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B craThe nmpeacTaBIeHO KIMHHYECKOEe HAGIIOeHUe MANieHTa, KOTOPOMY JAMATHO3 MYKOIIOJHMCAaxXa-
puno3a (MIIC) I Tuna 6b11 HocTaBiieH B Bo3pacte 1 rog 1 mec u ObLIO IPUHATO PelIeHUe 0 Ha3HaYe-
Hun depmerTozamectuTenabuoii Tepanuu (P3T) axpaypa3sumMoM ¢ MOCJEaYIONIei TPaHCIIAaHTAIEH
koctHOro Mo3ra (TKM). ITocie TEM xumepusm goctur 99% u coxpansiica Ha nporskenuun 200

JHeil 0T MOMEHTa IpoBeNeHUsA TpaHcmiaaHTanuu. OMHAKO Jajiee XMMEPU3M CTAJ CHUMKATHCH, IIO
IOBOAY 4ero ObLIU IMPOBeXeHbI TPaHC(PY3NU JOHOPCKUX JUMGOINTOB, HO CHUKEHNE IIPO0JIKAIOCH
u K Bospacty 3 jget 2 mec (+658 mueit or marer TKM) xumepusm cocrasun 10% . K Bospacry 3 aer
7 Mec xuMepu3M coxpaHuica Ha ypoBHe 10% , mpu 3TOM y mamHeHTa 0TMeYaJjach MOJOKUTEIbHA T
IMHAMUKA B BH/e yBeJIUYeHHsd 00'beMa NBMKEeHUA B cycTaBaxX. OOIeMO3TOBBIX 1 MEHUHTeaJIbHBIX
CHMIITOMOB y peGeHKa He 0b1710. BBIJI0 IPUHATO pelleHne 0 NPOOIKeHUY HaOJMIOAeHNs MalueHTa
0 Ha3HAYEeHHU AJbaypa3uMa IIPU CHHKEHUU aKTUBHOCTH )epMeHTa JJIF PeJOTBPALleHUus Imporpec-
CHUPOBaHHSI CHMIITOMOB 3a0o0jeBaHns. 3akmaoueHue: nanueHTsl ¢ MIIC I Tuna mocae TKM ny:xaa-
I0TCA B IPHCTAJHFHOM HAO0JIIOIEHUHU M IIPH HU3KOM YPOBHE XMMepHu3Ma Heo0X0IMMO paccMaTPUBATh
BOIIPOC O CBOEBPeMeHHOM IiepeBoae manuenta Ha ®3T.

Knwoueesle cnosa: demu, mykonoaucaxapudo3 I muna, mpancnianmayus KOCMHO20 M032a, XUuMme-
pusm, pepmenmozamecmumenvHas mepanus, aib0ypasu.
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CLINICAL OBSERVATION OF A PATIENT WITH TYPE 1
MUCOPOLYSACCHARIDOSIS AFTER ALLOGENEIC BONE MARROW
TRANSPLANTATION FROM THE INCOMPLETELY HLA-COMPATIBLE
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The article presents clinical observation of a patient who was diagnosed with type 1 mucopoly-
saccharidosis (MPS) at the age of 1 year and 1 month and received enzyme replacement therapy
(ERT) with aldurasim followed by bone marrow transplantation (BMT). After BMT the chimerism
reached 99% and persisted for 200 days after transplantation. However, further chimerism began
to decline, transfusions of donor lymphocytes were performed, but the decline continued and at
the age of 3 years 2 months (+658 days from the TCM date) the chimerism was 10% . By the age of
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replacement therapy, aldurasim.

Myxonoaucaxapunos I Tuma (MIIC I) — peagkoe meta-
0osmuecKkoe 3a00JieBaHME C ayTOCOMHO-PEIeCCUBHBIM
TUIIOM HACJIEJOBAHUA U3 I'PYIILI JU30COMHBIX 00I€3HENH
HAKOILIeHUs, 00YCJIOBJIEHHOE HEJOCTATKOM JIU30COMHOTO
dbepmenTa anbvda-L-ugyporuznaser. dedunur sroro dep-
MeHTa IPUBOLUT K HECIIOCOOHOCTH JIN30COM PACIIeILISATh
nepmarancyiabdar (DS) m remapascyasdar (GS). It
COeIMHEHUS TOCTEIIEHHO aKKYMYJIUPYIOTCS B IN30COMAaX,
YTO IPUBOAUT K HAPYIIIEHUIO HOPMAJIBHOTO POCTA U TOMe-
ocTasa TKaHU.

