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K peakum HacsieACTBEHHBIM 00/1€3HAM, BCTPEYAIOIIMMCS B IPAKTHKE NEANATPOB, IeTCKUX HEBPOJIOTOB, FeHETUKOB, OTHOCUTCS CHH-
npom Jlema—Haiixana, cBsi3aHHbIi ¢ HapylieHHeM 00MeHa mypuHOB BejeacTBue myTanuu B rene HPRT1, koaupyiomem depment
runokcaHTuH-ryannHgochopudosunrpanchepasy (F®PT). Hepocrarounocts 'OPT npuBoauT K pa3BUTHIO THIIEPYPUKEMHH, MO-
yekucoii Hedpponatun u nopaxenuio [ITHC, HanoMunaionemMy 1MCTOHUYECKYIO WJIH THIIEPKUHETHYECKYIO (hopmy aeTckoro nepe-
OpajbHOTO Mapaanya, B COYETAHUN CO CKJIOHHOCTBIO K ayTOArpecCHBHOMY NMOBeJAeHHI0. /IMarHOCTHKA 0CHOBAHA HA COBOKYIHOCTH
aHAMHeCTHYEeCKUX CBeJleHHUil, XapaKTePHbIX HEBPOJOTHYECKHX CHMIITOMOB, BbISIBJIEHHS BBICOKOTO YPOBHS MOY€BOii KHCJIOThI B KPOBH
W MoYe U uaeHTHUKAIuKM naTtoreHHbIx Mytanuii B reie HPRT1. Pannee ycTanoB/ieHue IMarao3a coco0CTBYeT CBOEBPEMEHHOMY
HA3HAYEHUIO TePANUH U TIOMOTaeT B MPOBEIEHHH MeAUKO-TeHeTHIECKOTO KOHCYISTHPOBAHUA. B cTaTbe mpuBoauTCSs KIMHHYECKOE
Ha0oIeHne MaibuuKa ¢ cuiapomom Jlema—Haiixana, ocBemaloTCs BONPOCHI IMATHOCTHKH U JIEUEHUS JAHHOTO 3200JIeBaHMs.

Karouesvte caosa: demu, cunopom Jlewa— Haiixana, oomen nypunos, ouazHocmuka, aevenue, aiionypuHol.

The rare hereditary diseases encountered in the practice of pediatricians, pediatric neurologists, and geneticists include Lesch—Nyhan
syndrome associated with purine metabolic disorders caused by mutations in the HPRT1 gene encoding the enzyme hypoxanthine-
guanine phosphoribosyltransferase (HGPRT). HGPRT deficiency gives rise to hyperuricemia, hyperuricemic nephropathy, and a
CNS lesion reminiscent of dystonic or hyperkinetic infantile cerebral paralysis concurrent with a propensity to have autoaggressive
behavior. The diagnosis is based on a range of history data, characteristic neurological symptoms, the detection of high blood and
urine uric acid levels, and the identification of pathogenic mutagens in the HPRT1 gene. Early diagnosis contributes to timely therapy
and assists in medical genetic counseling. The paper describes a clinical case of a boy with Lesch—Nyhan syndrome and elucidates the

problems of diagnosis and treatment of this disease.

Key words: children, Lesch-Nyhan syndrome, purine metabolism, diagnosis, treatment, allopurinol.

HaCJ'[e)ICTBeHHBIC HapylieHus1 OOMeHa MypuHOB U MH-
PUMMINMHOB OTHOCSTCS K DPENKUM 3a00JICBaHMSIM,
OTHAKO OHUW BCTPEYAIOTCS B KIIMHUICCKON TPaKTUKE Tie-
UATPOB, TEHETUKOB M AETCKUX HEBPOJIOTOB. JJo cux mop
MUATHOCTUKA ITUX TATOJIOTMYECKUX COCTOSTHUI OCTaeTCs
HEyIOBJIETBOPUTENbHON. MHoOrMe 00Jie3HW W3 JTaHHOU
TPYIIbl HAPYIIEHWI OOMEHa MPOTEKAoT C MpeuMylle-
CTBEHHBIM TIOPaKCHUEM IIEHTPAITEHON HEPBHOM CHCTEMBI
1 MaHU(DECTUPYIOT B paHHEM BO3pacTe, HEKOTOPhIe — Me-
IOT OCOOCHHBIN CIIEKTP KIMHUIECKUX TTPOSIBIIEHNI. 3Ha-
HUE TaKUX CUMITTOMOKOMITIEKCOB ITOMOTAeT YCTAHOBWTH
TOYHBIN JMarHo3 B paHHeM Boapacte. K 3aboneBaHMSIM,
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WMEIOIIMM COBOKYITHOCTh XapaKTepHBIX CUMIITOMOB,
MOXHO oTHectu cuHapoM Jlema—Haiixana — Hacnen-
CTBEHHOE HapyllleHre OOMeHa IypUHOB, 0OYCIOBIEHHOE
OTCYTCTBMEM aKTUBHOCTH (PpepMeHTa THUITOKCAHTUH-Tya-
HuHbochopudosuntpancdepass I [1]. JluarHocTrueckmii
myTh K cuHapoMy Jlemma—HaiixaHa MOXHO TIPOCIEIUTh
Ha MpuMepe HaOTIomaBIIeTocsl HaMU OOJBHOTO, TUATHO3
KOTOpOMY ObUT YCTAHOBJICH B BO3pacTe 8,5 JieT.

W3 paHHero aHaMHe3a M3BECTHO, YTO PeOEHOK pO-
IUJICST OT 6-if OepeMeHHOCTH, MPOTeKaBIIeil (hU3noI0-
rMYHO. Manbuuk ot 1-it 6epeMeHHOCTH yMep B BO3pacTe
1,5 net Bo BpeMmsi MH(EKIIMOHHOTO 3a00JIeBaHusI, pas-
BUBAJICST C TICUXOMOTOPHOM 3allep>KKOM, TTPUYNHA KOTO-
poit He Obljla yCTaHOBJIEHA; OT 2-1f 0epeMEeHHOCTH 10Yb,
19 ner, 3n0opoBa; 3—5-s1 6epeMeHHOCTb — MEIUIIMHCKUE
abopTtbl. HabmonaBmmiicst HaMu pebeHOK — OT 3-X pOJIOoB
B CpOK, Macca Tena rmpu poxxaeHun 4800 1, mmmHa — 57 cM;
olleHKa 110 1mkajie Arnrap 8/9 6annos. Ponurenu pedbeHka
He COCTOSIT B KPOBHOM POICTBE.

