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O6ocHoBaHue. Mykononucaxapugo3 Il Tnna (MIIC Il, cuHapom XaHTepa) — 3T0 peaKasi HacaeACTBEHHas IM30COMHasi 60/1€3Hb
HaKor/aeHunsl, cBs3aHHas ¢ gepuumtom pepmeHTa naypoHat-2-cynbpatasbl. laymneHTsl ¢ MIIC Il HyKaalTcs B NOXU3HEHHOM
pepmeHTo3amecTuTeIbHOM Tepanuun (P3T), BocronHsOWeEN JePUUNT IHAOreHHoro ¢pepmeHTa. B Poccuiickon degeparmm
A5 3TUX Lenen pa3pelleHbl N PEKOMEHAOBaHbI ABa npenapata — uaypcynbpasa v uaypcyibpasa 6eta. Bmecte ¢ Tem
n3BecTHO, 4To O 3T conpsixKeHa ¢ PUCKOM Pa3BUTHS PeaKUUI runepyyBCcTBUTEIbHOCTU. OnUCcaHne KIIMHUYEeCKOro ciay4Yasl.
Y naumeHTa my»KcKkoro nosa c Tskenon gopmost MIIC Il B Bo3pacTte 2,5 net 6blna nHmymnmpoBaHa 3T, HazHavyeH npenapart
naypcynbpasa B gosuposke 0,5 Mr/Kr ognH pas B Hegeso. lepuoanyecky oTMeyaanchb peaxkuymnm runepyyBCcTBUTEIbHOCTH
(KpanuBHULia, MOBbILLEHNE TEMNePaTypbl), B CBA3M C YeM NPOBOAMIACh NpemMeanKauns aHTUrMcTaMMHHbIMKU npenapatamMmm
n aHTunupetnkamu. C 8 et noboyHbie agdeKTol G3T y4acTUinCh U YCUIUINCL 6€3 CTOMKOro y/yqlueHUs Ha GoHe Ha3Have-
HHMS [TIIOKOKOPTUKOCTEPOMAOB M CHUMEHMNST CKOPOCTU MHPY3uKU 40 8—16 MJ/4. bbisio NPOBEAEHO NMepeKdyeHne nayumeHTa
Ha npenapat maypcynbpasa 6eta ¢ XOPOLNM KIMHUYECKMM 3QOEKTOM: AOCTUIHYT KOHTPOJIb M OCHOBHOro 3ab0/1eBaHMs,
M pPa3BUTUS a/lZIEPrMYECKUX peaKuni. 3aKa4denue. Hannuyne aByx npenapatos 41 ©3T nayneHtos ¢ MIIC Il pacwmpset
BO3MOXHOCTH siedeHUs1. [Tpy BOSHMKHOBEHMM alIepru4eCKmX peakumnin Ha npenapart uaypcysibdasa nepeKanyeHme Ha rnpe-
rnapart ugypcynbpasa 6eta CHUKaET PUCK BO3SHUKHOBEHMSI OC/I0OKHEHUH P3T rnpu focTaToO4HOM KOHTpose TedeHus MIIC Il.
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Experience of Idursulfase Beta Administration in the Child
with Mucopolysaccharidosis Type Ill: Clinical Case

Background. Mucopolysaccharidosis type Il (MPS Il, Hunter syndrome) is a rare hereditary lysosomal storage disease associated
with iduronate-2-sulfatase deficiency. Patients with MPS Il require life-long enzyme replacement therapy (ERT) to replace the deficiency
of endogenous enzyme. There are two medications — idursulfase and idursulfase beta — that are licensed and recommended for
these patients in Russian Federation. However, it is well known that ERT can cause hypersensitivity reactions development. Clinical
Case Description. The ERT (idursulfase in the dose of 0.5 mg/kg once per week) onset in the male patient with severe MPS Il was at
the age of 2.5 years. Hypersensitivity reactions (urticaria, fever) were noted incidentally, thus, the premedication with antihistamines
and antipyretics was performed. The ERT side effects has aggravated at the age of 8 years despite the glucocorticosteroids admission
and infusion rate reduction up to 8-16 mli/h. That is why we have changed the medication on idursulfase beta with major clinical
response:; we have achieved control on both disease itself and hypersensitivity reactions. Conclusion. The availability of two ERT
medications for patients with MPS Il expands treatment opportunities. In case of any allergic reactions due to idursulfase, the change
on idursulfase beta reduces the risk of any ERT complications with sufficient control of MPS Il course.
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OBOCHOBAHME

lepBoe KIMHWYECKOE OMucaHWe MYKOMonucaxapuaosa
Il Tvna (MMNC Il, cuHapom XaHTepa) Obl10 npeacTaBieHo
6onee 100 net Ha3zag — B 1917 r. KaHaackmi Bpad Charles
Hunter onuncan nctopuio 601e3Hu aAByx 6paTbes, 8 n 10 neT,
C XapaKTepHbIMK AN AaHHOro 3a6oneBaHus GeHoTUnmnyec-
KUMK nposBreHuamu [1]. locne anutenbHOro nepuoga
N3y4YeHUs BblNn yCTaHOBNEHbl NpUYMHbl passutua MIIC I,
paspaboTaHbl NOAXOAbl K MaTOreHETUYECKOMY NeyveHuio,
OCHOBOW KOTOPOro B HacTosiliee BpeMs ABNAETCH MNOXM3-
HeHHasa pepmeHTo3amecTuTenbHas Tepanus (P3T) [2-4].

MMC Il — aTo HacneacTBeHHas nM3ocomMHas 60/e3Hb
HaKoMneHus ¢ X-cuenieHHbIM peLeccMBHbIM TUNOM Hache-
[0BaHWA, KOTopas XxapakTepuayeTtca AedULUMTOM UK OTCYyT-
CTBMEM NIM30COMHOr0 depmeHTa uaypoHaT-2-cynbdaTasbl
(12S) B pesynbrate mytaumu B reHe IDS [2]. MIC Il oTHOCUT-
ca K peakum (opdaHHbIM) 3aboneBaHUAM M BCTpedvaeTcs
¢ nonynsiuMoHHon vactoton 1:140000-1:170000 xKuBbix
HOBOPOXAEHHbIX ManbyuMkoB [5, 6]. B 2019 r. B Poccun-
ckon degepauun 6bI10 0dULMANBHO 3apEerucTpPUpoBaHoO
133 60onbHbiXx MIC 1l, n3 Hux 80% coctaBnanu netu [7].
B CeBepo-3anagHom deaepanbHoM okpyre MIC Il sBnsieTcs
caMoW 4acTon TM30COMHOM 60M1e3HbI0 HakonneHus [8].

