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Mykononuncaxapugos | tuna (MIC |) — HacnencTBeHHasi 60/71€3Hb, XapaKTePU3yIoLasiCs CHUXEHMEM aKTUBHOCTH pepMeHTa
anboa-L-naypoHnaassl ¢ NocaeayLUmMm HakonieHneM renapaH- v gepMmataHcyibdata B m3ocomax. 3abosieBaHne peaKkoe,
pacrnpocTpaHeHHOCTb cocTasnseT ot 0,5 go 4 cay4aeB Ha 100000 xnBOpOxAEHHbIX aeTen. Tun HacnegoBarHms MIIC | —
ayTOCOMHO-peLIeCCHBHbIN. B HacTosee Bpems 4OCTyrnHbI iBa OCHOBHbIX MeToja ie4eHus nauneHToB ¢ MIC | — TpaHcniaH-
Taums reMorodTM4eCKnX CTBOI0BbIX K1eToK (TICK) n ¢pepmeHTo3amectutensHas tepanus (P3T). TTCK MOXKET 6bITb Jy4LLINM
BapMaHTOM JIevyeHus A5 naumeHToB ¢ Tskenon ¢opmoit MIIC | (cnHapom lypnep), ocobeHHO, ecamn conpoBoxaaercs 3T
B rnepuTpaHcniaHTalLMoHHOM rnepuoje. YenewHoe npuxnBiaeHne JOHOPCKUX KNETOK CMSrdaeT MHOIMme KAMHUYEeCKUe rpo-
SIB/IEHUS, CBSI3@HHbIE€ B TOM YMC/e C OBGCTPYKTUBHbIMM 3a60/1€BaHNAMU AbIXaTe/bHbIX MyTeMN, rernatocrnieHomeraanes, Hapy-
LEeHMAMM QYHKLUMI cepaedHo-cocyancTyro cuctembl. TITCK npegoTBpallaeT yxXyAlueHNe KOrHUTUBHbIX QYHKLMIA U Apyrve nato-
JIOrMYECKME MPOSIBJIEHUSI CO CTOPOHbI LIEHTPA/IbHOM HEPBHOM CUCTEMBI. [1pecTaBNIeHHbIE KIIMHUYECKUE NPUMEPDI OTPaXKatoT
pa3Hoe TedeHune 60/1e3HU B 3aBMCHUMOCTH OT BO3pacTa MNoCcTaHOBKU AnarHo3a, Havana ®3T v Bo3pacTta npoBeaeHusi TICK.
Knr4yeBble cnoBa: getn, Mykonoaucaxapuaos | tuna, cuHapom lypnep, TpaHCnaaHTaLUus, reMono3TMYECKne CTBOJI0BbIE
KNEeTKH, pepMeHTO3aMeCcTUTEIbHas Teparnusl, BbIXXMBAEMOCTb.

(Ana uynTupoBaHmsa: Bawakmaase H.[., Hama3oa-bapaHoBa J1.C., ypkoBa H.B., 3axapoBa E.}0., Muxannosa C.B.,
PeByHeHKoB I. B. Pe3ynbrathl depMeHTO3aMeCcTUTENbHON Tepanumn 1 TpaHcnaaHTaLMn reMono3TUYECKMX CTBOSTIOBbIX KNETOK
y MauMeHToOB C cMHAPOMOM [ypnep: KIMHUYECKUe cnydaun. Bonpockl coBpemeHHon neamnatpumn. 2019; 18 (3): 196-202.
doi: 10.15690/vsp.v18i3.2037)

OBOCHOBAHME

Mykononucaxapugos | Tuna (MIC I) — HacneacTBeHHOe
nporpeccupyiollee 3aboneBaHne U3 rpynnbl TM30COMHbIX
6one3Hen HaKkomnneHus, obycnosneHHoe aeduunTom dep-
MeHTa anbda-L-maypoHnaasbl, YTO NPUBOAWUT K Hakonne-
HWIO renapaH- 1 gepMartaHcynbdarta B pas3fnyHbIX OpraHax
M TKaHAx [1]. KnuHuyeckue nposiBieHus 3aboneBaHus
BK/IIOYAIOT MOpa*KeHwWe LEeHTpanbHOW HEepBHOW, cepaey-
HO-COCYAMCTOM, KOCTHO-CYCTaBHOW, AbIXaTe/lbHOM CUCTEM,
60/1e3HM OpraHoB 3peHus. g 3aboneBaHUs xapaKTepHo
nporpeccupytoulee TeyeHue. CpefHUM BO3pacT Npopos-
UTENbHOCTU XU3HM NauneHtoB ¢ MIC |, He nony4alowmx
fleyeHus, coctaBnseT okono 7 net [2, 3].

B 3aBMCMMOCTM OT TSXKECTU KIIMHUYECKUX MPOSBIEHWUM
pasnuyatot Txenylo dopmy MIMC | — cuHapom [ypnep,
cpeaHeTskenyto dopmy — cuHapom lypnep—Llene wn ner-
Kyto — cuHgpom Lene [2]. B HacTosiLiee BpeMs Afia nedveHus

nauneHToB ¢ MIC | npumeHsoT GepMeHTO3aMeCTUTENbHYIO
Tepanuio (P3T), TpaHCNNaHTaLMIO FTeMOMO3TUYECKNUX CTBOJIO-
BbIX KneTok (TICK) n cumntomaTtnyeckyto Tepanuto. P3T pas-
paboTaHa Ans nevyeHus Bcex nauneHtos MIIC | He3aBUCUMO
OT TAXECTM TedeHUs 3a60eBaHNs U HanpaB/ieHa Ha BOocCTa-
HOBJ/IEHWE YPOBHSA aKTUBHOCTM depmeHTa. B Poccuun npena-
paT 6bin 3apernctpupoaH B 2008 r. JlapoHMaasa sBnseTcs
pPEKOMOMHAHTHOM GOpPMON YenoBeyeckon L-naypoHuaassbl
N MPOU3BOANUTCSH C MOMOLLbIO TEXHONOTMU PEKOMOUHAHT-
Hon JHK ¢ Mcnonb3oBaHWEM KNETOYHOM KyNbTypbl AUYHMKA
KUTancKoro xoMsyKka. B 1 mn pacteBopa coaepxumtca 100 E
(npnbnuautenbHo 0,58 mr) gencrsytollero Beuiectsa. lpu
cuHapome lypnep P3T HegoCcTaTOuHO ADDEKTUBHA MO MpPU-
YMHE HEBO3MOMHOCTM MPOHMKHOBEHWS MpenapaTta 4epes3
rematoaHuedanmyecknin 6apoep [4].

