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MyKononucaxapnuaossl — rpynna HacaeACTBEHHbIX HapylleHu OBMeHa BeLecTB, XapaKTepu3ylollascs HaKoMIeHUuem
[TIMKO3aMUHOITIMKaHOB BCEACTBME AeduunTa cneynpmuiyeckmx TM30COMHbIX pepmeHToB. Ljenb nccnegoBaHus: n3yqynTb
BAUSIHWE (pePMEHT3aMeCTUTE/IbHOM Teparnun Ha COMaTMYECKOE COCTOSTHME U MCUXOMOTOPHOE pa3BUTUE IETEN C MYKOMOJIN-
caxapnfo3om | u Il Tuna pasin4HoOM CTENEHU TAXKECTU B AMHAMMUKE U OLUEHUTb €€ 3¢PPeKTUBHOCTb. MaLjueHTbl U MeToAbI:
B Mcceq0BaHUK UC0b30BaHbl JaHHbIE MATUAETHEro HabawaeHns 3a 13 nayneHTamm ¢ MyKornoancaxapmaosom | v Il Tuna.
B xoae pa6oTbl BbINOAHEH aHann3 3QOEKTUBHOCTM Tepanuu rno CAeayomnM KpUTEPUSIM: AaHHble 0ObEKTUBHbLIX OCMOTPOB,
YIbTPa3BYKOBOE MCC/I€[JOBAHUE MEYEHM, CENE3EHKU M Ccepalia, KOMYECTBEHHOE ONpeaAeseHNe IKCKPeLUnn [MUKOo3aMu-
HOMMKaHOB MOYM, OL|eHKa CYCTaBHOro M BHECYCTaBHOIo rnopaxeHus rno wkane JADI, oLeHKa couymasbHOro Bo3pacTta
M colManbHOro KoagouumeHTa no wkane Jonna. Pe3ynbrarbi: noJjy4eHbl JOCTOBEPHbIE Pa3/INYns B COAEPIKAHNM [JINKO3a-
MUWHOITIMKAHOB MOYM, a@ TaKKe o pe3ybTataM 00bEKTUBHOM OLIEHKM Pa3MepPoB Me4YeHn U CeNe3eHKM U yYbTPa3ByKOBOIro
ncenenoBaHus naolaan cene3eHku yepes 6 u 12 mec ne4eHuns o cpaBHEHUIO C MCXOAHbIMMW JaHHbIMKW. 3aperncTpmupoBaHo
[IOCTOBEPHOE CHMIXEHME [0oKa3aTessi coumalbHOro KoagouumeHTa Ha nepBoM aTane Tepanuu, anee pasinyusi HOCST
He3Ha4YuTeIbHbIN XapakTep. CylecTBEeHHOM AMHAMMUKKU CyCTaBHOIMo ctatyca Ha ¢oHe Tepanuu 06Hapy)KeHo He 6blio, YTO
CBsI3aHO CO cTabuaulaumer npowecca. He noiy4eHo J0CTOBEPHbIX A0KA3ATENbCTB KaK MO0KNTENIbHOMN, TaK U OTpULIaTe lb-
HOWM AMHAMMKK 10 MOParKEHUIO MUOKapAa, y/IbTPa3BYKOBbIM XapaKTepnCcTMKaMm pa3MepoB [oei nevyeHu. BoiBogbl: pep-
MeHT3aMeCTUTEeIbHas Tepanus sBAsieTcss 3pOEKTUBHLIM METOAOM JIe4EHNST COMaTUHECKUX MPOSIBAEHNI Pa3/IMYHbIX TUMOB
MyKOmoaimMcaxapuio30B.

KnioyeBble cioBa: MyKonoavMcaxapuaos, pepMeHT3aMecTuTe IbHas Tepanus, UMnaaHTUpyeMble BEHO3HbIE MOPT-CHUCTEMEI.

(Bonpockl coBpemeHHow neaunatpmnn. 2014; 13 (3): 35-43)

BBEAEHUE

Mykononucaxapugosbsl (MIMC) — rpynna HacneacTBEH-
HbIX HapylweHWn o6MeHa BeLLecTB, XapaKTrepuaylowascs
HaKonieHneM 136bITKa rMnkolamuHornmkaHos (MFAlN Benea-
cTBue geduumta crneunuduUyecknx IM30COMHbIX DepMeH-
ToB. Ana Kaxpgoro tuna MIC xapaKtepeH onpeaeneHHbIn
PepMeHTHbIn aedeKT, No3BoasWmMn KiaccuduumpoBaTb
nauuneHToB ¢ MINC Ha pa3nunyHble TUNbI (Tab. 1).

Ona MIC xapaKTepHO BOB/EYEeHWe B NaTON0rM4eCcKuUm
NnpoLLecc BCeX OpraHoB W CUCTEM, BKJIOYAsA LLEHTPasbHYIO
HEPBHYIO, OMOPHO-ABUraTeNbHYI0 U cepae4HO-COCYAUCTYIO
cuctemy. Hacto 3aboneBaHWe COMPOBOXAAETCA 3aLepi-
KOM MCUXOMOTOPHOIO pa3BuTUS. KnoyeBbIM MOMEHTOM,
onpeaensaowmMm cyabby nauneHta ¢ MIC, aBnseTcs paH-
HAS [MarHoCTMKa, No3Bonsiollas BOBpems HavaTb dep-
MeHT3aMecTuTenbHylo Tepanuio (P3T) n pewwnTs BOMpOC

N.V. Buchinskaya, I.A. Chikova, Ye.A. Isupova, 0.V. Kalashnikova, M.M. Kostik, V.G. Chasnyk
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Modern Approaches to Therapy for Children
with Mucopolysaccharidosis

Mucopolysaccharidosis is the group of hereditary metabolic disorders; it is characterized by accumulation of glycosaminoglycans owing
to storage of specific lysosomal enzymes. Background: Research objective was to study the influence of enzyme replacement therapy
on a somatic state and psychomotor development of children with mucopolysaccharidosis type | and Il of various severity in dynamics
and to estimate its efficiency. Patients and methods: The data of five years' supervision over 13 patients with mucopolysaccharidosis
type | and Il is used in the research. During the work the therapy efficiency analysis is made by the following criteria: data of objective
examinations, ultrasound investigation of liver, spleen and heart, quantitative determination of excretion of urine glycosaminoglycans,
assessment of articular and abarticular affection by JADI scale, assessment of social age and social coefficient by Doll's scale. Results:
The reliable distinctions in the contents of urine glycosaminoglycans and also by results of an objective assessment of the liver and
spleen sizes and of ultrasonic research of the spleen area in 6 and 12 months of treatment in comparison with basic data are received.
The reliable decrease in social coefficient indicator at the first stage of therapy is registered, and then distinctions have insignificant
character. There was no essential dynamics of the articular status on treatment that is connected with process stabilization. There are
no reliable evidences of both positive and negative dynamics on myocardium involvement, ultrasonic characteristics of the sizes of
hepatic lobes. Conclusion: Enzyme replacement therapy is an effective method of treatment of somatic manifestations of various types
of mucopolysaccharidosis.

