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Pesome. llpeocmasnen nayunwiti 00630p, oceewarowuil mMykonoaucaxapuoosz I muna (cunopom Iypnep),
obycnosnennvli  Oepuyumom  o-L-udyponuoasvl, umo npugooum K  U3DLIMOYHOMY  HAKONIEHUIO
2NIOKO3AMUHOTUKAHO8 6 JIU30COMAX KIemoK ¢ HapyuwleHuem ux @yuxkyuu. O630p uinocmpuposaH
KAUHUYECKUM NpumepoM. Y manvuuka ¢ 24 Hedenu 2ecmayuoHHO20 pA36UMusi OMMeYdnioch HapyuleHue
pumma  cepoya nO  MUNYy  aApUMMUY,  IKCMPACUCIONUU, NOCLE  PONCOEHUs  3apecUcCmpuposana
He8poNocUYecKas CUMNMOMAMUKA, CUHOPOM ObIXAMENbHbIX HAPYUWEeHUl, chopMUpos8anacs OulamayuoHHas
Kapouomuonamusi. B eéozpacme 6 mecsayes svisisnena mymayus eena IDUA (chr4:987858C > T, akmusnocmo
o-L-udyponuoaser cocmasuna 0,03 mxmons/rump/uac (nopma — 6onvue 1,96 mxmonv/nump/uac). C sozpacma
8 mecsayes nauama gepmenmoszamecmumenvras mepanusi (P37T) npenapamom naponudasa 6 0ozuposke 100
mre/ke/cym. Ilpu emopoii ungyzuu 3apecucmpuposano 06ecnokoucmeo u unepmepmus, 6 OdlbHelulem
HedicelamenvHblX aeieHull He ovlno. B meyenue 10 nedenv @3T ommeuenvl ocmano8ka npocpeccuposaHus
3ab0ne6anus, yIyyueHue Hep8Ho-NCUXuyecko2o pazeumus pebenka. Panee, 0o nauana npumenenus @37, ece
cyuau  OAHHO20 — 3A001e8aHUSl  3AKAHYUBANUCL —JIeMANbHbIM — UCX000M 6 MIAOeHYeCKOM 8o3pacme.
OcobeHHocmblo OaHH020 CYYAs AGNAEMCs 8bldgleHue peoko mymayuu 6 cene IDUA, ne xapaxmephoii 0/
OONBUUHCMBA CTIABAHCKUX U MIOPKCKUX HAPOOOS.

Knrwouesvie cnoea: myxononucaxapuoos I muna, cunopom Iypurep, a-L-udyponudasa, pepmenmmuas
3amecmumenvHas mepanus, 1aponuoasa, oemu
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Abstract. A scientific review is presented covering mucopolysaccharidosis type I (Hurler syndrome) caused
by a deficiency of a-L-iduronidase, which leads to excessive accumulation of glucosaminoglycans in cell
lysosomes with impairment of their function. The review is illustrated by a clinical example. A boy had a
heart rhythm disorder of the arrhythmia type, extrasystole, since the 24th week of gestation, neurological
symptoms, respiratory distress syndrome were registered after birth, and dilated cardiomyopathy developed.
At the age of 6 months, a mutation of the IDUA gene (chr4:987858C > T was detected, the activity of o-L-
iduronidase was 0,03 umol/liter/hour (the norm is greater than 1,96 umol/liter/hour). From the age of 8
months, enzyme replacement therapy (ERT) was started with laronidase at a dosage of 100 ug/kg/day. During
the second infusion, anxiety and hyperthermia were recorded, there were no further adverse effects. Within 10
weeks of ERT, the progression of the disease is stopped, and the child's neuropsychic development improved.
Previously, before the use of ERT, all cases of this disease ended in death in infancy. A special feature of this
case is the detection of a rare mutation in the IDUA gene, which is not typical for most Slavic and Turkic
peoples.

Keywords: mucopolysaccharidosis type I, Hurler syndrome, a-L-iduronidase, enzyme replacement therapy,
children
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B nocnennee necstuieTre Mpou3oOIIeNT NPOPHIB B AUATHOCTHKE U JICYCHHM TaK HA3bIBAEMBIX OP(aHHBIX
3aboneBanuil. FIX HHOTA OTOXKIECTBISIIOT CO CIOBOM «PEAKHE», XOTS KOPEHb CJI0Ba APYroi — orphan (aHri.)
— «CUPOTay, MOCKOJIBKY 10 HEIaBHETO BPEMEHM OTHOIICHHE K HMM OBLIO KaK K CHpPOTaM, 4YTO, 10 Hallemy
MHEHHIO, SBIISUIOCH HEMPABUWIbHBIM. BKIIaZbIBaTh CHUIIBI M CPEACTBA B JICUCHHE PACIIPOCTPAHEHHBIX OOJIe3HEH
CUUTAJIOCH 00Jee MPaBUIBHBIM, HOO 3TO MPUHOCHIIO OBICTPBIA 3(PPEKT MO CHIKEHHIO 3a00J€BAEMOCTH U
cMepTHOCTH. Penkue Golie3HH OCTaBalUCh Ha TMOJOKEHHHM CHUPOT, a HMAlMeHTHl 0e3 HEO0OXOIMMOW MOMOIIH.
OnHako B HACTOsIIEE BPEMs B CBA3M C Pa3BUTHEM MOJIEKYJISPHO-TEHETUUECKUX HCCIIEAOBAaHUMN MOSBUIIACDH
BO3MO)XHOCTh PaHHEH ITMAarHOCTHKH, a C CO3JaHMEM TAapTreTHHIX MpenapaToB A (pepMEHTO3aMeCTUTELHON
tepanuu (O3T) ymyumuics Dporao3 Jyist )KU3HU.

OpnHuM U3 Takux cTpagaHuil aeisercs mykononucaxapuao3 (MIIC) I tuna — 310 ayToCOMHO-pELIECCUBHOE
TeHETUYECKOE 3a00JIeBaHUE, XapaKTepHU3yIoleecss N30bITOYHBIM HAKOIICHHEM ITHKo3aMHHOTIIMKaHOB ([AT)
— JepmaraHcyibdara U remapancyib(ara — B JIM30COMaxX Pa3IMUYHBIX KJIETOK OpraHu3Ma. JTO MPHUBOIUT K
MYJIBTUCUCTEMHOMY IOPAKEHUIO, 3aTPAaruBalOIIEMy CKEJIET, CEPALE, [I€UYEHb, IN1a3a, UEHTPAJIbHYI0 HEPBHYIO
cucreMy u japyrue opranel. Hapymenue HaxomeHust A’ BbI3bIBaeT pa3sHOOOpas3HbIe KIMHHYECKUE
IIPOSIBJICHMUS], TSYKECTh KOTOPBIX BAPbUPYETCA OT YMEPEHHOM 10 KpallHEe TAKEIION.