BosuukuoBenue MIIC I Tuma 06ycI0BI€HO MyTAIlH-
MU B TeHe JU30COMHOTO (hepmMeHTa andb(a-L-uaypoHumasbt
(IDUA). 9ToT reH JIOKAJIN30BaH Ha XpoMocoMe 4 B IO3U-
muu 4p16.3: [04p163/IDUA][1]. K Hacrosaiemy BpeMeHU
onucano O0osee 100 myranuii B 9TOM reHe, KOTOPBIE IIPU-
BOIAT K PA3JUYHOM OCTATOUHON aKTHUBHOCTU (hepMeHTa,
00yCJIOBJIMBASA OTJINUNA B TAMKECTH cuMITOMaTuKu [1, 2].
Hedunur anpda-L-unypoHEngassl MOKeT IPUBECTU K Pas-
BUTUIO PA3JIUUYHBIX (DEHOTUIIOB OoJiesHu: cuHApoM ['ypiep
(mykonosucaxapugod I H — Hurler), cuagpom Ileite
(mykomosmcaxapumos I S — Scheie) u cumapom I'ypaep—
ITeite (myromonucaxapunos I H/S — Hurler—Scheie).

ITpeBanupyioiiee YMCJIO H3BECTHBIX MYyTalUM —
TOYKOBbIE MyTallid B Pa3JIMUYHBIX 9K30HaxX reHa IDUA.
Myranunm Q70X n W402X aBIA0OTCA CAMBIMU YaCTHIMU
upu MIIC I tuna.

CpaBHHTeJILHBIﬁ aHaJNn3 BbBIABUJI, YTO TI'€HOTUIIBI
Q70X/Q70X, Q70X/W402X, a TakKe coueTaHue MyTa-
muit Q70X u W402X ¢ MeJIKUMU JeIeIuAMU U My TaIu-
SIMU CaiTOB CIJIAMCHUHTA BJIEKYT 3a cO00U (hOpMUPOBaAHLIE
TSYKEJNbIX KINHUYEeCKUX MPOSABJIeHui cuaapoma I'ypiep.
B 10 ke BpeMms reHeTuuecKue KoMnayHapl Mmytanuii Q70X
unu W402X u MmucceHc-MyTanuii, KaKk IPaBUJIO, IPUBO-
IAT K PasBUTUIO IPOMEKYTOUHON (PopMBI 3a00I€BaHUA
— cuagpomy I'ypnep—Ileiie [3].

