3paboTaHHOW creuuanncTamm

HWUW negunaTtpum n oxpaHbl 3q0poBbs aeten LKB PAH nep-

COHaM3MPOBaHHOMW cxeMe (C HapacTaHMeM [03bl npena-

paTa u CKOpoCTK UHY3KMKM). Cxema nepcoHann3MpoBaHHON

Tepanuu npeactaBneHa B Tabnvue. Beoannock 12 mr (6 mn)

naypcynbdasbl 6eta + 400 mn NaCl 0,9% B/B KanenbHo.

MpenBapuTENbHO MOSlYYEHO NMUCbMEHHOE cornacue matepu

nauveHTa Ha npoBeaeHune JaHHow Tepanuu. Ha poHe nHody-

31K COCTOSAHNE pebGeHKa 0CTaBanoch YAOBAETBOPUTEbHbLIM

1o BBeaeHus 9/10 aosbl npenapaTa P3T, ogHako panee

Mpv NOBbIWEHWN CKOPOCTM BBeAeHUS Ao 60 mMn/4 3aduKeu-

pPOBaHO NOSIB/IEHUE IOKANbHbIX MATEH TMNEPeEMnn B 061acTm

JIOKTEBbIX CrMGOB, Ha BHYTPEHHEW MOBEPXHOCTM Mpeanne-

4uK, wekax (poto 1-6). B cBA3M ¢ NnosBNEHUEM €AMHUYHbIX

BbICbliNaHMM 3a 30 MUH 40 OKOHYaHWUSA MHDY3UK BbINO NPUHS-

TO pelleHne NpexkpaTUTb BBEJEHME NpenaparTa, nocsie 4ero

camo4yBCTBME pe6GeHKa 0CTaBaoCh yA0BIETBOPUTENbHbLIM,

rmnepemua Kynuposajacb B TevyeHue 1,5 yvacoB. HoBbIX

NPOSIBNIEHUM aNNEepPruiecKon peakuunn 3aperncTtprupoBaHo

He 6bI10.

* PasseaeHve N2 4 — 12 mr (6 mn) npenaparta pa3BoasaTt
B 94 mn pacteopa NaCl 0,9%, n3 nosny4eHHOro passeje-
HMA N2 4 6epyT 10 mn 1 BBOAAT B 90 mn pacteopa NaCl
0,9% (N2 3). Janee n3 passeaeHus N2 3 6epyt 10 mn
n BBoaaT B 90 mn pactBopa NaCl 0,9% (N2 2), 3atem

Ta6nuua. NepcoHannampoBaHHaa cxema Tepanum GepmMeHTo3amMecTUTEe bHbIM NpenapaTtomM

Table. Personalised enzyme replacement therapy

Pa3BepeHue KoHueHTpauusa MoaroToBKa npenapara CKopocTb UHPY3UKN
0
Ne 1 1,1000 (0,0001.2 mr/mn) 10 mn u3 passeaerns N2 2 B 90 mn 30 MWH BBOAMUTCH CO CKOPOCTbto 10 M/,
duspacTsopa panee — 90 mn/u
0
Ne 2 1,100 (0,0012 mr/mn) 10 mn u3 passegeHua N2 3 8 90 mn 30 MWH BBOAMUTCH CO CKOPOCTbIO 10 M1/,
¢dunspacTBopa fanee — 80 mn/4
0
Ne 3 1/10 (0,012 Mr/mn) 10 mn u3 passegerns N2 4 8 90 mn 30 MWH BBOAMUTCH CO CKOPOCTbIO 10 M1/,
duspacrteopa nanee — 70 ma/y
20-30 mni/M
Ne 4 0,12 mr/mn 12 wr (6 mn) naypcynbdasel 6eTa B 94 ma CKOpoCTb BBEAEHMSA NOBbLILWATb KaXable
du3pacTBopa 30 Mun
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CLINICAL CASE

K/TMHUYECKOE HABJTIOAEHUE

®doTo 1-6. Annepruyeckasn peakuus npu nposeaeHun 3T npenapatamu uaypcynodasa u naypcynbdasa 6eta
Photo 1-6. Allergic response on ERT with idursulfase and idursulfase beta

n3 passegeHuns N2 2 6epyt 10 ma v BBoasT B 90 mMn pac-

tBopa NaCl 0,9% (N2 1).

