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Mykononucaxapugos Tun Il (MNC Il, cuHapom XaHTepa) — Hacne[CTBEHHOE XPOHNYECKOE NPOrpeccrpyoLLee IM30coMalbHOe 3aboneBaHme
C peueccuBHbiM X-cuenneHHbIM HacnegoBaHuem. MIMC Il oTHocnTca K opdaHHbIM 3aboneBaHNAM U BCTpedaeTtcs ¢ yactoton 1,3 Ha 100 Tbic.
ManbumkoB 6enoi pacbl. CHApom XaHTepa ABnAeTcA Hambonee pacnpocTpaHeHHbIM Tnom MIC, coctaBnAs okono 50% Bcex Tunos MIC.
B ocHoBe naToreHesa 601e3HM NEXNT HapyLLEHWE CTYNEeHYaTOro paclleneHns MUKO3aMUHOTMKaHOB — renapaHcynbdata v flepmaTaHCyb-
¢daTa, BbI3BaHHOe fedpnumuToM PpepMeHTa naypoHaT-2-cynbdatasbl, Kognpyemoro reHom [DS. metowmnca aedpuuut nnm noaHoe oTcyTcTBrE
naypoHaT-2-cynbdaTtasbl MPUBOANT K HaPYLLIEHWIO KOHEYHOW CTaAUK KaTabonm3ma rmnko3aMUHOIIMKAHOB U K HaKOMJeHUIo renapaHx- 1 aep-
MaTaHCynbdaTta BO BCEX OpraHax 1 TKaHAX opraHu3ma. B HacTosAlee Bpema B Poccum 3aperncTpupoBaHbl 2 nekapcTBeHHbIX NpenapaTa ana
naTtoreHeTUYeckomn pepmeHTo3amecTuTenbHo Tepanum MIMC: npypcynbdasa 1 ngypcynbodasa 6eta. ITo paclumpseT TepaneBTUYecKkne Bo3-
MOXXHOCTM 4NA NaLMeHTOB C CUHAPOMOM XaHTepa B C/ly4ae BO3HUKHOBEHVA TAXKEbIX HeXenaTeSbHbIX ABNeHNI, T.K. MO3BOJIAET Bpady cAenatb
BbIOOP B NMOJIb3Y TOV CXEMbI IEYEHNA, KOTopas GyAeT ONTMManbHON /1A NaLueHTa 1 NO3BOJSIUT CYLLECTBEHHO YNyYLLWTb KauecTBO ero »usHu. B
[laHHOW CTaTbe aBTOPbl AENATCA COOCTBEHHbBIM OMbITOM CMEHbI GepMeHTO3amecTUTeNbHON Tepanun y pebeHka ¢ MIMC I
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Clinical experience of replacing enzyme replacement therapy
in a patient with mucopolysaccharidosis type Il
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Mucopolysaccharidosis type Il (MPS II, Hunter syndrome) is an inherited chronic progressive lysosomal disease associated with recessive
X-linked inheritance. MPS Il is classified as an orphan disease and occurs at a rate of 1.3 per 100,000 white boys. Hunter syndrome is the most
common type of mucopolysaccharidosis, accounting for about 50% of MPS types. The disease’s pathogenesis is based on a violation of the
stepwise cleavage of glycosaminoglycans (GAG) — heparansulfate and dermatansulfate caused by a deficiency of the iduronate-2-sulfatase
enzyme encoded by the IDS gene. The existing deficiency or complete absence of iduronate-2-sulfatase leads to a violation of the final stage
of glycosaminoglycan catabolism and the accumulation heparansulfate and dermatansulfate in all organs and tissues. Currently, there are
two drugs registered in the Russian Federation for pathogenetic enzyme replacement therapy of MPS: idursulfase and idursulfase beta. This
refers to the expansion of the therapeutic options for Hunter syndrome patients in the event of severe adverse events. It allows choosing the
treatment regimen that will be optimal for the patient and will significantly improve the quality of life. In this article, the authors share their
own experience of changing enzyme replacement therapy in an MPS Il child patient.
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Myxkonomucaxapuno3 turn Il (MIIC II, cuaapom
XaHTepa) IMpeAcTaBiIsIeT cO00M HaCIeICTBEHHOE XPOHM-
YeCcKoe IPOrpeccupylolee JIM30COMabHOE 3a00JIeBaHIE
¢ perieccuBHBIM X-clLieTIeHHBIM HaciaegoBanuem. MITC I1
OTHOCHUTCS K OpchaHHBIM 3a00JIeBaHUSIM U BCTpeYaeTCs
c yacroroii 1,3 Ha 100 TeIC. MATBUMKOB Oenoit packhl [1, 2].
MIIC II gBngerca Haubojee pacIpoOCTpaHEHHBIM TUTIOM
MIIC, cocrapissg okono 50% Bcex ciaydaeB [2]. B ocHo-
Be IMaToreHe3a 0O0JIE3HM JICXKUT HApYyIIeHUE CTYIIEHIaTOrO
pacuieruieHus riauko3aMuHoriaukaHoB (IAl') — remapaH-
cynbdaTta M gepMaTaHCy/Ib(hara, BRI3BAHHOE Ie(PUIINTOM
(epmMeHTa MIypoHAT-2-CyabdaTa3bl, KOOTUPYEeMOTO TeHOM
IDS [1-3]. Umerommiics OedULUT WA ITOJTHOE OTCYT-
CTBHE MAYyPOHAT-2-CyabdaTa3bl MPUBOAUT K HAPYIICHHUIO
KOHeyHOol ctammu karabonmsma Al 1 K HakoruieHUIO
rerapaH- U IepMaTaHCYIb(daTa BO BCeX OpraHaxX U TKaHIX
opranusma. UMeHHO 3TUM O0YCJIOBJICH IINPOKUI CIIEKTP
KIMHWYECKUX TIPOSIBIICHUI JAHHOTO TSKEJIOro 3aboJeBa-
HUSI, TPeOYIOIIWIA MPUBICUYCHUSI K KypallMy IAlMEHTOB
¢ MIIC II cnenmaancToB pa3HBIX ITpodwteit [1-5].