W3 Tpex KIMHUYECKUX BapUAHTOB cUHIApPOM ['ypiep
ABJIAeTCA HamOoJsiee TAMKEJIOH (POPMON ¢ MyJIbTHOPraH-
HBIM IIOpa’KeHueM, IJId KOTOpPOH XapaKTepHO Haubojiee
OBICTPOE HpOTrpeccupoBaHUe 3a00JieBaHUA IIO0 CPaBHE-
Huio ¢ apyrumu ¢gopmamu MIIC I. Bes matoremeruue-
CKOIl Tepamuu 0OJIbHBIE, KaK IIPaBUJIO, IIOTUOAIOT B BO3-
pacte 6—10 jeT oT OOCTPYKIUU IbIXaTeJIbHBIX IIyTel,
pecrnupaTopHbIX WHPEKINHi, cepAeyHON HeJO0CTaTOUHOCTHI
[3—T7]. MIIC IH cunapom I'ypsiep BcTpeuaeTcs, 110 pasHbIM
IaHHBIM, C HOmyJaAmuoHHOUN uactoroir 1:40 000-1:100
000 moBopo:kgeHHBIX [8]. IlepBble KJIMHUYECKUE CHUM-
nTOMBI 3a0o0jeBaHusA y OOJbHBIX ¢ cuHApPoMoM I'ypiep
MPOSABJISIIOTCA HA IEPBOM rofy KusHu. [letw pokmaroT-
Ccsl KPYNHBIMHU, W B TeUYEHNe IIePBOr0 Iofa OTMedaeTcCs
0oJiee OBICTPBIA POCT II0 CPABHEHUIO C HOPMATWBHBIMU
oKasaTeasIMu. 3aMeAJIeHrue POCTa MPOUCXOAUT K KOHILY
1-ro rofa ¥ JIMHEHHBIA POCT OOBIYHO OCTAHABJIVBAETCH
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3 years 7 months, chimerism persisted at 10%, while the patient had positive dynamics in joints
motions. There were no cerebral and meningeal symptoms in the child. It was decided to continue
monitoring the patient and appoint aldurasim with a decrease in enzyme activity, before disease
symptoms progression. Conclusion: patients with type IMPS after BMT need thorough observation,
and at a low level of chimerism it is necessary to consider the timely transfer to ERT.
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B BoadpacTre 3 JieT. K KOHITy IIepBOro roja »KMU3HU CTAHO-
BATCA BUAUMBIMU IIPUCYINE N3MEHEHUS YepT JIUIA II0
TUITY «TaprounausMas. XapaKTepHble U3MEeHEHUA Yeperna:
MaKpoKpaHus, ckadoiedanus, BBICTyIIAOIIUe JOOHbIE
Oyrpel. IIpu oTcyTCTBHU aZeKBATHON Tepaluy IIPOVCXO-
ouT HakomiaeHue riamkosamMuHTInKaHoB ([ATY) B TKamax
TOJIOBHOT'O MO3Ta. JTO ABJIAETCA OJHOU U3 IPUYNH 3aMe/]-
JIEHUA ICUXOMOTOPHOT'O pasBUTUA B Bo3pacrte 1-3 ser u
IIPOTPECCUPYIOIIEell yTpaTe PaHee IPUOOPETEHHBIX HABBI-
KOB. [leTaAM CBOIICTBEHHEI ITIaXOBbIE, IIaX0BO-MOIIIOHOYHbBIE
U TYIOYHBIE TPBIXKU, KOTOPBIE MOTYT HAOIIOLATHCA YKe
npu posxkaeHuu. Kpome TOro, XapakTepHbI U3MEHEHU CO
CTOPOHEI KOCTHO-CYCTABHOU CUCTEMBI: KM(PO3 ITOACHUIHO-
r'o OTZesa TI03BOHOYHMKA (IIOSCHUYHBIN «THOyC»), 60K 1
OrpaHUUYEHVE IBUKEHUH B cycraBax. OTIMUUTEIBHBIMU
0COOEHHOCTSAMU TaKJKe ABJIAIOTCA PUHOPEd U XPOHUUECKUE
uH(pEKIMOHHbIe 3a00JIeBaHUA yIllell u masyx Hoca. dacTo
Ha0JII0JAI0TCS IPOTPECCUPYIOIIee IIOMYTHEHNE DOTOBUIILI,
KOHAYKTHUBHAA NIV HEUPOCEHCOPHASA TYTOYXOCTb, HO Yallle
ux xombunuamug [9-11].

OCHOBHBEIMU TepANEeBTUUYECKUMHU IOAXONAMU [JIA
neuernuda MIIC I Tuna asidroTca GepMeHTO3aMeCTUTEIhb-
Had tepanud (P3T), TpaHcmiaHTaUSa T€MOIIOITUYECKUX
crB0JI0BEIX KJIeTOK (TT'CK), cuMnTomaTrueckoe JeueHue.

Ha ceroguAmuwnii neHb, COIVIACHO IIPUHATHIM CTAH-
IapraM II0 BeJeHWIO JAaHHOW IaTOJIOTHMU, OCHOBHBIMH
metomamu Tepanuu apiadpTca P3T u TI'CK. B ocHo-
Be @3T seKuUT UCIOJIb30BaHUE DK30TeHHOTO (epMeH-
Ta, IPUBOAAIIEe K BBIBEJIEHHIO HAKOIJIEHHBIX Hepac-
LIeNIJIEHHBIX paHee npoxykToB [12], Torma xrak TI'CK
OCHOBAHA Ha DHJAOT€HHOM 3aMellleHUU (PepMEHTOB, IIPO-
IyIUPyeMBbIX KJIETKaMu JoHopa. K HacTodamemy MoMeHTY
amnoresHas TI'CK (annoTI'CK) aBidercs eguHCTBEH-
HBIM METOJOM JIEUEHUsI, IIO3BOJIAIOIINM IPEJOTBPATUTH
MHOTHWE, HO HEe BCe, TsKejble KINHUYECKUe IIPOsIBJIe-
aua MIIC I tuna, BKIOYaA KOTHUTHBHBIE HAPYIIEHUA.
B mupe npousseneno 6osee 500 amIoreHHBIX TPAHCILIAH-
Tanuii KoctHOro Mo3ra (TKM) y manueHTOB ¢ CHHAPOMOM
T'ypnep. [JonrocpoyHas BeIXKUBaeMOCThb mocJie ajiioTKM,
IO JaHHBIM PAa3JIMYHBIX aBTOPOB, Bapbupyer ot 50 mo
85% [13, 14]. Ona sdpdeKTUBHOCTA AAHHOTO METOAA
JleueHUs TPAHCILJIAHTAIIUIO CJIeyeT BHIIIOJIHATE B 1e00Te
3a00JI€eBaHUA 10 PA3BUTHUS YMCTBEHHOU oTcrasiocTu [15].
ITonyuennsrit pesyabrar mocse TT'CK cyiecTBeHHO 3aBU-
CHUT OT BO3pacTa MallMeHTa, B KOTOPOM Obliia IIPOBeLeHAa
nponenypa. Hauboabinaa sGeKTUBHOCTh HabJII0OgaeTCsa
y malueHToB ¢ cuHApoMoM ['ypJsep B BodpacTte mo 2 JeT,
KOT/la ©UMeeT MeCTO MEHbIIasl CTeleHb MYJIbTUOPTaHHOTO
BoBJIeueHudA u nopaskenusa [[THC.