Key words: mucopolysaccharidosis, enzyme replacement therapy, implantable venous port systems.

(Voprosy sovremennoi pediatrii — Current Pediatrics. 2014; 13 (3): 35-43)



OpuruHanbHas ctaTbf

Ta6nuua 1. KnaccuduKkauma mykononmcaxapmao3os

JNokanusauus HakannuBaemblie YacrtoTta
Tun mykononucaxapuposa OoMIM depmeHT
reHa IMKO3aMMUHOI/IMKaHbl | BCTPE4aemMocTn
MyKononucaxapuio3s tvna |:
CuHapom lypnep 607014 [epmataH cynbdar, .
CuHapom lypnep—Llene 607015 4p16.3 a-L-MaypomAasa renapaH cynbdar 1:100000
CuHagpowm Lene 607016
Mykononucaxapuaos tmna ll [epmartaH cynbdar, 1:110000-
309900 Xq27-28 n -2-
(6onesHb XaHTepa) q AYPOHAT-2-CyNbdaTasa renapaH cynbdar 1:1325000
Mykononucaxapugos tmna lll fenapaH cynbdat
(CaHduamnnno): N-cynbdatasa (A),
A 252900 | 17925.3 — A1un a-N-aueTunrnoKo3a-
B 252920 | 179q21.2 — B vn MUHKWAa3a (B), auetvn fenapaH cynbdar 1:100000-
c 252030 | 8p11.21 — Cun |  CoA: a-rioko3amua N pan oy 1:200000
D 252940 12914 — [ wvn auetuntpaHcdepasa (C) n
N-aueTunrnokosamuHmaasa
6-cynbdarasa (D)
N-aueTunranakto3ammH- KepataH cynbdar, 1:76000~
Mykononucaxapugos mna IV | 253000 16924.3 (A) B P 4 ' 1:216400 (A),
6-cynbdatasbl (Tun A) Unu | XOHAPOUTUH cynbdar (A),
(cnHapom Mopkmo) 253010 3p22.33 (B) T™™n B o4yeHb
B-ranakrosupaasbl (tn B) KepaTaH cynbdart (B) N
peaKuni
MyKononucaxapungo3 tmna Vi 1:43261-
253200 5q914.1 A B
(cvHagpom MapoTto—Jlamu) q puncynbarasa Aepwarari cynegar 1:1505160
[epmartaH cynbdar,
Myrononncaxapuaos 253220 | 7911.21-11.22 B-rnoKypoHugasa XOHAPOWTUH cynbdar, OyeHb pegkui
Tuna VIl (Cnas)
renapax cynbdar
MyKononucaxapungos tuna IX | 601492 3p21.3 ManypoHungasa [ManypoHoBas Kucnota O4eHb peakui

0 BO3MOXHOCTU TpaHCMIaHTaLUMM KOCTHOrO MoO3ra B Tex
cnyyasix, Koraa aTo BO3MOXHO, HE JOXMAASACh NOHOMo pas-
BEPTbIBAHMSA KIMHUYECKOW KapTWHbI 3aboneBaHuns. PaHHee
TepaneBTMYECKOE BMeELWATeNbCTBO MO3BOJSET OTCPOYUTH
M YMEHbLUUTb CTEMEHb HEOGPATUMOro NMOPaXKEHUS OPraHoOB
M cuUCTeM, cTeneHb GYHKLUMOHANbHbIX HAapYLWeEHWI, YAy4YLLnTb
KayeCTBO M3HM pebeHKa M CEMbW B LIESIOM, @ TaKKe yBe-
JIMYUTb NPOAOIHKUTENBHOCTb XM3HWU NauueHTa go 2-ro—3-ro
necatuneTns npu Taxenbix dopmax MIC [1], Toraa Kak 6e3
Nle4eHUs NPOAOCIKMUTENBHOCTb KU3HM NpK cuHApoMe ypnep
cocTaBnsieT B cpeaHeM 6,8 net [2].

B HacTosiuiee BpeMsa [AOCTyNeH LWUPOKUN CHEKTP
HecneundUYecKMx METOAOB Jle4YeHus AN MauueHToB
C /IM30COMHbIMM GONE3HAMW HaKOMIeHUs. 3TO CUMNTO-
MaTuyeckasi M cybcTpaTpeayuumpylolas Tepanus, xupyp-
rMyecKass M Hexupypruyeckas Koppekuus agedopmaumu,
neyeHune xpoHudeckon JIOP-matonoruu, a TakXKe MeToAbl
crneymMdun4ecKkon Tepanuu, CBA3AaHHOM W HEe CBSA3AHHOM
C 3aMeleHnem dpepmeHTa. CybeTpaTpeayumpylowas Tepa-
nMsi OCHOBaHa Ha nodaBneHuu cuHTesa Al u npepnor-
BpallleHWM WX HaKOMIEHUs B KAeTKax. lpeanocbiikaMu
K MPUMEHEHUIO cybCcTpaTpeayumnpyloluen Ttepanuu cranu
pes3ynbTaTbl, MONYyYEHHbIE HA MXMBOTHbLIX MOAENSAX GONE3HM
Tea—Cakca [3] n Canagxodda [4, 5]. NpnuMeHeHMe AaHHO-
ro BuAa /IeYEeHUs MPUBOAMIO K CHUKEHMIO HAKOMIEHUS
cybCcTpaTta B LIEHTpanbHOM HEPBHOM CUCTEME W, KaK cned-
CTBME, K YMEHbLIEHUIO CTEMEHU BbIPAXKEHHOCTM CUMMNTOMOB
3aboneBaHuns. B panbHenwem nogobHble uccreaoBaHus
NPOBOAUIN Ha XMBOTHbIX Moaenax 6one3Hn lowe Tuna |,
rae TakXe Obll JOCTUIHYT MOJIOXKUTENbHbIM abdeKT [6B].