* CHavana BBOAST pa3BeAeHHbIM npenapart uaypcynbda-
3a 6eTa (XaHTepasa) N2 1 co ckopocTbto 10 mn/4 B Teve-
Hue 30 MUH, fanee CKOpPOCTb NoBbIWatoT 4o 90 M /.

e PasBefeHHbIM npenapat uAaypcyibdasa 6eTa
(XaHTepasa) N2 2 BBOAAT co ckopocTbio 10 mi/4 B Teve-
Hue 30 MUH, fanee — co CKopocTbio 80 mi/u.

e PasBefeHHbIM npenapat uAaypcyibdasa 6eTa
(XaHTepasa) N2 3 BBOAAT co ckopocTbio 10 mi/4 B Teve-
Hue 30 MUH, fanee — co CKopocTbio 70 Mn/u.

e PasBefeHHbIM npenapat uAaypcyibdasa 6eTa
(XaHTepasza) N2 4, 100 ma BBOAAT CO CKOPOCTbo 20 MAI/u
B TedyeHne 30 MuH, panee — co cKkopocTbio 30 mi/u
B TeyeHne 30 MUH 4O OKOHYaHUSA UHPY3UK.

B HacTosillee Bpemsi pe6GeHOK NpoAosiKaeT nofyyaTb
no mecty xutenbctBsa ®3T npenapatom uaypcynbdasa
6eTa (XaHTepasa) B MOJIHOW [03€e MO NepcoHaln3npoBaH-
HOM cxemMe 1 pa3 B Hedento Ha poHe Tepanuu omanmadyma-
6om 300 Mr noaKkoxHo 1 pa3 B mecsu,. Bo Bpems BBegeHus
BTOpPOM MHPY3uMM P3T No nepcoHanM3MpoBaHHOM cxeme
oTMevyanacb eflBa 3aMeTHas JloKabHasa rMnepemus B JIOK-

-
T

TeBom crube (GoTo 7), Npu nocneayowmnx nHdysuax annep-
TMYECKUX PeaKLMin He 0TMeYanoch.

Mpu nosiBNEHWUM annepruyeckon peakumm Ha GoHe aaH-
HOW KOMOGWMHMPOBAHHOMW Tepanuu U NpemMeauMKaunn peko-
MeHAyeTcs OCTaHOBWUTb BBeaeHue P3T, NOBTOPHO BBECTH
[leKcaMeTa30H B JO3UPOBKe 4 Mr B/B.

Takum o6pasom, y naumeHTa b. umeetca anneprudyeckas
peaKkuusa (KpanuBHWLA@, aHrMOOTEK) npu nposeaeHun 3T
cneaylownmMmn npenapatamu: nagypcynbdasa n naypcynbda-
3a 6eTa. B cBA3M C M3HEHHO HEOBXOANMOM MOTPEOHOCTLIO
B npogomxkeHnn P3T naumeHTy C NleKapCTBEHHOW annep-
rMen Ha npenapaTtbl AaHHOM dapmaKoTepaneBTUYEeCKOM
rpynnbl 6bia pa3paboTaHa cneunanbHas NnepcoHanm3unpo-
BaHHasa cxeMa Tepanuu C Lefbio NpeaoTBpalleHns pa3Bu-
TS peaKkuuin rmnepyyBCTBUTENBHOCTM, KOTOPas No3sonuna
[OCTUYb MNOJIOXKUTENBHOW AUHAMMUKMU.