3amepKKy IBUTATEIbHOTO Pa3BUTHUST pOIUTETN 3aMETH -
qm ¢ 3-ro Mecsna xu3Hu. C 3Toro Bo3pacra MajJbuuK Ha-
OJtoIaICsl Y HEBPOJIOTA; TTOCIe 8 MeC KM3HU MOSIBUTUCH TH-
MepKUHE3bI, paclieHeHHbIe KakK aTteTo3. B Bo3pacte 1 roma
1 Mec OBUT TTOCTaBJIEH MMArHO3 JETCKOTO LepeGpaTbHOTO
Mmapaynya B (hopMe CIacTUUeCKoro Terpamapesa. o 8 et
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MaJbuMK MMEJT 3aIepXKKYy MOTOPHOTO pPa3BUTHS: HE MOT
cuieTh 6e3 MOMOIIM, TIPY TMOAAEPKKe Aeal Iaru, opat
B pyK# TpeaMeThl. [Tomydan Kypchl HOOTPOITHBIX TpeTia-
paToOB, CPENICTB, CHIKAIOIINX TUTIEPTOHYC MBI (GaKI0-
(beH, munoxkanm, cupaaiya), 6e3 BbIPAXKEHHOTO MOJI0XKU-
TeabHoro addekxra. C 8 JeT nmocreneHHo nepecran CUIETh
U XOOUThb C TIOMICPXKKON, MAHUTTYJISLINNA C TIpeaAMEeTaMU
CTaJT HEBO3MOXKHBI. YCUITMITUCH HACUTBCTBEHHBIE IBHKE-
HUS, TTOSIBUJTUCH TIPUCTYIIBI PE3KOTO BBHITMOAHUS TYJIOBHU-
1A Ha3a, MPOIOJIKUTETbHBIX BOTHOOOPA3HBIX IBUKEHUIA
B KOHEYHOCTSIX, COIPOBOXKIABIINXCS BBIPAXKEHHBIM TH-
MEPTOHYCOM M TPEMOPOM, UTO OBLIO PaclieHeHO KaK 31K~
JIETITUYECKUE TIPUCTYITBI; Ha3HauYeHa Teparusl aHTUKOH-
ByJbcaHTamu. Ha O3I'-Bummomonutopunre B 2011 1
ObUTa 3apernucTpupoBaHa (POKajbHasI SMUICITU(MOPMHAS
AKTMUBHOCTD, YTO MOCTYKUIIO OCHOBAaHUEM JUTSI TIPOIOJIKE-
HMS JIeYeHUsT aHTUKOHBYJIbcaHTaMU. OIHAKO ONMKMCaHHBIe
TIPUCTYTIBI COXPAHSITUCH.

ITpocTtsie ¢pasbl pedbEHOK cTal MPOU3HOCUTH K BO3-
pacty 4 jet, peub ObliIa HEYEeTKOM, OTMEYalach BhIpaXKeH-
Hag nu3apTpus. B 5 et mosiBuIach ayroarpeccust B BUie
KycaHus manbplieB pyk. K 8 rogam ayromospeskmaroliee
MOBeJIcHNE YCYTYOUIIOCh: CTal KycaTh TYOBI U SI3BIK, BHY-
TPEHHIOIO MTOBEPXHOCTB IIEK.

AHanm3 1a60paTOPHBIX TaHHBIX MMOKa3aj, 4TO Y pe-
OeHKa c 4 JIeT B aHaJIM3aX MOYM oOpalago Ha ce0st BHU-
MaHWe OOJIbIIOE KOJTMYECTBO COJe MOUEBOM KHUCIIOTHI.
B 5 ner HaGm0MaI0Ch HECKOJIBKO 3TM30/I0B MaKpoTe-
Matypuu. B 8 jeT 6bIJ1I0 OTMEYeHO TOBBIIIIEHUE YPOBHS
MOYEBOI KUCIIOTBI B KPOBU.

B Bo3pacre 8,5 €T HEBPOJIOTOM 1O MECTY XKUTEJIbCTBA
(KpacHosipck) BriepBble Ha OCHOBAaHWM COBOKYITHOCTHU
KJIMHAYECKOM KapTUHBI 3a001eBaHUS B COYETAHUU C THU-
TepypuKeMueid U TUTIepYPUKO3ypreil ObIT 3armomo3peH
cuHapoM Jlema—Haiixana 1 peKoOMeHIOBAaHO IIPOBEE-
Hue JJHK-muarnoctuku. B naGoparopun HaciencTBeH-
HbIX OoJyiedHeil oomMmena MI'HII PAMH wmeronom mipsi-
MOTO aBTOMAaTMYECKOro cekBeHUpoBaHusi reHa HPRTI1
BBISIBJIEHA JIeJielust TpeX HykKiIeoTunoB c.24 26delCGT
B TIEPBOM 3K30HE TeHa B TeMU3UTOTHOM COCTOSTHUM. Ta-
KUM 00pa3oM, COBOKYITHOCTh XapaKTEPHOTO COYETaHUSI
CHMNITOMOB TIO3BOJIMJIA 3aMOAO03PUTh CUHApOM Jlema—
HaiixaHa, KOTOpBIit ObLT TOATBEPKIEH pe3yIbTaTaMu MO-
JIEKYISIPHO-TEHETUIECKOTO MCCIIeIOBaHMUs. Y MaTepu pe-
OeHKa JaHHasT MyTalMsl OOHapyXKeHa B reTepO3UTOTHOM
COCTOSIHUM, y CECTPhI MMPOOAaHIa MyTalluy He BBISIBIEHO.
BriepBbIie B aJITOpUTM JIEYeHUS IJIT YMEHBIIEHWS TUTIEP-
YPUKEMUU OBIJT TOTTOTHUTEIBHO Ha3HAYEH aJJTOITyPUHO.