Jedbuunt dpepmeHTa 12S NpUBOANT K HAKOMNEHUIO K-
Ko3aMuHornnkaHos (FAl), NpenMyLLeCTBEHHO renapaHcy/ib-
data 1 gepmaTtaHcynbdaTta, B TM30COMax KNEeTOK pPasdninyHbIX
TUMNOB, 4YTO MPOSBAAETCH MYNbTUCUCTEMHBLIM MOParKEHUEM
C LUMPOKUM CMEKTPOM KIIMHUYECKMUX MPU3HAKOB (1MLEBOM
ancMmopoduam, TyronoABMMKHOCTb CYCTaBOB, MaKporfioccus,
O0GCTPYKLMSA [AbIXaTeNbHblX MNyTeW, renatocrnieHomeranus,
NCUXOHEBPOJIOrMYECKME HapyleHus wu ap.). Ana Tsxenown
dopmbl MIC |1l xapaktepHa maHudecTaumns 3aboneBaHus
B Bo3pacte 12-18 MecC, BbIpaKEHHOE MopaXKeHWe LeH-
TpasbHOM HEPBHOM CcuUCTeMbl, GbICTPOE MporpeccupoBa-
HWe 3ab0/eBaHUs, PaHHAS WMHBaNWAM3aLUMA U CMEPTHOCTb,
B 60/IbLLUMHCTBE CNy4yaeB OT CepAEYHO-TIero4HON HeaoCTaTou-
HOCTM B Bo3pacTe 8—18 net [2, 3].

Lenb ®3T oyeBngHa — BOCMNOMHUTL AedULNT GepMeH-
Ta 12S. Kak peaynbrat, @3T ycTpaHseT uam 3ameansiet MHorue
coMaTMyecKkune nposiBieHnss 60Me3HM, MOBbLILAET KayecTBO
WU3HU U CHUXKAET PUCK HaCTyMeHUs MNpexaeBPEMEHHOWM
cmepTtu [9]. B cTtpaHax EBpocotwsa ¢ 2007 r., a B Poccuun
¢ 2008 r. ana nevyeHua nauueHtoB ¢ MIMC Il npuMeHs-
10T PEKOMOUHaHTHbIM depMeHT — npenapaT uaypcynbdasa
(9nanpasa, Shire Human Genetic Therapies, CLLIA), 6e3onac-
HOCTb ¥ 3GdEKTUBHOCTL KOTOPOro MPOAEMOHCTPUPOBAHbI
B psde KIMHWYecKux uccnepgoBanmi [10, 11]. C 2018 r.
B Poccumn ana nedeHus nauuneHtoB ¢ MIC Il goctyneH euwe
oauH npenapat ang ®3T — uaypcynbdasa 6eta (XaHTepasa,
Green Cross Corporation, Pecny6nvka Kopes), KoTopbin
He ycTynaeT B 6e30MacHOCTU U 3EKTUBHOCTU MAYPCY/b-
dase [12, 13]. bonee Toro, ®3T npenapatom uaypcynbdasa
6eTa MMeeT onpefeNneHHble 3KOHOMUYECKME MPenmyLLecTBa
[14]. Uaypcynbdasza n naypcynbdasa 6eta BKIOYEHbI B CTaH-
[apT OKa3aHus crneunann3npoBaHHOM MeAULMHCKOM MOMOLLM
netam ¢ MIC Il [15], a TakXKe B KIMHUYECKNE peKOMeHaaL MK
[2]. C 2019 r. MINC Il BXoAUT B nepeyeHb BbiCOKO3aTpar-
HbIX HO30n0rMK, nposeaeHve ®3T duHaHCcUpyeTcs 3a cyeT
cpeacts depepanbHoro 6ioakera. 06a pPeKOMOUHAHTHbIX
depmeHTa umetoT 100% WMAEHTUYHbIE AMWHOKWMCAOTHbIE
nocnefoBaTeNbHOCTH, Npoucxoasume ot reHa IDS yenoBeka.
OpHaKo cnHTE3 GEPMEHTOB OCYLLECTBASAIOT C UCMONb30BaHM-
€M Pa3/IMYHbIX KNETOUHbIX TMHWUIA, OTIMYAIOTCS TaKKe cnoco6

KynbTUBaLMK (6eccbiBOPOTOYMHAA cpeda ans uaypcynbdasbl
6eTa, CbIBOpOTOYHas — ansa uaypcynbdasbl), gons Gpopmun-
rMUUMHa B Mosiekyne dpepmenTa (79 n 68% COOTBETCTBEHHO),
KoadduumeHT nornouteHns (5,1 n 6,5 cooTBETCTBEHHO), Nat-
TePHbI FMUKO3unupoBaHua [16, 17].

Maypcynbdasa mn wmaypcynbdasa 6eTa BbiNycKaloTCs
B BMAE KOHLEHTpaTa Ans MpuroToBleHWs pacTBopa Ans
MHOY3uMn (2 mr/mn, no 3 Ma BO GnakoHe), BBOAATCSH
B fo3upoBKe 0,5 Mr/Kr oauH pas B Hegento. Heobxogmumoe
KOMMYECTBO MpenapaTa OCTOPOXKHO pas3Boadatr B 100 mn
0,9% pactBopa NaCl. BHyTpuBEHHYIO UHDY3UIO HayYuMHaloT
CO CKOPOCTK 8 MA1/4 B Te4eHne nepBbiXx 15 MUH CO CTyneH-
YyaTblM MOBbILEHWEM CKOPOCTH BBEAEHMS Kaxable 15 MUH
Ha 8 mn/4 go 40 mn/y. MauneHtTam MOXKeT noTpeboBaTtbh-
Ccsl yAIMHEHWE BPeMEeHU WHPY3UWM W/ManM NpuocTaHOBKa
BBeAeHMA npenapaTa M3-3a PasBUTUS HexenatenbHbIX
peakunn [10-12], Hanbonee 4acTbiIMU M3 KOTOPbIX ABNSA-
I0TCA peaKkuuu runepyyBCcTBUTENBHOCTM [10—-12], KOTOpblE
06bI4HO KYNUpYlTCSa NyTeM 3aMeasieHUss CKOpPOCTU MHOY-
3MM M NpPOBEAEHUs npemMeauKaununm aHTUIMCTaMUHHbIMU
npenapaTtamMmu n/Wnn aHTUNMPETUKAMM (NapaLeTamon uau
néynpodeH). OgHaKo B psage ciydaeB NoboyHble apdeKThbI
®3T He NoaAatoTCsH KOHTPOJIHO U MOTYT 3HAYUTENIbHO OCNOX-
HATb neyeHune [18]. B cB93M C 3TUM LEenecoobpasHbIiM
npeacTaBnseTca NepekntoyYeHne ¢ ogHOro npenapara ans
®3T Ha apyrom [18].