IIpu TI'CK moHOpCKUe KJETKHU IPOAYIIUPYIOT Hedu-
LUTHLIHA (DEPMEHT B KPOBb, TEM CAMBIM IIPUOCTAHABINBAS
najbHeHIIee pasBuTHe 00Je3HU. B mocTTpaHCcIIaHTa-
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Tabauua 1

ITapamerpst HLA-coBMecTUMOCTH MAaIieHTa ¥ JOHOPA

ITokazaTemn ITamuent Jlouop
Bospact 1 rox 5 mec 28 jer
I'pynna xpoBu A (II), Rh mout. A (II), Rh mout.
Jlokyc A A*68:01 A*68:01 A*02:01 A*68:01
Jlokyc B B*13:02 B* 18:01 B*13:02 B* 18:01
Jlokyc Cw C*06:02 C*07:01 C*06:02 C*07:01
Jlokyc DR B1 DRB1*04:04 DRB1* 07:01 DRB1*04:04 DRB1* 07:01
Jlokyc DQ B1 DQB1* 02:02 DQB1* 03:02 DQB1* 02:02 DQB1* 03:02
Jlokyc DQ Al DQA1*02:01 DQA1*03:01

IIMOHHOM IIepPUOZie 3aPETUCTPUPOBAHLI BOCCTAHOBJIEHUE
COOCTBEHHOII aKTHMBHOCTH (PepMeHTa OO HOPMAaJbHBIX
3HAUEHU! U CHUIKEHIE IOBBIIIIEHHOTO PaHee YPOBHSA DKC-
kpenunu 'AT o 3HaUueHU BepXHEl IPAHUIBI HOPMBI JJI
maHHOTO BOo3pacTta [7, 14, 16—18]. IIpu moHuUTOPUpOBA-
HUU XUMepusMa, Kak mokasareisa spdextusuoctu THM,
MOJKeT HaOJJI0JaThCA KapTHHA CHUMKEHUA XUMEpPU3Ma U
akTuBHOCTU (pepmenTta y marueraToB ¢ MIIC I Tuma, uto
TpebyeT paccMoTpeHus Boupoca o HazHaueHun P3T [19].

B nmamHO¥t crarbe paccMaTpuBaeTCsa KIMHUYECKUN
cayuait MIIC I Tuma y manabumka, Koropomy B 1 rom 5
mec 6bL1a mpoBegeHa aanoTKM u Kk Bospacty 3 et 7 mec
xumepusm causuicsa ¢ 99 qo 10%.

INayuenm A., 3 rona 7 mec, OJI My*KCKOH. [lnarmos:
Ocuosuoit: MIIC I tuma (cuagpom I'ypJiep), cocTosaHue
nocse anaoTKM ot HenmosnocThiI0 HLA-coBMecTuMoro (A
— MM, 9/10) poxcTBeHHOr0 HOoHOpa (MaTepu).

OcJyioKHEeHUA: BeHTPUKyJoMeranus. JIuKBopomm-
HaMuueckue HapyiieHus. OpodapuHreaJbHBIH MYKOSUT
II crenenu. Helitponenuueckuit surepoxosut III cre-
neHu. TpeocynbdaH-acCOMUPOBAHHAA TOKCUKOAEPMUI
I cremenu. Bropuumaa aprepuajbHas TUNEPTEHIUA.
Octpas PTIIX I crenenu, uHTecTuHadbHass opma 0-I
creneHu, KoxxHaa ¢popma 01 crenenu.