Jns yrinyoseHust o0caenoBaHus MaJbuuK TTOCTYITUIT
B OTIeJeHWe HACJeJICTBEHHBIX W BPOXIEHHBIX 3a00-
neBaHuii ¢ HapymeHueM ncuxuku HUKW nenuarpum
B Bo3pacte 9 JeT (cM. pucyHoK). Pusndyeckoe pa3BUTHE
pebeHKa pacleHMBAIOCh KaK CpeaHee, TapMOHUYHOE.
B HeBpoJlOrMYeCcKOM cTaTyce B COCTOSTHUU TTOKOSI OTpe-
Jlesiiach TUITIOTOHMS MBI B PyKax ¥ B IPOKCUMAaJTbHBIX
OTJIeNIaX HOT, CIACTUYECKUIl TMTEPTOHYC B AUCTAIBHBIX
oTaenax HOT. [Tpu MOTBITKe aKTUBHBIX IBMKEHU I HAOTIO-

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

JTaJIUCh BBIpaXeHHBbIE TeHepalIUn30BaHHBbIE AUCTOHUYE-
CKUe TUTIEPKUHE3BI, B pyKaX TaKxKe MMEJICS XOpeoaTeTo3
1 0aJUTM3M; TIPU MTOTBITKE CUIETh — OMMCTOTOHYC, 3aIpOo-
KUIbIBaHWE TOJIOBBI Ha3am. PeGeHOK He XOaWI, He CTOSI.
OTMeyvasoch TOCTOSTHHOE XeJlaHWe KycaThb CBOW PYKH,
TyOBI, A3bIK; MHOTJA TLITAJICST YIAPUTh MaTh WU MEIu-
LIMHCKUI mepcoHan. [pyrue ueaeHanpaBieHHbIE Ieii-
CTBUSI KOHEYHOCTSIMM HEBO3MOXKHBI.

Ilpy ocMmoTpe TICHXOJOTOM JTOCTOBEPHO OLIEHUTh
YpOBEHb TICUXMYECKOTO Pa3BUTHUSI He TMPEACTaBISIOCH
BO3MOXHBIM M3-3a BbIpAXKeHHBIX HAPYIICHUI peun 1 1ie-
JIeHampaBJIeHHbIX nBikeHnid. Tect PaBeHa cocraBui
17 6a/10B, YTO COOTBETCTBOBAJIO CPpEeAHE HOpME IIJIsI pe-
OGeHKa B Bo3pacTe 5—6 jieT. 3aKimoueHre TICUX0JIora: yMe-
peHHasl 3aIepXKKa TICUXUYECKOTO Pa3BUTHSI.

Ha MarHuTHO-pe30HaHCHBIX TOMOTpaMMaXx IrOJIOBHO-
TO MO3Ta BU3YaJU3UPOBAINCHh MEJIKME JJaKyHapHbIe KU-
CThI B IJTYOMHHBIX OT/IeJIaX TJOOHBIX 0.

Ha ocHoBaHWM ommcaHMsl XapaKTepa JBUTATEIBHBIX
MapOKCU3MOB, HaOTIOMAaBIINXCS Y OOJIBHOTO, B OTHENe-

i T A

Pucynox. BonbHoii ¢ cunnpomom Jlema—Haiixana B Bo3pacte 9 jiet.

POCCUNCKWIA BECTHUK NMEPUHATOJIONMU U NMEANATPUN, 4, 2015

58




Sbnonckas M.U. u coaem. OcoGEHHOCTH KIMHUKO-1a00paTOPHOM TMAarHOCTUKY cuHapoma Jlema—HaiixaHa u coBpeMeHHbIe BO3MOXHOCTH Teparin

HUU TICUXOHEBPOJOTUU W OSMUJIETITOJOTUA WHCTUTYTA
ObUT MpPOBENEH aHaJIU3 TPEACTAaBIEHHONW MaTepblo pe-
OeHka KpuBoil DDI-BUAMOMOHMTOPMHTA, MOAPOOHOTO
aHaMHe3a 3a00JieBaHUST W KIMHUYECKUX TPOSIBJICHUIA.
VoenuTenbHBIX JTaHHBIX, CBUAETEILCTBYIOIINX OO STH-

JIETICU, He BBISIBIIEHO. PeKoMeHIoBaHa TTOCTeTICHHAs

MeUTeHHast OTMEHa aHTUKOHBYJIbCAHTOB, KOTOPBIE MOJTY-

yaj 00JbHOM — JernmakuHa U TebaHTUHA (rabarneHTUHa).

Ilpu ynbrpasBykoBoMm wuccienoBaHuun (Y3M) mouek
oOHapyXeHa HeOTHOPOIHOCTb BCEX MUPAMUJIOK 1O CTPYK-
Type 3a CYeT TUITEPIXOTeHHBIX BKITIOUEHUIA 10 2 MM, He-
KOTOpBIE M3 HUX C aKyCTUYECKOM TeHbI0. B 1ieHTpabHOM
SXOKOMITJIEKCE TaKKe BU3YATU3UPOBATUCH TUIIEPIXOTEH-
HbIE BKITIOUEHHUS 10 2 MM.

B 6uoxumuyeckom aHaM3e KpOBU: MOUeBast KUCJIOTa
0,27 mmonb/n (HopMma 0,11-0,32), Ha ¢oHe nmpuema an-
JlonypuHojia. B OMoXMMU4YecKoM aHalnM3e MOYM: TTOBbI-
meH KOo3(h@UIIMEHT OTHOUICHUSI YPaToOB K KPeaTUHUHY
1o 0,8—0,95 (BospactHast Hopma 0,2—0,44). 3akmoueHue
HedpoJsora: He(pOKaIbIWHO3, TUTIEPYPUKO3YPHUSI.

HccnenoBanue 3KCKpeUUM TTPOM3BOAHBIX MYPUHOB
1 TTUPUMUINHOB ¢ MOYO (METOIOM TaHIEMHOW Macc-
CIIEKTPOMETPUH) BBISIBUIO YMEPEHHOE CHUKEHHE YPOB-
H$T aieHrHa 10 5,8 MMoJib Ha 1 MOJIb KpeaTMHUHA (HopMa
8—9), yMepeHHOe TTOBbIIIIEHUE YPOBHS MOYEBOI KMCIIOThI
1o 958 MMoib Ha 1 MoJTb KpeaTmHUHA (HopMa 87—695).
DKCKpelrs TUITOKCAHTUHA Y KCAHTUHA ¢ MOUYOI He TIpe-
BbIIlIaJIa HOPMaJIbHBIX 3HaUeHUit — 1,1 MMoJb Ha 1 MoJb
kpeatnHuHa (Hopma 2,0—10,0) u 10,9 mMomb Ha 1 Mosb
kpeatnHuHa (HopMma 10,0—14,0) cooTBETCTBEHHO.