EAMHCTBEHHBIM AOCTYMHLIM METOAOM JIEHEHMS, KOTOPbIV
MOXET NPefoTBPaTUTb MPOrpeccupyoLlee NopaxeHme LieH-



TpanbHOM HepBHOM cucteMsbl, aengetca TICK [5, 6]. Mocne
TpaHcnAaHTaLMK JOHOPCKME CTBONOBbLIE KIETKM KPOBM CTa-
HOBSATCS 9HAOMEHHbBIM UCTOYHUKOM AedUUMTHOro depMeHTa.
B ueHTpanbHyl0 HEPBHYLD cUCTEMY GEPMEHT MOMXKET MOCTY-
NMUTb TONIbKO 6narogapa Makpodaram, nNpyu aToMm Mmakpodaru
anddepeHUMpyoTca B MUKPOI/IMIO, KOTOopas CEKpeTUpyer
GepMeHT Ansl OKpYKaloLmMX HEMPOHOB [7, 8].

Yecnex Tepanun 60nbHbIX MIC | 3aBUCUT OT comaTuye-
CKOr0 COCTOSIHMS MauueHTa (HEBPONOTrMYECKOro craTyca,
cepaeYvHo-NeroYHbIX MNPosABAEHUN), TMNA AOHOpa, pexXuma
KOHAMUMOHMpPOBaHKA 1 Bo3pacTta [1, 7]. B yacTtHocTH, onTu-
ManbHble pesynbratbl TTCK ygaetca AOCTUYb Y GOMbHbIX
B Bo3pacTe oT 1 mec go 2,5 net ¢ DQ He meHee 70 [1, 7, 9J.
Mo6o4yHble 3dpdeKTbl nocne TpaHCcnaaHTauuu BKIKOYalOT
BUPYCHYIO MHObEKUMIO, peaKkuuto TpaHcnaaHTtaTa MNpoTuB
X035IMHa, Nero4Hoe KPOBOWUINMUSHUE, MO3KE — HapylleHue
pocta, 6ecnnogue [1, 7, 9].

KAUHUYECKME NPUMEPDI

KnuHuyeckuit npumvep N2 1

MauneHT C., Manb4mK, Bo3pact 6 net 10 mec. [MocTosAHHO
npoxknBaeT B PocTOBCKOW 06nacTu.

AHaMHe3 Xu3Hu. N3 aHamHe3a W3BECTHO, YTO Malib-
YUK OT MNepBOM OGEPEMEHHOCTH, MPOTEKaBLIEN C Yrpo30M
npepbiBaHWa B TpeTbeM TpumecTpe. Poabl B CPOK, camo-
cTtoaTenbHble. Macca Tena npu poxaeHun 4600 r, anMHa —
61 cm. OueHka no wkKane APGAR 8/9 6annos. B Bo3pacTte
1 mMec auMarHocTMpoBaHa MyrnoyHas rpbika, B 6-8 mec —
aedopmauma NO3BOHOYHMKA B MOSACHWYHO-KPECTLOBOM
CerMeHTe, a Take B 061acTu, rpyqHOM KNETKU U rONoBbl.
MpuMepHO B 3TO BpeMS 3amMeTUM MOMYTHEHWE POroBULbI.
[onoBy Ha4van gepxatb B 4 Mec, cagntbes — ¢ 9—10 mec,
xoauTb — ¢ 1,5 net.

AHamMHe3 3abosieBaHusl. Habnwoganca y HeBponora
Cc AvarHo3oM «OpraHuM4yeckoe nopaxeHwe UeHTpasbHON
HEPBHOM CUCTEMbI CMELlAaHHOro reHesza B ¢dopme Bbipa-
YXEHHOM OTKPbITOM CMellaHHOW rugpouedannum ¢ CUHAPO-
MOM MOBbILWEHHON HEPBHO-PedIEKTOPHON BO3OYAMMOCTH,
3a[EPKKON MNCUXOpPeYeBOro passutus». B 2 roga Haxo-

auncs B 60/bHULLE MO MECTY WUTeNbCTBa C AMArHO30M
«AcMMMETpHUYHas KunesuaHas aebopmauus rpyaHoOn KIETKH,
crnbaTtenbHble KOHTPAKTYPbl KOMIEHHbIX W JIOKTEBbLIX CycTa-
BOB, Nyno4yHas rpbia, ageHounabl 2—3-1 cteneHn». B 5 net
npoBefeHa afeHIKTOMUSA, B 7 NeT — TOH3WIIIKTOMMKS.
B 4 roga BnepBble 6bll 3anogo3peH MyKononaucaxapwu-
[03. BbIIBEHO yBENMYEHNE KOHLLEHTPALIMN SKCKPETUPYEMbIX
C MOYOW MUKo3aMUHorMnKaHos 4o 39,3 mr/MM (Bo3pacTHas
Hopma 3,2-5,6). AKTMBHOCTb anbda-L-maypoHmaasbl B neun-
Kouutax 3a 18 4 — 2,5 HM/mr (Hopma 61-175), XuTOoTPHO-
31aasbl B nna3me 3a 14 — 133,4 HM/mr (Hopma 4,5-198).
YctaHoBnEH agMarHo3 «MyKononucaxapuaos, tun |, cuHapom
[ypnep». ®3T npenapatom napoHMaas3a Hayvanu NPoOBOAWUTb
y Manb4mKa 4yeped 1,5 roga nocne yctaHOBMEHUS AMarHosa,
O[lHaKO B fle4eHuun 6binur nepepbiBbl MO0 3 Mec.

B 6 neT npu nocTynneHun B cTaLMOHap: KOHTaKT ¢ pebeH-
KOM 3aTpyAHeH, peyb OTCYTCTBYET, 3MOLIMOHaNbHO Yno-
WweH. Bo Bpemsa cHa 3aHMMaET BblHYKAEHHOE MONOXKEHME.
TenocnoxeHwe aucnponopumoHanbHoe. bonbluas ronosa.
KOHTPaKTypbl KPYMHbIX U MENKUX CYCTaBOB KWUCTEN pPYK.
HapyweHa Menkasa MOTOpMKa, noxoaka. [MOoSCHUYHBIN nop-
no3. lMapaBepTebpanbHaa Topcusa cnpaBa B rpyaHOM oTaene
NO3BOHOYHMKA. [pUBOASLLASA KOHTPAKTypa NaeyveBoro cycta-
Ba: d = s (100°), crnbaTenbHble KOHTPaAKTYpbl B IOKTEBbIX
cyctaBax (40°), crubaTtenbHble KOHTPAKTypbl B Ta306e4peH-
HOM cycTaBe (7°), potauusa 6eagep (30/30°), crnbaTenbHble
KOHTPaKTYypbl KOJIEHHbIX cycTaBoB (20°), ctonbl NpuBOAS-
wne nepegHero otaena (10°), cTtonbl OTBOASLME nepegHe-
ro otaena (20°). ®eHotun no tuny lypnep: rpybbie YepThbl
Mua ¢ 3anaBlIen NepeHOCULIEN, OTKPbITbIM POT, BOMbLLOM
BbICTYMalOWMN 93bIK, MaKpPOI0CCUS, KOPOTKas Lesl, Kuie-
BMAHAsA rpyaHas KAeTKa; rMnepTpuxos; LYMHOE AblXaHWe;
Koxa cyxas, rpybas. Ta3oBble GYHKLUMU HE KOHTPOMPYET.
lMomyTHEHWe poroBuuUbl. B nerkunx: gbixaHue »KecTkoe, npo-
BOAMTCS BO BCE OTAENM, XPWUMbl HE BbICAyLWMBaAOTCS. TOHbI
cepaua YMEpPEHHO MPUIYyLEeHbl, apUTMUYHbIE, CUCTONNYe-
CKMIM — M0 NIEBOMY Kpato rpyanHbl, MaKCUMasbHO B MOJOXKe-
HUW nexa, cpefHen MHTEHCUMBHOCTU 6e3 30H MpoBeAeHMUs.
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Enzyme Replacement Therapy and Hematopoietic Stem Cell
Transplantation Results in Patients with Hurler Syndrome:

Clinical Cases

Mucopolysaccharidosis type | (MPS 1) is the hereditary disease characterized with alpha-L-iduronidase activity decrease and further
accumulation of heparan and dermatan sulfate in lysosomes. MPS | is rare autosomal recessive disorder with incidence of 0.5-4 cases
on 100.000 live-birth infants. Meantime there two approaches in MPS | treatment: hematopoietic stem cell transplantation (HSCT)
and enzyme replacement therapy (ERT). HSCT can be the best option for treatment of patients with severe MPS | (Hurler syndrome).
Successful engraftment moderates such clinical signs as obstructive airway diseases, hepatosplenomegaly, cardiovascular system
dysfunctions. HSCT prevents cognitive functions decline and other pathologic features of central nervous system. Presented clinical
cases show various clinical courses according to age of diagnosis, ERT onset and HSCT implementation.
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KnuHun4yecKoe Ha6GnogeHue

102 ya./MuH. XKnBOT yBeNWYEH, AOCTYNeH rnyobokon nasb-
nauun. MNMeyveHb +3 cM OT Kpas pebepHON Ayru; ceneseHKa
He nanbnupyetcs. MynoyHas rpbixKa.

Mo gaHHbIM 3XoKapauorpadun: CTEHKU JIEBOrO XKeny-
OO4YKa YTOJLEHbI, HapyleHWne AMacTONMYEeCKOn GYHKUMK
no runepTpodUYecKomy TUNY, peryprutauus Ha MuTpasbHOM
KnanaHe 2-M CTeneHW, M30AMpOBaHHOE pacluMpeHne BOC-
Xoasen aopTbl U CTBOMA NleroyHon aptepuun. o gaHHbIM
ANeKTpoKapamMorpadmm: NpusHaku runeptpodun MmMokapaa
NpaBoro »enyaoyka, CHMxXeHne sonbtarka QRS B ctaHgapT-
HbIX OTBEAEHMSX, HapyLEeHWs npoLecca penonsapusauunu
B MWOKapAe KenyaoyKoB. B cBA3M € WYMHbIM AblXaHWEM
M OCTaHOBKaMM AblXxaHWs BO CHe 6Gblil NpoBeAeH Kapanope-
CNMpPaTOPHbLIA MOHUTOPUHT: BbISBAEH CMHAPOM OBGCTPYKTUB-
HOro arnHo3 CHa TsXKenow cteneHu. mnokcemus (SpO 59%;
Hopma > 92%). lMocne ocmoTpa cneunannuctamun (odptanb-
MOJSIOrOM, OTOMI@PUHIONOrOM, OpTONEenoM) AMArHOCTUMPOBa-
Hbl JereHepaums poroBuLbl, ABYCTOPOHHUI 3KCCYAATUBHbIN
OTUT, rMnepTpodus ageHonaoB 3-i CTEMNEeHU, rnnepTpodus
MWHOANWH 2- CTEMNEeHU, BbIBUX Ta3006€4pEHHbIX CYCTaBOB,
cnoHaunoanudousapHas gucnnasus.

Tepanusi n ucxog. C Uenblo KynupoBaHWUs MNPOSBIEHUN
cepAeyHo-N1ero4Hon HeJoCTaToO4HOCTU PEKOMEHAOBAHA CUM-
nToMaTMyeckasa Tepanus: UHIMGUTOPbl aHrMOTEH3MHMNPEBpPa-
watouiero pepmeHta, CPAP-pexkmm (constant positive airway
pressure) UCKYCCTBEHHOM BEHTUAALMKU NIETKMX MOCTOSHHBIM
NONOXWTENbHbIM JaBneHnem. ocne BbINMUCKU B TeyeHue
1,5 net 60nbHOM MOBTOPHO He rocnutanuaupoBanca. 3T
W cUMMTOMaTMYeCKas Tepanusa NPoBOAUINCE HEPETYNSPHO.

HecMoTpa Ha SAPKYI0 KAMHUYECKYD KapTWHY, AMarHo3
OblN YCTAHOBJMIEH AOCTATOMHO MO34HO — B BoO3pacTte 4 feT
MNo3gHo Havatas P3T (B 5,5 ner) U 4yactble ANUTENbHbIE
nepepbiBbl MATOreHeTMYECKOM Tepanuu He npeaoTBpaTvan
pa3BUTUS CEPAEYHO-NEr0YHbIX OCMOXHEHMI, U B BO3pacTe
7,5 neT manb4mK ymep.

KnuHuyeckuit npumep N2 2

MauuneHT C., Manb4ymK, Bo3pacT 6,5 net. [TocTosHHO npo-
¥unBaeT B MOCKOBCKOM 06/1aCTH.

AHamMHe3 u3Hn. PebeHOK OT BTOpoM 6GEepeMeHHOCTH,
npoTeKasluen 6e3 0CNOXHEHUN. Poabl cpoyHble Ha 38-1 Hej,
camocTosTeNnbHble. Macca Tena npu poxxaenun 3750 r, anu-
Ha — 53 cm. OueHka no wkane APGAR 8/9 6annos. PaHHee
MOTOpPHOE pa3BWUTME MO BoO3pacTy. PeyeBoe pasBuTHE:
K 1 roay XM3HW roBopwn OTAENbHbIE C10Ba.