Bonee 10 et Ha3zam B apceHase CIICIIMAINCTOB OTCYT-
CTBOBAJIM JIEKAPCTBEHHBIE CPEACTBA JISI MATOT€HETUYe-
ckoro yneueHust MIIC II, a oka3piBaeMasi MeIUILIMHCKAS
TMOMOIIb HOCHJIA HCKIIOUHUTEBHO CUMIITOMATHICCKUIA
xapaktep. IIpopsiBoM B Tepanuu namueHToB ¢ MIIC II
SIBWJIOCH TOSIBIICHIE (hepMEHTO3aMECTUTEIBHOI Teparuin
(P3T), sBasroNIeiics] €MMHCTBEHHBIM MTATOT€HETUYECKUM
metonoMm JiedeHus MIIC II. TlepBbIM JeKapCTBEHHBLIM
cpenctBoMm it 3T, 3aperncTpupoBaHHBIM U OHOOpPEH-
HBIM K TpuMeHeHuio y maumeHToB ¢ MIIC II Ympas-
JICHUEM MO KOHTPOJIO 3a MPONYKTaMU U JIeKapCTBaMU
CIA B 2006 1., sBnsietcs unypcynbdasza (UC; snamnpasa,
«Takeda Pharmaceutical Co.», dmoxus). B 2008 r. npena-
pat 3apeructpupoBaH Ha tepputopun Poccum. B 2012 1.
YrpaBieHneM 10 KOHTPOJIIO 33 IIPOTYKTaMU M JIeKapCTBa-
mu Kopen 0bI10 0100peHO U 3apeTUCTPUPOBAHO IS JIe-
yeHuss MIIC II nexkapcTBeHHOE CpelcTBO MAYpCYIbdasza
6eTa (xaHTepasa, «Green Cross Corp.», Kopes). B 2019 1.
npenapaT ObUI 3aperucTprupoBaH B Poccum.

O06a mpemapaTa IMEIOT OMMHAKOBBIA PEXXUM JTO3UPO-
BaHMSI W IIPUMEHSIOTCS B BHUIE €XCHEIETbHON BHYTPH-
BeHHOM nHOY3un B 1o3¢ 0,5 mr/kr. UC 1 UC 6eta nmeror
OIMHAKOBBIN aMUHOKHUCJIOTHBIN COCTaB, HO pa3HBIC IaT-
TepHBI TIMKO3WJINPOBAHUS, T.K. IpemapaThl IIPOXYIIH-
PYIOTCS B Pa3HBIX KJIIETOYHBIX JIMHMSIX ITOCPEICTBOM pa3-
HBIX TIPOM3BOICTBEHHBIX TeXHOJIOTU. Tak, HICTOUHUKOM
kinerouHoil muann MC saBistroTcst TpanchopMUpoBaHHEBIE
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kieTku yenoBeka (HT-1080), MUC 6era — peKOMOMHAHT-
HbI€ KJIETKM SIMYHUKOB KUTACKOIo XoMsIuka [6].

HeobGxogumo otmetnTh, uto TpoBeneHne M3T co-
MPSDKEHO ¢ BO3HMKHOBEHMEM HEXeIaTeNIbHBIX SIBJICHMI
(HA), xoropble BKIIOYAIOT B ce0sl pa3BUTUE CEPbE3HBIX
aHa(pMIAKTUIECKUX peaKInii B TeueHHe 24 9 1mocjie UH-
bysun (mo 50% mnauMeHTOB BbIpAOATHIBAIOT AHTUTENA
K JIEKapCTBEHHOMY CPEICTBY, YTO MOXKET OTpaHMYMBATH
IIOATOCPOUHYIO 3(PDEeKTMBHOCTE IIperapara), Hecroco0-
HOCTh WMAYypOHAT-2-CyibdaTa3bl IIPeogoieBaTh TIeMa-
To3HLEedaTUIeCKUil 0apbep M JOCTUTaTh LIEHTPaJbHOM
HEpPBHOM CHCTEMEBI ITOCJIC BHYTPUBECHHOTO BBEICHUS, YTO
OrpaHMYMBACT MOTCHINAIBHYIO 3(PHEKTUBHOCTD JICUCHUS
HEBPOJOrMYeCKUX IposiBiieHuii 6ones3nu [7]. Hecmorpst Ha
TO 4TO B HesioM P3T X0opoIno nepeHOCUTCsI, a IIOAaBISIO-
11ee OOJIBLIIMHCTBO MOOOYHBIX 3(P(PEKTOB SIBISIOTCS JIET-
KAMU WIA YMEPEHHBIMU, OKOJIO IBYX TpeTel MalleHTOB
HUCIBITHIBAIOT IMTOCTHH(Y3MOHHBIE PeaKIliK, B TOM YHCIIe
ajuteprmdeckue [3, 8, 9]. AHadminakTmIecKue peakiinm,
cBs3aHHBIe ¢ MHpY3ueit UC, ormocpenyoTcs aHTUTEIaMU
IgE x UC, KoTOpBle MOTYT BhIpabaThIBATHCS CUHTE30M de
novo [10]. Aaturena IgE, HecoMHeHHO, MOTYT UTPaTh BaX-
HYIO pOJIb B IPUAAHNN HTMMYHOJIOTHIECKON CIeITM(IIHO-
CTH aKTHBAIMU 3((HEKTOPHBIX KJIETOK ITpH aHA(DIIAKCHI
U APYTUX aJUIeprudecKux 3adoaeBanusx [11—14].

J. Kim u coasr. [15] mokazanu, yto IgE cBs3biBaeTcs
¢ peuenTopoMm FceRI Ha moBepxHOCTM 0a30(pMIIOB U pe-
3UJEHTHBIX TYYHBIX KJIETOK, MPU BO3AECHCTBUM OU- WIU
MYJIFTHBAJICHTHOTO aJUIepreHa IepeKpecTHOE CBSI3bIBAHNE
FceRI-cBa3anHoro IgE BBI3BIBa€T aKTMBALIMIO TYYHBIX
KJIEeTOK 1M 0a30(puJIOB U HEMEIJIEHHOE BBICBOOOXIEHUE
IIpeaBapUTEIbHO C(POPMUPOBAHHEBIX MEINATOPOB.