3a0oseBaHne BO3SHHMKAET B pe3ysbTare HEIOCTAaTOYHOCTH (epMeHTa anbda o-L-uaypoHunas3bl BCIEACTBUE
myTtanwmii B rene IDUA. Ha cerognsiimauii neHs u3Becto 6onee 300 naroreHHsix BapuantoB reHa IDUA, HO
O pacIpOCTPaHEHUM MYTAallMi B pa3HbIX MONYJSIIMIX M 3THUYECKHUX IpylIax M3BECTHO HEMHOIOE M3-3a
HU3KOH pacrpoctpan€HHocTu 3aboneBanus. B Poccuiickoit denepanuu st OONBIIMHCTBA CIABIHCKHX U
TIOPKCKUX Hapoj0B Haubosee pacrnpocTpaneHHbIM BapuanToM rena IDUA sensercs NM_000203.5¢.208C >
T [1]. Hedumur o-L-ugypoHumassl NOpUBOAMT K HApyUICHHIO Karabonu3ma JepMaraHncyinbdara u
remnapancyibdara B KJIeTKax, Hapymas (yHKIHUU KJIETOK M TKaHeH, B TOM YHMCIIe KOJUIareHa U 3JIacTHHA. DTU
I'AT" sBASAIOTCS KOMIIOHEHTaMM NPOTEONIMKAHOB COEAMHUTEIBHONM TKAaHU, M UX HAKOIUIEHWE BIUSET Ha
pasinyHbIe OpraHbl (POroBUILY, KOCTH, HEpBHYIO cucTtemy). [Tomumo npsimoro Tokcuueckoro aercteust IAl B
naroreiese MIIC I wurparorT posib BOCHAIMTENbHBIE M MMMYHHBIE pEaKllMU, 3allyCKaeMble, HaIlpUMep,
BBICBOOOXKICHHEM (haKTOpa HEKpo3a ormyXxonu anbda u akruBanueil TLR4-myTH. DT MexaHU3MbI IPUBOAAT K
LIMPOKOMY CIEKTPY KIMHUYECKUX MTPOSBICHUM [2].

Kiannuveckas kapTuna.

Knuanueckas xaptuaa MIIC | tuna BappHpyeT, YTO MO3BOJISET BBLACIUTH TpU (OpMBbI 3a00IeBaHUA —
cunapomel ['yprep (MIIC I T), I'ypnep-llleiie (MIIC 1 I'lll) u Ileite (MIIC 1 II), — B 3aBUCUMOCTH OT
BO3pacTa Hadaja 3a00JIeBaHuUs1, CKOPOCTH MPOTPECCUPOBAHUS U TSDKECTH CUMITOMOB [3].

1. Cunapom I'ypaep.

Haubonee tsmxenas ¢opma MIIC I, mposiBisieTcs B MEpBBIH TOJ JKU3HU 337€PKKOM TICHXOMOTOPHOTO
Pa3BUTHsI, YMCTBEHHOM OTCTAaJIOCTBIO, TPYOBIMH 4YepTaMu JHIA («Taprowjan3m»), MOPOKaMH CEepICYHBIX
KJIallaHOB, TIOMYTHEHHEM pOTOBMIIbI, 3aJEpPKKOM pocTa U OTrPaHUYEHUEM IOJIBHIKHOCTH CYCTaBOB.
Bo3moxHbl rematoMeranuss M TphDKH (IynouyHble, MaxoBo-MomoHouHble) [4]. C mporpeccupoBaHuEM
3a00JI€BaHUsl PA3BHBAIOTCS KapAUOPECIUPATOPHBIC, HEBPOJIOTMYECKUE (CHIKEHHE WHTEIUIEKTa, pedeBas
3aJIep’KKa, U3MEHEHHUS MBIIIEYHOIO TOHYCA, NOPaKEHHUE YEPEIHBIX HEPBOB, TYTOyXOCTb) U COMAaTUYECKUE
HapylIeHHUs. XapaKTepHbl MHOXKECTBEHHbIE KOCTHbIE U3MEHEHMS: TYTONOABHKHOCTh CyCTaBOB, «KOI'THUCTas
namay, aedopmarus Ta300eApEeHHBIX CycTaBoB (coxa valga), ykopoueHue u jaedopmanus KIHOUUIl U pedep,
yKOpoueHHe (hajaHr MajbleB, INIATHCIIOHIWINS, KU(O3, Kupockonnos [S].

Coobmarommascs ruaponedanus — 4acTelii mpusHak Tsoxenon ¢popmsl MIIC I, HO peako BeTpedaeTcs: mpu
nerkux ¢opmax (cunapomsl llleite u Dypnep-llleite). ChaBieHne COWHHOTO Mo3ra (M3-3a YTOJNIICHUS
000J04eK WIM HECTaOWIBHOCTH aTJIaHTOAKCHAIBHOTO CYCTaBa) MPOSIBISETCS HAPYIICHUSAMH IOXOJKH,
MBILIEYHOH C1a00CThIO, HEYKIIOKECThIO (IIPU COXPAaHHBIX MOTOPHBIX HaBbIKax) M AUCQYHKIMEH MOYEBOTO
ny3bips. Cymoporu dyaiie BCTPEYAIOTCs MPH TSHKENBIX (OpMax M OOBIYHO XOPOIIO MOAJAIOTCS JICYEHHUIO
aHTUKOHBYJIbcaHTaMU. KapnanbHblil TyHHEIBHBIM CUHIPOM 4acTO BO3HUKAET y JeTei B Bo3pacte 5—10 neT u
B3pPOCIIBIX, TNPHUBOAS K KOHTPAKTypaM, HApyIICHHIO YyBCTBUTEIBHOCTH, Mapesy M MoTepe (QyHKIHH.
IIcuxoMOTOpHOE pa3BUTHE 3aJCPKHUBAECTCS, AOCTUTasi MakCUMyMa K 2—4 rojxam, IOCJIE€ Y€ro MPOUCXOIUT
perpecc. IloBenenuyeckue mpobiaeMbl (TMIIEPAKTUBHOCTD, arpeccus) CBA3aHbI ¢ KOTHUTHUBHBIM JE()UIIUTOM,
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noTepeil ciayxa W HapylUICHUSMH CHA. Y HEKOTOPBIX MAIMEHTOB HAOMIOMAIOTCS ayTUCTUYECKUE YEepThl, a
MEIUKaMEHTO3HAsl Tepamnus HapyIIeHWH TOBEACHHMsS 4YacTo oOKas3biBaeTcs HedpdekruBHOW [6]. Taxoke
XapaKTepHbI YaCcThle peCupaTopHble HH(GEKINH (PUHUTHI, OTUTHI), a HakorieHne A" B AbIXaTeNbHBIX My TIX
MOKET BbI3BaTh OOCTPYKTHBHOE amHO3. BO3MOXHBI MOMYTHEHHWE U MHUTMEHTHAasl JAeTeHepalus pPOTOBHIIHI,
rJlayKoMa, YTOJIIEHHE KIIAlaHOB Cep/ia, CyKeHHe apTepHil, pUrHAHOCTh MHOKapAa, KapIuOMHUOMATHH,
aprepuaibHas ~ TUIEPTEH3WsT U CcepJeyHas  HEeJOCTarTOYHOCTh.  Takke  MOryT  HaOIOmaThCs
rernaToCIyieHOMETalus, TUIePTPUX03, CHIKEHHE CclyXa U 3peHHs, MyNoYHbIe/IaXx0Bble IpblkH. Ha mo3gHux
CTaJUAX y JIeTel pa3BUBAIOTCS TYTOyXOCTh, CHUKEHUE 3pEHUSI U YMCTBEHHAs OTCTAIOCTH [7]. Y MalueHToB C
JTaHHBIM 3a0oseBaHueM (opMupyeTcss TUNMUYHBIA (GeHotun [yprep, KOTOpwlii HaOIIOMAETCS MPU MHOTHX
3a00JIeBaHUSX, CBA3AHHBIX C MATOJIOTHEN JTU30COMANIbHBIX (pepMeHTOB [8]:

* IpbDKa MepeIHEH OPIONIHON CTCHKH,

* TPOTECKHBIE YEPTHI JUIIA,

* IOMYTHEHUE POTOBUIIBI,

* IIyXOTa,

* MHO>KE€CTBEHHBIN TU30CTO3,

* YMCTBEHHasl OTCTAJIOCTb,

* TYTOMO/BIKHOCTh B CyCTaBax,

* BUCIIEpOMET NS,

3a0oneBaHue YACTO 3aKAHYUBAETCS JIETaIbHBIM HcXoAoM 10 10 neT u3-3a OpIXaTeabHOM W CepleyHOM
HEI0CTAaTOYHOCTH, TSXKEJIBIX PECIUPATOPHBIX HH(EKITHIA.

2. Cunapom I'ypaep-1lleiie.

OcHOBHbBIE KJIMHUYECKHE MPU3HAKH BKIIOYAIOT OTPAHUYEHHYIO MOJABHKHOCTH CYCTaBOB, HU3KOPOCIOCTh U
MOMYTHEHHE POroBUllbl. [IepBbie CUMOTOMBI OOBIYHO MIPOSBISIOTCS B BO3pacTe 3—8 NET U XapaKTepusyroTcs
ckadornedanueii, Mmakporedanueii, 3amabiiell nepeHoCcUllel, MyXJIbIMA Ir'y0aMu, TOMyTHEHHEM POTOBHIIBI,
MUKpPOTHATHEH, YMEPEHHBIM THUIIEPTPUXO30M U yTONIIEHHEM KoxHu. HaOmromaeTcss AMCIPONOpLHHOHATBHOE
TEJOCIOXKEHHE C 3aMENJICHHBIM POCTOM TMOCJE IMEPBOTO Tofa >KWU3HM, MPUBOMALIMM K HHU3KOPOCIOCTH.
BoIsSBASIOTCS AM30CTO3bI, KWJIEBHIHAS TPyAHHA, KHU(POCKOINO3, OTpaHHYEHHAs MOIABUKHOCTH CYCTaBOB.
Taxoke XxapakTepHbl YacThle pecupaTopHble UHGEKINUN (PUHUTBI, OTUTHI), TUTIEPTPOod U HEOHBIX MUHIATUH
U BO3MOXHBI OOCTPYKIIMM [IbIXaT€NbHBIX IMyTEH, B TOM 4YHCIe CcTeHO3 ropranu. OTMedaercs 3aJepikKa
TICUXOPEUEBOTr0 PA3BUTHA, C MOCIEIYIOIIUM pPa3BUTHEM IIyOOKOH IeMEHIMH, KaprnajlbHOTO TYHHEIHHOTO
CHUHJIpOMA, COOOIIaomeicss ruaponedanuy U MaXMMEHUHTUTA IIEHHOTO OTneda MO3BOHOYHHKA, KOTOPBI
MOKET MPUBOJIUTH K KOMIIPECCUU CIMHHOTO MO3Ta W MUeNonaruu. Bo3MOXKHBI KiallaHHbIE MMOPOKU Cepila,
renaToCIIeHOMETalus U TPhDKU (TTaXOBbIE, MOIIIOHOYHBIE, TYTIOUHKIE) [9].

3. Cungpom Ileiie.

Ora dopma xapakrepusyercs Ooiee JETKUM TeueHUueM, ci1ab0o BBIPaKEHHBIM KpaHHO]AaIHaIbHBIM
nucMopdU3MOM (Taprouin3M), aopTabHBIMU MOPOKaMH CEp/Iia U HOpMalIbHBIM HHTEIIEKTOM. Bemymumu
CUMITOMAaMH SBISIOTCSA HApyLIEHUS OMOPHO-ABUTaTENIbHOTO ammapara, B YacTHOCTH, OTpaHUYEHUE
MOJABMKHOCTU M OOl B cycTaBaX, (OpMHpOBaHHE «KOTTUCTOW Jambl», IOJIOH CTOMBI M BaJdblyCHON
nedopMaii KOJIeHHbIX CycTaBoB. Ha paHHel cTaguu MOXKET pa3BUTHCS MOMYTHEHHE POTOBUIHL, a mocie 30
JeT — TJayKoMa M TIUTMEHTHas JereHepanus cerdaTku. lIcmxoMoTopHOE pa3BUTHE, Kak IPaBUIIO,
HOpMaJbHOE WM HE3HAYUTENIbHO 3aMe/JICHHOE, HO BO3MOXKEH KaprajbHbId TYHHENIbHBI CHHAPOM C
napecre3usMu 1 arpodueit Ml TeHapa [10].

Jlnarnocruka.

CnoxHoctu panHeil nuarHoctuku MIIC o00ycrioBneHbl peakocThio 3abosieBaHus, BapHaOEIbHOCTHIO
CUMITOMOB M HECTIEIIM(PHUUHOCTHIO PAHHUX MPHU3HAKOB (IPBLKU, YaCThIE peciMpaTopHble MHpEKINN). PaHHssa
nuarnoctuka MIIC y nereit 10 monyrona uMeeT periaroiiee 3HadeHue. Bpaun-opromneas! JoMKHBI 00pariarh
BHHUMaHUE Ha CUMIITOMBI, TAKHE KaK OrpaHUYEeHHE OTBEACHUS Oeep, TPhIKU B IIEPBBIE TPHU MecsIa KU3HU, a
TaKkke KOHTPaKTyphl cycTaBoB. CBoeBpeMeHHOe BbisiBieHre MIIC mo3Bossier HauaTh JiedeHHe U 3aMeIUTh
nporpeccupoBanue 3adoneanus [11].