Huxe npeactaBneH onblT npoBeaeHns 3T y 10-neTHe-
ro ManbyuKa c Tsenon dopmor MIC |l ¢ BbipaxKeHHbIMU
annepruyeckuMn peakumMamMu Ha npenapaT uaypcynbdasa,
41O noTtpeboBano cmeHbl GEepMEeHTHOro npenaparta. 1o
nepBoe OMWCaHWe OnbiTa NEPEKOYEHUs NMauneHTa ¢ npe-
napata uaypcynbdasa Ha npenapaT uaypcynbdasa 6eTa
B Poccuickon deagepaumu.

KNIUHUYECKUHA NPUMEP

O nauueHTe

Manbuumk ., 10 net. B Bo3pacte 1 roga 4 mec pebeHoK
6bln1 06cneaoBaH B AETCKOM rOPOACKOW 60MbHMLE MO NoBoay
HapyLWeHW CHa (Naoxo 3acbiNan, YacTto npockinancs, mor
He cnaTb HoYbto). [0 AaHHBIM MEAWULIMHCKON JOKYMEHTaLMHK,
B Bo3pacTte 1 roga 4 mMec macca Tena coctaBnsgna 14 kr,
poct — 81 cMm. O6pawanu Ha cebs BHMMaHMe 6Gonbluas
ronosa rugpouedanbHon GopMbl (OKPYXXHOCTb — 53 cm),
yKOpo4yeHue leun, aedpopMauns rpyaHon KIeTKu, yBenuye-
HUWE XMBOTa, 3K30dTaNbM, MaKkpornoccus. beina ysenmyeHa
ne4veHb (+2 cM). BoicnylumMBancsa CUCTONMYECKUI LWYM Ha Bep-
XylKe cepaua.

N3 aHamMHe3a: pebeHOK 0T MON0AbIX poanTenen (Bo3pact
Martepu — 26 net, otua — 25 neT), oT NepBon 6epeMEHHOCTH,
npoTeKaBllen Ha GOHE OCTPON pecnmnpaTopHOU MHPEKLMK
B | TpUMeECTpe 1 aHeMUM NErKon CTeneHu, CPOYHbIX POLOB.
MpexaeBpeMeHHOe M3NUTUE OKONOMIOAHBLIX BoA (6e3Bof-
Hbi nepuoa 10 u4). lMpu poxaeHun macca Tena 3810 r,
[IMHa — 52 CM, OKPYXXHOCTb rof1oBbl — 36 CM, OKPYXKHOCTb
rpyam — 35 cm. OueHka no wkane APGAR 7/7 6annos.
Mocne poxaeHusa Habnogancs ¢ guarHo3om «LepebpanbHas
nwemns 2-n cT. femonutmyeckas 601e3Hb HOBOPOXKAEHHOTO,
KOHOAKKT no ABO-cucTeme, enTylwHaa ¢opma, nerkoe Teye-
HMWe. YCTaHOBOYHasA MbllleyHast KpuBollesi. Aucnnasus tas3o-
6edpeHHbIX CycTaBoB. BpoxaeHHbi cTpugop. mMapouene
cnpaBa». HacneacTBeHHOCTb: TPOKOPOAHbLIM GpaT MaTepu
pebeHKa ymep B Bo3pacTe 12 neT oT Tsenoro HeandbdepeH-
LIMPOBAHHOI0 «XPOMOCOMHOr0o 3a60/1eBaHUs».
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 1. MauueHT M. BHewHu Bua B Bo3pacte 1 roga 7 mec v 10 net
Fig. 1. Patient P. General appearance at the age of 1 year 7 months
and 10 years

Puc. 2. MauueHnT . YepTbl N1ua B Bo3pacTte 4 mec, 2 n 10 net
Fig. 2. Patient P. Facial features at the age of 4 months, 2 years
and 10 years

PebeHKy 6b110 NpoBeAeHO UHCTPYMEHTaNbHOe 0b6cneao-
BaHue. [1o gaHHbIM Y3M opraHoB 6pHOLLIHOM [10/10CTH: NEYEHb
yBenn4eHa (Kocom BepTUKabHbIN pasmep — 95 cm), BOpOT-
Haa BeHa — 5,5 MM, ceneseHKa He yBenun4yeHa. [aHHble
PEHTreHO/I0rM4eCcKoro Uccae[oBaHus: Yepen ponuxoueda-
Jin4ecKkon GopMbl, KIOYULbI aCUMMETPUYHDI, JIEBaa 3Hauu-
TEeNbHO WM30rHyTa. YBenuyeH Tumyc. Jlerkne 6e3 o4aroBblx
N MHOUNBbTPATUBHbIX U3MeHeHU. CepALie yBENMYEHO 3a CHET
neBoro »enyaodka. Ha 6okosom cHumke Thy,—L, B noso-
WeHun Kndosa. McnnacTMyeckn yBeIUYEHbl U BbICTyNatoT
3aKpPYrNeHHO Knepean HKHUE YacTu Ten Ly _g, 0CO6EHHO L.
HecKonbKO CyXeHbl Tena NoAB3AOLWHbIX KocTen. 33 and-
$y3Hble HapyleHUs BUOINEKTPUYECKON aKTMBHOCTU rONI0B-
HOro Mo3ra ¢ 3anasablBaHneM GOpMUPOBaHUSA BO3PACTHOroO
61opuUTMa, BbIPaXKEHHOW MppUTaLMEN CTBONIOBLIX CTPYKTYP;
6€e3 OTHET/INBbLIX 04aroBbIX U NapPOKCU3ManbHbIX U3MEHEHUMN.
MPT ronoBHoro mo3sra: auddysHas KopkoBas cybaTpodus
n nenkonatns. OcmMoTp ogTasbmMosiora: 3aCTOMHbIE LUCKM
3pUTENbHOrO HepBa. OCMOTP Xxupypra: NynoyHas rpbixa.
OcmoTp JIOP-Bpaya: ageHouabl 2-1 CT.

MpeaBapuTenbHbI JUArHo3
o peHOTUNNYECKMM MPU3HAKaM U AaHHbIM MHCTPYMEHTab-
Horo o6c¢cnefoBaHus Gbin 3anofo3peH MyKONnonncaxapuaos.