AHaMmHe3 3ab6oseBaHusi. HacneaCcTBEHHOCTb OTAroLLeHa
caxapHbIM MabeToM U rMNePTOHNYECKOW BONE3HbIO Y POan-
Tenen. B Bo3pacte 1 Mec BbiiBieHa MaxoBO-MOLIOHOYHas
rpbixa, B 3 Mec npoBeAeHo onepaTtuBHOE neveHune. B 6 mec,
nocne TOro Kak pebGeHOK CcTan CaMOCTOSTENbHO CUAETb,
06Hapyxunu gebopmaumio nNo3BOHOYHWKa. B 11 mec nos-
BMAAcb MynoyHas rpbbka. B 3TOM ke Bo3pacTe 3aMeTu-
M pedopmaunio rpyaHon Knetku. lMNocne 1,5 netr mama
o6paTuna BHMMaHWE Ha perpecc MCUxopeyeBblX HaBbIKOB
M TYronoABWXHOCTb KpPYMHbIX cycTaBoB. B 2 roga Bnep-
Bble [AMarHoCTMpPOBaHbl OTKPbITbIA apTepuanbHbli MPOTOK,
M HEeJOCTaTOYHOCTb MUTPANIbHOro KfanaHa 2-h CTeNeHw.
B Bo3pacte 1 roga 9 MeC KOHCYNbTMPOBAH FEHETUKOM.
HasHayeHHble nabopaTopHble TECTbl OOHAPYKWUIM YBENNYE-
HME KONIMYEeCTBa IKCKPETMPYEMbIX C MOYOM MMKO3aMWUHO-
rMuKkaHoB o 132,9 mr/mMM KpeaTuHMHa (BO3pacTHas Hop-
Ma 4,4-8,0), CHUKEHWE aKTUBHOCTK anbda-L-naypoHmaassl
no 0,01 HM/mr 3a 18 4 (Hopma 61-175,5). B pesynbrate
OblN yCTaHOBMEH AnarHo3 «<MyKononucaxapungos, Tvn |, cuHa-
pom lypnep».

Pe6eHoK KoHcynbTMpoBaH JIOP-BpayoMm (AMarHoOCTUMpo-
BaHbl rMNepTpodmns MUHAANUH 2- CTEMEHW, OCTPbIA FHOK-

HbI CpefHWW OTWUT crnpasa), oPpTasbMOOroM (MNOMyTHEHWE
pPOroBMLbl), XMPyprom (MynoyHas rpbixKa), Kapauonorom
(HepoCTaTO4HOCTb MUTPaNbHOrO KnamnaHa 2-M CTerneHwu),
HENPOXMPYProM (aHaTOMUYECKOE CyXeHue 60/bLIoro 3aTbl-
NI04YHOrO OTBEPCTUS 6€3 MPU3HAKOB OKKIIO3UKM JIMKBOPHbIX
nyTewn), CypaAonorom (TyroyxocTb ¢ 06emx CTOpoH). 1o gaHHbIM
yNbTPa3BYKOBOIO UCCNeA0BaHNSA GPIOLIHOM NOAIOCTH: NeYeHb
U ceneseHKa yBeNnYeHbl, 3X0reHHOCTb NOBbILLEHa.

Tepanusi n ncxog. B 2 roga 10 mec (4epe3 1 rog 1 mec
nocne yctaHoBneHua avarHoda MIC 1) Hayata ©3T napo-
HMaason B go3e 100 Ea/Kr ekeHeaenbHO MO YU3HEHHbIM
nokasaHusaMm, 4yepe3 1 Mec NpoBeAeHa annoreHHas TpaHc-
nAaHTauMs KOCTHOro Mo3ra noaHocTbio HLA-coBMecTMmoro
poacTBeHHOro goHopa — otua (10/10). TpaHcnnaHTaumio
nepeHec yaosneTBopuTenbHO. MNpoBoannacb npodunakTnKka
peaKkuuun TpaHcnaaHTaTa NPoTUB X035iMHa, BUPYCHbIX, 6aKTe-
pUanbHbIX, FPMOKOBbLIX OCNOXKHEHUIW. B 3 roga 9 mec B cBA3MK
C POXKAEHMEM elle 0aHOro pebeHKa B ceMbe Oblsl NpoBeaeH
OHK-aHann3 ana BbIABAEHUS CEMEWHOM MyTauuu B reHe
anbda-L-ngypoHunaasel IDUA (MccnegoBaHue MNpoOBOAMIOCH
Ha martepuane BOPCUH XOPWOHA, NONYYEHHbIX Ha 9-M Heq
6epemeHHocTH). o pe3ynbTaTtamMm aHanu3a 6bl10 06HapyKe-
HO ceMenHoe HocuTenbCTBO BapuaHTa p.GIn70Term (Q70X)
B reHe IDUA B reTepO3NroTHOM COCTOSIHUU.

MprMepHO Yepes rog HavaTta nocteneHHas oTMEHa UMMY-
HOCYNpPEeCCUBHOM Tepanuu (Takpoammyc). Hepes 4 mec nocne
OTMEHbI TepanumM peKoMeHA0BaHO NpoBeaeHne TpaHcdysnm
OOHOPCKMX TMMPOLMTOB OT OTLa-g4oHOpa. XMMEPU3M Mnepu-
depunyeckon Kposu 78,3%. lNepBas TpaHchy3us AOHOP-
CKUX NMMOOUMTOB BbINOSHEHA B HadvanbHOM Ao3e CD3+
1x10% Ha 1 kr maccbl Tena. [Janee MpOBOAWNIOCL BBe-
neHve 1 pas/Mec C MNOCTENEHHbIM YBENUYEHUEM [03bl.
Ha atom ¢oHe aKTMBHOCTb L-uaypoHuaasbl B NenKouuTax
KpoBK Bblpocna ¢ 6,8 go 57,9 HM/mr 3a 18 4 (Hopma
61-175,5). lNo pelieHnto KOHCHUMyMa NpoBoaniacb MMMY-
HoabnatuBHaga Tepanusa ¢nyagapabuvHOM B cpeaHen A03MU-
poBKe (90 Mr/M2 Ha Kypc) B TeYeHUe 3 CyT C MOCAeayoLLUM
BBEeAEHWEM AOHOPCKUX TMMPOLMTOB. Y pebeHKa noctenex-
HO HapacTana oAplllKa Npu Harpy3Ke, OTMeYaanchb anNn3oabl
anHos M xpana BO cHe. [poBeaeH KapauopecnupaTopHbIn
MOHWUTOPWHT. BbiiBAeH CUHAPOM O6CTPYKTUBHOIO anHo3 CHa
TAXenon cteneHn. B Bo3pacTte 4 net 6 mec nposedeHa aje-
HOTOH3WUANIKTOMUSA. Y4UTbIBas HU3KYIO aKTUBHOCTb pepMeH-
Ta M CMellaHHbIn Xumepn3m, B Bo3pacTe 4 neT 3 Mec HavyaTa
®3T napoHnagason no 100 ME/kr 1 pa3/Heq.