ComyTcTBylomuii auarHosd: BpoixaeHHad TJIayKo-
Ma, OIepHpOBaHHAA, KoMIeHcupoBaHHad. CocTodAHUTE
mocjie MOAUMUIIMPOBAHHON CUHYCTPAOEKYJISKTOMUU.
JBYCTOPDOHHAA CeHCOHeBpaJbHAaA TYyroyxocThb IV creme-
HU. Bropuunada KapauonaTtusa: IUCcHYHKIUA KIATAHHOTO
ammapara, IOCTTUIIOKCUYECKUe N3MEeHEeHUs B MUOKapIe.
Bunuapuaa nuchyHKuuA. PeakTuBHBIE M3MEHEHU IO~
JKeJIYTOYHOI JKesie3bl. 3allep:KKa PeUueBOr0 Pa3BUTHUA.
Cungpom runepBos3bygumoctu ITHC. T'unoxmcniasmsa
JeBoro Anuyka. KaTeTepHubrii TpoM003.

Anamnes scusnu. Pebenorx ot III Gepemennocrtu,
IIpoTeKaBIllell Ha (poHE yrpo3bI IIPEPHIBAHUA Ha CPOKE
14 Hemenb, KaHAUAO3HOTO KOJbOUTaA, Hedpomatuum II
creneHu. Poabl mperkIeBpeMeHHbIe Ha CPOKe 35 Helaesb.
Macca tena mpu posxgenuu 2250 r, poct 43 ¢M, OKPYK-
HOCTB T'OJIOBBI 34 CM, OKPY’KHOCTb I'PyAu 32 CM, OIleHKa
mo mKaJje Amnrap 7/8 6ayaos.

dopmysna pasBuTuA: BITAAL (QuUKcUpyer ¢ 4 Mec,
TOJIOBY AEPKUT ¢ 4 Mec, He IePeBOPAUYMBAETCA, CHUIUT
MOCaKeHHBIN ¢ 9 Mec, cTOUT y OmopsI ¢ 11 Mec, XOaUT C
moAmep:KKoit ¢ 1 roga 2 Mmec, peub OTAEJbHBIMU CJIOTaMU
mo Tumy «Ma—6a—ma»c 1 roga.

Anamne3 6ose3Hu. PasBuBasicsa ¢ 3aepiKKOH IICHUXO-
MOTOPHOTO Pa3BUTHUA U OTCTaBaJ B (DUBMYECKOM PA3BUTUM.
HeoHOKpPaTHO KOHCYJIBTPOBAH HEBPOJIOTOM, TOCTIUTAIN3U-
POBAJICA TIO MECTY KUTEJBCTBA C AUATHO30M: IIePUHATAIBLHOE
nopaskeHne ITHC cmerransoro resesa. CMmenranzas cy6KoM-
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IIeHCUpPOBaHHaA ruaporedanud. 3afep:KKa CTAaTOMOTOPHOTO
pasBuTHsd. AJleprudyecKuii gepMaTutr. PYHKIINOHATLHBIE
HapyIIeHnsa KuieyHuKa. OCTPhIi pUHUT.

ITocToarHO monydas Kypchl BUTAMHUHOTEDAINH,
HeliporpoduuecKkoii Tepanuu, JIPK ¢ moI0KUTETbHBIM
a(pdpexToM.

B BospacTte 1 roga nmpu npopuIaKTHUYECKOM OCMOTPE
CYDPZOJIOTOM AVAaTHOCTHMPOBAHA JBYCTOPOHHASA CEHCOHEB-
pajbHasg Tyroyxoctsb IV cremeHu, opTaJabMOJIOTOM ObLIa
BBHISIBJIEHA BPOJKJEHHAA HEKOMIIEHCUPOBAHHAA IVIayKOMa
oboux ryias. B Bospacte 1 roma 1 mec peGeHOK IIPOKOH-
CYJbTHUPOBAH BPAaYOM-T€HETUKOM, ObLT 3anomo3pen MIIC
tut 1. IIpoBeseHa 9H3MMOIMArHOCTIKA: aKTUBHOCTE (pep-
MmeHTa anbda-L-ugyporuzpassl cuumsxkena po 0,01 mM/
Mr/18 u (mopma 61-175,5 aM/mr/18 u). Huaraos MIIC
I Tuna B Bodpacte 1 rox 1 mec GbLT TOATBEPsKAEH. B BO3-
pacte 1 rox 3 mec KoucunuymoMm Bpaueit PI'BY «PIKB»
(MockBa), mpuHUMAasa BO BHUMAHNE IPOTDECCUPYIOIUN
xapakTep u Tsokesoe teueHue MIIC I tuma (cuHApOM
T'ypnep), 6b11a HazHaueHa P3T ¢ mocaegyromeit TKM.

o npoeenerusa TKM B TeueHme 2 MecAleB peGeHOK
nosryuns kypc @3T npenaparom Jlaporuznasa B 1oze 100
En/Kr exeHemesbHO C I[EJbI0 CTAOMIMBAIIUN COCTOSTHUS
nepes TpaHCIJIaHTAIUEeN.