AMHaMHuKa U ucxopbl

Ona noaTBep)KAEHUs AuarHo3a npobbl MOYM U KpoO-
BM OblM OTNpaBfieHbl B NabopaTopuio HacneaCTBEHHbIX
6one3Hen ob6bmeHa BewectB MeanKo-reHeTU4ecKoro
Hay4yHoro ueHTpa uM. akaa. H.[l. boykoBa (MockBa).
[MonyyeHbl cnepylowme peaynbTaTbl: MOBbILWEHHAsA 3KC-
Kpeuusa renapaHcynbdata W gepmartaHcynbdata ¢ MOYOn
(KayecTBeHHbIM aHanna Ha [AlN), koHueHTpauusa Al cocTa-
Buna 97,6 Mr/mMmonb KpeaTMHWHa (BO3pacTHas Hop-
Ma — Ao 25 Mr/mMmonb KpeaTuHuHa [19]), aKTMBHOCTb
ngypoHat-2-cynbdatasdbl — 0,12 HMONb/4 4/mMn (HopMa
297-705 HmoOnb/4 4/Mn), CekBeHupoBaHue reHa IDS
BbIABM/IO Y pebeHKa B aK30He 3 BapuaHT delT248. Matb
pebGeHKa TaKe fABNSEeTCS HOCUMTENEeM AaHHOro BapuaHTa
reHa IDS. B pesynbrate B Bo3pacte 1 rog 6 Mmec Manbyu-
Ky Oblnl nocTaBfieH guMarHos «Mykononucaxapugos Il tuna
(6onesHb XaHTepa)». BHelWHW BUA Manb4ynKa B 3TOM BO3-
pacTte (xapakTtepHble ans MIIC || makpouedanus, KopoTKas
Wwes, yBe/lMdyeHe XMBOTa, NPUIMIIIOCHYTbIN KOPOTKUIK HOC,
NMPUOTKPBLITLIA POT, MaKpPOrIoccus) npeactaBned Ha puc. 1.
®3T 6bIna HavaTa TONbKO Yepes roj nocne sepudukalmm
anarHo3a m3-3a npobnem pernoHanbHoro GuMHaHcuMpoBa-
HUSA foporocToswero nevyeHus. B Bo3pacte 7 nety peber-
Ka Obll BbIIBAE€H [OBYCTOPOHHWMW TYHHENbHbIA CUHAPOM,
BbINMOSIHEHbI OMepauuu: paccevyeHre MnonepeyHom CBA3KM
3ansacTbs cfeBa, a 4yepe3 rog — pe3eKums nonepeyHon
CBSI3KM 3aMsCTbs, TEHONN3 CYXOXUINIK crnbaTtenen, HeBpo-
M3 CpeamnHHOro HepBa crnpasBa. B Bo3pacte 8 net npose-
[eHa aleHOTOMMUS.

Habnoganocb HEYKIOHHOE nporpeccMpoBaHne 3abone-
BaHMWA, XxapaKTepHoe ana Taxenon dopmbl MIC Il ¢ Bbipa-
YEHHbIMMW NMCUXOHEBPOJIOTMYECKUMU HapylleHnamu. B BO3-
pacte 10 neT Manb4ymMK umeet pocT 128 cM (HUKe cpeaHero),
Bec — 32 Kr, xapaKtepHbli ana MIC Il deHoTMn: KopoTKas
ManonoABuXHasa wesa, Makpouedbanus (OKPYKHOCTb roso-
Bbl — 58 cMm), orpybneHune 4yepT nuua (puc. 1, 2), BbICOKUM
06, WKPOKKE rycTble 6GPOBM, KOPOTKMM HOC C MPUMIOC-
HYTOW MepeHOCULIEN, TUMEPTEeNoOpPU3M, XKEeCTKUe BOJIOCHI,
MaKpOrioccus, MPUOTKPbITLIM POT, peaKne 3ybbl, FOTUYECKOoe
He6o, KuneBuaHasa gedopMauus rPyaHOW KIETKM, LWKMPO-
KWe KUCTW B MOJIYCOrHYTOM MOJIOXEHUN C OrPaHUYEHHbIM
crubaHuem nanbues, NynoYyHas rpbia, orpaHUyeHne nog-
BUXHOCTU KPYMHbIX U MEJIKUX CYyCTaBOB. XOAMT Ha Nosycor-
HYTbIX HOrax. He roBoput. JIIOGUT CMOTPETb MYNbTOUIbMbI,
paccmaTpuBaTb KapTUHKW B KHWUrax, rpetbCcs Ha CoJiHue,
MOET Bblpa3uTb HEAOBONbLCTBO. Bce TAHET B POT, CKPU-
nuT 3y6amun. Y pebeHKa MMeloTCa MOMYTHEHUE POroBMLbI,
CEKPETOPHbIN OTUT, XPOHUYECKUI PUHUT, IBYCTOPOHHSASA TYro-
YXOCTb, KOMOUHUPOBAHHbIE KOHTPAKTYPbl CYCTAaBOB BEPXHMX
M HUXHUX KOHEYHOCTEN, CTEHO3 KpaHWoBepTebpanbHOro
COYNEHEHNs, POoTaLMOHHbIN noaBbIBUX C,. M0 AaHHbIM 3X0-
Kapavorpadu4ecKkoro uccnefoBaHus BobiiBlieHa yMepeHHas
rmnepTpodua MUoKapda (TonwuHa 3adHen CTEHKU NeBO-
ro »enygoyka — 10,2 MM, TONWMHA MEMKKENYA0YKOBOM
neperopogkn — 8,3 Mm), yTonleHne CTBOPOK MUTPanbHO-
ro W aopTasbHOro KianaHoB, aopTtajbHas U MUTpasibHas
HeLOCTaTO4YHOCTb 2-# CT. B NOKOE M Npu HarpysKe, KOTOPYIo
BbINOMHAET PeO6EHOK, KIMHUYECKMX NPU3HAKOB cepaeyvHom
HeOO0CTaTO4YHOCTU HET.