B ananm3ax Mouu perucTpupyeTcsi MOBBIIMIEHHOE COAEpKaHHE JepMaTaHcyiab(para M remnapaHcyibdara.
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[TanmenTsl, nmomydatomue DO3T, mOmMKHBI MPOXOIUTH OOCIEIOBAHUE HE PEXe UYeM Kakaple 6 MecsIeB;
nanueHTsl 6e3 O3T — He pexe 0JHOTO pasa B TO/I.

* KittoueBbIM MapkepoMm SIBIISIETCS ONpeieNieHue aKTUBHOCTU 0O-L-uAypoHMIa3bl: CHUYKEHHAs] aKTUBHOCTD
dbepmenTa B Kyaprype GuOpoOIacToB, JEUKOIMTAX WIN BBICYIICHHBIX MATHAX KPOBU.

* MonekynspHO-TeHETHUECKOE HCCleloBaHnue BbIsABIseT MyTauun B reHe IDUA. Dto wucciemoBaHue
HeoOxoaumo s moaTBepkaeHus auarnoza MIIC I. OOHapyxeHHe MaTOreHHON WJIM BEPOSTHO MaTOTCHHON
MyTallid  TO3BOJIIET  OO0C/IeZoBaTh  POJACTBEHHHKOB, a TakKe MPOBOAWTH IMpPEHATaJbHYIO U
MPEUMIUIAaHTAIIMOHHYIO JUArHOCTUKY [12].

* MHCTpyMEHTaIbHbIE METO/BI.

Jns muarnoctuku MIIC mpoBoasT peHTreHorpaduio KOCTEeH CKeleTa, ¢ IMOMOIIBI0 KOTOPOH MOXHO
BBISIBUTh XapaKTEepHBIE AM30CTO3bI, TaKUe KakK YTOJNIICHHE KOCTeW, aedopmanuu CycTaBOB, W3MEHEHHE
(¢hopMBl MMO3BOHKOB (TUTaTUCTIOHAMIHS, Ku(o3, J0pAo3), u3MeHeHue Gopmbl uepena (ckadoredanus,
Opaxunieanusi), yKOpouyeHHE KOHEYHOCTEH, M3MEHEHHWs B Tazo0enpeHHbIX cycraBax [13]. Jlns omeHku
CTETIEHU 3aJIeP)KKH OKOCTCHEHHMsI, BBISBICHHS YKOPOUEHHUS KOCTed 3amsacThd U JedopMmanuul ¢ananr
MPUMEHSIIOT peHTreHorpaduo Kuctei u ctomn. Takke MHUPOKO PacIpOCTPAHEHO MPOBEICHHE KOMITBIOTEPHON
tomorpadun (KT). Ona mnpemocraBmsier Oojee aeTambHOE H300paKeHHME KOCTHOW TKaHHM, YeM
peHTreHorpadus, Mo3BoJsAs YTOUHUThH XapaKTep U cTeneHb au30cTo30B. KT MoXkeT ObITh HCIONb30BaHa s
OLIGHKH COCTOSIHMSI BHYyTPEHHUX OPTraHOB, TAKUX Kak ME4YeHb, CeNe3eHKa, cepaue. [ Bu3yanuzainuum MATKUX
TKaHEe, B TOM YKCJIe CIIMHHOTO U TOJIOBHOTO MO3Ta, BBISIBJICHUSI IPU3HAKOB KOMIIPECCHUN, aHOMAJIMIA Pa3BUTHUS
U ruaponedaid MpPoBOAAT MarHUTHO-pe3oHaHCHYI0 Tomorpaduio (MPT). VYrnbTpasBykoBoe uccliejoBaHKE
(Y3U) mpumensieTcss AJis OLIEHKH Pa3MEpOB TMEYEHH U CeNe3eHKH. /I OLEHKH COCTOSIHHS CepliedHO-
COCYIUCTOH CHCTEMBI, BBISBICHHSI KJIAlaHHBIX [OPOKOB M TUNEPTpOdUU MHOKapAa MPOBOIAT
axokapauorpaduro (OxoKI'). He MeHee BaKHBIM WHCTPYMEHTAJIBHBIM METOOM Il auarHoctuku MIIC
apnsiercs anekrpokapauorpadus (OKI'). C momoripio ee MOXKHO 3aperucTpUpOBaTh HAPYLIEHUS pUTMA U
MPOBOIMMOCTH cepaua. Pe3ynbraTbl HMHCTPYMEHTAIBHBIX MCCIEIOBAaHUI TIOMOTAIOT OIEHUTh TSKECTh
3a00IeBaHUs U OMPEIEIUTh CTENIEHb MOPAKEHUS Pa3IMYHBIX OPTaHOB U cucTeM [14].

Jleuenme.

[TaTorenernyeckas Tepanusi.

Jns  nmeuenus mykomonucaxapumoza [ tuma mnpumenstor DP3T  nmaponmmazoir  (pekoMOMHAHTHAs
yenoBeueckas o-L-uayponunasa) as cHwkeHus HakorieHust AT [15]. Jlaponmmasa — pekoMOWHAHTHBIN
dbepmenTHbIN npenapar, cogepxkut 100 EJI (0,58 mr) maponuaassl B 1 mur. MexaHu3m JelcTBHsI OCHOBaH Ha
BOCCTAHOBJICHUM KOHIIEHTpaluu ¢epMmenta anbda-L-uaypoHunassl, 4TO MPUBOAUT K TUAPOIU3Y U
npenorBpaniennto HakorieHus: Al Jlaponugaza ObICTPO BBIBOIUTCS M3 KPOBU U TOIVIOMIAETCS KIIETKaMU
yepe3 MaHHO30-6-pocdarubie penentopsl. Pexkomenayemas noza — 100 EJI/kr exeHenenbHO, BBOAUMAs
BHYTPUBEHHO B TeueHue 3-4 yacoB. HawanbHas ckopocTs BBeneHHs coctaBisier 2 EJI/kr/dac, ¢ BO3MOXHBIM
MmocTeNeHHbIM  yBenmmueHneM 10 43 EJl/kr/gac (mpu xopormieid mepeHocuMmoctn). JlapoHuaaza MOXeT
MPUMEHSITHCS 10 U TOCJE TPAHCIUIAHTAllMU KOCTHOTO MO3ra OT T€T€PO3UTOTHOTO JOHOPA, €CIIH JTIOHOPCKHE
KJIETKU HE MOJHOCTHIO BHITECHWIN KIETKU PELUNUEHTA.

TpancrnanTams reMONO3THYECKUX CTBOJIOBBIX KIETOK.