Cy6ceTtpatpeayumpytolyto Tepanuio MIMC npoBoasT ¢ NoMo-
Wbt NpenapaTa reHUCTEMH, KOTOPbIV Yalle UCNoJb3yeTcs
ans nedeHus nauuneHtos ¢ MIC tuna lll, Ho TakXKe NPUMEHUM
npu HeBposormyecknx dopmax MIMC tunos |, Il. [eHUcTEMH
(4',5,7-TpUrnapoKCMN3oPpnaBoH, unnM 5,7-Aurnapokcu-3
(4-rmppoKcndennn)-4H-1-6eH30MMPOH) — 3TO pPacTUTENb-
HbI 3CcTporeH. Mpenapart aBAseTcs UHTMOUTOPOM TUPO3UH-
KWHa3bl aNMaepmanbHoOro Gakropa pocTa, CHUXKaLWMM Npo-
aykumio TAT. 3ddEeKTUBHOCTL 3TOr0 MeToaa NeyeHus 6biia
noKasaHa B UCCNlejoBaHMM Ha KynbTypax KneToK ¢uépobna-
cToB nauneHTtos ¢ MIC. B KayecTtBe rpynnbl KOHTPONSA Gblan
ncnonb3oBaHbl dmnbpobnacTel 60nbHbIX MIC, nonyyaBLKX
D3T a-L-naypoHngason. PesynbraTbl OKa3aancb CXOAHBIMM:
B 060MX C/y4asix MPOUCXOANNIO CHUMXKeHWe coaepxaHusa AT
[7]. Kpome TOro, yCTaHOB/IEHO, YTO FEHUCTEUH HE CHUMKaeT
KOHUeHTpauuto Al HMKe HOopMalbHbIX 3HAYEeHWN BCnea-
CTBME HaNMunsa MexaHnM3amMa 06paTHOM CBSA3K, KOTOPbLIN «pac-
no3Haem cogepxaHue Al M oTBevaeT 3a Aerpagauuio
TO/IbKO M306bITKa 3TUX coeguMHeHnn. OCHOBHOM MOBOYHbIN
3 DEKT CBA3AH CO CHMMXKEHMEM GepTUIbHOCTU Y NaLMEHTOB
MY}CKOro nosa. HeKkoTopble nauueHTbl OTMeYatloT Bblpa-
EeHHble MpubaBKM Maccbl Tena Ha ¢doHe npuemMa mnpe-
napata. B HacTosiwee BpeMsi BBMAY MOBGOYHbIX 3pdeKTOB
MeToA NoAaBNeHUs CMHTe3a cybeTpaTta Yalle NpuMeHsieTcs
NMpW HaM4YMKN BbICOKOW OCTATOYHOW aKTMBHOCTM hepMeHTa.
310 Haubonee xapakKTepHO AN MNOo3aHMX, 6onee [o6po-
KayecTBeHHbIX dopM 6one3Hen. K coxaneHuto, reHUcTemH
He OKa3blBaeT AO/MKHOro adpdeKrta Ha cuHTe3d Al B XOH-
apountax n dmbpobnactax, HECMOTPS Ha MHrMbUpoBaHMe
AKTUBHOCTM TWMPO3MHKMHa3bl [8]. TakKe W3BECTHO, 4TO




npenapart He obnagaetr 00303aBUCUMbIM abdeKkToM. Tak,
Mpyv UCNoNb30BaHUM BbICOKMX 403 (150 Mr/Kr) y 22 geten
¢ MIC B TeyeHne 12 Mec He NPOUCXOAN0 CYLLECTBEHHOMO
CHUXeHUS ypoBHS Al MO cpaBHEHUIO CO cpeaHeTepanes-
TUYECKUMU fo3amMu (5—15 Mr/Kr), HECMOTPS Ha BblpaxeH-
HbIM peayumpytolmn apdeKT, Noay4eHHbIM B UCCNeaoBaHUAX
Ha Mblllax, KoTopbiM BBOAMAM A03bl 160 mr/Kr. Bcneacteune
acTporeHHoro addeKTa npenaparta y 2 Mab4MKOB Ha GoHe
Tepanuu pasBuaacb MHEKOMAacCTUs, COOTBETCTBYOL AN
2-n ctagun no TaHHepy. CogepxaHue Al 6bin0 Bapua-
6e/bHbIM, @ KOrHUTMBHOE pa3BWTME MaLMEHTOB OCTaBa-
NI0Cb Ha MpPEeXHEM YPOBHE WM HE3HAYUTENBHO CHUXKANOCh
(y 2 naumeHToB). CylleCTBEHHbIX HEXeNaTeNbHbIX SBIEHUN,
CBSI3aHHbIX C MPUMEHEHWEM BbICOKMX 403 NpenapaTta, oTMe-
4YeHOo He 6b110 [9].

Tepanus, cBs3aHHasa C 3ameleHMeM depMeHTa, npea-
CcTaB/ieHa ABYMS BapMaHTamu: 310 co6¢TBeHHO P3T 1 TpaHc-
nnaHTauma KoctHoro mo3lra (TKM). B ocHoBe P3T nexur
MCMONb30BaHME 3K30reHHbIX GEepMeHTOB, npuBoasLLee
K BblBEAEHWUIO HAKOMIEHHbIX HEpacLLen/ieHHbIX paHee npo-
ayktoB [10], Toraa Kak TKM ocHOBaHa Ha 3HAOreHHOM 3ame-
WeHUn GepMeHToB, MPoAyLMpPYEMbIX KIeTKaMu [OoHopa.
B cepun aKcnepnMeHTOB Ha Ky/bType KNEeTOK Gblla NoKasa-
Ha BO3MOXHOCTb MEPEKPECTHOMN KOppeKLumn aedpuunta dpep-
MEHTOB MEMXAY Pas3NMyHbIMU IMHUSMMU KIETOYHbIX KYnbTyp,
T.€. PN CUHTE3E depMeHTa B OAHOM KJIETOYHOM JIMHUMU OH
MOXET BO34ENCTBOBATb U Ha APYryko rpynny KNeToK, paclie-
nnsas cyéerpat [11-13].

AdpdektTnBHOCTL TKM CylLECTBEHHO 3aBUCUT OT TuUNna
MIMC wn Bo3pacta npoBeaeHWss npoueaypbl. Haunydwue
pe3ynbTaTthl 3aperucTpmMpoBaHbl y naumeHtos ¢ MIC tuna |
B BO3pacTe [0 2 f1eT, Koraa nopaxKeHue LeHTpaibHOM HepB-
HOW CUCTEMbI elle He CTONb CyWeCcTBEeHHO. B uenom xe
TKM y nauuneHtoB ¢ MIC Tuna | okadanacb Haubonee
3pPEKTUBHOM NO CPAaBHEHMUIO C OCTaNbHbIMK TUNamn MIC.
B nocTtTpaHcnaaHTayuMoHHOM nepuoae 3aPUKCUPOBAHO
OHOBPEMEHHOE BOCCTaHOBJIEHWE COOGCTBEHHOW aKTUB-
HOCTU depMeHTa A0 HOPMasibHbIX 3HAYEHUN U CHUKEHUE
NOBbILWEHHOrO paHee YpoBHA 3KcKpeuuu Al oo ypos-
HA BEpXHEeW rpaHuLbl HOPMblI ANA AaHHOro Bo3pacTa.
lMony4eHHble OGUOXMMWUYECKUE CABUMU (@KTUBHOCTb dep-
MeHTa 1 YpoBEHb 3KCcKpeumn MAlN) octatoTcs cTabuibHbIMHU
B TeYeHWe [UTeNbHOro BpemeHu, 4To obecnevymBaeTcs
[OHOPCKMM Xxumepmuamom [14-17].

Y nauuneHnTtoB ¢ MIIC tnna Il TKM He npuBena K gocrta-
TOYHOMY NOBbILEHUIO aKTMBHOCTU COGCTBEHHOIO dhepmeHTa
M OKa3anacb He6e30MnacHoW, MOCKONbKY COMpPOBOXAanacb
BbICOKMMW MOKa3aTeNsiMu NeTanbHOCTU OT OCOMKHEHUH,
CBSI3aHHbIX C camou npoueaypon [18].