MHuorosietHui onbIT BeaeHud maimedTos ¢ MIIC 11
COTPYAHUKAMU OTAEIEHUS TICUXOHEBPOJOTUU U TICUXOCO-
MaTtudeckoit matonorn @AY «HMMUII 3mopoBbs neTeii»
MunsnpaBa Poccum 1o3BoIsIeT yTBEpKAATh, YTO KYITH-
poBanue HS ®3T B mopaBigionieM OOJBIIMHCTBE CIIy-
YaeB OKa3bIBACTCS YCIICIIHBIM M HEe TPeOyeT IpephIBAaHUS
rmaroreHeTHYeckou Tepanuu. OO0beM KOPPEKTHUPYIOIINX
MEIULIMHCKHAX BMEIATEIbCTB 3aBUCUT OT KIMHUYECKUX
nposiBlieHUu U crerieHu BeipaxkeHHocTu H. Kak mpaBu-
JIO, TOCTATOYHBIMUA MEPOIIPUSITUSIMU SIBIISIIOTCS] CHIKECHHE
CKOPOCTH BBEICHHMS JICKAPCTBEHHOTO IIperiapara U CHUM-
IITOMaTUIecKas Tepanus (AaHTUITHPETUKY, aHTUTUTICPTCH-
3UBHBIC M aHTUTHCTAMUHHEIC TIperapathl). Bo3HMKHOBE-
HUe 0oJiee TSKENBIX, XU3HEYTPOKAIOIMINX KIMHUICCKUX
CHUTYyalldii, K KOTOPBIM OTHOCATCS aHa(pUIaKTUICCKUE
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pe€aKkumMM, NPOSBILIOMINECS BBIPAXKCHHOM KpanWBHULIECH,
orekoM KBHHKE, OpPOHXOOOCTPYKTMBHBIM CUHAPOMOM,
TpeOyeT IMPUMEHEHUS TIIOKOKOPTUKOCTEPOUIOB (I1epo-
paibHO, IMapeHTepalibHO). K coXaneHnio, He Bcerma yka-
3aHHasl Teparnusl MO3BOJISIET HUBEIMPOBATh Tsikeabie HA
®3T, 1 B peaKuX ClIydasix OHa OKa3bIBAETCs O€3yCIIELIHOIM.
MMeHHO B 3TUX KIIMHUYECKUX CUTYaLIMSIX BOIIPOC O CMEHE
MaTOreHETUYECKOM Tepanu CTAHOBUTCSI HauboJiee akTy-
aJbHBIM, T.K. 3TO MOXET CTaThb 3(P(MEKTUBHBIM HHCTPY-
MEHTOM COXPaHEHUS KU3HEHHO HEOOXOAMMOTrO JIeUEHUSs
MalUeHTy MPU MUHUMU3ALMU JIMOO TOJHOM OTCYTCTBUM
Tsekenbix HA Ha BBegeHuUe npenapara.

Hanuuwue nByx 3apeructpupoBaHHbIX B Poccum nexkap-
CTBEHHBIX CPENICTB UIS TaToreHeTuIecKoi Teparmmu MITC
II craBuT nepen cneuuanrMcTaMu psii BOIMPOCOB, HAMpU-
Mep, BbIOOD JIEKAPCTBEHHOTO TMpenapara Npyu MHULMALUKW
MaTOreHETUYECKOTO JIeYEHMS HAaUBHOMY MALIMEHTY WIH
11€J1€CO00Pa3HOCTh M YCJIOBUSI OCYLIECTBIEHUS 3aMEHBbI
OJHOTrO JIEKApCTBEHHOIO cpeacTtBa Ha apyroe. M, eciu
B OTHOIIIEHUM MEPBOTO BOMpPOCA MO3ULMS YXKE Oonpeaese-
Ha: BBIOOD JIEKAPCTBEHHOIO CPEICTBA OCYILLECTBIISIETCS Ha
YCMOTpPEHHE Jieyalllero Bpaya IaiueHTa, TO OTBET Ha BTO-
poO¥i BOIIPOC BCE €l1I€ OCTAaeTCsl NUCKYTaOeIbHbIM, YTO, Ha
HaIll B3IJISII, CBSI3aHO C OTCYTCTBHMEM TOCTAaTOYHOTO OOB-
eMa HayYHBIX CBEACHMI O CMEHE TepaIluu y 3apyOeskKHBIX
KOJUIET WM HEAOCTAaTOYHO HAKOIUIEHHBIM aHaJOTMYHBbIM
OMBITOM B MEAULIMHCKOM coobiiiectBe Poccun.

IIpencraBneHHbI KIMHUYECKUI TPUMEDP 1€MOHCTPU -
pyeT UCTOpHIO 3a00JieBaHus 1 edeHus nanenTta ¢ MIIC
II tuna, nabmonamwiuerocss B @AY «<HMMULI 3n0poBbst
nereii» MuHznpaBa Poccuu. B HeM onucaHbl OCHOBHbIE
MeTonbl HUBeaupoBaHus HA, Bo3HMKaIOIIMX Mpy MTpOBe-
nenuu ®3T y nanuenra ¢ MIIC 11.

OnuncaHne KNNMHNYECKOro cnyyan

Manwuuk U., 10 net, nuarno3: MIIC II. Pe6eHok Ha-
omonaercss B ®T'AY «<HMMUL 3/1» Munsopasa Poccun
n noay4yaetr 3T (MC, snamnpasa) B TedeHue 7 JIET C MO-
MEHTa ITOCTAaHOBKM J1arHo3a.