3AK/IOYEHUE U OBCYXAEHUE

OagHon M3 Hanbonee pacnpoCTPpaHEHHbIX HeXxenaTeb-
HbIX peaKuui Ha poHe ®3T y nauMeHTOB C TM30COMHbIMMU
60/1e3HSAMU HAKOMIEHUSA BbICTYNaeT peaKkuus runepyys-
CTBUTENBbHOCTM C 06pa3oBaHMEM aHTUTEN K npenapaTam.



doTo 7. Annepruyeckas peakuns Bo BpeMs BTOpon MHY3um
®3T npenapatoM naypcynbdasa 6eta no npeanoKeHHom
nepcoHanM3npoBaHHOM cxeme

Photo 7. Allergic response during second ERT infusion of
idursulfase beta on suggested personalised scheme

Mpn pa3BUTUM MMMYHHOIO OTBETa Ha BBOAUMbIM npenapar
HEeo6Xx0ANMO NMPUHMMATb BO BHUMaHWE MHOXECTBO GaKTo-
POB: 0COGEHHOCTM F'YMOpPasbHOr0O MMMYHUTETA MaLMEHTa,
NPOUCXOXKAEHNE KNETOYHOW NIMHUM NpOoAYyLIEeHTa 3amela-
touero 6enKka, oco6eHHOCTU MPOLIECCOB Ky/lbTUBMPOBA-
HUS U OYUCTKM KNETOK, CTPYKTYPY M MOCTTPAHCASLMOHHYIO
MoaAnbUKaLmMo peKoMOMHaHTHOro 6eska [24]. Mpu Heo6Xxo-
anMMocTn npumeHenns 3T no abCoNOTHLIM NMOKa3aHMUAaM
M MNOATBEPXKAEHHOM ajepruyeckoM MexaHu3me peak-
MM BO3HMKaET NOTPeBHOCTb B pa3paboTKe apGeKTUBHON
CXEMbl TepaneBTUYECKON TaAKTUKW BEAEHUS MNaLMEHTOB.
Ha oTe4yecTBEHHOM pbIHKE B HacTosilLee BPeMS AOCTYMHbI
nBa npenaparta anga nedenus MIC Il — waypcynbdasa
n wnaypcynbdasa 6eTa, yuuTbiBas [AaHHble MPOBEAEHHbIX
CPaBHUTENbHbIX WCCNEeAOBaHWUIA, NMPU HEMNEPEHOCUMOCTHU
naypcynbdasbl onpaBiaH nepexoa K naypcynbdase 6eta
B CBA3M C BO3MOXHOW MEHblUEN UMMYHOreHHOCTbIO [19].
YcnewHbl onblT nepeBoja nauuMeHToB € MHOY3MOHHbI-
MW peakuMs MKW ¢ Npenaparta uaypcynbdasa Ha npenapart
naypcynbdasa 6eta onuMcaH B OTEYECTBEHHbIX My6MKa-
umsx [20].

MpK coxpaHeHUM MOGOYHbIX aNNepruyeckux peakLmi
npuv CMEeHe npenapara B YCNI0BMAX CTallMOHapa nocne Myib-
TUANCUMMNIIMHAPHOIO KOHCWUAMYMa W BpavyebHOM KOMMC-
CUM C y4yacTMeM Bpaya anneprosora-MMMyHosiora MOXKET
OblTb MpoBeAeHa AeceHcuTu3dauua. B onybnnKOBaHHOM
3apy6eXKHOM PEeTPOCMNEKTUBHOM MCCNeAOBaHUN OLEHMBa-
nmcb 3QOEKTUBHOCTL M 6e30MacHOCTb AECEHCUTU3aLNK
y AeTen, noay4yaBlIMX Tepanuio MO XM3HEHHbIM MOKa3a-
HUAM, C MPOSB/IEHUAMWU aNNepru4yeckux peaxkuun. Y 90%
[eTen geceHcuTM3aums 6bina AOCTUrHyTa 6e3 KaKux-nnbo
Nno60oYHbIX peakuun, y 3,7 n 5,6% — c peakunsiMun nerkon
W CpefHeN CTEMNEHM TAXKECTUM COOTBETCTBEHHO. TEM caMbIM
OblM NPOAEMOHCTPMPOBaAHbI 6e30nacHOCTb U addekK-
TUBHOCTb AECEHCUTU3auMK y OeTern Npu JeKapCTBEHHOM
annepruv [22]. BaXHbIM acneKToM Npu peleHnn Bonpoca
0 NpoBEeAEeHUN NeKapCTBEHHOW AECEHCUTU3aLMUKN ABASETCS
OLleHKa MHAUBMAYaANbHbBIX PUCKOB M NMOMb3bl OT NpoLEeaypbl.