B HacToswee Bpemsa ycTaHOBAeH aAnarHos: «MyKo-
nonucaxapuaos, tun | (cuHgpom lypnep). CoctosiHue nocne
aNNOreHHoOM TpaHcnAaHTauun KOocTHoro mosra oT HLA-co-
BMECTUMOro POACTBEHHOrO AoHOpa B 3 roga, TpaHcdy-
31MWU OOHOPCKMX NTMMPOLIMTOB. BporKAeHHbIM NOPOK cepaLla.
OTKpbITbIM apTepuanbHbii NPOTOK. HegocTtaTo4yHOCTb aop-
TalbHOrO KfanaHa 3-M CTerneHW, MUTPaNbHOro KianaHa
2- CTENEeHM, TPUKYCNUAanbHOro KnanaHa 1—2-n CTeneHu.
®K IIA no Ross. CTeHO3 NO3BOHOYHOIO KaHana Ha ypoBHe
LUEMHOro otaena No3BOHOYHMKA. KapnanbHblM TyHHENbHbIN
CMHAPOM C ABYX CTOpPOH. HapylweHne ncuxopeyeBoro pas-
BUTUS. HapylweHne amoumin u noBegeHus. Obuiee Heao-
pa3BuTHe pedn 2-n cteneHu. [BYCTOPOHHAS AMCTpodUSA
POroBuMLbl, TMNEPMETPONUS CPEAHSS, KOCornasne, cxoasile-
ecsl Ha noctosHHoe. CMHAPOM OGCTPYKTMBHOIO amnHO3 CHa
JIEFKON cTeneHu TaxecTu. BanbrycHasa gedopmanmns HUKHUX
KoHeyHocTel. TyronoaBUXKHOCTbL B cycTaBax». Ha ¢doHe P33T
(4epe3 6—8 mec) Habn4anoChb yMEHbLLEHWE TYronoABUMKHO-
CTU CYCTaBOB, yNy4LIEHUS MOXOLKMN U KOTHUTUBHbIX QYHKLNUHA,
B peyYv NOSIBUINCH HOBbIE CNoBa.

B 3akn4yeHne HeobxoAMMO OTMETUTb, YTO AarKe Mpwu
Ha/IM4YMU XapaKTEPHbIX KIMHUYECKUX NPOSIBAEHUI 3a6oneBa-



HUS AMarHos pebeHKy 6bi1 ycTaHoBMEeH no3aHo. TICK, npo-
BefleHHas B TpexJeTHEM BOo3pacTe, He uMmena A0CTaToO4HOro
NONOXUTENbHOIO 3dpdeKTa, U TONbKO nocne Hadvana P3T
COCTOSIHME pebeHKa yaanoch CyWeCTBEHHO YNyHLINUTb.

KnuHuyeckuit npumep N2 3

MauneHT C., Manb4mK, Bo3pact 8 net 8 mec. [MoCTosAHHO
npoxknsaet B MocKBe.

AHaMHe3 Ku3HU. PebGeHOK OT nepBon 6epemMeHHOCTH,
npoTeKkaBlen 6e3 ocobeHHocTen. Poabl nepBble, CaMoCTos-
TenbHble, cpoyHble. Macca Tena npu poxaenun 4000 r, anu-
Ha — 55 cM. OueHKa no wKane APGAR 7/8 6annoB 3a cyeT
acnupawmm OKONOMNOAHbIX BOA, MOC/E Yero ABOE CYTOK Haxo-
AMNCA B OTAENEHUU MHTEHCUBHOM Tepanuu, nosyyan aHTM6aK-
TepuanbHylo Tepanuto. BbinucaH M3 pogaoMa B yAOBNETBO-
PUTENIbBHOM COCTOSIHUU Ha 7-€ CyT XXM3HW. HacneacTBeHHOCTb
M0 reHeTUYECKMM 3a60/1IeBaHNAM He OTAroLLeHa.

AHamHe3 3abosieBaHus. B Bo3pacte 1 mec neauatp
obpaTtuna BHUMaHue Ha 60/bluyto rofioBy pebeHKa. B 2 mec
HEeBpONOr 3anogo3puna rugpouedanumto, ogHaKo Ha obene-
foBaHue pebeHOoK oTnpasneH He 6bi1. B 4 mec, Bo Bpems
npoBeAeHMs Maccaxa, 06paTuaM BHUMaHWE Ha yMepeH-
HYIO TYrOnoABWMMKHOCTb B KOHEYHOCTAX M GOJbLUIME KWUCTHU.
B 9 mec n3-3a 3a4eprKKUM MOTOPHOrO pasBUTUS pebeHOK
6bl/1 OCMOTPEH OpTONeaoM: oTMeYeHa aedpopmalms No3Bo-
HOYHMKa M TYronoABMKHOCTb B KPYMHbIX CyCTaBax BEPXHUX
M HUXKHKUX KOHe4YHocTen. MNpun nnaHoBOM NpPOBEAEeHUU 3XO0-
Kapavorpaduu B Bo3pacte 9 mMec BbigBleHa HegocTaToy-
HOCTb MWUTPasbHOro KnanaHa 2-v CTeNeHU U aopTalbHOro
KnanaHa 1-2-n cteneHu. B 1 rog noctaBneH AuarHos
Mykononucaxapuaos | tTuna (CuHgpom lypnep).

Tepanus u ucxog. No npuyYnMHE OTCYTCTBMS COBMECTUMOrO
[IOHOpa cpeau GauKanlmx POACTBEHHUKOB 6bl1 MHULIMUPO-
BaH MOWCK HEPOACTBEHHOro AoHopa. B pesynbrate yepes
3 Mec 6bln HanaeH OOHOP MyNOBWMHHOW KpoBM, M B 1 rofg
3 Mec nNpoBeAeHa TpaHcnAaHTauuMs anioreHHbIX reMonoaTh-
YeCKMX CTBOMIOBLIX KNeTOK. [locne onepauuu BbISBASINCH
CMELUaHHbIN XuMepu3Mm, Bupyc InwTtenHa—bapp, anu3o-
bl MTHPEKUMOHHbIX 3a6osieBaHM. Annepruvyeckne peaxkumm
He BO3HMKanu. B 2,5 roga 6bi1la OTMEHEHA WMMMYHOCY-
npeccuBHasn Tepanusa LMKNOCNOPUHOM, HavyaTasa B Bo3pacTe
1 roga 3 mec. B 3 roga B aHanuse nepndepuyeckon Kpo-
BW BbISIBJIEH MOJIHbIA AOHOPCKUN XMMePU3M. KOrHUTUBHbIE
HapyLLEeHNs He BbIBNEHbI, OAHAKO MeaNeHHO NPOrpeccupo-
Ba/IM KOHTPaKTYpbl B CyCTaBaXx KUCTH.

B Bo3pacTte 8 neT y nauueHTta CHU3WNacb TaKTUbHas
1 6oneBas 4yBCTBMTENbHOCTb, NOSIBUINCE YMEPEHHO Bbipa-
KEHHble MoKa/blBaHUS B Nanbuax pyk. MNpu aneKTpomuo-
rpadum BbIIBNEHbI NPU3HAKKM NATONOMMK CPEAMHHOMO HepBa
B 06nactM KapnanbHOro KaHana. [lpoBegeHa pe3eKkuus
nornepeyvyHon CBS3KM KaprnanbHOro KaHana M 0cBOGOXae-
HWE CPEAMHHOro HepBa OT KOMMPECCHUM C MONOXKUTENbHbLIM
adbeKTOM, PYHKLMA HEPBA NOSHOCTbIO BOCCTAHOBNEHA.