PebeHok ot 1-ii OGepeMEeHHOCTM, MpOTeKaBIIEW Ha
¢GoHe XpOHUUYECKOl (eTomIalleHTapHON HeI0CTaTOYHO-
CTH, Xeye30ne(UIIMTHON aHeMUU, YIPO3bl IPEePBIBAHUS
Ha 7—8-i1 Henene. Pombl cpouHble, puznonorndyeckue. Be-
CO-POCTOBBIC MOKA3aTE U IIPY POXKICHUY B TIpeAeIax HOp-
Mbl. OleHKa 1o mkajiae Anrap 8/9 6amnoB. B HeoHaTa b-
HOM IIepHUOJIe OTMEIAIOCH 3aTSLKHOE TeUSHNE KOHBIOTALIM -
OHHOM XeNTyxu, coxpaHssiieics no 1 mec. [lcuxuyeckoe
¥ MOTOPHOE Pa3BUTHE Ha 1-M romy >KM3HU MO BO3PACTY:
TOJIOBY YIEPXKUBAET C 2 MEC, CAMOCTOSITEIBHO CUIUT U Ca-
IUTCS ¢ 7 MeC, CAMOCTOSITEJIbHO XOIUT ¢ 1 roma 2 mec, nep-
BbI€ CJIOBA MPOU3HOCUT ¢ 1 roaa.

Pebenoxk HaGmomancs ¢ 1 mec Xxupyprom mo IOBO-
Iy TIYIIOYHOW M I1aXOBO-MOIIOHOYHOMW TpPBIK CIpaBsa,
¢ 11 Mec — oprorenom 1o 1oBoay Kudo3a IMOSICHUIHOTO
oTmesia IMMO3BOHOYHMKA HESICHON 3THOJIOTMH, TIPEIIIOJIO-
KUTEJIbHO BPOXIEHHOTO reHe3a.

C 2 neT poauTeIn CTaau 00paliaTh BHUMaHUE Ha TPYI-
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HOCTH OOYyYeHUsI, HapyIlIeHUE ITOBEICHMSI, a TAKXKE YaCThie
MPOCTYyAHbIE 3a00J€BaHUS U OrpPaHUYEHUE pas3ruOaHus
KOHEUYHOCTEH B KPYIHBIX cycTaBax. B 2 roma 9 mec mMaib-
YUK BIEPBBIE OCMOTPEH OTOPMHOJIAPUHIOJIOTOM, OOHAPY-
XKeHbl ageHouabl 1—2 creneHu. B ¢BSI3M ¢ orpaHn4YeHnEeM
aKTHMBHBIX U TTACCUBHBIX IBYDKCHUI B IUICYEBHIX, JIOKTEBBIX
1 Ta300eIpeHHBIX CyCTaBax, IIPOTPECCUPYIOIINM KU(PO30M
oprornea 3anono3pui cuHapoM Kiumnnens—®eiinsa u pe-
KOMEHIOBaJI KOHCYJIbTAIIMIO TeHETHKA.

B 2 roma 10 mec pebGeHOK OBbUI TOCITMTAIU3MPOBAH
B CTallMOHAp, Il¢ Ha OCHOBAaHMHM aHaMHe3a, KIMHUYEC-
CKHX W JIAOOPaTOPHBIX JAHHBIX (HOPMaJbHOE MOTOPHOE
U TICMXWYECKOE pa3BUTHE Ha 1-M Tomy XXWU3HM, HaJIUdue
MHOXECTBEHHBIX IPBIK C IIEPBBIX MECSIICB XKU3HH, YaCThIC
WH(EKIIMOHHBIE 3a00JIeBaHMSI, MTOCTEIIEHHOEe (opMuUpo-
BaHME MHOXECTBEHHOT'O IM30CT03a, 33 pXKKa IICUX0pede-
BOTO Pa3BUTHS, XapaKTEepHBIN (EeHOTUIT («Taprouanu3M»),
TTOBBIIIIEHHAST AKCKpEeLMs TenapaH- 1 AepMaTaHcyibghara
C MOYOW, MPOTSKEHHAS IeJIeUUsl, 3aTPATUBAIOLLIAs BCE K-
30HBI TeHa /DS, 110 pe3yabTaTaM MOJIEKYJISIpHO-TeHeTUYe-
CKOI TMAarHOCTUKU B JIAOOpaTOpUU HACJEACTBEHHBIX 00-
ne3neit oomena Beniects ®I'BHY «MTI'HII uM. akageMuka
H.T1. BoukoBa») ObUI yCTAHOBJIEH KIMHUYECKMIA TUAarHo3
MIIC II.

KoHcunuymom crieunaaucToB ObLI pacCMOTPEH BO-
IIPOC O TAaKTUKE TaJTbHEHIIETro BeAeH!s peOeHKA U TIPUHS -
TO pellieHre 0 HeoOxoaumocTu nposenenuss M3T npena-
patrom UC (snampa3za) nmoxusHeHHo. OQHAKO, YYUTHIBas
BBISIBJICHHYIO TIPOTSKEHHYIO NEJICIINIO, 3aTparuBaloIIyio
BCe 9K30HHI reHa /DS, 1 BO3MOXHO TSKeJIoe TeYeHHUe 3a-
0oJieBaHMS, B KAYECTBE aJIbTEPHATUBHOIO METOIA JICUCHUST
paccMaTpuBajIach BO3MOXHOCTD IIPOBENCHNS aJIZIOTeHHOM
TPaHCIUIAHTALIMY TeMOTIOATUYECKUX KJIETOK. Pomurensamu
ObLTO IPUHSATO penreHue o Havaine P3T.