depmeHTO3amecTUTe/IbHasA Tepanus
®3T Havata B BO3pacTe 2,5 neT npenapatoMm uayp-
cynbdasda B ctaHjaptHon pose 0,5 mr/kr 1 pas B Hege-



no. Bo Bpemsa 4-n UHPY3MM npenapaTta BO3HMKIIA CbiMb
no TUMNY KpanuBHWLbI, B AaNbHEWWEM C Lenbo npeayn-
pexXaeHus BO3HWMKHOBEHWS TaKOW peaKkuuu MNpoBOAM-
nacb npemMeavKauus aHTUrMCTaMUHHBIMKW MpenapaTtamu
nepopanbHo. B Bo3pacte 3 neT 2 mMec Ana npoBeaeHus
®3T pebeHKy MMNNaHTUPOBaAH BEHO3HbLIM MOPT, HO Yepes
2,5 roga ero npunocb yaanuTb M3-3a MHOULMPOBAHMUSA
(B moceBe KpoBu Staphylococcus capitis, cnopoHOCHas
nanoyka; NpoBeAeHO 2 Kypca aHTubaKTepuanibHOW Tepa-
nuu). lNocnepyouwme BBeAEHUS npenaparta MNpoBOAWIUCH
yepe3 nepudepunyeckun Katetep. C y4eToM OTCYTCTBMSA
aNNepruyecknx peakuun B TeyeHwe ABYX NIET ¢ BO3pacTa
4,5 net npenapaTt uaypcynbdasa BBoauiacsa 6e3 npeme-
OnKaumun. B BospacTte 6,5 net nocne UHPy3nMm B Te4yeHue
yaca BHOBb OTMeYanuCb MPOSIBAEHUS OCTPOM KpamnuBHM-
Lbl, KyNnMpoOBaHHble B/M BBeAEHWEM NpeaHn30i0Ha 2 M
(60 mr) n xnoponupamuHa 2% 1 mn (20 mr). Boso6HoBNEHa
npeMeanKauusa aHTUrMCTaMMHHbIMKM NpenapaTamu, OoAHa-
KO KpanuBHWUA NMpofosmKana nepuoanmyeckun nosBaATbCS.
[MpnM BO3HMKHOBEHWU BbICbINaHW BO BpeMS UHDY3UK Npo-
BOAMNAcCb e€e OCTaHOBKa, OCyLWecTB/sS/oCb B/B BBeje-
HMe XxnoponuMpamMuHa v npegHu3onoHa. C Bo3pacTta 8 ner
10 mec 3aperncTtpmMpoBaHO HeOAHOKpaTHoe MnosiBleHune
pacnpocTpaHEeHHOM KpanuBHULbI (BbICbIMaHWUA Ha pyKax,
Tynosuuie, wee, nuue) 3a 20-40 MUH 0 KOHLa BBEAEHUS
npenapata (puc. 3). OTMe4yanacb 3aTOPMOXKEHHOCTb, Cna-
60CTb, COHNMBOCTL. lepea Kaxkaon nHdysnen nposBoamnach
npemeguKkaums (xnoponupamun 20 mr B/B), AONONHUTENBHO
BEYEPOM HaKaHyHe MHY3MKM pebeHOoK nonyyan 1 Tabnert-
Ky (25 ™mr) xnoponupamuHa per os. CKOpOCTb BBeAEHUSA
naypcynbdasbl 6bina CHUXeHa Ao 8-16 mn/4. YuutbiBas
NpoAo/KaloWMecs annepruieckme peaxkuuu, B npemeau-
Kauuio 6bln fJo6GaBieH NPeaHU30/10H — 6e3 0TYEeTIMBOro
addeKTa, KpoMe Toro, Ha BBEIEHME MIOKOKOPTUKOCTEPOU-
[0B NEepUONYECKN OTMEYaIUCh HeXenaTenbHble peakLumm
B BWOE 9PUTEMbI U MCUXMYECKUX HapPYLIEHUM (BO3OYKAE-
Hue, arpeccus). Ha poHe P3T npoucxoanno aanbHenuee
nporpeccupoBaHne 3ab6oneBaHns: HapacTaHWe MbllEeYHON
CNnabocCTH, 3aTpyaHEHUE MOXOAKM, 4acCTble PUHUTbI, GPOH-
XxonerovyHble MHOEKLMH, oTpULaTENbHAs AMHAaMKUKa CO CTO-
POHbl HEPBHOW CUCTEMbI (CHUXXEHWE WHTEeNneKTa, MCUXu-
YeCKMe paccTponcTBa, HapylleHne CHa, nepceBepaTuBHOE
eBaHue). HopmanusoBaHHoe cofepxaHue Al B mMode
(B3ATME HaKaHyHe BBeeHus npenapata) — 15 mr/mMmonb
KpeaTMHWHa (Bo3pacTHas Hopma — A0 13 Mr/MMOJib).
[JaHHble BMOXMMMYECKOro aHannada KpoBu: obwmn IgE —
358 MEa/mn (Hopma — go 52 MEa/mn), AlIT — 67 Ea/n
(Hopma 0-55 Eg/n), ACT 73 Ea/n (Hopma 5-34 Ea/n),
NAar — 202 Ea/n (Hopma — 125-220 Ea/n). Mo pesynbra-
TaM TecTa Ha AerpaHynsumio Ty4HbIX KINETOK NoATBepKaeHa
ceHcnbUnM3aums K npenaparty naypcynbdasa.

C yyetoM HeobxoanmocTn P3T MO KMIHEHHbIM MOKa-
3aHUAM W HanMyYUa HEKOHTPONMPYEMbIX HexenaTeNbHbIX
AIB/IEHWI Ha BBeAeHWe npenapaTta uaypcyibdasa cornacHo
MMELWMMCS CTaHAapTaM OKa3aHua MeAMLIMHCKOM NOMOLLM
getam ¢ MIC Il Tuna B KavyecTtBe npenapata ansg 3T 6bina
npuMeHeHa waypcynbdasa 6eta. CMeHa npenapata ans
®3T BbINOAHEHA MOCAE MNOMYYEHUS MUCbMEHHOTO MHGbOP-
MWPOBAHHOIro A06pPOBO/ILHOIO cornacus matepu pebeHKa
M ¢ 0406peHUsa BpalyebHON KOMUCCHN.

C Bo3pacTta 9 neT 8 Mec pebeHKy NpoBOAUTCS B/B BBEdE-
HWe npenapaTta uaypcynbdasa 6eta B fo3e 0,5 mr/kr (18 mr)
1 pa3 B Hegento. MepBble TpU MHDY3UMKM Npenapata nayp-

Puc. 3. MNauueHT . MNosBneHne pacnpocTpaHeHHOM KpanuBHULbI
BO Bpem$s BBeAeHWs npenapata naypcynbdasa ¢ MakcumanbHowm
CKOpOCTbio 16 M /4

Fig. 3. Patient P. Generalized urticaria on idursulfase admission
at maximum infusion rate of 16 ml/h

cynbdasa 6eTa BbIMNONHEHbl C MaKCUMMalibHOM CKOPOCTbIO
16 mn/4, nocnegywouwme agge MHOY3MM — C MaKCcMMasibHOM
CKOpoCTbto 24 Mn/4, 3aTeM BOCEMb MHPY3UK BbINOMHEHbI
C MaKCMManbHOM CKOPOCTbo 32 Ma/4 6e3 anepruieckux
W Apyrux No604HbIX peakuuni; nocnegyoume ase MHPysmm —
C MaKcumanbHoOM ckopocTblo 40 mn/4. B KOoHUe nocneaHen
MHODY3UN U3 NEPEYUCIEHHBIX NOABUIACh runepemMusa B Buae
HEeBO0bLIMX OKPYMbIX PO30BbLIX MATEH B 061aCTU JIOKTEBbIX
CrMb60B — B MECTE UHBEKLMU U C NPOTUBOMONOKHON CTOPO-
Hbl. KOXHbIM MOKPOB 04MCTUACSA Yeped 2 4 6e3 JOMNONHUTENb-
HOW Tepanuu.