TpancrmanTanus reMmonodTudeckux CcTBOIOBBIX KieTok (TI'CK) pexomenmyercs netsm ¢ MIIC 1 B
Bo3pacte 10 2,5 ner ¢ kodddunmuentom pazsutus DQ > 70 [16]. Pesymbrarhl mocTuraroTcs Ipu
ucnons3oBaHu HLA-COBMECTUMBIX CTBOJIOBBIX KIJIETOK KOCTHOTO MO3ra WM IYNOBUHHOW KPOBHU OT
ponctBeHHbIX MOoHOpOB. TI'CK ymydmiaer cocTosHue THeYeHH M cele3éHKH, (YHKIMHM JbIXaTeIbHOU U
CEPICUHO-COCYAUCTON CHUCTEM M MPENOTBpAIIaeT KOTHUTHUBHBIE HAPYIICHHS, €CIIM MPOBOAMUTCS B paHHEM
Bospacte. Ycnex TI'CK 3aBucuT OT Bo3pacta peOEHKa, TsbkecTH 3a0oneBaHusi (OCOOEHHO COCTOSHUS
CEpICUHO-COCYAUCTON U HEPBHOW CHCTEM), THIA JOHOPAa W MPWKUBAEMOCTH TpaHCIUIaHTara 0e3 peakiuu
"rpancranTaT mpotuB Xo3suHA". TI'CK addekTuBHO coXpaHsSeT MHTEIICKT Jae MPHU THKETBIX TeHOTHUIIAX,
XOTS TIOMyTHEHHE pOTOBHUIBI M JAedopMalii CKeleTa NOoJIHOCThio He ycTpanswoores. llepen TI'CK
pexomenayetrcss P33T npomomkuTensbHOCTRIO 12 Hemenb. Takke D3T HeoOXoauma W IMOCHE TPOBEICHUS
TICK  npomomkutensHocThto  15-17  Henmens. Pemenue o gedenun MIIC 1 npunumaer
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MYJIBTUIUCIUILUIMHAPHAS KOMAH/1a, BKJIIOYAIOLIAs JIeyalllero Bpaya, CleHUaIicTOB (HEBPOJIOTa, KapIuoJIora,
OTOJIAPUHIOJIOra, OPTOIEAA W Jp.), CIELMAIUCTa MO0 TPAHCIUIAHTAUU KOCTHOTO MO3ra M MEIUIIMHCKOIO
ncuxonora. TT'CK y manuentoB ¢ cunapomom ['ypiep Hanbosee 3¢ dexkTHBHA HAa paHHEH CTaauH, KaK TOJIbKO
MO3BOJISIET COCTOsTHUE TarueHTa [17].

CumMnroMaTuyeckas Tepanus.

[Ipu BO3HMKHOBEHHH AJUICPIrHUECKUX PEAKIMN HA JIAPOHUAA3y MOKa3aHa MpeMeIuKaus nepes nHpy3uen.
@3T moxeT BbI3bIBaTh M0OOYHBIE 3 ekTh (nxopaaka, 03HOO, pBOTA, KpAMBHUIIA, aHA(DUIIAKCHUS) BO BpEMs
wii nocie uHy3ud. JleueHne TakuX peakiuil JOMHKHO COOTBETCTBOBAaTh COBPEMEHHBIM CTaHAAapTaM
(aHTUrMCTaMUHHbBIE, AHTUIIUPETUKH, [IIOKOKOPTUKOM/IBI). JIeueHrne MOBEJEHUECKUX PacCTPOMCTB BKIKOUAET
CElaTUBHBIE U AHKCHOJIUTUYECKUE Ipenaparbl, KOPPEKLMIO IOBEAEHUS IO CTPOIMM MEAULMHCKUM
KoHTpoJieM (ctannoHap). OdTanbMonoruueckas, oproneguieckas (BKIOUas XUPypruaeckoe BMEIIaTeIbCTBO
npu HeoOxoaumocTH) u JIOP-maronorus ieunTcs Mo CTaHJAPTHBIM MPOTOKOJIAM. DIUJIETICUS, apTepuaibHas
TUIEPTEH3US U 3aIl0phI JIEUYaTCsl COOTBETCTBYIOLIUMHU MperaparaMu COMIACHO KIIMHUYECKUM PEKOMEHIALIUSM.
XpoHuueckas Heiporatuyeckass 00jb KyNupyeTcs aHTHKOHBYJIbCAHTAMH M aHTHIENpPEcCaHTaMH (03Bl
noAOUpaOTCs MHIWBUAYAIBHO), TPH 3TOM CIIEAYyeT OTAaBaTh MPEANOYTEHUE HaWMEHEe WHBa3UBHBIM
MeTtoaaMm. D¢GGEeKTUBHOCTE (hapMaKoTepanuu 00 3aBUCHT OT KOHTPOJISI COMYyTCTBYIOIICH METUKaMEHTO3HON
Tepanuy U MOHUTOpUHTIa Oe3onacHocTy JieueHus [ 18].

XHUPYPru4yecKoe JCYCHUE.

Xupypruyeckoe neuenue nauueHtos ¢ MIIC I npoBoautcst MyabTUANCHUMIUIMHAPHOW KOMaHJOW COINIACHO
KJIIMHU4YeCcKuM pekomeHaanusm [19]. [lokazanueM K JeKOMIPECCHUH HEPBHBIX CTBOJIOB CIY>KUT COXPaHEHHBIN
MHTEJUIEKT B COYETAaHMM C HapylmieHHeM (YHKIUM KHCTEH WIM HEPBHOW NPOBOAMMOCTH (IO
anekTpoHeiipomuorpaguu). Ilpm KoMMmyHHKaTUBHOW ruapouedanuu (mporpeccupyromiee yBEIUYCHHE
xemynoukoB o MPT w/wnu naBnenue uepedpocnuHanbHO kuakocTH >250-300 cM BoA. CT.) MOKa3aHO
BEHTPUKYJIONEPUTOHEANbHOE NIyHTHpOBaHHE. CTEHO3 MIEHHOTo OT/AeNa MO3BOHOYHMKA, OCOOCHHO NpHU
CYKCHHH CAaTrUTTAIBHOTO JHaMeTpa TMO3BOHOYHOTO KaHaia Oonee uem Ha 50%, TpeOyeT IEeKOMIIPECCUU
CIMHHOIO MO3ra, JaXe€ IpU OTCYTCTBUM HEBPOJOTMYECKOM CHMIITOMAaTUKU, JUIS IPEIOTBPALICHUS
HEOOpaTHMBIX TOBPEXACHUI. BplpakeHHBIE AeQopManuyl WIM apTpo3 KOHEYHOCTEH, HEMOAJAroIInecs
KOHCEPBAaTHUBHOM Tepanuu, TpeOyroT SHIONPOTE3NPOBAHMS CyCTABOB MM KOPPUTUPYIOMUX ocTeoTomuid. [1pu
HAJIMYMM TIOKa3aHUH (CHHAPOM OOCTPYKTHUBHOTO AarHO?, SKCCYJaTUBHBIA OTHUT, 3aTPyJHEHHOE HOCOBOE
IbIXaHUE, PeUUIUBUPYIONINEe HH(EKINU BEPXHUX JIBIXaTEIbHBIX MyTeH) PeKOMEHAYeTCS aeHOTOMHUS W/WIN
ToH3wuUKTOMUS. Y manueHToB ¢ MIIC 1 xupypruyeckoe BMEIIaTenbCTBO TpeOyeTcs yarie, yeM B oOmiei
MOMYJIALMU; IPEAIOYTEHUE OTAAETCS WASAIINUM YHA0CKONMYECKUM MeToaam [20].