B 3 roga 3 Mec pebGeHOK BIIepBbIe MOCTYITUJI B OT/e-
JICHUE TICUXOHEBPOJOTUM U IICMXOCOMAaTUYECKON I1aTo-
gorun PTAY «HMMUL, 3moposbst nmereii» MwuH3npasa
Poccuu, roe mocie KOMIUIEKCHOTO OOCA€dOBaHUSI UHU-
uuuposaHa maroreHetnyeckass ®3T UC. Ilepsoie 2 uH-
¢y3um MC manpumk mepeHec ymoBieTBopuTenbHo, HA
He peructpupoBanuch. OgHaKO BO BpeMs 3-il MH(PY3UU
y pebeHKa BIIepBble BOSHMKIIA PeaKlins Ha BBEICHUE TIpe-
rmapara B BUIE ITOBBIIICHUS TeMIIEpaTyphbl Tejla IO Cyo-
epunbHBIX 1MGpP, TTOTbEMa apTEPUATLHOTO MaBICHUS
1o 120/85 MM PT. CT., MOSIBJICHUS XXUAKOTO CTYJIa M MEJIKO-
MSITHUCTOM CBINK HAa KOXE JIMLA, XXMBOTA, CIUHBI, KOHEY-
HOCTEM, a TakKke OoTeKa juia. JJaHHBIe CUMITTOMBI OBLTH
YAaCTUYHO KYIMMPOBAaHBI CHIUXKEHHMEM CKOPOCTU WH(DY3UHU
no 4—2—1,5 mi/4, BBeIEHNUEM TTIIOKOKOPTUKOCTEPOUIOB,
AHTUTMCTAMUHHBIX W AHTUTHIIEPTCH3MBBIX ITPEIIapaToB.
B cBs131 ¢ TeM, 4TO 110 XKM3HEHHBIM IT0Ka3aHUSIM peOeHKY
HeoOXOoIMMO TIpOBeleHUE eXeHenelbHbIX BBeneHuit UC,
o peKOMEeHIALUK1 ajjieprojora 60J5HOMY ObLT Ha3HAYEH
TUIAHOBBIN €XXeTHEBHBIN ITPUEM TIIIOKOKOPTUKOCTEPOUIOB
per os (IpeMHU30JIOH B o3¢ 1 MI/KT B cyTKu). YeTBepTas
nHpy3usa UC Obl1a IpoBeeHa ¢ HU3KO CKOPOCThIO (Ha-
YuHas ¢ 2 MJI/4 C MEJIEHHBIM yBeJIMUeHUEM Kaxabie | —2 9
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10 4—6—8—10—12—14—16 ma/4) mociie IpeMeIuKaluu
[JIIOKOKOPTUKOCTEPOUIAMU M aHTUTUCTAMUHHBIMU TIpe-
naparamu. JUIMTeIbHOCTh BBEAEHUS JIEKAPCTBEHHOTO Mpe-
mapata coctaBmia 10,5 4. HecMoTpst Ha mpoBOAMMBIE ITPO-
(bunakTUIecKue MepOoIpUsITHSI, Ha CKOPOCTU BBEICHUS
npenapara 16 mji/4 y peOeHKa CHOBa IOSIBUIMCH paHee
OIMMCAHHBIE CHUMITOMBI. DTO TOTPEeOOBAJIO TTOBTOPHOTO
BBEICHUS TIIOKOKOPTUKOCTEPOMAOB, aHTUTHCTAMUHHBIX
npenapartoB U npekpaiieHus nHdy3un UC. B teuenus 1 u
rnocJje rnpoBeneHHbIX MeponpusaTuit HS HuBenupoBanuce.

PeGeHok ObLI MOBTOPHO KOHCYJIBTUPOBAaH BpauyoOM-
ajureprojioroM. B cBsi3u ¢ oTCyTCTBMEM U3MEHEHUI B M-
MYHOJIOTUYECKOM aHaJIu3e KpOoBU (HOPMAaJIbHBIN YPOBEHD
IgE), HopMaJlbHBIMY 3HAYEHUSIMU YPOBHS 203UHO(DUIOB
B 0OIlleM aHalIM3¢ KPOBU YCTAHOBJICHO, YTO Yy peOeHKa
HMeeT MeCTO aHadWIAKTOMIHAS peakldsl Ha BBEICHUE
HNC. KoHcunmymMoM CcHenyaJicTOB MPUHATO pelleHue
BPEMEHHO BO3IEPXKaThCsI OT BBEOCHUS (epMeHTO3a-
MECTHUTEJIbHOTO IIperapara C IeJIbl0 €ro SIUMUHAILNU
W3 OpraHM3Ma, a TakKe IPOBECTH KypC Tepamuu TIo-
KOKOPTUKOCTepouaaMu (TIpeIHU30JIOH B m03¢ 1 MI/KT
B cyTKM — 3 Hen, 3ateMm 0,5 MI/KT B CyTKU — 3—4 Hem).
B nanbHeiimem, yepes 1,5 Mec, peKoMeHA0BaHa MOBTOP-
Hasl roCIUTaau3alys B oTAe/ieHre U Bo300HoBIeHre ®3T
M C Ha poHe nepopanbHOTO NTpHreMa npegHu3onona. I[ep-
Bole 2 BBeneHus1 MC B ycnoBUsAX ceIMATIU3UPOBAHHOTO
pPEaHUMAIIMOHHOTO OTAEJCHUS COIPOBOXIAINCH YMEPEH-
HBIM TTOBBIIICHUEM apTepHaIbHOTO JaBJICHNS, HO KOXXHOM
CHITIM, OTeKa JuIia He oTMeudanoch. [locnenytomme 3 uH-
¢y3uu MC npoBommiINCch B YCIOBUSIX OTHEJICHUS TICHXO-
HEBPOJIOTUM U TICUXOCOMATUYECKOU IaTOJIOTMH Ha (hoHe
MOCTENEHHOTO CHWXXEHUS N0o3bl mpeaHusojioHa. HA Ha
BBefaeHne MC He 3apeructpupoBaHbl. Pe6eHOK OBbLT BbI-
MMMCaH U3 CTallMOHApa ¢ PeKOMEHIALMSMU TIPOIOIKUTH
®3T o mecTy KNUTEIHCTBA Ha (DOHE MTPOIOKEHNS TTOCTE-
TIEHHOTO CHIXKEHUS HO3bl IIPETHU30JIOHA 10 TIOJTHOM OT-
MEHBI U TTIOCTEIICHHBIM YBEJIMYEHNEM CKOPOCTH MH(DY3NHN
10 cxeMbl 8—16—24—32—40 mj1/4 (MOoAbEM CKOPOCTH KaX-
npie 15 muH). OTMEeHa IMPeTHM30I0HA U ITOA00P CKOPOCTH
BBeneHUs MC mpoBommInCh Ha MPOTSKEHUM TIOCIIEIYIO-
ux 6 Mec.