B panbHenwem uHOYy3uM npenaparta uaypcyibdasa
6eTa NPOBOAMIM C MaKCMMallbHON CKOPOCTbio 24 mn/4 6e3
peaKkuun runepvyyBCTBUTENbHOCTU. [podonmKanu npemenu-
Kauuio aHTUIMCTaMUHHbIMK NpenapaTamMmun (XJI0ponMpaMuH
B/B 20 mr). Yepes 3 Mec nocne Havyana BBeAeHUs npenapa-
Ta ngypcynodasa 6eta nposefeHO KOHTPOJIbHOE UccnefoBa-
Hue copepxaHung Ml B Moye (B3ATME HaKaHyHe BBeAeHUs
npenapata) — 12 Mr/mmMonb KpeaTuHuHa. @3T no peaynsra-
Tam cHuxeHus FAl npu3HaHa adbeKTUBHON. [laHHble 6UOXHK-
MWYecKoro aHanusa Kposwu: AJIT — 29 Ea/n, ACT — 27 Ea/n,
nar — 190 Ea/n.

MporHos

MporHo3 He6naronpuaTHbIM. Hanbonee yacton npu-
YMHOM cmepTn naumeHToB ¢ MIC Il aBngwTca cepaey-
Hble W pecnupaTopHble ocfioxHeHus [3]. B HacToslee
BpemMs y pebeHKa HET cepaeyvHOo-ero4yHon HeaocTaTou-
HOCTM, yrpoxatluien xu3Hu. Ha ¢oHe neyeHua npena-
patoM wugypcynbdaza 6eTa oOTMevaeTcsa HeKoTopoe
yAyylleHWe COCTOAHMA pebeHKa — yaanocb A06UTbCA
KOHTPONS Pa3BUTUA aIeprMyecKknx peaxuun, ynyyuu-
NI0OCb HOCOBOE [blXaHWe, HET MPUCTYNOB Kalwns, pebeHoK
cTan 60nee aKTMBHbIM, HE HapacTaloT KOCTHO-CyCTaBHble
U3MEHEHMUS.

BpemeHHasn wKana (puc. 4)
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g Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 4. MauueHT . XpoHonorus tTe4eHns 60ne3Hu, KnoyeBble COObITUA ANarHOCTUKM U Ha3HaYyeHns GepMeHTo3aMeCTUTENbHOM Tepanun
Fig. 4. Patient P: clinical course, key events of diagnostics and ERT admission

[OnarHo3 MIC Il 3anoao3peH
no GEeHOTUNUYECKUM
npu3HaKam

[unarHo3
MMC Il nogTBEpKaEH

CmeHa ©3T — nepesoa
Ha npenapat
naypcynbdasa 6eta

Havata ®3T npenapatom
naypcynbdasa

9 net

MpumevaHne. MINC — mykononucaxapuaos, P3T — dpepMeHTo3amMecTUTeNbHas Tepanms.
Note. MINC — mucopolysaccharidosis, 3T — enzyme replacement therapy.

OBCYXAEHME

®3T nauunenTto ¢ MIC Il noka ocTaeTcs €AMHCTBEHHbIM
OOCTYMHbIM NaTOreHeTU4eCKUM MeTOAOM JleYeHus, [OoKa-
3aBLUIMM CBOK 3DDEKTUBHOCTL U OTHOCUTENbHYIO Ge3onac-
HocTb [10, 13, 19]. 3amecTuTenbHas Tepanus BKIOYaAET
NPUMEHEHNE 3K30reHHbIX GEePMEHTOB, NOJyYEHHbIX TEHHO-
WHXEHEPHbIM MyTEM, BOCMOJIHAIOWMX SHAOrEHHbIN AednumnT
depmMeHTa C BOCCTAHOBJ/IEHMEM TMAPOSM3A HAKOMIEHHbIX
B KneTke Al Ha NoBEepXHOCTU KNETOYHbIX MEMOpPAH UMEIOT-
Csl MaHHO30-6-docdaTHbIe peLLenTopbl, KOTOPbIe CBA3bIBAOT
N nepeHocsaT GepMeHT BHyTpb KneTku [20]. BmecTe ¢ Tem
n3-3a 60MbLIOM MONEKYNSIPHOM MacCbl GEPMEHT HE MOXET
npeogoneTb remaToaHuedanmyeckun 6Gapbep. KMMeHHO
No3TOMY MCUXOHEBPOIOrMYECcKas cumnToMaTmuka y naumeH-
T0B ¢ MIC Il, KaK 1 B OMNUMCaHHOM Hamu ciay4ae, Oaxe
Ha doHe P3T npogonKaeT HapacTaTb. Elle oaHUM orpaHu-
yeHnem DP3T aABNAlOTCA HexenatenbHble peakluu Ha BBe-
[leHne 3K30reHHoro depmeHTa, B T.4. peaKkuun runepyys-
CTBUTENbHOCTU. Y nonoBuHbI NnauneHtos ¢ MIC Il, koTopble
nonyyanu npenapat uaypcyibdasa, 6biin BbigBAeHbl 18G
K ¢pepmeHTHOMY npenapaty [11]. MNpu 3ToM He oTMe4yanocb
CHWXXeHMs o6beMa GOPCMPOBAHHOMO BblgoOXa U pe3y/bTaToB
TecTa WeCTUMUHYTHOM X0AbObl, HE YBENYMBANUCHL Pa3Mepbl
nevyeHun u ceneseHku [9, 11]. Bmecte ¢ TeM MokasaHo, 4TO
y NauMeHTOB CO CTOMKUM (onpeaensemMblM Npu NOBTOPHbIX
nccnefoBaHUsAX) HOCUTENBCTBOM AaHHbIX aHTUTEN oTMeYa-
nncb 6osiee BbiCOKME ypoBeHb Al B MO4Ye M YacToTa pas-
BUTUA MHDY3UOHHbIX OCNOXHeHWUH [9, 11, 21].