B Bospacte 1 rom 5 Mec mamueHTy IIpoBeJeHa
anoTI'CK B annoTI'CK B ®@I'BY Poccuiickasa meTcras
KanHu4YecKasa OoabHuna. Hasa seimomHenuss TI'CK Owia
npoBefeH mouck HLA-uaeHTHUYHOro AOHOpPa Cpeau POJ-
CTBEHHUKOB IIePBOM JINHUY POJACTBA. BB BEIOPAH HEMOJI-
HOCThIO HLA-coBmecTumsiit (A/MM, 9/10) poacTBeHHBINR
mouop (matsh) (Tabu. 1).

B xauectBe moaroroBku K amtoTT'CK ObL10 mpoBeze-
HO KOHAUIIMOHUPOBAHKE, KOTOPOE BKJIIOUAJIO: TPeoCyIbhaH
42 r/m2, Qmaogopabun 150 mr/m2, mendanan 140 mr/m2,
TUMOTJIOOYJINH 5 MT/KT. [y TpOoDUIaKTUKM OCTPOIi peak-
UM «TpaHCILIaHTaT OpPoTuUB Xo3auHa» (0PTIIX) wmcmoss-
30BaJI ITUKJIOCIOPMH A B mo3e 1,5 Mr/Kr 2 pasa B CyTKU
(c KOppeKIHeli 1035l 0 KOHIIEHTPAIINA KPOBU) B KOMOUHA-
muu ¢ metorpexcarom (10 mr/m2 B O+1, 1+3, I+6).

Xapaxkmepucmuku mpaHcnaawmama u ucxood
annoTKM. ®yHKIIMN TpaHCILJIAHTATA: JeHKOIUTapHOe
IPM)KUBJIeHNE HA +25 [eHb, B reMorpaMMe: TeMOTJIOOMH
90 r/m, TpomOomuTel 142 Thic/MKJI, JgedkormuTsl 1,01
TeIC/MKJ, HeliTpoduast 0,28 Thic/MKJI; TPOMOOIIUTADHOE
nprKuBiIeHue Ha +20 AeHb, B reMorpaMMe: TeMOTJIOOMH
96 r/a, TpoMOOIIUTEI 58 ThIC/MKJ, JeiiKkomuTtsl 0,5 Thic/
MKJI. [[uHaMUKa XuMepusMa oTpaskeHa B TabJ1. 2.

Taxum 06pasoM, K MOMEHTY IIOCJIETHETO OCcMOTpa (B
Bo3pacTe 3 JieT 7 Mec) malnueHTy ObIJIO IIPOBeIeHo 7 TpaHC-
Gy3uii ZOHOPCKUX JUMQPOIMTOB U XUMEPU3M COCTABUI
10% coGerBeHHBIX KJIeTOK. Ha momenT ocmorpa (3 roma 7
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Tabnruua 2