Mpeanocbinkon ana paspabotkn P3T cTano OTKPbI-
TME MEXaHM3MOB MOCTTPAHCAALMOHHOW MoAndUKaL MK
W TpaHcnopTa NM30COMHbIX depmeHToB [19]. B Havane
70-x rr. XX B. 6blJI0 YCTAHOBJIEHO, YTO Ha MOBEPXHOCTH
KNeTOYHbIX MeMbpaH HaxoAAaTcsi MaHHO030-6-docdaTHble
peLenTopbl, KOTOpble CBA3bIBAOT M MNEPEHOCAT depMeHT
BHYTPb KNETKU. B aKkcnepumeHTax Ha KylbType KIeToK
C HMU3KOM aKTMBHOCTbIO JIMBOCOMHbIX GEePMEHTOB OOHapy-
WK, YTO BHECEHHbIN B Ky/NbTypasbHYlO Cpedy 9K30reH-
Hbl PEPMEHT CrnocobeH MPOHMKaTb B KIETKY U yCMeLwWHOo
KaTabonmanpoBaTb HaKOMJEHHbIM BHYTPUKIETOYHO CYy6-

cTpat. BnepBble addekT 3T 6bI1 NOKa3aH Ha nNpumepe
KynbTypbl GU6p061acTOB C BBEAEHMEM 3K30reHHoro dep-
MeHTa [20]. Mpenapatamu ans Tepanum aTux 3aboneBaHui
ABNATCA GEPMEHTbl, MONYYEHHbIE TEHHO-UHXEHEPHbIM
nytem [21].

OcHOBHbIM (aKTopoM, orpaHuynBarOwmm 3GbEKTUB-
HocTb P3T, aABNAETCS HEMPOHULLAEMOCTb remMatoaHueda-
nnyeckoro 6apbepa ana depmeHTa BcneacTtesme 60/bLLOH
MONEKYNSIPHON Maccbl 6enKoBOW MONeKynbl. B cBa3un
C 9TUM Tepanus MPaKTMYEeCKM He OKa3blBaeT BAWSAHMWS
Ha HEeBPOJIOrMYyecKne nposiBneHusa 3aboneBaHusa. OauH
M3 anbTepHaTUBHbIX CNOCO60B AOCTAaBKMU NpenapaTa B LieH-
TPanbHYl0 HEPBHYKD CUCTEMY — WHTpaTEeKaNbHbIA NyTb
BBeAeHMNs GepMeHTHbIX npenapaToB. bbina U3y4eHa cnuH-
HOMO3roBas *uaxkoctb 10 NaAUMEHTOB C TAXKEeNblM WU
MArkMm TedeHnem MIIC | Tuna, nony4aBlIMX NapoHWaasy
MHTpaTtekanbHo ¢ 30—90-4HEBHbIMM UHTEPBaNamMu B Teve-
HMe 1 roga B KIMHUYECKUX nccnegoBaHmnax. Y 1 60/bHOMo
BbISIBUIM TPAH3UTOPHOE MOBbIWEHWE TUTPA aHTUTEN Knac-
ca G K NapoHMaase, a TaKXKe MNOBbIWEHWE COAep)KaHus
MHTEPSIENKKNHA 5, 6enKa n nenkountos. Hanbonee yactbiM
No60YHbIM 3P PEeKTOM Gblia ronoBHas 60/b. Bce no6o4yHbIe
ABNEHMSA GblNN yCTPaHEeHbl NepopanbHbiM NPUEMOM HecTe-
poMAHbLIX MPOTMBOBOCNANUTENbHbBIX CPEACTB. HeEMeaNeHHbIX
WMAW OTCPOYEHHbIX asIeprMyecknx peakuuin 3aperucrpu-
poBaHO He 6bi10 [22]. HabnogeHue 6b110 NPOAOIKEHO
Ha 5 nauuneHTax Ansg OueHKM 6e30MacHOCTM 3TOro Cro-
coba BBedeHus npenapaTa. Tepanua B LENIOM Npu3HaHa
apdeKTMBHON M 6Ge30onacHOM A8 NieYeHUss KOMMPECCHUHN
CMUHHOro Mmo3ara [22]. lMpoaonKaTcsa KIMHUYECKNE UCbl-
TaHUSA NO MHTpaTeKanbHOMYy BBeAeHuto uaypcynbdartasbl,
HanpaBfieHHble Ha OLLEeHKY 6e3onacHocTu (pa3za I /Il 3aBep-
lweHa) u 3ddOEKTUBHOCTU (NPOXOAUT B HacTosiee BpeMs)
Tepanuu.

B aKcneprvMeHTanbHbIX U KIMHUYECKUX UCCNefoBaHMAX
NoKasaHo, YTO HaKoMneHne cybeTpata NPUBOAUT K UMMYHO-
NIOTMYECKMM peaKuMsaM B opraHuame. Ha npumepe 601e3HU
dapbepa ycTaHOBNEHA B3aUMOCBSA3b MEXKAY HaKOMIeHeEM
cy6cTpata M BOCManUTENbHbIM OTBETOM OpraHudma. TakK,
Hanpumep, M3BECTHO, YTO HaKOMEHWe LiepamMmaa B KNeTKax
CUHOBMWaNbHOM 060MI0YKKU NPUBOAMUT K aKkTnBauum CDO5+-
NMMGOUMTOB, 3KCMPECCUPYIOLLMX PELLEenTOp CUTrHanoB K
MHAOYKLUKMKW anonTo3a — Fas-aHTureH [23]. [Mogo6Ho 60/1e3HM
dapbepa, MMMYHONOTMYECKME U MUMMYHOBOCMNANUTENbHbIE
MeXaHW3Mbl NiekaT B OCHOBE MPaKTUYECKU BCEX IM3OCOM-
HbIX 60/1e3HEN HaKoMnIeHus. HOBbIM MOAXOAOM K Tepanuu
MMMC aBnsetcsa Mcnonb3oBaHWE MNPOTMBOBOCMANUTENbHbIX
npenapaToB B co4vyeTaHun ¢ P3T ¢ uenbio KynupoBaHus
CyCTaBHOro cvHapoma. B psige pa6oT gokadaHa 6e3onac-
HOCTb U 3dPEKTUBHOCTL NEHTOCaHa nonucynbdaTa HaTpus
(PPS) He TONbKO Ha MOAensax XMBOTHbIX, HO U Y NaLUEHTOB
¢ MIC. TMpenapaT OTHOCUTCA K rpynrne renapuvHouaos,
ob6nagaetr GUOGPUHONUTUYECKON, aHTUKOAryNAHTHON MU XOH-
APONpPOTEKTOPHOM aKTUBHOCTbIO. Ha ¢oHe npoTnBoBOC-
nanutenbHon Tepanuu PPS y KpbIiC yny4yllaetcsd o6bem
ABUWXXEHWI B cycTaBax, HabntoAaeTcsi CHUXKEHWe Ha3albHOM
CEeKpeLnn, ynydlieHne TpabeKynsapHOM CTPYKTYpbl U MUHe-
panbHOM NAOTHOCTU KOCTEW MPW paHHEM Havane Tepanuu.
Mpn 3TOM Npenapar He OKa3blBaET BAUSHUSA Ha KONMYECTBO
HakonneHun AT [24].

w
~
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[eHHas Tepanusa ¢ NMOMOLLbID BUPYCHbIX BEKTOPOB, TKM
M OCHOBaHHas Ha Heu Tepanus, GapMaKonorMyeckme wane-
poHbl — 6yaywue cTpaternn nedyeHus MIC, B 0cO6EHHO-
CTU TsKenblX GOpPM C BOBNEYEHUEM LIEHTPASIbHON HEPBHOM
cuctemsl [25].