Takum oOpa3oM, Ha OCHOBAHWUM XapaKTEPHBIX KJIH-
HUKO-J1TA00paTOPHBIX TaHHBIX, BKIIOYABIINX BbIPaKeH-
HYIO 3aJepXKy IBUTATEJbLHOTO Pa3BUTHSI, TUTIOTOHUIO
MBIIIII B COCTOSTHUM TTOKOST, CITACTUYECKUI TUTIEPTOHYC
B IMCTaJBHBIX OTAEaX HUKHUX KOHEUHOCTeN U TeHe-
pPaIM30BaHHYIO IVCTOHUIO MPU AKTUBHBIX JIBKEHUSIX,
arpeccuBHOE M ayTOarpecCMBHOE TOBEIEeHUE, 3alepXK-
Ky TICUXOPEYEeBOTO Pa3BUTHUS U TSKENYIO ITH3apTPUIO
B COYETAaHWM C MOYEKMCJION HedpomaTtueit, a Takxke
pPE3yJBTaTOB  MOJIEKYJISIPHO-TEHETUUECKOTO HUCCIIeN0-
BaHUS, BBISIBUBIIETO TATOTEHHYI0 MYTAllMI0 B TeHE
HPRT1, manbuuKy ObLT TMTOATBEPXKAEH IMAarHO3 CUHIPO-
ma Jlemra—HaiixaHa.

PexoMeHIOBaHO MaTOreHETHMUECKM OOOCHOBAHHOE
JIeyeHue:

1) cobGmtopeHMne MUTHEBOTO pexkuma — 110 1,5 J1 KMIKOCTH
B CYTKWU;

2) cobsroneHre TUEThl ¢ OTpaHUYEHUEM TTyPUHOB;

3) amtonypuHoj 1o 50 MT B CyTKHM B JIBa Tipuema, -
TeJbHO, TIO/I KOHTPOJIeM 00I1Iero aHain3a Mouu 1 pas
B Mecsll, Y3U modek 1 pa3 B 6 MecstieB ¥ GUOXUMMYE-
CKUIf aHaJIn3 KPOBU ¥ MOYM 1 pa3 B 3 Mecs11a;

4) TIpOIOJIKUTH TIpUEM HEeMpoJienTHKa prucceTa (pUCIo-
JIETITa) Ha HOYb, IUTUTEJLHO, C 1IeJIbI0 CHUKEHUST BO3-
OY>KIEHUS W YIyJIIEHUS CHA;

5) TocTeneHHas, o cXeMe, OTMeHa aHTMKOHBYJILCAHTOB,

6) TIPOIOJIKUTH MHAVBUAYAIbHOE 00yYeHNEe Ha TIOMY;

7) Kypchbl OOLIETO JeUeOHOT0 Maccaxa;

8) mcrnosb30BaTh MPUCIIOCOOIEHUS, MPETSTCTBYIOIINE
ayTOITOBPEXIAIOIINM ACHCTBUAM W TpaBMaTU3alluU
BCJIE/ICTBYE HETIPOU3BOJIBHBIX IBMXKEHUI OOJTBLHOTO.
IpuBomMM HaHHBIE aHalM3a JIMTEPATYphI, TTOCBSI-

meHHo#t cunapomy Jlema—Haiixana (MKB-10 E79.1;

OMIM 300322). 3aboneBaHre OTHOCUTCS K PEIKUM Ha-

CJIEICTBEHHBIM HapyIIeHUSIM 0OMeHa IypUHOB U XapaK-

TEPU3YETCST TSKEJIBIM TTOpakeHHMeM HEPBHOW CUCTEMBI

B COYETAHWU C TUTIEPITPOAYKIIEN MOYEeBOM KUCIOTHI [2].

3abosieBaHuMe BIEpBbIE ObUIO onmucaHo B 1964 . William

Nyhan u Michael Lesch [3]. YacTtora cunapoma Jlema—

Haiixana B nonynsuuu: npubausutensbHo 1: 380—1:

235 00 xuBOpOXIEHHBIX [1].

Ortronorusa. [1prunHoii 3a00eBaHUS SBJISIETCS TIpaK-
TUYECKH TIOJTHOE OTCYTCTBUE aKTMBHOCTU (hepMeHTa TH-
MOKCaHTUH-TyaHuH(ochopubdosunTpanchepassl (I'OPT)
Bcaencteue mytaiuii B reHe HPRTI. Cunnpom Jlema—
Haiixana Hacnemyercs 1o X-CLEIJIGHHOMY THITY, TMO/aB-
JISTIOIIee OOJTBITMHCTBO OMTMCAHHBIX B JINTEPAType OOITBHBIX
ObL1M MycKoro iona. [en HPRT'1 nokann3oBaH Ha JJTMH-
HOM ITJIeue XpoMOCOMBbI X B perroHe Xq26.2-q26.3. K Ha-
CTOSIIIIEMY BpEMEeHU 1U3BecTHO oKosio 400 MyTalmii B reHe
HPRT I, npuBOasIIMX K CHUXKEHWIO aKTUBHOCTH (hepMeHTa
T'OPT [4, 5]. JaHHBI1 (hepMEHT IKCIIPECCUPYETCST BO BCEX
TKaHsIX opraHu3Ma. OH ydacTBYeT B PeyTHIIM3AIUU ITypH-
HOB M KaTaJIM3UPYeT peakKIWIo MpeBpalleHus] TUTTOKCaH-
TUHA B MTHO3MHMOHOMOCHAT 1 TyaHWHA B TyaHO3MHMOHO-
docdar B mpucyrcTBrM hochopubdosmammpodocdarta [6].