Kiaunnvecknii ciayvail. Manpuuk B., 1 rom pommics or 2 OGepeMeHHOCTH, 1 NpexIeBpPEMEHHBIX
OIlepaTUBHBIX POIOB Ha cpoke 36 Henenpb recrauuu. bepemenHocts, Hactynuas myteM KO (ot noHopa),
npoTekana Ha (oOHE TeCTAMOHHOTO CaxapHOro auadera, apTepHalIbHOW TUMNEPTEH3MH (CTallMOHApHOE
neueHue). Mansuuk oT 47-1€THEW Marepu, CTpajaBIIed OTCYTCTBUEM OBYIALIMH, aHEBPU3MOM
MEXMPEACEPIHON TMEePErOPOIKH, MHOMHUEH BBICOKOW CTEMEHU, XpoHHYeckuM muenoHedpurom, XbIT 1
CTENEHU, XPOHUYECKUM TOH3WLINTOM. Macca pebenka npu poxaenuu 2 770 r., poct 49 cm. Ouenka mno
mkane Anrap — 7-8 6amios. IIpenaransHo Ha 24 Hepene recramuu no OxoKI' miuoxa ormewanuch aedexr
MexokenynoukoBoit neperopoaxu (JAMOXKII), napyiienue purma cepaua no TUILY apUTMHUU, SIKCTPACUCTOIHUH.

C poxneHuss COCTOSHHME CpEAHEH CTEeNeHH TKECTH 3a CUYET HEBPOJOTUYECKOM CUMIITOMATHKH,
MUHHMAJIbHBIX JbIXaTeIbHBIX HapymeHuid Ha ¢one Hespenoctu. [lo manapiM OxoKI He uckirouancs
JBYCTBOpYAThIi aOpTaJbHBIN KJlallaH, pPETUCTPUpPOBAJIaCh YMEpPEHHas JierodyHas rumnepreHsus. Jlus
o0clieIoBaHHs TIEPEBEICH B OTJIEJIICHUE IMATOJIOTUH HOBOPOXKJIEHHBIX. COCTOSIHHE MPH MOCTYIUICHUH OBLIO
CpeIHEeH CTENeHHU THKECTH 3a CYET HEBPOJIOTUYECKOM CHUMITOMATHUKH, OOMEHHO-TPO(MUUECKUX HAapyUICHUH.
[Tpu npoBeneHnn 10006CIeI0BaHUS AUATHOCTHPOBAHBI H3MEHEHHS CO CTOPOHBI CEP/Ia: BPOXKACHHBIN Kap/IuT,
Ha3HayeHa Tepanus OucorpononoM U KanrompuwioM. C 14 CcyTOK XH3HM OTMEYalach OTpUIATEIbHas
JMHAMUKA 32 CUET HapacTaHUsl CUMIITOMOB HHTOKCUKauK. [10 naHHBIM peHTreHorpaduu opraHoB OprOIIHON
IIOJIOCTH BBIABJIEHBl TPU3HAKM HEKPOTU3UPYIOLIETO0 SHTEpPOKoauTa. PeOeHOK nepeBeeH Ha IOJIHOE
napeHTepatbHOE MUTAHUE, TIOJTMKOMIIOHEHTHYIO aHTUOAKTEpUAIbHYIO Tepanuio. J[MHaMHuKa COCTOSHUS ObLIa
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BOJIHOOOpA3Hasi, IOCJIE€ CTUXAaHHUA CHUMITOMOB BOCHAJEHUS BHOBb 3apETUCTPUPOBAHBI JIMXOPAJKA,
3HAYUTEIHHOE TOBBIIICHHE OCTPO(a30BbIX OelKOB KpoBU. B Bo3pacte 28 mHell mepeBefieH B OTIEICHUE
peaHuManuy HOBOPOXAEHHBIX. COCTOsIHME OBLIO TSKENOe 3a CYET MHTECTHMHAJBHBIX HAapyLIEHUH Ha (oHe
HEKPOTU3HUPYIOIIEr0 SHTEPOKOJINTA, UHTOKCUKALIUH, CEPAEYHON HEA0CTAaTOYHOCTU Ha (JOHE TEUEHUS Kap/uTa,
TshKeoi anemuu. [IpoBenena remorpancysust, ”HTEHCUBHAs aHTHOAKTEpUaIbHAs Teparys, TOJOAHAs Tay3a.
Ha ¢one Tepanuu nuHaMuKa MOJIOXKUTENbHAs, Yepe3 TPH JHS C MOMEHTa MEpeBoJa B peaHUMAIMIO Hayara
JHTEpajbHasl Harpy3ka C IOCTENEHHBbIM pacuipeHueM. B Bospacte 1 mecsu 10 anel moctynwin ans
JaJIbHENIIETo JIeYeHHUs B OTAeNIeHue paHHero Bo3pacTta. COCTOSHME NpPU MOCTYIUIEHUH TSDKEIOE, 3a CUET
UHTECTUHAJIBHON  JUCQYHKLUMM, HMHTOKCUKALMM, HEBPOJIOTHYECKOW cumnToMaruku. IIpoBoauiack
NIPOJIOHTUPOBAaHHAs aHTHOaKTepuaynbHas Tepanusi. Ha ¢oHe pacmmpeHus mutanus 10 (HU3HOIOTHYECKOTO
oObeMa peOeHKa OTMeUanach OTpUIaTelbHasl TMHAMHUKA B BUJE XPOHUYECKOH CEpIeYyHON HEAOCTAaTOYHOCTH:
cToiikasi Taxukapaus, rernaromeranus. [lo manaeiM OxoKI' BbIsiBIieHa KapAMOMUONATHS, TUIATAIIMOHHBIN
¢denorun. Hepocrarounocts aopransHoro kinanana I cr. XCH 2A. @K 2 no Ross. HeBponorom ycranoBieHo
NepUHATaIbHOE MOpa)keHue LeHTpaabHoM HepBHOM cuctemsbl (LIHC) runokcuuecku-uieMu4eckoro reuesa
TSOKENOHN CTENEeHH, BOCCTAHOBUTEIbHBIN NEPUO/. 3aKiI0ueHNe 0(hTaabpMOJIora: NOMyTHEHHE POTOBUIIBI 000X
mia3. Y3U abnoMuHabHOE: YBEIIMYCHUE Pa3MEPOB NICUCHH, CEIEe3CHKH, TU(Qy3HbIC N3MEHEHUS TAPEHXUMBI,
oOoraiieHre BEHO3HOTO PUCYHKa IEYCHH; YBEIWYCHHE JTUM(ATHUECKUX Y3JIOB B MPOEKIUU BOPOT IECYCHHU;
TEH/ICHIMS K THEeJI0dKTa3uu crpasa. [lo manHbIM HelipocoHorpaduu — ymepeHHble Tuddy3HbIe N3MEHEHHS
MIaPEHXUMBI TOJIOBHOTO MO3ra, paclIMPEHUE HapYKHbIX IUKBOPHBIX POCTPAHCTB, BEHTPUKYJIOMETAIIHSL.