Pa3paboTaHbl CTpaTerMn BHEAPEHUS TEHHOW Tepanuu c
MCMoNb30BaHUEM afieHO- U NIEHTMBMPYCOB AN nevyeHmns MIC
[26]. UmeeTcs onbIT UHTPaLepebpanbHOro BBEAEHUS BUPYC-
HOr0 BEKTOpa, COAep)Kallero 4YenoBeYEeCKUM SIM30COMHbIN
depMeHT, aedmumut Kotoporo saensercsa npuinHon MIIC IlIA.
lNokadaHa 3dPEeKTMBHOCTb TaKoWn Tepanuu B TedyeHue 6 mec
Ha 4 nauueHTax: y 2 n3 HUX oTMevyeHa ctabmnnsauuns cocTos-
HUS, y 2 OPYrUX — CHUXKEHWE CTENEeHn aTpoPUN KOpbl FON0B-
Horo Mosra. Kpome 10ro, »Meno MecTo yMepeHHoe ynydlueHve
noBefeHus, BHUMAHWUA U CHa, a TaKe mnporpeccupoBaHue
KOFHUTUBHbIX GYHKUMI [27].

Llenb uccnepoBaHusa: n3ayyuntb BausHue GpepmeHT3ame-
CTUTENbHOM Tepanuu Ha COMaTUYECKOE COCTOSIHME W MCU-
XOMOTOPHOE pa3BuUTUE AeTer C MyKonoaucaxapugo3om | u
Il TMNa pa3nnYHON CTEMEHM TAKECTU B AUHAMMUKE U OLEHUTb
ee 3ODEKTUBHOCTb.

MALUMUEHTbI U METOA4bI

Y4yacTHUKHU uccnepoBaHua

B TeyeHne nocnegHux 5 net B 3-mM negnaTtpuyeckom oTae-
nexHmu CMNe6rnMy Haénwoganucb n nonydanu ®3T 13 nauu-
eHToB ¢ MIC tvnoB | 1 Il. Bcero B nccnegoBaHue BKAOYEHO
8 ManbyuKoB, 5 geBoyek, U3 Hux ¢ MINC tnna | — 9 yenosek
(4 manbymka n 5 gesoyek), ¢ MIC Il Tuna — 4 peten (Bce
Manbuunkn). N3 pgeten ¢ MMC Tnna | gBe OAEBOYKM UMENU
dopmy [ypnep—LLene, ocTanbHble CEMb YENOBEK — TAMXKENYHO
dopmy 3aboneBaHus (cuHapom [ypnep). N3 ageten ¢ MIIC
TMna Il — oAMH NauMeHT C NEerkon, ocTalbHble — C TSAXKeNnon
dopmon 3aboneBaHusa. KpaTkaa xapaKTepuCTUKa [eTewn,
nosly4yaBLUMX Tepanuio, NpeacrtaBneHa B 1abn. 2.

MeTtopabl uccnegoBaHus

BbinonHeH aHann3 adpGeKTUBHOCTU Tepanmm No HECKOSb-
KUM KpUTEPUSM: OaHHble OOBbEKTUBHbLIX OCMOTPOB (pasme-
pbl NEYEHN WM Cenel3eHKM), ynbTpa3BYKOBOE WUCClefoBaHue

nevyeHun u ceneseHkun, IXoKl ¢ oLEeHKON TONLWMHBI MMOKapaa
MEMIKeNYAOYKOBOW NMeperopoaku M 3aJHen CTEHKU N1eBOro
enyaodka, KoJIMYeCcTBEHHOe onpeaeneHue aKkckpeuuun FAl
MOYM, OLlEHKa CYCTaBHOIMO W BHECYCTABHOIO MNOPaXKeHUs
no wkane JADI (MHOEKC NOopaXKeHUs Npu IOBEHUNBHOM apTpu-
Te, Juvenile Arthritis Damage Index), oueHKa couunanbHOro
BO3pacTa 1 colmanbHoro KoadpouumeHTta no wrane Jonna.

CtaTtucTtuyeckan o6paboTka gaHHbIX

CTaTUCTMYECKUIM aHann3 pesynbTaToB MNpOoBedeH npu
nomolum naketa nporpamm Microsoft Excel ¢ pacyeTom Kpu-
TepueB PpuamaHa U BunKokcoHa. [JaHHble npeactaBieHbl
B BMe MeanaHbl 1 UHTEPKBAPTUIbHOIo pa3maxa (25-75%).
Paznuuuns cumtanu cTaTUCTUYECKU 3HaYMMbIMK Npu p < 0,05.
Pesynbratbl NpeacTaBfieHbl B Tab. 3.

PE3YJIbTATbI

Co6¢cTBEHHAa aKTUBHOCTb pepMeHTa, KaK M3BECTHO,
fBNSEeTCH OAHWM M3 KPUTEPMEB NPM MOCTAaHOBKE AMarHo-
3a. MeanaHa HopManuM30BaHHOM aKTMBHOCTM depMeHTa
B uccrnegyemon rpynne geten coctasuna 0,4% (0,02; 1,0)
OT BepxHew rpaHuLbl Hopmbl. MeanaHa Havana 3T cocTta-
Buna 6,0 (1,3; 6,8) net. 3PPEeKTUBHOCTb Tepanuu oLe-
HMBaNM B ABYX TOYKax: Yyepe3 6 n 12 mec oT ee Havana.
MonyyeHHble pe3ynbTaTbl CpaBHWBANM C UCXOAHbIMM MOKa-
3aTensiMu A0 Havana Tepanuu. [JocToBepHble pasnnyuns
nosy4eHbl no yposBHio Al mMouM, pedynbraTaM 06beEK-
TUBHOW OLEHKWM pa3MepoB MNEeYEeHW W Ccene3eHKU 4vepes
6 1 12 Mec nevyeHuns rno cpaBHEHUIO C UCXOAHBbIMWU AAHHbBIMU
(puc. 1). MpumMeHeHUe ynbTPa3BYKOBOro WcCNefoBaHUS
No3BOMNAO OGHAPYXKWUTb AOCTOBEPHYIO MOJIOKMUTENbHYIO
OWHaMMUKY TOSIbKO MO njowaan cene3eHkun (puc. 2). Hamu
nosly4eHO JOCTOBEPHOE CHUXKEHWEe MoKasaTens couuasb-
HOro KoadoduuUMeHTa Ha nepBOM 3Tane Tepanuu (nep-
Bble 6 Mec), ganee pasniMiynsa HOCAT HE3Ha4YUTENbHbIN
xapaktep (puc. 3). CyuwecTtBeHHOW AMHAMMWKK CyCTaBHO-
ro cratyca (TyronoaBWXHOCTb CYyCTaBOB W KOHTPaKTypbl)
Ha ¢oHe Tepanum OOGHapyXeHO He 6bl1o, YTO CBSA3aHo,
no-BMAMMOMY, CO cTabunusauuen npouecca M3MEHEeHUs
cyctaBoB B CTpykType MIC. He nonyyeHO AOCTOBEPHbIX