O6bI4HO Y NaumeHToB, nonyvatowmx O3T, annepruyeckue
peaKkunn yaaeTca npefoTBpatuTb npemenvKaumen U CHU-
¥EeHWem cKopocTu MHoy3um [10, 11]. OgHako B cnydvae
nauueHTa [l., onMcaHHOro Hamu Bbllle, TaKOro pesynbra-
Ta O06uTbCs He yaanocb. lpu 3TOM yAIMHEHME BpPEMEHU
MHODY3KUK, Ha3dHaYeHWe 60/bLUNX 103 aHTUTMCTAMUHHbIX Mpe-
napaToB W MIIOKOKOPTMKOCTEPOUAOB CO3AaeT AOMONHUTESb-
Hble Npo6sieMbl. B 4acTHOCTU, ANMTENbHbIE MHPY3UU THKENO
nepeHoCcATCa NauueHToM, a ecin Ha 3ToM GOoHe NPOJOIKaloT
BO3HUMKaTb a/fiepruyecKkne OC/IOKHEHUS, TO aTO OTpULaTesb-
HO CKa3blBaeTCs Ha MCUXONIOMMYECKOM M COMaTUYECKOM CTa-
Tyce pebeHKa, popmupyeT HeraTMBHOE OTHOLIEHWE K Tepa-
nuun y poautenein. MNepexnoyeHne nauunerta . ¢ npenaparta
naypcynbdasa Ha npenapar ngypcynbdasa 6eta no3BoNMIO
YCTPaHUTb HexenatenbHble MHOY3UMOHHblE peaKkunn (Kpa-
NMUBHULY), COKPaTWUTb AIUTENbHOCTb MHODY3UK W YAyYLIKUTb
obuiee cocTosiHMe pebeHKa 3a CHET CHATUSA anieprmnyeckoro
KOMMOHEHTa (YMEHbLUEHWE CU3UCTbIX BblAENEHNUM U3 HOCa,
yNyylEeHWe HOCOBOro AblXaHUS, YCTPaHEeHMEe Kalluns), MUHK-
MU3MpPOBaTb NOTPEOHOCTb B @aHTUIUCTaMUHHbIX MpenapaTtax

N n3beraTb NOGOYHbLIX IPDEKTOB MIOKOKOPTUKOCTEPOUAOB
npu coxpaHeHun abdexkTuBHocTM P3T.

MosiBneHne y pebeHKa OCTPOM peakuun B BUOE Kparnus-
HUUbl Ha (OoHe HeOOHOKPaATHOro BBeAeHWS uaypcyibdasbl
MOMHO OOBSACHWUTb MO0 UCTUHHOW CEeHCUbMnM3aumen u pas-
BUTUEM peaKuuu rmnepyyBCTBMTENBHOCTU HEMELIEHHOro TMNna
[21, 22], nn60 aHadunakToMaHOM peaKkumen [22]. IgE-acco-
LMUPOBaHHbIE PeaKLUn C NopaxKeHNeM KOXK Mo TUNY Kpa-
MUBHULLBI NMPU MOBTOPHbLIX BBEAEHUAX pepMeHTa MOryT npwu
clegylowemM BBEAEHUU Bbi3BaTb U 6oJsiee TAXKeNble peak-
UMK ¢ pa3BuTUEM aHabunakecuu [22]. TaK, B UccneaoBaHunm
J. Kim # coaBrT. [22] 6bIn0 noka3aHo, 4To y 8,8% nauneHToB
¢ MIC II, nonyqatowmx naypcynbdasy, pa3BmBaeTcs aHadu-
Jlakeusa Ha npenapart, onocpegyemas IgE-aHtutenamu. lpu
pPa3BUTUM aNIEPrUK Ha NIEKAPCTBEHHbIM npenapaTt MOMXHO
npuGerHyTb K ero oTMEHe 1 nepeBody Ha Apyrov npenapat
C aHaNorMyHbIM MexaHuamMoMm gencteusg. B cnydae 3T npu
HEO0OX0AMMOCTH AalibHEWLLEro MCMOb30BaHWUS MpenapaTa,
BbI3blBaAlOLLEro anjepryyecKkyto peakumto, BO3MOXKHO Mpo-
BeAeHWe AeCEHCUTU3aL MM ¢ 3TUM npenapaTtom [23]. Ha Haw
B394, NepcneKkTMBHbIM METOAOM [ YMeHbLIeHWUs Bblpa-
YKEHHOCTU annepruyeckon peakumuu, cesasaHHomn ¢ 3T, aBna-
€TCH MCMONb30BaHWE MOHOK/IOHAaNbHbIX aHTU-IgE-aHTUTEN.
B yacTHOCTH, NPUBOAATCA OMUCAHUSA Cly4aeB MONOXMUTESb-
HOro pe3ynbTaTta OT UCMNOJIb30BaHWs oManudymada (rymaHu-
3UMPOBaHHOE MOHOK/IOHa/IbHOE aHTUTEeNo NPoTuB IgE) y 60sb-
HbIX C annepruen Ha npenaparbl MUHCYNUHa [24—26].

MMMYHOreHHOCTb PEKOMOWHAHTHOIO pepMeHTa 3aBUCUT
OT MMMYHHOIO CTaTyca nauueHTa, gnmtensHoctn 3T, npounc-
XOXAEHMSA KIETOYHOW NIMHUM-NPOAYLEHTa, TEXHONOMMIA KyNb-
TUBUPOBAHUSA KNETOK, O4UCTKM U NOCTTPAHCAALUOHHON MOAK-
PUKaumn pekoMbuHaHTHoro 6enka [18]. Pe3ynbraTbl psaga
nccnefoBaHUn AEMOHCTPUPYIOT MEHbLUYIO MMMYHOMeHHOCTb
naypcynbdasbl 6eTa No CpaBHEHUID C MAypcynbdason, 4To
CB$13bIBAIOT C PSAOM MPUYUH, NEPEUUCIEHHbIX Bbille [16, 18].