Hens nmocae | Bospact
ann1oTEM | mamsenta Xumepusm KommenTapuu Y3U neueHu u cere3eHKU
ITeuens yBesmueHa, nepemHe-
+53 1 rox o6muit 99%, TpaucmianTaT QyHKIIMOHUPYET. SauHHIgSaMsxeggB%?(_)n AoTH
6 mec CD3+ 99% ITpusuakos PTIIX metr . >
52 MM; cesie3eHKa yBeJMUeHa,
77x33 Mm
ITeuens yBesnueHa, mepemHe-
. AKTUBHOCTD 3aHUI pasMep IIPaBoi J0au
0,
+92 % 1Iv‘1(()£: Ogggf 330;0 ’ anbha-L-ugypoHumassl 92 MM, JIeBOM —
° 77 uM/Mr/18 u 39 mMM;cenesenka: 66x25 MM
(HOpPMA)
1 rox obmuit 99%,
+198 11 mec CD3+ 99% Bes nunamuku
2 rona ootuit ITeuens yBesmueHa, rnepegHe-
+293 9 Mgc 94,7%, 3aHUM pagMep IPaBoi JOIU
CD3+ 99% 100 MM, neBoit — 43 MM
AKTUBHOCTD
anbda-L-ugypoHuaassl
80,8 EM/mMr/18 u
2 rona oGrmuii 70% VuursiBas CHUMKEHUE JOHOPCKOTO ITeuens yBesnueHa, mepemHe-
+409 A = o’ | xumepusma mepuepuuecKoil KPoBM, |3amHMIT pasMep mpaoii goau 104
6 mec CD3+ 96% .
pebeHKy MOKa3aHo IPOBeIeHe MM, JeBoi — 41 MM
TpaHCPy3UU JOHOPCKUX JIUMQPOIIUTOB
(DLI) B gose 1x10%6/kr
OT ZJOHOPAa
AKTUBHOCTD S
. 000 anbda-L-uaypoHuaser: <
o6t 32% 81,4 HM/mr/18 1 =
COOCTBEHHBIX =
TpaHcmIanTaT GyHKITNOHUPYET
2 roga KJIETOK, 4
+455 2 YIOBJIETBOPUTEIHHO Bes nuramMmuku <
7 mec CD3+ 10%
ITpusunakos PTIIX mer Ay
CcOOCTBEHHBIX I =
KITETOK poBefieHa BTOpas TpaHchysusd
noHopcekux guMmdonuTos (DLI) -
B mose 2x10%6 /Kr <
obuuit 23,5%
COGCTBEHHBIX IIpoBemeHa TpeTbs TpaHCHYSU
2 roma KJIETOK,
+482 K moHopckux aumdorutor (DLI) B mose
8 mec CD3+13% 5x10%6 /KT
COOCTBEHHBIX
KJIETOK
obmmuii 17,3%
COOCTBEHHBIX I
2 roga KITETOK poBeZieHa yeTBepTas TpaHChY3us
+510 20 noHopcekux gumdonuTos (DLI)
9 mec CD3+12,7% B nose Tx10%6 /K1
COOCTBEHHBIX A
KJIETOK
o6t 26,5% Ha ¢omne euenus ormevaercs
COOCTBEHHBIX MMOJIOJKUTENbHAS JTUHAMUKA
1545 2 roga KJIETOK, moKasaTejieil XuMepusMa.
10 mec CD3+ 2,5% | Pemeno npoBecTu IATYIO TPaHC)Y3UIO
CcOOCTBEHHBIX noHopckux guMmdonuTos (DLI)
KJIETOK B nose 5x10%6/Kr
o6muit 22%
COOCTBEHHBIX
KJIETOK, TpaHcmaHTAT QYHKIIMOHUPYET
+588 3 roza CD3+ 23,5% YAOBJIETBOPUTEJIHHO
COOCTBEHHBIX
KJIETOK
obmmuit 8,5%
CcOOCTBEHHBIX o
3 roga KITETOK poBeieHa cebMasi TpaHCHY3UI
+616 > noHopckux gumdonuTos (DLI)
1 mec CD3+ 13% B nose 5x10%6/Kr
COOCTBEHHBIX A
KJIETOK
ob6muit 10%
COOCTBEHHBIX
3 roga KJIETOK,
+658 2mec | CD3+3,5%
COOCTBEHHBIX
KJIETOK
mec): poct nanmenTa 92 cm, macca tesa 14 kr. CoctossHue  4YepThI JIUIA, 3allaBIIas MINPOKasA IIePEeHOCUIla, MaJeHb-
cpenueii Tsaxkectu. Ilpusnakos PTIIX wer. Koska rpybasi, Kad HUMKHAS YeJTIOCTb, TOHKUE Ty0ObI, IJIOCKU# J100,
215