Ta6nuua 2. XapaKkTepucTvKa JeTen, nonyyaslunx GepMeHT3aMecTUTENbHYIO Tepanuio

MauyuneHTt AnarHos Bo3pacT noctaHOBKM guarHosa, net MyTtauusa
Manbyuk B.1O. MIIC 1l TaK. 4,08 G374G
Manbyuk M.B. MIC 11 Tax. 1,61 Heuss.
Manbymk K.N. MMC Il Tsx. 1,3 Gly336Arg
Manbyuk T.I. MIC Il nerk. 6,03 Hewuss.
[esouka C.A MTMC | Typnep 1,27 Q70X/Q70X
[eBoyka C.J1. MNC | Typnep 1,27 Q70X/Q70X
Manbuunk H.W. MTIC | Typnep 1,26 Q70X/Q70X
Manbuumk U.A. MMC | Typnep 3,67 Hewuss.
Manbuuk M.4. MMC | Typnep 0,86 Q70X/W47X
[eBoyKka T.M. MMC | Typnep-LWene 1,22 HeunsB./Q70X
[eBouyKa J1.M. MMC | lypnep-LWene 0,31 Q70X/delC683
[eBouyKa Y.A. MMC | Typnep 1,32 Q70X/Q70X
Manbuumk K.4. MIC | Typnep 1,6 Heunss.




Ta6nuua 3. CpaBHUTENbHAA XapaKTePUCTUKA CUMMTOMOB U TaGopaToOPHbIX U3SMEHEHWI Y MALMEHTOB C MyKOMOJWCaxap1a030M A0 Havana
1 Ha dpoHe (Yepes 6 1 12 mec) bepMeHT3amMecTUTENLHOM Tepanum

®3T craprt, Bo3pacT 5,94 (1,3; 6,8) - -
AKTUBHOCTb hepMeHTa 1,14 (0,07; 3,5) - -
AKTMBHOCTb epMeHTa B HopMax 0,004 (0,0002; 0,01) - -
AT, NpeBbllEeHNe BEPXHEW rpaHuLLbl 0,07
P P panm 12,3 (8,6; 21,6) 6305179 | 44(27:58) <0,018 0,04%*
HOPMbI 0,04%%x
Pasmepbl nevyexu o,008*
3-11o ° e6EeDHOM AYTU. CM 3,75(1,0;8,0) 1,50 (0; 3,5) 0,50 (0; 2,0) <0,0002 0,005%*
A pedep ayru, 0,003%**
Pasmepbl NpaBot [10/M NedYeHu 10,75 11,88 0,44x
10,64 (7,6; 12,5) ! 7 0,49 0,91 %*
no AaHHbIM Y3U, cm (10,0; 11,8) (9,4; 12,0) 0,47%%x
Pa3mepbl neBOM 40U NeYeHn 0,31*
P A 6,2 (5,3; 7,6) 5,29 (4,0:6,3) | 5.0 (4,5;5,4) 0,55 0,17%*
no AaHHbIM Y3U, cMm 0,13%%x
Pasmepbl ceneseHku . . . 0,027*
13 N0A PeGEpHOi AyFH, CM 1,0 (0,0; 2,0) 0(0;0,5) 0(0;0,5) <0,0037 0,027+
0,036%*
9 ) 30,7 26,2 ok
Mnowanb ceneseHku, cM 40,2 (28,7; 47,3) (21.1: 35.6) (25.,0: 33.7) 0,039 0,028
0,08%**
TonwmnHa MexKenyao4KoBomn 8,2 0,75*
7,9(6,6;8,4 ' 8,8(8,0;9,8 0,42 0,046%*
neperopoaKku no AaHHbim Y3U, cm ( ) (7,3; 10,65) ( )
0,46%**
TonuHa 3aaHen CTEHKM 1eBOro 0.46%
» A 3 6,9 (6,5;9,4) 9,4(7,1;10,6) 8,7 (8,0;9,8) 0,57 0,75%*
¥enyaoyKka no gaHHbim Y3WU, cm 0,92k
0,46%*
XonectepuH, MMosnb/n 4,1(3,4;5,3) 4,4 (4,1;5,0) 4,7 (4,0;6,1) 0,76 0,75%*
0,29%**
0,89%*
Ca o6LlWui, MMOJTb/N 2,39(2,3; 2,5) 2,33(2,3;2,4) 2,28(2,2;2,3) 0,74 0,4%*
0,75%%**
28,6 0,85%
CoumanbHbli KO3abdOULMEHT, Ganibl 51,4 (15,7; 73,5) ’ 12,5 (9,6; 70,0) < 0,001 0,018%**
(14,3; 82,3)
0,12%**
1,0%
2 2 !
JADI noparkeHue cyctaBoB, 6annbl 18,0 (3,0; 33,0) (410;0:’%%’0) (16,0??3,0) 0,76 0,86**
0,42%**
JADI aKcTpaapTuKynspHoe . . . 0,59*
nopaKeHie, Ganb 3,5(2,5; 4,0) 3,0(3,0; 4,0) 3,0(2,0; 4,0) 0,47 1.0%*

lMpnmeyvaHme. * — cpaBHeHne B O U 6 Mec, ** — cpaBHeHWe B O 1 12 mec, *** — cpaBHeHWe B 6 1 12 mec HabnoaeHns. 3T — dpepmeHT-

3amecTutenbHan Tepanus, FAI — rMKO3aMUHOMIMKaHbI.

[10Ka3aTeNbCTB KaK NOMOXUTENbHOW, TaK U OTpULLATENbHOMN
AVMHaAMWKW MO NMOPa*KEHUIO MUOKapAaa (rmneptpoduyeckon
KapanMomMuonaTtum), ynbTpa3BYKOBbLIX XapaKTePUCTUK pas-
MepPOB A0NeNn NeYeHu.

OBCYXAEHUE

B HacToswee Bpema B mupe ®3T gocTynHa 419 neveHus
MMC tmna | — ¢ 2003, ans nevenuns MIMC Tuna VI — ¢ 2005,
Tvuna Il — ¢ 2007 r. B Poccun 3T B HacToslee Bpems

poctynHa ans MIC tuna | (2007), Il (2008), VI (2009). Ona
MMC tnna IV B 2014 r. pa3paboTaH 1 3aperucTpupoBaH npe-
napat, NpeAcTaBAAOWMA COBON PEKOMOWMHAHTHYO dopmy
N-aueTunranakto3aMunH-6-cynbdaTtasbl, JOCTYMHbIW B HACTO-
Alee BpemMs TOIbKO 3a rpaHuuen [28].