Knunnyeckue nposiaenus. Cunapom Jlema—Haiixa-
Ha, KaK MpaBWJIo, MaHUMeCTUpYeT He ¢ poxaeHus. [Tep-
BbIe MMPU3HAKU 0O0JIe3HU (TUTTOTOHUS U 3aJiepKKa pa3BU-
TUSI) HEeCTTELIM(MUUHBI U CTAHOBSITCS 3aMETHBIMU OOBIYHO
B Bo3pacte 3—6 Mec. OTUYeTIMBBIE HETTPOU3BOIbHBIE B -
JKeHUs 0o0palllaloT Ha ce0s BHUMaHKMe K 6—12 Mec Kus-
Hu. [Tocne 1 roga hopMupyeTcst 3SHaUMTEbHAS 3a7epPKKa
MOTOPHOTO M PEUEeBOTr0O pa3BUTHUS peOeHKaA ¢ HAIMYUEM
MBILIEYHO TUTTIOTOHWH, TeHEPATM30BAHHBIX TUCTOHUYE -
CKUX Y aTeTOMIHBIX TUTIEPKUHE30B M MHOTAA CITacThYe-
CKOTO TUTIPETOHYCA, KOTOPBIIA Yalre BCeTo HAOMI0maeTCs
B MBIIIIIAX HIKHUX KOHEYHOCTeW. B TeueHMe TepBBIX
HECKOJIbKUX JIET XW3HU JBUTATEIbHBIE pPacCTPOMCTBa
MOTYT MEJIEHHO TMpOorpeccupoBaTh. [Ipy MOMBITKE CHU-
JIETh WJIU CTOSITh Y OOJIBHBIX YaCTO BOZHUKAET apKoobpas-
HOe BBITMOAHUE IIeW U TYJOBUINA; CUITbHBIE TTPOIOJIKI-
TeJbHbIE BBITMOAHWS TYJOBUIIA MOTYT COMPOBOKIATHCS
JMUCTOHUYECKUM TPEMOPOM, M 3TO MOXET HallOMHHAThb
SMWIESTITUYECKUI TIpUCTyn. TsKkecTh cuHapoMa Jlerma—
HaiixaHna omnpenessieTcs CTeTeHbIO BBIPAXKEHHOCTH TBU-
raTeJbHBIX PACCTPOWCTB, KOTOPbIe HAITOMWHAIOT IHUC-
TOHUYECKU liepeOpanbHblii Tapanuy. [lpu HauOosee
TSDKEJIOM BapuaHTe 3a0o0JieBaHUsI, BHI3BAHHOM TTOJTHBIM
OTCYTCTBUEM akKTUBHOCTH (epMmeHTa [DPT, GombHBIE
He MOTYT CaMOCTOSITEJTbHO CUAETh, TIEPEIBUTATHCS U ITPO-
W3BOANTH LieJIeHATIpaBIeHHbBIE IBIKEHUS pyKaMH [7].

151 OOJBHBIX XapaKTEpPHO ayToarpecCMBHOE TOBEle-
HUE — TIOBTOPSIONINECS TOIMBITKA HAHECTH Bpel CaMUM
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cebe. Haubonee yacto HabmonaeTcst KycaHue Ty 1 si3blKa,
MOXeET OBITh KycaHUe MaJIbIIeB PYK, a TAKXKE APYTUX YacTei
TeJa, ObIBAIOT MOIBITKU YIAPUTh ceOsl WJIM TPaBMUPOBATh
cBou T71a3a. MHorma GosbHBIE KycaroT M TIBITAIOTCS yha-
PUTH OKPYKAIOIIVX WU YIOTPEOJISIIOT B peun OpaHHbBIE
cJioBa. AyToarpecCMBHOE TTOBEICHNE TIOSIBIISIETCS] B CPe/l-
HeM B BO3pacTte MexXay 1-M u 8§-M roioM XXu3Hu [8].

V Bcex nmereit ¢ cunapomowM Jlema—Haiixana nmeror-
csl KOTHUTHMBHBIE HapylieHus. B cpegHem ypoBeHb 1Q
MpU 3TOM 3a00JIeBAaHUY COOTBETCTBYET JIETKOW WIJIM yMe-
PEHHOW CTeNeHW WHTEIEKTYaTbHOTO HEeIOpa3BUTHS.
Y HHMX OTHOCHUTEIHLHO XOpOIIast TaMsATh M peueBOe pas-
BuTHe. OCOOEHHOCTBIO SIBJISIETCS BBIPAXKEHHBIN Te(ULINT
aKTUBHOTO BHUMaHMA. OHU He CITOCOOHBI TUTAHUPOBATh
U TIPEBUIIETD TTOCTIEACTBUS MPEICTOSIINX COOBITHI [§].

Emie ogHoi1 ocobeHHOCTRIO cuHapoMa Jlemra—Harixa-
Ha sIBJIsIeTCsl MOoYeKucsas HedponaTusi, o0OycIoBIeHHas!
TUTIEPTIPOAYKIIME MOYEBOU KUCIOTHI. YpaTHast Hedpo-
MTaTHst OOBIYHO BEISIBIIIETCS B TIEPBBIE TOJbI XKM3HU, YACTO
OBIBAOT BMU30/IbI MUKPO- Y MaKporemaTypuu [9].

Jpyrve KIMHUYECKUE TPOSBICHUST BCTPEUAIOTCS OT-
HocuTeNbHO peako. OmnucaHbl ractpoasodareajbHbIi
pedoke, yactas pBoTa, MepUOIUYECKM BO3HUKAIOIIEee
«IIIYMHOE TbIXaHKWe», HHOT/Ia — alTHOd C [IMaHO30M JIMIIA,
YTO MOXET TMPUBECTU K CHUHAPOMY BHE3AITHOW CMEPTH.
VY oTneabHBIX OOJIBHBIX HAOMIOMATUCh SMUIETITUIECKIE
TIPUCTYITBI, OTIMCAHBl MAKPOLIUTAPHAS U MeTao0IacTHasT
aHEeMUsl WIM MUKPOLMTApHAs U TMIIOXPOMHAs aHEeMUsI
[7], oTcyTcTBUE sIMueK, KpUNTOPXU3M, JeOopMalliu yIi-
HBIX paKOBMH, HeriepdopupoBaHHbIii aHyc [10].