AGCONOTHBIMU MPOTUBOMOKA3aHUAMMU K AeCeHCUTUIaunu
ABNAIOTCS ONacHble ANA XW3HWU MMMYHOLMTOTOKCUYECKME
peaKkunn U BacKynuTbl, Tsenas aHabunakTMyeckas peak-
LUMS B aHaMHe3e, HEKOHTpo/aupyemas acTma, LeKOMMeH-
CMpOBaHHas cepaeyHass HeJOCTAaTOYHOCTb, 3aboneBaHus
NoYeK U MevyeHW, a TaKKe npuvem 6eTta-GnokaTopos [21].
Y nauuveHTa M3 NpeLCcTaBEeHHOr0 KAWHMYECKOro ciyyas
NpPW OTCYTCTBUM MEPEYUCNIEHHbIX Bblle NPOTUBOMNOKa3aHum
oTMeYanacb Heob6XxoaMMocTb npogomkeHns ®3T no Kus-
HEHHbIM NOKa3aHUSAM.

Ewe oaMH cnoco6 MUHUMKU3UPOBATbL NPOSIBAEHUS annep-
rMYEecKon peaKkumm W npoaoMxkuntbe P3T, NPUMEHEHHbIN
B OMWCAHHOM Bbllle KAMHMYECKOM cilyvyae, — 3TO Ha3Ha-
YeHWe TeHHO-WHXXEeHepPHOro 6MONIOrMYecKoro npenaparta
(FTMBM) omann3dymab. B HECKONBKUX UCcefoBaHUAX npoae-
MOHCTpUpoBaHa 3GPEKTUBHOCTb MCMNONb30BaHNA OManu3y-
Maba — pPeKOMOMHAHTHOro ryMaHu3nMpoBaHHOr0 MOHOKJIO-
HanbHoro IgG1k npoTmB IgE — B KayecTBE AOMONHUTENBHOIO
nieyeHns BO BpeMs annepreH-cneumduyeckon MMMyHoTe-
panun (ACUT) Ona CHUXKEHUS pUCKa pPas3BUTUA TAXKENbIX
annepruyeckux peakuun, BKAYaa aHadbwunakcuio [25].
Omanu3ymab cenekTMBHO CBSA3bIBaeTCs CO cBO6OAHbLIM ISE
M 0A06peH ANs NevyeHus XPOHMUYECKOW MaMonaTU4eCcKoMn
KpanuBHULbI ¢ 12 neT, TAKeNon HEKOHTPONNPYEMON BPOH-
XManbHOM acTMbl Y AeTen cTapwe 6 neT, TAKeNoro annep-
rMYECKOro puHuTa y geten ctapwe 12 net. MNoTeHuMansHO
oManu3ymab MOXeT ObiTb MCNONb30BaH B NleYeHUU U L4py-
rux IgE-onocpenoBaHHbIX COCTOAHWKW, HanpuMep THXeon
NleKapCcTBEHHOM annepruu, 41o, 6e3ycnoBHO, TpebyeT Aanb-
HeNlunx ncenenoBaHun [24, 26].

B npeacTaBneHHOM KAMHWMYECKOM HabnlogeHuu B CBS-
31 C YCTOMYMBBLIMW annepruyecKMMmn peaxkumsamu pag npo-
BeAEHHbIX MHAMBUAYaNbHO pa3paboTaHHbIX MEPOMNPUATUN,
a UMeHHO cmeHa npenapaTta P3T, HasHavyeHue TUBII, npo-
BeJeHWe [eceHcuTM3aumMmM, No3BOAMA ONTUMU3MPOBATb
TaKTUKY fle4eHUss nauueHTa M COXpPaHWTb BO3MOMHOCTb
nposefeHnss ®3T N0 KMU3HEHHbIM MOKa3aHuaM. [ogobHas
TaKTUKa BefeHua nauuneHTa ¢ MIMC Il paHee He onucbiBa-
nacb B OTEYECTBEHHOW nMTEpPaType U MOXKET OblTb None3Ha
npu paspaboTke HeOOXOANMOro PyKOBOACTBa NO BEAEHUIO
noAo6HbIX NaLMEHTOB.