®3T Hanbonee apdeKTUBHA NPU NETKUX U CPEAHETSKE-
nbix dopmax MIC tunos | u I, a Takke npu MIMC t1na VI.
BospacT noctaHOBKM AnarHo3a 1 Havana 3T umeeT npuH-
LUMNUanbHoe 3HayeHue, T.K. YEM paHblle Ha4vaTo NeYeHue,
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Puc. 1. I3meHeHWe 3KCKpeLuun rmuKo3amMrUHOMIMKaHoB Ha GoHe
Tepanuu (4epes 6 n 12 Mec oT Havyana neyveHuns)

26
* \ p=0,04 Kpurtepuin
24 p=0,07 Ppuamana,
2 aHanua
Bapuauuin (ANOVA)
20 1 koapduumeHT
Kenpanna,
18 p<0,018
|55
< 16
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=
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2 B }p=004)
0
Al no neyervnss Al 4yepes 12 mec neveHus
[Al" yepes 6 mec neyeHus
AnuTenbHOCTb TEepanum, Mec
o Median [ 25-75% —T— Min-Max

Tem Bblle ero aGdOEKTUBHOCTb U MEHbLUe PUCK Pas3BUTUA
HeobpaTUMbIX U3MeHeHUN [19, 29]. B KayecTBe KpUTEPUEB
oueHkn addeKTuBHocTM P3T Obin BbiIGpaHbl cnegyoume
napameTpbl: 06bEM ABUMKEHUI B NIEYEBLIX CycTaBax, GyHK-
LM BHELIHEro [blXxaHUs, YPOBEHb 3KCKpeuun Al ¢ Moyown
[30]. UmetoTca aaHHbIe 0 BbIpabOTKe aHTUTEN K NpenapaTtam,
ucnonbdyemblim ana 3T npu MIC. AHTUTENna OTHOCATCH
K UMMyHOrnobynvuHam Knacca G 1, No JaHHbIM OAHUX Uccre-
foBaTtefien, He ABNAI0TCA NPUYNHOM aHabUNAKTUYECKUX UK
LpYyrux cepbesHbix UHOY3MOHHLIX peakuun [31]. B apyrux
nccnefoBaHUAX MoOKasaHo, YTo NauneHTbl, UMeloLne aHTuTe-
Nla NPOTUB 3K30reHHO BBOAMMOro GepmeHTa, NoABEPHKEHbI

Puc. 2. 3meHeHue nnowaam cene3eHkn Ha oHe Tepanum
(4epe3 6 1 12 mMec OT Havyana nevyeHus) No AaHHbIM
YNbTPa3BYKOBOIrO UCCNEA0BaHNS

6051€e BbICOKOMY PUCKY pPa3BUTUSA NOBOYHbIX MHPY3UOHHbIX
peakumn [32]. JaHHble UMMYHOINOBYINHbI HE HOCHAT HEen-
TPanu3ylLWero xapakrepa B OTIMYME OT aHTUTEen, Bbipa-
6aTbiBaeMbIX K npenaparty Ang fedyeHus 6one3Hu lomne
[19]. Ha npumepe aHTUTEN006pasoBaHus K GepMEHTHOMY
npenapaty ana nedyeHus MIMC Ttuna VI 6bin0 nokasaHo,
4YTO cpeaHee BpeMS CEPOKOHBEPCUU cocTaBnsieT 26 Headeslb
OT MOMEHTa Havana Tepanuu. TUTP aHTUTeNn uccnegoBanu
nonyKonmMyectseHHbIM MeTogoM ELISA, B cpeaHeM OH cocTa-
Bun 1:1250-1:6250. YcTaHOB/EHO, 4TO TUTP HapacTaeT
B TeYEHWe NepBOoro roga Tepanuu ¢ NoCNeayoLWmMM BbIXOAOM
Ha nnato. He OblN0 BbISBIEHO KIMHUYECKUX MPU3HAKOB
BblpaxkeHHOro adpdeKTa aHTUTEN006pa30BaHUsA Ha pelysib-
TaTbl 3T [30]. B apyrom nccnenoBaHum oueHnBanm apdexT
aHTMTENoo6pa3oBaHus npu nedveHmumn MIIC tuna |l ngypoHat
cynbdatazon. CymmunpoBaHbl pedynbtatbl @3T Ha npoTsaKe-
HWUK 2 neTy 63 naumeHToB. BoipaboTKka aHTUTEN 3adUKCUPO-
BaHa y 37% peten, Npy 3TOM OTMEYEHO, YTO CUHTES aHTUTEN
K mpenapaTty He MPUMBOAWMA HU K CHUMEHMWIO MoKasaTtenewn
o6bema PpOPCUPOBAHHOIO BblAOXa M TecTa LECTUMUHYTHOM
X0AbObI, HU K UBMEHEHMIO PA3MEPOB NMEYEHN U CENE3EHKN.

Hawu paHHble HaGnAeHWW 3a rpynrnon nauuMeHToB
¢ MIMC cooTBeTCTBYIOT OMbITy €BPONENCKUX KOMNEr u aaH-
HbIM 3apy6exXHoM nuTepaTypbl. Tepanusa nokasana cebs Kak
adpdeKkTUBHas M 6e3onacHas. Cepbe3HbIX NTOBOYHbIX peaKL i
3aperncTpMpoBaHo He 6bl10. K coxaneHuto, B HacTosLWMM
MOMeHT B Poccuickon deepaLimm oTCyTCTBYET BO3MOXKHOCTb
onpegenaTb aHTUTeNa K pepmMeHTHbIM Npenapartam, Mo3Tomy
NpPOLLECChl aHTUTEN006PAa30BaHMS Y HaWMX NALMEHTOB MOKa
He OTCNEeXMBAOTCS.

B coBpeMEeHHbIX YCI0BMAX U3MEHSAIOTCA NOAXOAbl K Kaye-
CTBY MeAMLIMHCKOro obcnyxuBaHus, oco6eHHO B neguat-
pUYeCcKoMn npaKkTuke. MeamMumHCKasa nomoulb AeTsm B nep-
BYIO 04yepeab AO0SIKHA OoTBeYaTb KpUtepusm 6e30nacHoOCTH
B COYETaHWM ¢ HAaMBObLWKWM YPOBHEM KOMMaeHca. B cTpa-

Puc. 3. I3ameHeHne coumanbHoro KoadduumneHTta B 6annax
Ha doHe Tepanuu (Yepes 6 1 12 Mec oT Havyana neyveHuns)
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Puc. 4. YCTponCTBO BEHO3HOW MNOPT-CUCTEMBI

lMpumevaHne. 1 — cunMKoHoBas MeMbpaHa, 2 — BHELLUHWI Kopnyc,
3 — TuTaHoBas Kamepa, 4 — coeauHuTENbHAA MydTa,
5 — KateTep, 6 — KaHtons nopTa.