Ilarorene3 cunapoma Jlema—HaiixaHa ckiambIiBaeTcst
13 TIaToreHe3a TUTIEPYPUKEMUN W HEBPOJIOTMUECKHUX Ha-
pymeHuii. CauraeTcst, YTO K TUMIEPIPOAYKIIMA MOYEBOM
kucinotel Tipu aepuimte [OPT mpuBOAAT HECKOJIBKO
MexaHu3MoB: 1. TOPT karanusupyeT CMHTE3 WHO3MHMO-
Hoochara (MM®DP) u ryanosuamMoHopocharta (I'MD)
myTeM salvage, T.e. N3 UMEIOIINXCS B HAJTMUUK a30TUCTBIX
OCHOBAHWI TMIOKCAHTWHA W TyaHWHA, B TIPUCYTCTBUU
5’-tochopudosun-1-mupodoctara (PPIID) B Kaue-
ctBe Kocyocrpara. Jdedexkr dpepmenta I'OPT mpuBoaut
K HaKOIUIEHMIO B KJIETKaX €ro CyOCTpaToB — TUITOKCAH-
TUHA U TyaHWHa, KOTOpbIe TPeBpaIlaloTcs B MOYEBYIO
KUCJIOTY MPU y9acTUM KCaHTWHOKcuaaswl. 2. Habmroma-
eTcst 60mbImast goctyrmHocte OPIID mnsg OPIID-amumo-
TpaHcdepasbl — CKOPOCTb-OTpaHUUMBAIOIIETO (DepMeHTa
CUHTE3a IMyPUHOBBIX HYKJIEOTUIOB de novo, 9YTO TIPUBOAUT
K TOBBIILIEHUIO CUHTe3a MypuHOB. 3. CHuXaeTcst 06pazo-
BaHnre UM® u T'M®, nHrHOUPYIOIINX aKTUBHOCTD ep-
MeHta @OPIId-amuaorpaHchepasbl MO TUITY OOpaTHOM
CBSI31. DTOT IBOMCTBEHHBI MEXaHU3M IMPUBOINT K YCHJIE-
HUIO CUHTE3a ITyPUHOBBIX HYKJICOTUIIOB de novo. epuunr
PEYTHIV3ALY ITyPUHOBBIX OCHOBAaHUI B COYETAHMHU C TTO-
BBIIIIEHHBIM CHHTE30M ITyPUHOBBIX HYKJIEOTUIOB de novo
OOBSICHSIET TUTTEPTIPOIYKIINIO MOUYEBOM KUCITOTHI TPU e~
¢uute F'OPT. [ToBbllIeHHAsT aKTUBHOCTL (hepMEHTA aze-
HuHochoprubdozunTpaHcdepasbl TakKKe MOXET BHOCUTh
BKJIaJl B TUTIEPIIPOMYKIIMIO mypuHOB [10, 12].

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

ITaToreHe3 HEeBpOJOTMUECKUX U TTOBEIEHUYECKUX pac-
CTPOMCTB O CUX TIOpP OCTAeTCsl HE BITOJHE TOHSITHBIM.
Knunuueckue mposiBieHUst 00J€3HU, Pe3yJbTaThl MaTo-
JIOTOAHATOMMYECKUX MCCJIEIOBAaHUI TOJIOBHOTO MO3ra
MaluKMeHTOB, MHOTOUYMCIIEHHbIE MCCIIeNOBaHUS, TMPOBE-
JIEHHbIE Ha KYJIBTYypaX KJETOK OOJIbHBIX, U3yYeHUE XKU-
BOTHBIX MOJIeJIeli 9TOTO 3a00JIeBaHUS YKa3bIBAIOT Ha Tpe-
WMYILIECTBEHHOE  HapyllleHue  (YHKIIMOHUPOBAHMSI
noaMUHEPruIecKux HeMpOHOB TOJIOBHOTO MO3Ta U 0CO-
O0eHHO OazanbHbIX raHmmes [1, 13—15]. OgHako 1o cux
MOp OCTaeTCsl HEBBISICHEHHON B3aMMOCBSI3b JaedUUTa
nodamMurHa 1 HapylieHus: ooMeHa rmypuHoB [1]. Henas-
HUMM MCCJIEOBAHUSIMU OBIJIO MOKAa3aHO HaJIu4ue JIHUC-
OanaHca aJieHO3UHOBBIX, TO(DAMUHOBBIX U CEPOTOHUHO-
BBIX PELIENTOPOB B JTUMMOIIMTaX OOJBbHBIX C CUHIPOMOM
Jlemmra—Haiixana [16]. [TorydeHHBIE pe3ybTaThl TTO3BO-
JISIIOT TIpeArionarathb, YTo IMAaTOreHe3 HEeBPOJOTUYECKMX
HapylIeHUi TIpYU TaHHOM CHHIPOME, BO3MOXKHO, CBSI3aH
¢ nucbalaHCOM TpeX HEMPOTPAaHCMUTTEPOB — Ao aMrHa,
CEepOTOHMHA U aJICHO3UHA.

Jlnarnoctuka. /{151 ycraHOBJIEHMSI TIPaBWJIBHOTO Ha-
THO3a BaXKHO CBOEBPEMEHHO 3aroJ03pUTh 3a0ojieBaHUe,
B IEPBYIO OUepeIb MPOBECTU TIHIATEIbHOE HEBPOJOTUIECKOE
o0cnenoBaHye 6OJIBLHOTO U TIPABUJIBHO OLICHUTh UMEIOIITME-
Csl HapylIeHUsT MBILLIEYHOTO TOHYca M ABKeHui. CrienyeT
00paTUTh BHUMaHWE Ha HAJIMIME XapaKTEepHOro aHaMHe3a
3a00JIeBaHMSI, CBUICTEIBCTBYIOIIETO O MEUIEHHOM TpO-
TPeIMEeHTHOM T€YEHUH TIOC/IE TIePBOTO TOJIYTOUS KU3HU,
COBOKYIMHOCTH TIEPEYMCIICHHBIX BBIIE HEBPOJIOTMYECKUX
HapylIeHW 1 MoveKurcIoi HedpponaTuu [7].

ITpu GuoxuMmYecKoM uccaeq0BaHUN B KPOBU OOJIb-
HBIX BBISIBJISIETCSI BHICOKOE COJEpXKaHWE MOYEBON KMC-
JIOTHI Y TMOBBIIIIEHUE IKCKPELMU ypaToB ¢ Mouoit. Koad-
(UIIMEeHT OTHOIIIEHUS YpaTOB K KPeaTUHUHY B aHAJIM3aX
Mouu Bblle 2 y aeteii 1o 10 jgeT yka3biBaeT Ha TUTIEPITPO-
JYKITMIO MOYEBOM KHCIIOTHI.