C 2 mecsueB XU3HU Hayajaoch TUTPOBAHME KapBEAWJIONA, KalTONpuia, ModeroHHas Tepanus. Ha ¢one
Tepanuy OTMedajach HeOOJblllas IOJOXKHUTENbHAs JMHAMUKA. YUHUTHIBAas COYETAHUWE [WUJIaTalliOHHON
KapJIMOMHUOIIATUHA C HEBPOJIOTHMYECKOM CMMITOMATUKOW M 3aJICPKKOM Pa3BUTHS, CAECIAHO MPEANOI0KEHUE O
TeHETUYECKOM CHUH/IPOME.

B BO3pacte 6 MecsieB mpoxoausi CTallMoOHapHOE JiedeHue B epepanbHoil kinHuke B Mockse. [IpoBeneno
reHEeTUYeCcKoe ucciefoBaHue Ha kapuotui: 46XY. TannemMHas Macc-CIIEKTPOMETPHs: aKTMBHOCTb o-L-
unayponunasbl cocrapmwia 0,03 mMxmons/murp/yac (Hopma Oombine 1,96 Mkmonb/mutp/dac). MoseKylIsspHO-
TFeHETUYECKOE HCCIIEJOBAHUE METOJOM IPSIMOIO aBTOMATUYECKOI'O CEKBEHUMPOBAHUS: BBISBIICH MATOTCHHBIN
HyksieotuaHbIH Bapuant chr4:987858CT B roMo3uroTHoM/TeMU3uroTHOM coctosinuu B rene IDUA. Bapuant
chr4:987858CT panee y nannenToB B Poccun He onuceiBaics. Ha 0CHOBaHWYM KIIMHUYECKHX, JIAOOPATOPHBIX,
MHCTPYMEHTAJIBHBIX ~ WCCIICIOBAaHMKA  TE€HETUKOM  (eepanbHOil  KIMHUKH ~ BBICTABICH  JIMArHO3:
Myxkononucaxapuao3s | tumna. Pebenky pexkomenaoana @3 T npemapaTtoM JapoHua3a.

[Tocne storo B teuenue 14 nueit Haxomwics B (enepanpHoi kimHuke B Caukt-IlerepOypre, raoe emy
UMIUTAHTUPOBAH LEHTPAJbHBbIM BEHO3HBIM KaTeTep M HayaT MOMCK JIOHOpa JUIsl TpaHCIUIAHTAIL[MM KOCTHOI'O
Mo3ra. Beimucan u3 IeHTpa ¢ PEeKOMEHJALUsSMU MOBTOPHOW TOCHUTAIM3ALMKU B IUIAHOBOM MOPSIIKE AJIs
noarorosku k TT'CK.

B Bo3pacte 8 mecsieB 12 qHelt B cTanmoHape KpaeBoil neTckoi OonpHuIb nHUIMupoBana M3T, BBegeHa
nepBasl J103a JIEKapCTBEHHOIO Ipernapara JjapoHuzaasa (ampaypasumM, JDxenzaiim @apMachlOTHKAN3,
BenmukoOpuranus) u3 pacdera 100 En/kr/BBemenue 1 pa3 B Hemenro B/B KalelnbHO, C IMpeMeIUKaluen
xyoporupaMuHoM. [Ipenapar BBOOWTCS COMIACHO MHCTPYKIHH C MPUMEHEHHEM HH(Y3MOHHOTO (pUIIbTpa,
HavyaspHas ckopocTh 2 EJI/kr/gac, mpu ynoBIETBOPUTEIBHON NMEPEHOCUMOCTH KaXble 15 MUH. IPOBOAMUTCS
yBenmuenue ckopoctu 110 30 EJI/kr/gac. BBeaenue npenapara npou3BoaAuTCs B TedeHHE 4 yacoB. B Bo3pacre
8 mecsaueB 19 aneit mpunsito pemenue, uro P3T mapoHmgazoil MOXKET HPOBOAUTHCS B aMOyJIaTOpHO-
MOJIMKIMHUYECKUX YCIOBUSX. B aMOynaTopHBIX yCIIOBUSX BBEJI€HA BTOpas /1032 JIAPOHWUJA3bl, BO BpeMs
KOTOpOl OTMEYasloCch OECHOKOICTBO, 4Yepe3 Yac OT Hayaja BBEIEHUS CONPOBOXKIAIOCH IOBBIIICHUEM
temmieparypsl Tena jo 38,8 °C. Beemena cycnensus uOynpodena 100 mr/5,0 ma B go3e 5,0 Mi BHYTpS,
IIpUMEHEHbl (u3nueckue MeToabl oxjaxiaeHus. Ilocnenyromue BBeIEHUS JIAPOHUIA3bl IPOBOIATCS
€KEHEENIbHO 10 IMOHEJENIbHUKAM, HEXeJaTelbHbIX SBJICHUM HE 3aperucrpupoBaHo. Bcero mposeneno 10
BBeJeHUI JapoHunassl. B Teuenune 10 Hemenp TepanmMM  OTMEYEHBI OCTAHOBKA KIMHUYECKOIO
IIPOrpecCUpOBaHUs 3a00JI€BaHUSI, YIyUllIEHUE HEPBHO-IICUXUYECKOTO pa3BUTUSl peOeHKa. MaabuuK Hay4duiIcs
JepKaTh TOJOBY, IOJI3aTh, CTaJ BCTaBaTb HAa HOTU C OMOpPOW. 3aMeTHO OoJbIle Havdal HHTEPECOBATHCS
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UTPYLIKaMH, TIOI0JITY UTPAET C HUMH, IPOSIBIISICT OOJIBIION HHTEPEC U TF0003HATEIBHOCTD.

B am0ynatopHbIX yciaoBusx peOeHOK HaOmromaercss B 5-il rpymme 3A0pOoBbs C KIMHHYECKHUM JAUATHO30M:
OcnoBuoii: E76.0 Myxkononucaxapuno3 I tuna. Cunapom ['ypnep (Tsokenas ¢opma) mytanusa reHa IDUA
(chr4:987858C > T B roMO3UTOTHOM/TE€MU3UTOTHOM COCTOSIHUN).