Puc. 5. BapuaHTbl UMIAaHTaumu
BEHO3HOW NOpPT-CUCTEMbI

Puc. 6. Celsite Babyport

Ha rpyAHOM KNeTke

Puc. 7. [leBo4yKe ¢ MyKononmMcaxapnao3om NpoBOAsT
depMeHT3aMecTUTENbHYIO Tepanuio Yepesd UMNIaHTUPOBaHHbIN
BEHO3HbIN NOPT

Hax EBponbl 1 AMEPUKM ANs NPOBEAEHMS 4acCTbiX U ANn-
TeNbHbIX MHOY3UN BBEMEHbl B 3KCMAyaTaLUWUO MMMNAAHTU-
pyemble nopT-cuctembl. B Poccunckon depepaumm Takue
cucTeMbl BHeApeHbl B NpaKkTuKy ¢ 1993 r. OcHoBHad uaes
YCTaHOBKM MOPT-CUCTEM COCTOUT B TOM, 4TOObI MPEBPaATUTL
No6yio (BEHO3HYIO, apTepmasbHy0, MEPUTOHEANbHYIO, NIEB-
panbHyl0, CMUHaNbHY0) UHOY3UIO B NPOCTYIO MOAKOMKHYIO
MHDBEKUMIO, KOoTopas HaumeHee 6ofe3HeHHa u Haubosnee
npocTa B BbINOMHEHUW. [N YMEHbLUEHWUS BblIParKEHHOCTH
HEMPUATHBIX OLWYLIEHWUN Y AeTel Npu NOCELLEHUU CTaLMo-
Hapa Ang npoBefeHUs MHOY3MM, a TakxKe And obnerye-
HUSA paboTbl MEAULIMHCKOrO NepcoHana HECKONIbKUM AETAM

¢ MIC B CaHKrt-lleTepbypre Takxe OblIM yCTaHOBMEHbI
UMMNaHTUPYyEMble BEHO3HblEe MOPT-cUcTeMbl. MopT — 3To
Heb6o/bllas eMKOCTb, UMeloLas B OCHOBaAHUU TUTAHOBYIO
Kamepy, a B BEpPXHEN 4aCTu — CUIIMKOHOBYKD MeMOpaHy,
yepes3 KoTopyl cneunanbHOM MWIIOW BbIMOMHAKTCSA MyHK-
uMn ana 3abopa KpoBW, BBeAEHMS nNpenapatoB M Mpo-
MblBaHUs yctponctBa (puc. 4). B 60KOByl0 4acTb nopTa
NnoAcCOeAMHSETCS KaTeTep; APYron ero KoHew, pasmellaeTcs
B BEPXHEN Noson BeHe HaJl MECTOM BxoJa B npaBoe npea-
cepave (puc. 5). MNopT aBasieTca PEeHTreHOKOHTPACTHbIM
YCTPOMCTBOM, 4TO 0oBGecrnevymBaeT NPOCTOTY KOHTPONS pac-
NOJIOXKEHUS CUCTEMbI U HE UCKIOYaeT BO3MOXHOCTU Mpo-
BeAEeHWUS MarHUTHO-PE30HAHCHbIX METOLOB MCCNeaoBaHus.
[aHHble CUCTEMbBI NPULLAN B MPaKTUKY U3 AETCKON OHKOJO-
rMW, TAe WKMPOKO NPUMEHSIOTCS ANS ANUTENbHbBIX U YacTbIX
MHOY3UW pasfn4YHbIX NpenapaToB. B nepepbiBax Mexay
MHOY3USAMU OHM He MOABEPXKEHbl KaKUM-TMG0 BHELWHWUM
BO3JeNCTBMSAM, obecrneymBaloT MaKcMMmasbHbii KOMOOPT
M KayecTBO XKM3HU. B CaHKT-eTepbyprckom rocyaapCTBeH-
HOM neavaTpU4yecKoM MeAMLIMHCKOM YHMBEpCUTETE MOpT-
CUCTEMbI YCTaHOoB/EHbI 5 getam ¢ MIIC. Y geten mnagwero
BO3pacTa C Maccow Tena Ao 15 Kr yctaHOBJfieHa MOAeNb
Celsite Babyport 4,5 french (puc. 6), y geten crapliero
Bo3pacTta n maccon 20-35 Kr — Celsite port 6,5 french.
YcTponcTBa MNpOCTbl B 3KCMayaTauuu, He orpaHu4yuBatoT
€XeHEeBHY0 aKTMBHOCTb pebeHKa. 3a 2 roga UCnob30-
BaHMWS NOPT-CUCTEM HE OTMEYEHO cny4yaeB Tpombo3a Wau
MHOMUMPOBaAHUS. 19 MUHUMU3ALUNK BONEBbLIX OLLYLIEHWNA,
CBSI3aHHbIX C NYHKUWEW nopTta, MPUMEHSIOT anmnivKaumio
MECTHOI0O aHecTeTMKa B MeCTe NMPOKoNa KOXKK. Takke 60/b-
WMM MPENMYLLECTBOM SIBNSIETCS OTHOCUTeNbHas cBoboja
[OBUXKEHUN pebeHKa BO BpeMs MHDY3UU, T. K. UrNa HagexHo
PUKCUPYETCS K KOXKe Haj nopTtom (puc. 7).

3AKJ/IIOMEHME

D3T aBnsaetca aPpdOEKTUBHbIM METOAOM NEeYeHUs coma-
TUYECKMX UBMEHEHWNIW OPraHOB M TKaHen B CTpyKType MIIC.
B xopge pab6oTbl onpeaeneHbl KIMHUKO-OMOXMMUYECKHUE
NpUM3HaKK, €ABASKOWMECT MapKepamu AoKasaTelbCcTBa
abPeKTUBHOCTU BAUAHMA P33T Ha comMaTUHecKoe COCTOS-
HUe OeTen — 3TO CHUMKeHue aKcKpeuunun FAl Moyun, ymeHb-
LIEHWE pa3MepoB NevYeHn u ceneseHkn. Ha poHe neyveHus
oTMeYanacb ctabunusauus npouecca: He 3aperucTpupo-
BaHO MPW3HAKOB HapacTaHWs CTENEHW MopayKeHus cepa-
ua (runeptpoduyecKonm KapauMomuonaTtumu), OTCYTCTBY-
eT [OCTOBEpHas MONOXMUTEeNbHaAsA W/WUAM oTpuuaTenbHas
AMHaMuKa. Takue e AaHHble MOay4YeHbl MO MOpPaXKeHMto
OMNopHO-ABUraTeNbHOro anmnapaTta (cyctaBoB). Ha agnHamu-
Ky NoKa3aTefie NCMXOMOTOpPHOro pa3Butua 3T BAUAHUSA
He OKasblBaeT. 3aboneBaHune MPOLOIKAET NPOrpeccmupo-
BaTb, YTO BblpaxaeTCcs B CHUXEHWW COLManbHOro Koad-
dunumneHTa B nepBble 6 Mec nedyeHus. lNonyyeHHble AaH-
Hbl€ MOXHO 06bACHUTb HEBO3MOMXHOCTbIO MPOHUKHOBEHMS
depMeHTHbIX NpenapaTtoB Yyepe3 remaToaHuedanmyeckumn
6apbep. OgHaKko, N0 CY6GbEKTUBHOMY MHEHUIO poauTenen,
COrnacHo pesynbraTaM aHKETUPOBaHMS, OTMEYEHO yy4lle-
HWE CaMO4YyBCTBMS, MOBEAEHMS, AblXaHWs, NpeKkpalleHue
HOYHbIX aMHO3 y AETEN.
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