Maypcynbdasa 6eta — 3TO MMIMKONPOTENH M3 525 amu-
HOKWUC/IOT C MOJIEKYNISPHOM Maccon okono 78 K[a, coaep-
¥alum 8 acnaparMH-cBA3aHHbIX Y4acTKOB MIMKO3UIMPOBa-
HUWS, 3aHATbIX CIOXHbIMW OJIMFOCaXapUAHbIMK CTPYKTYPaMM.
Maypcynbdasa u uaypcynbdalda 6eta MmeloT abCONOTHO
MOEHTUYHbIE aMWHOKMCIOTHbIE NOCNeA0BaTEIbHOCTH, NONy-
YyeHHble M3 reHa IDS 4yenoseKka. O6a npenapaTta nNpeacraB-
NA0T cO60M PEKOMOMHAHTHBLIN GEPMEHT, KOTOpPbIM rMapo-
NN3NPYET CNOXKHble 2-cynbdaTHble 3OUPbI TEPMUHANbHbBIX
cynb@aTHbIX OCTaTKOB umaypoHaTa u3 Al (aepmaTaHCyb-
daTa ¥ renapaHcynbdata) B M30COMax KIETOK pasiny-
HbIX TMNoB. Maypcynbdasa n uaypcynbdasa 6eta UMeloT
pasfinyHble KJIETOYHbIE IMHWUW MPOAYKTA, NaTTepHbl MUKO-



3UIMPOBAHMA U Crnocobbl KynbTuBauum [16]. KnetodHas
NMHUS-NpoayueHT naypcynbdasbl (HT-1080) 6bina co3gaHa
W3 TKaHW, B3ATOM Npu 6uoncum pudpocapkombl 35-neTHero
MYXUMUHbI. MCTOYHUKOM KJIETOYHOW JIMHWUKW unaypcynbodasbl
6eTa ABNAOTCH PEKOMOMHAHTHbIE KNETKU AMYHUKOB KUTaM-
CKMX XoMsA4KoB (CHO-DG44). MNMpu npon3BOACTBE BUOTEXHO-
NIOFMYECKMX MpenapaToB Ba)KHbIM MoKasaTeneM ABNseTcs
npodwnb rMukosunupoBanms. Jinnunsa HT-1080 nmeeT BbICO-
Kyl MeXCepurHylo BapuabenbHOCTb MO AAaHHOMY MOKa-
3aTento No cpaBHeHUO ¢ nMHnen CHO, 4To MOXKeT BAUNATb
Ha WMMMYHOreHHOCTb depMeHTa. B npouecce npousBoj-
cTBa uaypcynbdasbl B CcOCTaBe cpefbl AN KynbTMBUMPOBa-
HUA NpoAyLieHTa UCMnoJib3yeTcs Obl4bs CbIBOPOTKA, KOTOpas
COLEPKMUT NOCTOPOHHUE 6enKK. Mpn NpomM3BOACTBE OENKOB
Ha AunHuM CHO He TpebyeTca MCNONb30BaHUS CbIBOPOT-
KW, NO3TOMY npenapartbl, NPOUM3BeAEeHHbIE Ha 3TOM JIMHUM,
UMEOT MEHbLLWW PUCK Pa3BUTUSA anlepruyecKmnx OCNoXKHe-
HUI. [To pe3dynbTaTam aKCNepuUMeEHTaNbHOro UccnegoBaHus,
B KPOBW MbllIen nocne BBeAeHUs naypcynbdasbl ypoBEHb
aHTUTEN NPOTMB TepaneBTUYECKOro 6efika 3Ha4YnMmo Bbllle,
4yeM nocne BeefeHus naypcynodasbl 6eta [16].

O3T cuntaetca aOPEKTUBHON, €CNU NPUBOAUT K YIyu-
LWEHMI0 COCTOAHUA NauueHTa wuauM xoTa Obl NpeaoTBpa-
laeT 6bICTpOE nporpeccupoBaHMe 3aboneBaHus. OgHUM
13 Kputepune apdexkTnBHocTM P3T y naumneHtos ¢ MIC I
ansetca yposeHb Al B Mo4e. Y nauueHTa [1., onncaHHo-
ro HamMu Bbllle, nepes nocnefHUM BBeAeHWEM rnpenapara
naypcynbdasa ypoBeHb HOPMannM30BaHHOINO coAepaHus
Al B Mo4ye coctaBnan 15 Mr/Mmonb KpeaTMHWHa (BO3-
pacTHas HopMa — MeHee 13 Mr/mMmonb), a 4yepe3 3 mec
nocne nepeknodeHns 3T nepel o4vepeaHbiM BBeje-
HMEeM npenapata uaypcynbdasa 6eta — 12 Mr/Mmosnb
KpeaTMHMHa. Ha ¢oHe npumeHeHus wnaypcynbdasbl 6eTa
nevyeHb W cene3eHKa He yBeNnnyunncb, OTMedvanacb Hop-
Manu3auus aKTUBHOCTU MeYyeHOo4YHbIX GpepMeHTOoB, Habnio-
Janacb cTabwuamMdauua  cepaeyvyHo-eroYHbIX M KOCTHO-
CyCTaBHbIX MposBneHun. KpanHe BaXHO y4uTbiBaTb, 4TO
3ddEKTUBHOCTb U 6e30MacHOCTb Npenaparta uaypcynbdasa
6eTa oueHuBanu y pebeHka ¢ Tsenon dopmon MIIC I,
C HEYKNOHHbIM MnporpeccupoBaHnem 3aboneBaHus, nocne
[IMTENbHOIO NepmMoaa YCTOMUYMBLIX anepruyeckmx peakummn
Ha BBeAeHue npenapara uaypcynbdasa.

3AK/TIOYEHUE

[etn ¢ MIC Il Tna HyxgalTcs B NOXWU3HEHHOW 3aMe-
CTUTENbHOM Tepanuun. B Poccuun ansa aTux Lienen paspelleHbl
[Ba npenapata — uaypcynbdasa n nagypcynbdasa 6eta, 4To
OTPaXEeHO B HaLMOHaMbHbIX PEKOMEHAAUMAX M CTaHAapTax
OKa3aHWsa MEeAULMHCKON NOMOLLM AETAM C AaHHbIM 3abone-
BaHneM. O6a peKOMOWHaHTHbIX depmMeHTa UMelT oauHa-
KOBbIM aMWHOKUCNOTHbIM CcocTaB, HO AuddepeHLunpytoTcs
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HUKM cMeHa npenapata 3T — Ha3HavyeHWe npenapata
naypcynbdasa 6eta pebeHky ¢ MIC Il n3-3a ycTonynBbIX
annepruyeckux peaKkuun Ha BBeeHne npenaparta uaypcysb-
daza — no3BonMna ONTMMMU3NPOBATbL NleveHne 6e3 notepu
ero adpdeKTMBHOCTU. [logobHas TaKTMKa nepeknoyeHma 3T
MOXET 6blTb NOAE3HA NPU HEKOHTPOIMPYEMbIX HEXenaTesb-
HbIX peaKLuax B OTBET Ha BBeAEeHWE npenapaTa Uiau npu ero
HEahDEKTUBHOCTH.
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