B HacTosee Bpems (Bo3pacT 8 net 8 mec) npu ocmo-
Tpe — nerkue rapronovaHble 4epTbl aAuua. HapyweHue
KOHLIEHTpaLMM BHUMaHUS, MOTOpPHas PacTOPMOXKEHHOCTb.
BopoHKkoo6pa3Haa gedpopmauns rpyaHon KIeTKu, Gpaxu-
uedanusa, BanbrycHaa gedbopmauus roneHew, CTOM, KOH-
TPaKTypbl MAeYeBbIX, NOKTEBLIX CYCTAaBOB M KUCTEW PYK.
[BuratenbHble HaBblKW: MOXOAKA Ha NIOCKOBablryCHbIX CTO-
nax, Ha HOCKax CoxpaHeHa, Ha NATKax 3aTpyaHeHa. [bixaHue
Hag NEerknmu Be3UKYNSpHOEe, paBHOMEPHO MPOBOAMTCSA
BO BCe OTAesfbl, XPUNOB HeT. Yactota AblxaHua 24 /MWH.
Sat0, 96-97%. O6nacTb cepiua BW3yalbHO W3MeEHeHa
3a cyeT gedopmaLmMun rpyamHbl. TOHbI cepala 3BYYHble, PUT-
MWYHble. YHacToTa cepaeydHbiX COKpalleHurn 82 ya./MuH,
apTepuanbHoe aaBfieHne Ha pykax 95/65 mm pT. cT. KuBoTt

MSAMKUIK, 6€360Me3HEHHbIN NpKU Nanbnauuu. lNeveHb n cene-
3€HKa He yBennyeHbl. HocUT 04KK, aKk3o0dTanbm.

MauneHT HabnogaeTcs y Kapavonora ¢ gnarHo3om «Hepgo-
CTATO4YHOCTb MUTPASIbHOrO KnanaHa 2-u CTeneHu, HepocTa-
TOYHOCTb aopTasibHOro KianaHa 1-M cTeneHu, oTmedvaeTcd
He6onblias oTpuuaTenbHas AMHaAMWKa B BUAE NOSIBAEHMSA
HEeAOCTaTOYHOCTM Ha TPUKYCcNMAanbHOM KnanaHe 2-u cre-
neHw», y odTtanbmonora c¢ AuvarHosoMm «[Mnepmerponus
BbICOKOW CTEMNEHU (HOCUT OYKM), MOMYTHEHME POroBuULbI,
ambnuonunsa cpegHen creneHn oboux rnas». foag Hazag npu
yNbTPa3BYKOBOM WCCNEeAOBaHMM Na3HblX 670K BrnepBble
BbISIBMIEHbI NPU3HAKM YNIOWEHNSA MasHbIX 960K, YyKOpoye-
HUS NepeaHe3agHen OCH, YTONLLEHUS CETYATKU U 3pUTENb-
HbIX HepBOB. B Bo3pacte 8 ner 8 Mec HOpmManuM3oBaHHOE
COAEpPIKaHWe TMMKO3aMUHOMMKAHOB B MoYe (onpegensnu
KO/IMYECTBEHHbIM METOAOM Ha OCHOBE Kpacutens avme-
TUIMETUIEHOBOIO CHUHEero) — 13 Mr/MMOJb KpeaTuHMHa
(Hopma < 16). o u nocne nposeaeHua TICK dpepmeHTO3a-
MECTUTENbHYIO Tepanuio He nonyyan.

Manb4ymKy yCcTaHOBWAM AMarHos B 1 roa, 1 yepes 3 Mec
ycnewHo nposeaeHa TICK. ComaTuyeckoe COCTOsSIHME CTa-
61NbHOE, MEAIEHHO MPOrPECCUPYIOT KOHTPAKTYpbl B Kpyn-
HblX cycTaBax. Pe6eHOK BefeT aKTUBHbIM 06pa3 MKW3HMW,
nocewaetr o6uieobpa3oBaTefibHYO LWKONY, 3aHMMaeTcs
NOBUTENBCKUM CNOPTOM. AKTUBHOCTb GepMeHTa B npeaenax
HOPMbI, B IaHHbIA MOMEHT B npoBeaeHun ®3T He HyXKaaeT-
csl. MOHUTOPUHI COCTOSIHUS NauueHTa 6yaeT NPoLOMKaTbCS
C LeNblo CBOEBPEMEHHOIO BbISIBAEHUS MOTEHLMANbHOI0O
YXY[ILLEHWSA COCTOSHUA U NpUMeHeHns O3T.

OBCYXAEHUE

Hab6ntogeHve 3a getbMu ¢ cuHapomMoM lypnep nokasano,
YTO BCE NaALMEHTbI UMENU Ha NEPBOM FOAY XKMU3HW NONNOPraH-
Hble nopakeHns. OAHaKO 3HAYMTENBHOIO MOBbLILWEHNS Kaye-
CTBa }M3HU 1 GU3NYECKON BbIHOCIMBOCTM NaLMEHTa yaanocb
[06UTbCA TONbKO B C/lyd4ae paHHeW AMarHOCTUKKU 3abosneBa-
HUA, Havyana P3T cpasy nocne NocTaHoBKKM AnarHo3a n TTCK
Ha BTOPOM rofy *KM3HuW. be3 npoBeaeHus nevyeHns 60nbHble
nornéatoT Ha NeEPBOM AECATUNETUM KU3HU [2, 3].