B Teuenme 2,5 ner orMeuanach xopoiuasi IepeHOCH-
mocTtb UC, HS He pernctpupoBanuch. B ¢Bs3mu ¢ BO3HU-
KalOIMUMK TPYIHOCTSIMM TIPM YCTaHOBKE mepudepmde-
CKOTO BHYTPUBEHHOIO KaTeTepa B BO3pacTe 5 JieT peOeHKY
yCTaHOBJICHA BEHO3HAas MOpT-cucTteMa. [lociae ycraHOBKU
rmoprta mnpoBeleHbl aBe nHopy3nu MC co ctaHmapTHBIMU
CKOPOCTHBIMU TTapaMeTpaMu. Bo BpeMst ogHOM 13 nHOY-
311 OTMEYEHO KPATKOBPEMEHHOE TOSIBICHUE MEJIKOIISIT-
HUCTOM CHINM B NEpUOPOUTATIBHOM 00J1aCTU, KyTIMPOBaB-
1LIeecsl CaMOCTOSITeNIbHO. JlaHHOe 00CTOSITeIbCTBO 00YCII0-
BUJIO MpPOBEJEHUE MpeMeauKaluu aHTUTMCTAMUHHBIMU
MperapaTaMu nepen Kaxxaoi nHpy3uei.

B 5 net 9 Mec Bo BpeMs IUIaHOBO# TOCIUTAIA3AAN
B ctaroHap u BBeneHun M C Ha ckopoctu 24 Mi1/4 y pe-
OeHKa oTMeydaJsics MoabeM TeMmIepaTyphl Tena g0 37,8° C,
He KYNUPOBaBIIMICS aHTUIIMPETUKAMU M CHUXXCHHEM
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KnuHnuyeckne cnyyan

CKOPOCTH BBEICHMS. DTO IIOTPEOOBAIIO IIPHOCTAHOBKU
WHQY3UU 1 OCYIIeCTBICHUS caenyrolero BBeneHus MC Ha
¢doHe mpemMenuKaunu (XJIOPOIMMpaMUHA TUAPOXIOpUI +
nbymnpodeH), odbecneunniieit orcyrcteue HS Ha BBeme-
HUe npenapara. Pe6eHOK ObL1 BBIIMCAH B yIOBIECTBOPU-
TeJIbHOM cOCTOSIHUM i mpomoinkeHuss P3T mo Mmecty
KUTEJIbCTBRA.

OmHaKo O MECTY KUTEIbCTBA TTOTHOLIEHHO TTPOIOJI-
xuth O3T He ymamock, T.K. y MaJIbuiKa BO BpeMsI MHDY-
3un UC ormevanuch BeipaxkeHHbIe HS B Bue 6ecrokoii-
CTBa, IUIa4ya, «[IPUYMOKMBAHUS», TIOBBIILIEHUS] TEMIIEPATY -
pbl Tena no 38°C, MOBBILLIEHUST apTepUaIbHOTO NaBJIeHUS
1o 150/100 MM pT. CT., TTOXOJIOOAHUST KOHEYHOCTEH, aKpO-
LIMaHO03a, TOIIHOTHI, KYIIUpyeMble MEIUKAMEHTO3HO (pe-
JlaHUyM, 1u0a30J1, NanaBepyuH, aHAJIbIMH, TIPEIHU30JI0H).
B cBs3u ¢ atum D3T B 5 et 10 Mec OblJ1a BpEMEHHO TTpU-
OCTaHOBJIEHA 1 BO30OHOBJIEHA TOJILKO B 6 JIeT 2 MeC B yC-
JIOBUSIX MHOTOITPO(UIBHOTO CTAIIMOHApPA.

B cBs13u ¢ HanmnuMeM y pebeHKa MapoKCU3MOB B BUJIE
BETeTAaTUBHBIX peaKILii (ITOBHIIIICHUE TEMIIEPATYPHI TeIa,
MOBBIIICHUE apTePUATBLHOTO MABJICHUsI, aKPOILIMAHO3, T10-
XOJIOMaHWE KOHEYHOCTEW, TaxwKapaus, ICUXOMOTOPHOE
BO30YyXIeHHUE) peOeHKY ObUTa MCKITI0YeHA KapauOJIOTuIe-
CKasl IaTOJIOTHSI.

Kpome toro, mpoBommics muddepeHIIMaIbHbINA Trar-
HO3 OIMCAHHBIX KIMHUYCCKUX TIPOSIBICHUM MEXIy
HS, cBsa3anHbIMM ¢ Bo3oOHOBIeHMeM wuHOYy3uit UC,
¥ MHOUIIMPOBAaHUEM BEHO3HOU mopT-cucTeMbl. Ilocien-
Hee MPeAIToI0KeHINEe BOZHUKIIO TTOCIE TIPOBEACHMS TTPOOHI
¢ BBeaeHueM 0,9% pacrBopa NaCl uepe3 BeHO3HBIIA ITOPT,
KOTOpOE TIPUBEIO K BOSHUKHOBEHHUIO OECITOKOMHOTO T10-
BelleHUs, Tulada, OJIEMHOCTH KOXHBIX ITOKPOBOB, THIIO-
TEPMHU TUCTAIBHBIX OTICIOB KOHEUYHOCTE, TTIOBBIIICHUIO
TemriepaTypsl Tena no 37,7° C, nombeMy apTepUaJbHOIO
napiaeHusa g0 150/90 MM pT. CT., TaXUKapaWu, TOITHOTEI
C TTO3BIBaMM Ha PBOTY CITYCTS 25 MUH OT HayaJia UH(pY3UU.
Ilocne mpuemMa aHTUTUIIEPTEH3UBHOTO TIpeIiapara JaBiie-
Hue cHU3WIOCh 10 130/90 MM pT. CT., OMHAKO OTMEYAJIOCh
MOBBIIICHWE TeMIIepaTyphl Teda O TeKTMIECKUX 3Hade-
Huii. B o011emM aHaiu3e KpoBU BhISIBIIEHO U30JIMPOBAHHOE
noBeieHne COD (20 MMm/4), JIEHNKOIIUTO3 M CIABUT JICH-
KoLiTapHOii (hopMysbl He obHapykeHbl. Ha ¢hoHe mpuema
JKapOITOHMXKAIOIIETO CPEACTBA M3 TPYIIITLI HECTCPOUIHBIX
MPOTUBOBOCIAJIUTEIbHBIX CPEACTB TEMIIEPATYPA TeIa HOP-
MaJIN30BaJIach, COCTOSTHHUE PeOCHKA CTaOMIIM3NPOBAIOCH.