PesynbraTtel MeTOHOB HEWpPOBU3yalIU3alluM, TaKUX
KaK KOMITbIOTEPHAsl 1 MAaTHUTHO-PE30HAHCHAsi TOMOTpa-
¢ust TOJJIOBHOTO MO3ra, HeclieUMMUUHBI. Y HEKOTOPBIX
OOJILHBIX BBISIBJISIIA HErpyoo BbIpaxKeHHbIE aTpoduye-
CKMe U3MEHEHUsI B TTOJTyIIaprsIX MO3Tra, YMEHbIIIEHUE 00-
1ero oobemMa OOJIBIIMX TONyIIapuil 1 00beMa CTPYKTYP
0aszanpHbBIX spep [17]. [Ipu mo3uTpoHHO-3MUCCUOHHOM
ToMorpaduu roJJOBHOTO MO3ra y BceX OOJIbHBIX Onpee-
JISIeTCSl CHUKEHME YPOBHSI TohaMrHa, aKTUBHOCTU (ep-
MEHTOB OMOCHHTe3a 1oaMrHa U moTpedaeHUs TopaMm-
Ha KJIeTKaM¥ 0a3aibHbIX gaep [18].

Ilpy HanmMuuM xapakTepHOTO CUMMTOMOKOMILIEKCA
JIMATHO3 TIOATBEPXKIAETCS BBISIBICHUEM MYTallud B T€HE
HPRTI c noMollibio TIPSIMOTO aBTOMATUYECKOTO CeKBe-
HUPOBaHUS KOIUpYIolel o01acTu reHa. JlmarHos Takxke
MOXeT OBITh IMOJATBEPXKIEH MCCIeIOBAHUEM aKTUBHOCTU
depmenTta 'OPT B apurponuTax, Kyiasrypax pudpooda-
CTOB UK TMMGOOIACTOB.

JHK-auarHoctrka mpoBOAUTCS XEHIIIMHAM U3 TPYTI-
Mbl pUCKA JUISI BBISIBJIEHUSI HOCUTEIBCTBA MYTallUU.
IlpenaranbHas JAHK-nuarHoctka mokaszaHa B ciiydyae
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Sbnonckas M.U. u coaem. OcoGEHHOCTH KIMHUKO-1a00paTOPHOM TMAarHOCTUKY cuHapoma Jlema—HaiixaHa u coBpeMeHHbIe BO3MOXHOCTH Teparin

YCTAaHOBJIEHHOTO B CeMbe OMarHo3a cuHapoma Jlema—
Haiixana nipu mocieyronmx 6epeMeHHOCTSIX MaTePH.

JuddepenmanbHblil IMarH03 MpoBOAUTCS B OCHOBHOM
C JUCTOHWYECKUMM WM THTEPKUHETUIECKUMU (opma-
MM JETCKOTo IepeOpaibHOoro mapanmda. st GOMbHBIX
JIETCKUM 1IepeOpaibHBIM TTapaIudoM XapaKTepHO HaJlM-
Yye OTITOIIEHHOTO TIepMHATATbHOTO aHaMHe3a, CBUJIe-
TEJIBCTBYIONIETO O TEePEeHECEHHOM TMIIOKCUYEeCKU-UIIIe-
MHMYECKOM WJIM TPaBMATUYECKOM TOPaKeHWM HEPBHOM
CHUCTEMBI, TEMOJIUTUYECKON OOJe3HN HOBOPOKICHHBIX
WM BHYTPUYTPOOHON WHGEKIMU ¢ TIOpakeHUeM ILIeH-
TpaJTbHOW HEPBHOW CUCTEMBI; B JaTbHEUIIIEM OTCYTCTBYET
MPOrPeCCUPOBaHNE HEBPOJIOTMUECKIX PACCTPOMCTB, SIPKHE
MPOSIBJICHUST ayTOarpeCcCHM, CTOMKasT ypaTHast HehpoTaTHsl.

OcHOBHbIe NPHHIMNbBI Tepamuum cuHapoMa Jlemma—
HaiixaHa BKJIIOUalOT HOPMaJM3alMIO YPOBHS MOYEBOM
KUCJIOTHI B KPOBH, MPOMUIAKTUKY U JIeYeHWe MouyeKa-
MEHHOI 00JIe3HM U TToAarpsl (Y B3pOCbIX) U KOPPEKIINIO
HEBPOJOTUIECKHMX PACCTPOIMCTB.

JInst tedeHUs MOYEKMCIION HedporaThiM Ha3Hava-
eTCsl oueTa ¢ OrpaHMYEeHMEM TPOAYKTOB, COMEPXKAIIUX
6OJIBIIIOE KOJWYECTBO MYPUHOB, U YBEIUYEHUEM KO-
YecTBa OIEJAYMBAIONINAX MMPOIYKTOB (MOJIOKO, OBOIIH,
TJIONBI) M CBOOOMHOM XuaKocTh. M3 panmoHa muTaHust
HUCKITIOYAIOTCS CIIEAYIONINEe TTPOAYKTHI U OJ1fo[a: MSICHBIE,
PBIOHBIEC Y TPUOHBIE OYJIbOHBI; KOTTYEHOCTH, KOHCEPBHI;
COJIEHbIe 1 MapUHOBAHHBIE OBOIIM; COJICHBIE CHIPHI; 60-
OoBBIE; CYONPOAYKTHI; IIIOKOJIAd, KaKao, KPEemKWil Jaii
1 Kode; KOHAUTEPCKUE U3ILNNS, TIPUTOTOBIEHHBIE C CO-
JIbI0 M caxapHOW mynpoi. PexuMm muTaHus 1pOOHBINA,
4—6 pa3 B icHb, B IPOMEXYTKAX U HATOIIIAK 00s3aTeIbHO
JTOTIOJTHUTENTBHO TIPUHUMATD XXUIKOCTh. MSICHBIE U PBIO-
HbIe 0JIt0/1a B pallMOH BKJIIOYAIOT 2—3 pa3a B He/lellio, 0~
cJie TIpeIBapuTeIbHOTO oTBapuBaHusl. KomndyecTBo Msica
paspemaercst 10 150 r B geHb, pbiObl — 10 170 T B 1eHb.
enb nreTnyeckoro JieYeHUs: HOpMaIM3alus oOMeHa
MTypUHOB, CHIDKEHUE 00pa30BaHUs B OpraHU3Me MOUEBOIA
KUCJIOTHI U €€ COJIel, CIBUT PeaKIIMi MOYH B IIEJTOYHYIO
CTOPOHY, a TaKXKe HOpMaIM3alus (PYHKLIWI KUIIeUHUKA.
JlneTnueckoe JiedeHe Ha3HAYaeTCsl MOKU3HEHHO.