Ocnoxunenne ocHoBHoro 3aboneBanusi: (I 42.0) Kapauomuonarusi, AMIaTallMOHHBIA (EHOTHIL.
[ToBblmieHHast TpabeKySIPHOCTH JIEBOTO JKeNyAouka. HemoctarouHOCTh aopranbHOro kiamaHa [ cr.
Pacuiupenue xopHst aopthl. OTKphITOE OBasibHOE OKHO. XCH 2A ctr. ®K 2 no Ross. OyHkimonupyrommit
apTepuaibHbIi IIPOTOK.

ConyrcrByrommii: [lepuHaranpHas 3HIEpanonarus CIOKHOTO TEHE3a, MO3AHHUIA BOCCTAHOBHUTEIBHBIM
nepuoa. IlepunaransHoe mnopaxenue [[HC runokcudyecku-uiieMUyecKoro reHe3a TsKENOM CTEeleHH,
yMepeHHasi cooOmaromascs ruaponedanus. BbIpaXeHHBIH MHOTOHUYECKUH CHHIPOM. BvipakeHHas
3alepKKa IICUXOMOTOPHOIO pa3BUTUA. XPOHUYECKUHM OKCCYJAaTUBHBIM JBYCTOPOHHUN CPEIHMM OTUT.
Xponudeckuii nonvcuHycur. Ilynmouynas rpepka. IlaxoBas rpepka crpasa. 11axoBo-mMOLIOHOYHAs TpbDKa
cieBa. Pusnonornyeckuii ¢umo3. BAP pebpa: pebpo Jlromka. AHeMHs CpeqHEH CTENeHH THKECTH
CMeIlIaHHOro renesa. [lomyTHeHue poroBuiibl 00oux mas. [IBycTopoHHss Tyroyxocts. HenoHnomenHocts 36
HEJElb.

[Iponomkaer npuHumarh npenapatsl: kKanronpuin 0,006255 mr 3 pa3a B J€Hb €XKEJHEBHO IOCTOSHHO,
crimpononaktoH 0,005 1 pa3 B nenp moctossHHO, Oucompoinon 0,00125 mr 2 pasa B A€Hb €XKETHEBHO
nocTosiHHO, Xonekanbiudepon 2500 EJl 1 pa3 B meHp exenHeBHO mocTosHHO, kene3a (III) rumpoxcun
nonumMansro3ar S0 Mr/mit 5 kanens 2 pasa B AeHb exeaHeBHo. [Inanupyercs nponomkuts O3T NoXXU3HEHHO.

3akmouenne. Takum o00pa3oMmM, HECMOTpPsS Ha PEIKOCTh NATOJOTMH, y MalbiMKa JUarHOCTUPOBAH
Mmykononucaxapuno3 | tuma, cungpom ['yprep — Ha OCHOBaHMM KIMHMYECKHMX NPU3HAKOB OOJIC3HU:
COYETaHMs JAWJIATALlMOHHOM KapIMOMHUONATHH, IIOMYTHEHHUS pOTOBMIIbI, TYTOYXOCTH U BBIPAXKEHHOMN
3aJIep’)KKM TEMIIOB MOTOPHOIO pa3BUTHUA. JlMarHo3 MOATBEP)KIEH IMOJIHOI€HOMHBIM CEKBEHHPOBAHHUEM.
OCOOEHHOCTBIO JAHHOTO CITy4as SBJSETCS BbISIBICHHE peakoil Myrauuu B rene IDUA, He xapakTepHOW ams
OOJIBIIIMHCTBA CHABSHCKMX M TIOPKCKUX HaponoB. [IpencTaBieHHBI KIMHUYECKUH Ciydail IO3BOJIUT
MOBBICHTh OCBEJOMIIEHHOCTh O JaHHOM 3aboneBanuu. [Ipm momo3peHun Ha MyKomonucaxapuao3 | Tuma
BaKHO IIOMHMUTB, YTO 3TO MYJBTUCUCTEMHOE IIOPAKEHUE, 3aTparuBarolllee CKEJIET, CEepAle, IeYeHb, I71a3a,
LEHTPAJbHYI0 HEPBHYIO CUCTEMY M Jpyrue oprasbl. [IpoOnembl 3aiepKKW AMAarHOCTUKM U JICUEHUS
00yCIIOBIICHBI, B TIEPBYIO OY€pe/b, HU3KOW OCBEJAOMIICHHOCTHIO Bpayeil O JaHHOM penKkoM 3a00JeBaHMHU,
OTPaHUYEHHBIM KOJIMYECTBOM OIMCAHHBIX B JIMTEpAaType MOJOOHBIX ciayuyaeB. DepMEHTO3aMECTUTEIbHAs
Tepanus M03BOJIAET YIy4IIUTh IPOrHO3 OOJIBHBIX C MyKoIloJIncaxapuao3oM I tuna.

Ceeoenus o exnaoe agmopoe.

[MonsxoBa JI.B. — 35% (pa3paboTka KOHIENIUH M JHM3aiiHa WCCIENOBaHMSA, aHAIU3 M HMHTEPIPETAIUS]
JaHHBIX, aHAIW3 JIMTEPaTypbl IO TEME HCCIIEOBAaHUs, HAy4YHOE pPEJaKTHPOBAHUE, YTBEP)KICHHE
OKOHYATEJIBHOTO TEKCTA CTAThH).

[ManuOpammua Y.JI. — 35% (cOop naHHBIX, aHAIW3 U UHTEPIPETALHs TaHHBIX, aHAJIU3 JTUTEPATYPHI MO0 TeMe
WCCIIC/IOBAaHMS, HANMCAHNWE TEKCTa CTAaThU, TEXHHMUYECKOE PEIAKTUPOBAHUE, YTBEP)KICHHE OKOHYATEIHLHOTO
TEKCTa CTAThH).

Hlep6ak B.A. — 10% (cOop maHHBIX, TEXHUYECKOE PEIAKTUPOBAHUE, YTBEPKICHHE OKOHYATEIBHOTO TEKCTa
CTaTbH).

Kazannesa A.H — 10% (cOop u uHTEpHIpeTaIis JaHHBIX).

[lepbak H.M. — 10% (TexHU4EeCKOE peIaKTUPOBAHUE, YTBEPKICHHEC OKOHYATEITLHOTO TEKCTa CTAThH ).

Ceeoenus o punancuposanuu u Konghnukme unmepecos.

HccnenoBanne He ©MeNo (PMHAHCOBOM MOICPIKKH.

ABTOPBI 3asBIISIIOT 00 OTCYTCTBUU KOH(IINKTA HHTEPECOB.

Hugpopmayus o coomeemcmeuu cmamopu HayuHOU CREYUATLHOCHU.

3.1.21 — Ilenuarpus.

3.3.3 — Ilaronoruyeckast pu3noIOrHUs.
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