IMocnenyroniue 2 BBeneHnst UC ObI11 mpoBeaeHBI C MC-
MoJib30BaHMeM Tiepudepudeckoro katerepa, HA He pern-
CTPUPOBAJINCH, CAMOJYBCTBHE peOCHKA HE CTPAIao.

PesynbTaThl 1I0CEBa COAEPKUMOTO ITOpTa OOHAPYXKHU-
JIm poct Enterobacter asburiae, 4TO MOCTYXUJIO TTIOBOJOM
K 3aMeHEe BEHO3HOI MopT-CcHucTeMbl. B mocieonepaiinoH-
HOM Tiepuoje mpoBeleHa TaHoBasg mHPy3us MC dgepes
MepeyCTaHOBJICHHYIO IOPT-CUCTEMY, BO BpeMsl KOTOPOI
OoTMeuasach BereTaTUBHAsI PeaklMs: TOBBIIICHUE TeMIIe-
patypsl Tena 10 37,6° C, «MpaMOpPHOCTb» KOXKHBIX ITOKPO-
BOB, IIMAHO3 HOTTEBBIX IJIaCTUH. /laHHAsI CMMIITOMAaTHKa
He IToTpedoBaIa TOMOJTHUTEIBHBIX BMEIIATEILCTB M KYTTH -
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KnuHunuyeckne cnyyan

Puc. 1. KpynHOMATHUCTaA Cbifb Ha KOXKHbIX MOKPOBaXx nauneHTa Bo BpemMsa nHeysum UC.

Fig. 1. Large-spotted rash on the patient’s skin during idursulfase infusion.

Puc. 2. Otek nnua Bo Bpema nHepysum UC.

Fig. 2. Facial edema during idursulfase infusion.

poOBaach CaMOCTOSITENIBHO TOCIIE 3aBEPIIEHUS] BBEICHUS
Tperapara.

B nanpHeimem exeHenenbHbie nHOy3un MC mpoBo-
IAJTUCh TI0 MECTY XUTEJIbCTBA Ha (hOHE TMpeMeanKaIun
(MpeaHU30JI0H, XJIOpPONKUpPaMUHA TUIPOXIOPUI), T.K. Me-
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PHUOOMYECKN BO BpeMsl BBEIEHHs IperapaTa BO3HUKAIU
BeTreTaTUBHBIC peakiuu. Kpome Toro, B Ieproabl MeXIy
WHOY3USIMA POIMTENIM MaJlbuKa OTMEYaId ITOSIBIICHUE
OCCITOKOICTBa B BEUYCpHEE BpEMsI, COIPOBOXIAIOIICECS
0JICTHOCTBIO KOXHBIX ITOKPOBOB, aKPOIIMAHO30M, THUIIO-
TepMHUeil NUCTAJBbHBIX OTHIEJIOB KOHEYHOCTel Ha (oHe
TIOJTHOTO OJIarOIIOTyJus.

B 8 net 8 mec ouepennas naoysus MC compoBoxaa-
JIach TIOSIBJICHUEM Y peOeHKa KPYITHOIISITHUCTOM CHIITM Ha
KOXe€ JIMIIA, TeJla, TOBHIIIICHNEM apTepUabHOTO JaBJICHMS
mo 130/80 MM pT. CT., MOBBIIMICHUEM TEeMIIEpaTyphl Teila
1o 37,1° C (puc. 1). [Ipn cHUXXKEHUM CKOPOCTU BBEICHUS
npenapaTa JaHHAsS CUMITTOMATHKA KYITMPOBaIACh.

Bce mocnenyrommue BBenerust M C mpoBoauanch ¢ mpe-
MeInKaIe MpeTHN30JI0HOM U cympacTHoM. HecMoTpst
Ha TO YTO HEKOTOpHBIe MH(Y3UM IIperapara IIPOXOIIn 6e3
pasutust HA, Tem He MeHee B psie cllyyaeB OHU BCe-TaKu
otMevanch. [locTenneHHO HapacTaly 9acToTa M CTEIIeHb
BBIPAXXEHHOCTY KOXHOM CHITIM Ha JINIIE U Telle, KOTOPhIe
TEPUOINIECKH COIMPOBOXIAINCH OTEKOM JIMIIA (PHC. 2).

Bce BhIITIEN3/105KeHHOE TIPUBEJIO K TOMY, YTO MH(BY3UHN
W C cranmm HOCUTD HEepETYIIPHBII XapakTep.