WHO®OPMUPOBAHHOE COIJIACHE

OT 3aKOHHOro npefcTaBuTENs — POAUTENSA NaUMEeH-
Ta — MNofy4eHO NUCbMEeHHOe [06pPOBOSIbHOE MHbOPMU-
poBaHHOe cornacue Ha ny6auKauuilo OnMcaHua KAWHU-
YeCKOoro cnyyasl, B TOM 4Yucne Ha MCNoNb30oBaHWe ero
MEAMLMHCKUX AaHHbIX (pe3ynbTaToB 06cnefoBaHus, nedve-
HUSE U HabNO4EHUSA) U U300parKEHUM B Hay4HbIX LENsx
(nata nognucannsa 08.11.2021). OT poauTens nauueHTa
nony4eHo 4o6pOBOAbHOE MUCbMEHHOE MHPOPMHUPOBAHHOE
cornacue Ha ny6nuMKkauuio ero n3obpaxeHnin B MeauLnH-
CKOM }KypHale, BK/toYasa ero afeKTpoHHY Bepcuio (Aata
noanucanmns 08.11.2021).

INFORMED CONSENT

The legal representative (patient’s parent) has signed
written voluntary informed consent on publication the
clinical case description including medical data (results
of diagnosis, treatment and observation) and images for
scientific purposes (signed on 08.11.2021). The patient’s
parent has signed voluntary written informed consent on
publication of patient’s images in medical journal, electronic
version included (signed on 08.11.2021).

BbIPAXKEHUE NMPU3HATEJ/IbHOCTH
Bbipa)kaeM NpusHaTeNbHOCTb 3aKOHHbIM MpeAcTaBuTe-
NaM naluueHTa 3a cofencraune.
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BKJIAl ABTOPOB

0. JleBUHA — y4acTve B KAUMHUYECKOM HabnoaeHuu,
KOHLeNumMs paboTbl, yHacTue B HanMCaHWW TEKCTa PYKOMUCH,
peflakTupoBaHMe PyKonucu, UTorosast nepepaboTKa cTaTbMm.

H.[l. Bawakmaase — y4yacTue B KIMHUYECKOM Habnoae-
HWW, pelaKTUPOBaHME PYKOMUCH.

J1.C. HamazoBa-bapaHoBa — y4yacTve B KJIUMHUYECKOM
HaGMIOAEHUN, HAyYHOE pefaKTMpOoBaHWE, OKOHYaTeslbHoe
YyTBEPXKAEHWE BEPCUM AN NyGAMKALNK.

E.A. BuwHeBa — yyacTue B KIMHWYECKOM HabntoaeHuu,
Hay4yHOe peaaKTMpOBaHMeE.

M.C. KapaceBa — y4acTue B KJIMHWYECKOM Habnioae-
HWW, yHacTHe B HanMcaHWM TEKCTa PYKONWUcH, c60p 1 aHanms
KJIMHUYECKUX, NTMTEPATYPHbIX AaHHbIX.

H.B. }{ypKoBa — y4yacTue B KJIMHMYECKOM HabnoaeHNH,
c60pe AOMNOHUTENbHBIX MaTepranos.

K.E. 3deHaneBa — MOMCKOBO-aHanMTMYeCKasa paboTta,
peflakTMpoBaHME PYKOMUCH.

A.A. AnekceeBa — pefjaKTMpOBaHWEe PyKOMUCH.

B.I. KanyrmHa — nouckoBoO-aHanuTuM4yeckas paborta,
peflakTMpoBaHME PYKOMUCH.

A.B. 3a3bsiH — y4acTue B KIIMHUYECKOM HabNtoaeHUN.
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