TUIIEPTPUX03, OTHOCHUTEJIbHAS MaKPOKPaHUs, IpyOble
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HEDA, OTHOCHUTEJLHO KOPOTKAas Iled, MHOMKECTBEHHBIN
IN30CT03, Ku(oThdecKasa AedopMaius IIO3BOHOUHUKA,
nedopManus majableB HOT. [[BUIKEHNA B KOJEHHBIX, JIOK-
TeBBLIX, MEX(AJIAHTOBBIX CyCTaBaX HECKOJLKO OTPaHU-
YeHBI 3a CUYET KOHTPAKTyp. OTMeuaeTCd MOJOMKUTENh-
Has IMHAMHUKA B BUJE YBeJIWUYEHUA o0beMa ABUKEHUS B
cycTaBax. YMepeHHasd MBIIIeUHAsd AUCTOHUSA, TUIIOTOHYC
B JUCTAJLHBLIX OTZeJaX HUKHIX KOHeuHocTell. IleueHb
+1,0 cm HUIKe Kpasi pebepHOi Ayru, cejieseHKa He MMajb-
nupyercs. CepedHo-Ieroutas AeaTeIbHOCTh YI0BIeTBO-
purenbHas. JKUBOT MATKUIA, NOCTYIEH I'NIyOOKOM IIaJhb-
Ianuy Bo Beex orgenax. Cryi, nuypes 6e3 0COOeHHOCTeH.
OO0111eMO3TOBBIX ¥ MEHUHTEATbHBIX CUMIITOMOB HeT.
Ob6cycdenue. ITocie TKM y nanmenta ¢ MIIC I tuna
Habogancsa xumepusm 99% 1 KINHUYECKUN OTBET B BUIe
YMeHBIIICHAA Pa3MepPOB CeJIe3eHKU B TeueHue IEePBBIX 7
Mecsnes. anabHeiiliee HaGIOeHNe 3a MAIMEHTOM IIPO-
IEeMOHCTPUPOBAJIO CHIDKEHHE XMMepusMa, HO IIPU 3TOM
AKTUBHOCTEL (DepPMEHTAa COXPAHIACH JOCTATOUHO BBICOKOM,
4YTO, C OGHOM CTOPOHEI, IIO3BOJISET MAIMEHTY COXPAHATH
cTabuIbHOE COCTOSHME, HO, C APYIroil CTOPOHEI, HEO0XO-
IMMO IIPOJOJIKATE PEryJIAPHBIA MOHUTOPUHT AKTUBHOCTHI
depmenTa. IIpu CHUKEHNY aKTUBHOCTH (pepMeHTa He00X0-
IMMO paccMoTpeTh HasHauenue 3T 114 mpegoTBpale s
nporpeccuposanusa cumTomos MIIC. CoryiacHO KOHCEHCY-

cy EBporeiickux sKcrepros, nepexon Ha @3T morxeT npu-
HeCTU 3HAUUTEJIbHYI0 noab3y manueratam ¢ MIIC I tuma B
cayuae Heygaunoro ucxoxa TKM [20, 21]. [laHHBII TOAXOM
OIMCAaH B AHAJOTMUYHOM HAIIeMy KJIUHUYECKOM CJIydae
nanuenTa us Mcnanun: maabunky ¢ MIIC I Tuna B Bospac-
e 10 mec mposesiu TKM mociie nauiiuaasaoro kypca @3T.
Wsnauansao TKM 6bLaa mpusHaHa YCIEIIHON, HO uyepes
4 roma OT MOMEHTa TPAHCILIAHTAIIMU Yy HaIlMeHTa OBbLIN
ompeziesieHbl CMeIIaHHbIH xuMmepusM (85%) u Hu3Kad
akTuBHOCTL (epmeHTa (2% ). HanbHeiinee HabirofeHTE
BeIBMJIO xuMepuaM 10% ¥ mpu HEBO3SMOKHOCTU HANTU
MOAXOAAINET0 JOHOpa ManueHTy Oblaa HasHaueHa P3T
Jlapouupgasoii. [lanbHeliiee HabI0eHNe B TeUueHne 2 JIeT
TIOKa3aJi0 XOpOIlre Pe3yabTaThl Tepanuu JlapoHumasoii:
TMAIMeHT JeMOHCTPUPOBAJ TO3UTUBHYIO NUHAMHUKY He-
porcuxoaoruyecKoro passurusd [19].

3akxnrouenue. Takum o6pasoMm, MoOCJIe YCIEITHO IIPO-
Begennoir TKM y mamuentoB ¢ MIIC I Tuma Heobxomu-
MO TIepHUOAUYECKH OIeHWBATh YPOBEeHb XWMepU3Ma U
aKTUBHOCTDH (pepMeHTa. B ciaydae CHUIKeHUA XUMepU3Ma
¥ aKTUBHOCTU (hepMeHTa HEeOOXOJMMO PacCMOTPETH BO3-
MOYKHOCTH HasHaueHus P3T.

dunancuposanue u KOHGAUKM UHRMeEPeCcO8: A8MO-
PpbL coobwarom 06 omcymcmeuu KOHGAUKMA UHMePecos.
Mikhailova S.V. @ 0000-0002-2115-985X
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