B 9 jer 6 Mec pebeHOK IOJIY4II MTOC/IEAHEE BBEICHME
WC, B mocnenyolieM ObUTa IpOBeleHa 3aMeHa Iperapara
it ®3T na UC Geta. [1epBast undysus MC Geta mpoBoau-
JIach B YCJIOBUSIX TAJIaTHl MHTEHCUBHOM Tepanmu. PeOeHKy
onu10 BBeneHo 0,5 mr/kr mipenapara B 100 M1 ¢pusmonorn-
YeCKOTO PacTBOPa CO CKOPOCThIO 8 MJI/4 B TeueHUe 40 MUH.
B nmampHEiIeM CKOpPOCTb BBEOCHMS YBEIMIMBATIU KaxK-
abie 15 MuH 1o 3HayeHuit 16—24—32—40 mi/4a. s mpe-
MEOVKAIIMM HWCIIOJIB30BAI  XJIOPOIIMPAMMHA THIPOXJIO-
pun. HA Ha BBeaeHue He 3apeructpupoBaHo. Ilocaemyro-
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mue 3 BeeneHust MC Oera, mpoBeleHHBIE B CTallMOHape,
MaJIbIMK TaKXe TepeHeC YIOBIEeTBOpHUTEIbHO. 1o 3aBep-
IIEHWN KaxXIoil nH(y3un y pebeHKa oTMedacs cyodedpu-
qmTet 10 37,2° C, Kymupylouuiicss CaMOCTOSITEJTEHO.

C 1enplo KOHTPOJS 3(PPEKTUBHOCTU JIEYECHUS ObLI
npoBeneH aHaiau3 ypoBHel Al B Moue mepen Hayaiaom
BBeneHnsa MC Geta u ciycTa 4 Hen moclie Hadaia Tepa-
mmuu. YpoBeHb ATl coctaBun 12 1 15 Mr/Mmonb KpeaTu-
HHHA COOTBETCTBEHHO (IpM HOpMme 13 MI/MMOJIb Kpea-
THHHWHA). BBIJI0 peKOMEHI0BaHO MPOAOJIKEHIE TepaInuu
HC oera.

B MexxrocnuranbHbIil IEPUOI, Ha MPOTSKEHUU 6 Mec
nHopy3nm MC Geta MpoBOOMIMCH €XEHENeNbHO, Tepe
KaXIbIM BBEIEHUEM MPOBOIMUIACH NTPEMEAUKALINA aHTH-
TUCTAaMUHHBIMU TIperniapatamMu. [lepeHocMMOCThb TIpera-
para ObLIa XOpollei, oTMeYaauch He3HaunTeabHbie HS,
He TpeOyoIre MEINIIMHCKAX BMEIIaTeIbCTB, B BUIE TO-
BBIIIEHUS TeMmepaTypbl Tena go 37,1-37,3° C B KoHIe
UHQY3UU.

[Mocne 3amensl penapara wist 3T ponurenu pedbeH-
Ka 3aMETUJIN TIOJIOXKUTEIbHYI0 TNHAMUKY B BUIE YIyIIIIe-
HUS cliyxa (CTajl IPOCHINAThCS OT TPOMKOTO 3BYKa, B3Ipa-
TMBAaTh OT YCJIBIIIAHHOIO CMeXa, TJIaKaTh OT HENIPUSITHBIX
3BYKOB, COCPEIOTaYMBaTh BHUMAHKE Ha YE€JIOBEKE TP 00-
pamieHnu K HeMy). CTaOMIIBHBIM ocTajicsl U ypoBeHb A’
B Moue. Yepes 7 mec oT Havana tepanuu MIC 6eta oH co-
craByisit 13 Mr/mmonb KpeaTuHuHA (Hopma <13 Mr/MMOJIb
KpeatuHuHa). B Hactosmmii MmoMmeHT nHdpysuu UC Geta
IIPOBOISATCS 0€3 IpeMeaNKaLINH, TIEPEHOCUMOCTD €€ XOPO-
wmasi, HA He orMeuarorcs.

Takum obpaszom, cMeHa ®3T (mepexon ¢ TeKapCTBEH-
Horo cpeactBa MC na MC Gerta) obecrieumiia XOpOIIIyio
MMepPEHOCUMOCTD MAaTOTEHETUYECKOTO JICYCHUST, OTCYTCTBHUE
pazBuTus TsoKeabix HS, coxpatuia mpomoKuTeTbHOCTD
WHOY3UN ¥ 3HAYUTEJBHO YIyJIIIa Ka4eCTBO XXU3HU pe-
6enka ¢ MIIC II u uieHOB ero ceMbH.

3aknueHne

MIIC II oTHOCUTCS K peAKHUM 3a00IeBaHUSIM U3 TPYTI-
IIBI JIN30COMAJIbHBIX Oosie3Heit. Ha MpoTsskeHnu MHOTHMX
ner MIIC II ocraBajicst HeKypaOeabHBIM, TTALMEHTHI C Be-
pUGUIIMPOBAHHBIM TUATHO30M ITOIYYJIM CUMIITOMATH-
YecKyl0 Tepamnuio W Iorudanu Ha 1—2-M OecaTUIeTHu
xku3Hu. Onoxa O3T mo3Bojiuia MOJHOCTbIO U3MEHUTH
MpeACTaBICHNE O KAYeCTBE U MPOIOJLKUTEIBHOCTH KU3HU
OOJIBHBIX C 3TUM TSIKEJIBIM MPOrpecCcCUpyroluM 3aboieBa-
uueM. Tem He MeHee y yactu nauueHtos ¢ MIIC 11 ®3T

Clinical cases

KnuHnuyeckne cnyyan

coIpoBoxXmaeTcs pasButueM HSl, TpeOyrommx mormoaTHm-
TEJIbHBIX MEIUIIMHCKUX BMEIIATEJIbCTB, K COXAaJCHMIO,
B HEKOTOPBIX Ciyyasx OesycneliHbiX. Mmeroliuecs B ap-
CeHaJIe CIELMAIMCTOB IBa JICKAPCTBEHHBIX CPEICTBA LIS
natoreHetnyeckoro JiedueHust MIIC I mo3Bossior Bpauy
cIenaTh BEIOOD B IMOJIb3Y TOM CXEMBI TepaIliu, KOTopas 0y-
JIeT ONTUMAJIbHOM 1151 MALMEeHTA U TTO3BOJIUT CYILIECTBEH-
HO YJIYYIIIUTh KA4E€CTBO €TI0 XXU3HU.
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