Mo coctosaHuio Ha 2018 1. 6onee 1000 nauymeHTOB
¢ MMNC npownn TICK [10-12]. Hanbonee pacnpocTpaHeH-
HbIM METOAOM fleyeHuss Ans 60nbHbIX cuHApomoM Llene
n lypnep-Lllene octaetca exeHepenbHas O3T [13, 14].
B HacTosiuee Bpemsa TICK ncnonb3yeTtcs Ans ne4YeHus Taxe-
nbix dopm MIC |. OagHO M3 OCHOBHbIX pasnuunin mexxay 3T
n TICK 3akntoyaetcsa B ToM, 4To npu 3T BBOAUTCA TONIbKO
HEOob6X0AMMbIN GEPMEHT, KOTOPbIA LMPKYIUPYET B KPOBOTO-
Ke, UMEeeT KOPOTKUI nepuop noaypacnaga U He MOXKET MPoxo-
OWTb Yepes rematoaHuedanmyecknin bapbep. Hanpotus, npu
TIFCK OOHOPCKME CTBOIOBbLIE KIETKU LMPKYIUPYIOT B KPO-
BOTOKe, MPOXOAAT 4yepeld remMartoaHuedanmyeckun 6apbep
n anddepeHumnpyroTes (Hanpumep, T-KNeTKM, Makpodarm,
MUKPOIKUS) B MUKPOTIMaNbHbIE KNETKU, KOTOPbIE CUHTE3N-
pyloT AePUUNTHBIN GEPMEHT B pPasfMyHbIX y4acTKax Mo3ra
[15]. MpeumyuiectBa TITCK 06ycnoBfeHbl 1 TeM, Y4TO 3TO eAu-
HOBpPEMEHHas npoueaypa, Nocne KoOTopowr y naumeHTa noss-
N€TCA NOCTOSAHHbIN UCTOYHUK pepMeHTa, obecrnedynBaloLLmi
ObICTPbIA KIMPEHC MMUKO3aMUHOMMMKaHoB [16-18]. Mo aaH-
HbIM LIEHTPOB, B KOTOpPbIX BbinonHsaeTcs TICK, B nocnegHee
Bpemsl KoHcTatupyetca 10-n1eTHAS BbIXKMBAEMOCTb NauueH-
T0B ¢ MIC | Ha ypoBHe 90%, B OCHOBHOM 3a CYET MUCMOJIb30-
BaHWsA 06HOBEHHbIX NMPOTOKO0B EBponenckoro obuiecTea
no nepecagke KPoBM U KOCTHOrO MO3ra, 0T6opa NOAXOASALLMX
[loHOopoB, onpeaeneHns HLA-cOOTBETCTBUSA, HOBbIX alroOpuT-
MOB noaaepxuBatwllen Tepanuun [19-21]. BmecTte ¢ TeM
NnoKasaHo, 4To addeKTnBHoCcTb TICK 3aBucUT OT Bo3pacTa
nauueHTa u ctaguv 3abofieBaHUs Ha MOMEHT NPOBeAeHMS
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npoueaypbl [22-24]. B yactHoctH, B 2015 r. J. Tanjuakio
M coaBT. [25] nokasanu 6osiee BblpaxKeHHOe ynydlleHne
KayecTBa Xu3Hu naumeHTtoB ¢ MINC nocne nposeaexHns TICK
B BO3pacTe A0 5 net no cpaBHEHMIO ¢ TeMu, Komy TICK 6bina
caenaHa nocne 5 ner.

C npoBeaeHnem TICK cBA3aHO 3aMensieHne nporpeccu-
pOBaHMS TYronofBMXKHOCTM B CYCTaBaX M CHUXKEHUS YHK-
LM CcepaeyHO-COCYANCTON CUCTEMbI, YNyyllEHUE 3peEHUS,
cnyxa. Yeptbl nnua y 6onbHbix nocne TICK crtaHoBsATcA
MeHee rpybbiMu, ynydllaeTcs AbixaTenbHasd GyHKLMS, B YacT-
HOCTW YMeHblUaeTcs CTeneHb OOCTPYKTMBHOMO amHO3 CHa,
CHUWXKAIOTCA CMMMTOMbI renatocnieHomMeranun [26-28].
JanbHenwero yxyaweHuss KOFHUTMBHOrO cTatyca Ha ¢oHe
npoueaypbl He npoucxoaut [17, 29]. Tem He meHee TICK
He cnocobHa 3HaYWUTENIbHO YMEHbLUUTb NpPOrpeccMpoBaHme
nopaKeHns KOCTHO-CYCTaBHOro annapata, MOMYTHEeHUS
porosuubl, AMCOYHKLMIO KlanaHHOro annapaTa cepaua.
He ynydwaet TICK 1 yxke nMetomecs KOrHUTUBHbIE U UHTEN-
NleKTyaNbHble HapyleHus [30-32].

MoBblWeHWe OCBELOMNEHHOCTM Bpavyern O MyKOMoau-
caxapuao3ax M BHeOpPEHWE CKPUHWHIa HOBOPOMAEHHbIX
WAN CENEKTUBHOIO CKPWMHMHIA MO3BOASAIT OBGHapyKMBaTb
60N1e3Hb Ha paHHeM 3Tane 1 Ha3HavyaTb Tepanuto 4o pPasBu-
TUS HEOOPATUMBbIX TAMXKENbIX KIMHUYECKUX cumnTomoB [33].
B 2015 r. A. Aldenhoven 1 coaBT. [15] npoBenu A0Arocpos-
HOe [eBSITUNIETHEE — WCCNEeJOoBaHWe, B KOTOPOM Yy4acTBO-
Banu 217 nauneHToB ¢ cMHAPOMOM [ypaep nocne nevyeHus.
Bonee 70% nauneHTOB NPOLLIN yCNELWHYO TPaHCMNaHTaLMIo.
Oco6eHHO xopollee COCTOAHNE KOTHUTUBHbIX QYHKLIMIA OTMe-
Yyanochb y Tex naumeHToB, KTo nepeHec TICK B 6051ee paHHeM
Bo3pacte. CoxpaHeHWe HEWPOKOrHUTUBHbLIX GYHKUMK Npwu
paHHeM Havane TICK noka3aHO U B ApYrMx UCCNeLOBaHUAX
[34-36]. Kpome TOro, naumeHtbl ¢ DQ > 70, kotopbiM TICK
Oblna npoBefeHa B BO3pacTe [0 2 NieT, AEMOHCTPMPOBau
Ny4wnin apdEeKT oT NPOBEAEHHOW Tepanun no CpaBHEHUIO
C nauueHTamu, UMetoLwmMMn ncxodHbin DQ < 70 [22, 37].

JNletanbHocTb nocne TFCK

Hago otmMetuTb, 4TO, HECMOTPS Ha 6e3YyCNOoBHbLIA MOo-
WuUTenbHbll addeKT, TTCK ocTaeTcs [OCTAaTOYHO COMXHOM
npoueaypon. Ans TITCK xapaKTepeH BbICOKMI PUCK pa3BUTUSA
MHOEKLMOHHBIX OCNOXHEHUHN, HapyleHns pocTta u 6ecnno-
Ons, OCTPOM UM XPOHUYECKOWN peaKLMu TpaHcnaaHTaTa npo-
TUB X0391Ha ¢ OPMUPOBAHMEM MONMOPraHHOM HeaoCTaTou-
HOCTM BMJIOTb A0 NieTanbHOro mexoda [18, 29, 38]. o 2000 r.
NleTanbHOCTb Mocne TpaHcnaaHtauuMn y nauueHtos ¢ MIIC
O6blna Ha 27% Bbllle, 4eM B HacTosilee Bpemsa [29, 39].
be3peumnarBHas BbIXMBAEMOCTb Y NALMEHTOB C CUHAPOMOM
[ypnep ¢ 2005 no 2008 r. Bbipocna Ao 91%, B nepsyto
oyepedb 3a CYET yNyylleHMs NPOTOKOIOB TpaHCnaaHTauuu
[37, 38]. MaKkcvManbHbIA PUCK NIETaNbHOrO UCX0Aa B CBA3M
¢ TTCK y naumeHToB ¢ cMHApomMOM [ypnep oTMe4YeH B TeyeHne
nepsbix 12 Mec nocne TpaHcnnaHtauuu [40, 41]. OCHOBHbIMU
npUYMHaMu neTanbHOro Ucxoda ABASTCH MHPEKLMK, Neroy-
Hble KPOBOMU3NUSAHUSA, peaKLMs TpaHcniaHTata NPoTUB X034-
WHa, MoJMopraHHas HeAoCTaTOYHOCTb, OTTOPMKEHME TpaHC-
nnaHTaTta, TOKCMYecKkue peakumu [1, 40, 41].

B 2017 r. N. Rodgers u coasT. [1] coobwunm o0 30-neTHem
nccnenoBaHnn mncxogoB y 134 naumeHtoB ¢ MIC | nocne
TICK. BbixknBaemocTb coctaBuna 70% 4yepes 1 rog nocne
TICK, 62% — 4yepe3 10 net, 37% — 4epe3 25 net nocne
TpaHcnnaHTauMu. ABTOpbI BbiSBWUIU 60/ee BbICOKYIO NeTab-
HOCTb Cpeau UL, KEHCKOro nona, NpuMyem He3aBWUCHMO
OT Nepuoaa BpeMeHH, B Te4HeHne KOToporo 6blia npoBeaeHa
TICK. B 27% cny4aeB NpuU4nHON CMEpPTKU Oblna AbixaTenbHas
HeAgoCTaToO4HOCTb, B 12% — uHdeKumn, B 8% — cepaeyHo-
cocyancTas natonorus. BaxHO OTMETUTb, YTO OTHOCUTENIbHO

BbICOKMW PUCK CMEPTU XxapaKTepeH ansa nauyneHTtos ¢ MIIC |,
y KoTopblx Ao TICK 6binn AnarHOCTUPOBaHbI TAXeNnoe nopa-
YEHUE HUKHUX OblXaTeNbHbIX NyTEW Wan MHEBMOHMUMK [42].

Kom6uHupoBaHHaa tepanua ®3T u TTCK

Kom6uHunpoBaHHaa Tepanua P3T u TICK asnsetcsa
60/1ee HOBbIM, MPOrPECCHMBHbLIM MOAXOI0M K IEHYEHUIO NaLn-
eHTOB ¢ cuHapomom lypnep [34, 43]. B ABcTpanuu, Hanpu-
Mep, nauneHTbl ¢ MINC | HaynHatoT nonydyatb P3T 3a 12 Hen
0o v B TedeHne 15-17 Hen nocne TICK [44]. CunTaeTcs,
yto ®3T cTabunuanpyet coctosiHue naumeHtoB Ao TICK,
yaydwaeT GyHKLUMIO AblXaTeNlbHOM U cepaevYHO-cocyanucTom
cuctem [45, 46]. CoyetaHne P3T n TICK cHUKaeT pUCK
Pa3BUTUS OCNIOKHEHUI U HACTYMIEHNS CMEPTU, CBA3AHHbIX
C TpaHcnnaHTauuewn [45, 47, 48]. Ucnonb3oBaHne P3T
naeT BpeMs 1 Ha NOUCK goHopa [47, 48]. B KOHEYHOM cyeTe
coyeTtaHue P3T ¢ TICK npmBOoAUT K 3HAYUTENBHOMY MOBbI-
LUEHUIO Ka4yecTBa XM3HU U OUIMUYECKOW BBLIHOCIMBOCTH
nauneHToB, 4eM N060N U3 3TUX METOAOB NPU U30/IMPOBAH-
HOM NpUMeHeHuu [47, 48].

B 2016 r. A. Ghosh u coaBT. [34] ony6nnkoBanu pesysb-
TaTbl NPUMeEHeHUs KombuHauun P3T u TICK y nauueH-
T0B ¢ MIIC B nepuop ¢ ceHtabpa 2004 no uioHb 2014 .
B KIMHWKe YHuBepcuteta MuHHecoThl (CLUA) n KoponeBckow
MaHyecTepckoin aeTckor 6onbHULe (Benukobputanus). ©3T
(BO BCeX cnyyasx naumeHTsl nonydanu no 0,58 mr/Kr napoHu-
[la3bl B HEJEN0) HAYMHaIN cpasdy nocne yCTaHOBMAEHWS auna-
rHo3a MIC | u npogonkanu B cpefHeEM B TedeHure 8 Hea nocne
TpaHCcMNaHTaLUMKn (B YHUBEPCUTETCKON KIMHUKE) AW A0 Mpw-
YUBMEHUS TPAHCNIaHTaTa (B A4ETCKOM 60/bHULLE MaH4YecTepa).
O6was 10-neTHAA BbDKMBAEMOCTb B 3TOM WUCCEfOBaHMU
coctaBuna 86%, a obuiasi BbIXXMBAEMOCTb 6€3 NpoBeaeHUs
®3T nocne TpaHcnnanTaumn — 80%. OgHaKo 6b110 NoKasaHo,
41O KOMBUHaUms TICK n ©3T He cHUKana TAXEeCTb peaKLun
TpaHcniaHTaTa NPOTUB X03sMHa Y NauneHToB ¢ MIC.

KpaiiHe BaxkHO, 4To6bl TICK 6blna NnpoBeaeHa KaK MOX-
HO paHblue, NOTOMY YTO JOHOPCKUM K/IEeTKaM AN 3aMeHbl
CYLLIECTBYIOLLMX KIETOK MUKPOIUKM TpebyeTtcs okono 12 mec
[35, 36]. BoccTtaHoBIEHME aKTMBHOCTM COBCTBEHHbIX dep-
MEHTOB A0 HOPMallbHbIX 3HAaYeHUI HabngaeTcs y naumeH-
TOB Moc/fie TpaHcnIaHTauuu TonbKo Yyepes 6-12 mec, B 3T0
BpeMs Lenecoobpas3Ho NPOoA0IKNTL HavyaTyto A0 TPaHCMNIaH-
Taumm ©3T [49-51].

3AKJ/IIOMEHUE

TICK — MefuuMHCKaa TexHonorus, nossossiowas
YAYHLWKUTb KayeCTBO M MPOrHO3 XU3HW MaLMEHTOB C TsKe-
nbiM TeyeHnem MIC . Mcnonb3oBatb TICK »kenatenbHoO A0
2,5-neTHero Bo3pacTta, Npu 3TOM MauMeHTbl AO/IKHbI UMETb
ucxoaHbin DQ > 70. K npeumywiectBam TICK MOXHO OTHe-
CTU COXpPaHEeHWEe KOTHUTMBHbIX QYHKLMK, YTO HEBO3MOXHO
npu BHyTpMBeHHOM BBeaeHun P3T. Mcnonb3oBaHue TICK
B coyeTaHun ¢ P3T (8o v nocne TpaHcnaaHTaLumMn) NPUBOANUT
K 3HAYUTENIbHOMY YNYYLLIEHWIO KIMHUYECKON KapTUHbI 3a60-
NIeBaHUA U CHUXKEHUIO pUCKa cMepTu nauuneHTos ¢ MIIC 1.
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3aKOoHHble NpeacTaBUTeNn (POAUTENM) BCEX TpeX Nauu-
€HTOB Aanv MHGOPMMUPOBaHHOE cornacue Ha o6cnefoBaHme,
fieyeHne 1 Ny6nnKaumio JaHHbIX.
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