BaxxHoe 3HaueHue mIg TPOGWIAKTUKU Hehpo-
U ypoJiMTHa3a y MalueHToB ¢ cuHapomoM Jlema—Haii-
XaHa WMeeT COONIoIeHNe MUTHhEBOro pexXuma. bojb-
HbIE JOJIKHBI ynoTpeossith o 1 g0 1,5—2 1 XuakocTu
B CYTKH, B 3aBUCHUMOCTHU OT BO3pacTa (MMUThEBYIO BO.Y,
OTBap CyXO(PYKTOB U IIEJIOYHbIE MUHEpPAJTbHbIE BOIBI
6e3 raza). HaznauawoT Kypchl ipernapaToB JiJisl Olle/auyn-
BaHUs MOYM (MarypjuT, 0JeMapeH), Tak Kak B KUCJIOM
cpelie CHUXKAETCs pacTBOPUMOCTh KCAaHTUHA W COJiei
MOYeBOW KUCIOTHI. OCYIIECTBIISIIOT KOHTPOJIb 32 YPOB-
HeM pH Mouu, KOTOpHIil He MOJKEH MpeBhIIATh 6,5—
6,8. B aMOyaTOpHBIX YCIIOBUSIX onpeneieHne pH moun
PEKOMEHAYeTCSI TIPOBOIUTH HECKOJBKO pa3 B HeIesIo
C TIOMOIIBI0O MHANKATOPHBIX MOJIOCOK.

C 11eN1blo CHUXKEHUS TUTIEPITPOAYKIINA MOYEBOM KUC-
JIOTBI, HAPSIAY C AUETOM, OOTBHBIM ¢ CUHApPOMOM Jletra—
Haiixana Ha3HavyaroT MeIMKaMEHTO3HBIN TIperapar

aJUTOTTyPUHOJI, KOTOPBIN SIBJISIETCS WHTUOUTOPOM KCaH-
TUHOKCHIA3BI U MPEAOTBpaIaeT Mepexo TMITOKCAaHTUHA
B KCAaHTUH W 0Opa3oBaHKWe M3 HEr0 MOYEBOW KHUCIIOTHI.
IMpenapat cmocoOCTBYeT YMEHBIIEHUIO KOHIIEHTPALIUU
MOYEBOI KUCJIOTHI U €€ COJIei B JKUAKUX CpeaaxX OpraHu3-
Ma, TpeaymnpexmaaeT oopa3oBaHUe YpaTHBIX OTIOXKEHWIA
B TIOYKAX M JAPYTUX TKaHSX; IMPU XOPOIIel TepeHOCH-
MOCTU Ha3HavaeTcs MOXU3HeHHO. PexoMeHmyemast o-
3MpOBKa aJUIONyprUHOJIa cocTaBisieT ot 3,7 1o 9,7 mMr Kr
B cytku [1]. [Tpu HEOOXOAMMOCTHU TIPOBOASIT MHIVBUIY-
aJTbHYI0 KOPPEKIIWIO J03bI, B 3aBUCUMOCTUA OT HAJTMIUS
MOGOYHBIX IEWCTBHIA MperapaTa U GOpMUPOBAHUST KCaH-
TUHOBBIX KaMHel B Tmoukax [1].

B niporiecce teueHMs aIOMyprHOJIOM Y GOJTbHBIX He-
00XOIMMO KOHTPOJIMPOBATh apTepUaTbHOE TaBJIeHUE, Ya-
CTOTY CepAECUYHBIX COKpAIeHUH, KIMHNUECKNE aHaTN3bI
KPOBU M MOYM, YPOBEHb OMIMPYOMHA, MOYEBUHBI, TJTIO-
KO3BI, JINTTUIOB, aKTUBHOCTb TPAaHCAMMHA3 U IIEJTOYHOM
¢ocdaTtazbl B OMOXMMHUYECKOM aHAJIM3€ KPOBU, YPOBEHb
MOYEBOI KMCIIOTHI B TIJIa3Me KPOBH M YPaTOB B CYTOUHOM
aHaJIN3e MOYU, TIPU BO3ZMOKHOCTH OTIPENETISATh COAepKa-
HUE TUMOKCAHTUHA M KCaHTWHA B aHaJM3aX MOYH, Clie-
JIUTH 32 OOIIMM COCTOSTHUEM M CAaMOYYBCTBUEM IMallUeH-
ta. Tak, y HaOJogaBIIerocss HaMu OOJILHOTO HauyasibHasI
JIO3UPOBKA aJUIONMyPUHOJIA COCTABIIsNIa 3 MT/KT B CYTKH,
TP 3TOM OTMEYaTUCh 3MU30bI TeMaTypun, YyMEPEHHOE
MOBBIIIIEHWEe AKTUBHOCTH TpaHCaMWHA3 TIeYeHU. YKa-
3aHHbIE M3MEHEHMSI OBUTM paclieHeHBbl KaK TOOOYHBIN
3¢ deKT OT aaIomypuHOJIa, UYTO SIBUJIOCH OCHOBAaHUEM
JUIS YMEHbIIIEHUsI CYTOYHON J03UpoBKU. B Hacrosiiee
BpeMs J03a aJUIONypuUHOJA y MalueHTa coctapiser 1,6
MT/KT B CYTKM; 3TU30J0B TeMaTypuyr He HaOJrogacTcs,
aKTUBHOCTb TpaHCAMWHA3 B CHIBOPOTKE KPOBY HOPMAJTH -
30BaJIach; YPOBEHb MOYEBOI KMCIOTHI B KPOBU TOIEP-
kuBaetcs B nipeaenax 0,27—0,28 MMoIb/J1, UYTO COOTBET-
CTBYET BO3pPacTHOI HOpMe. YpOBEHb 3KCKpEIIMU ypaToB
C MOYOI OCTaeTCs MOBBIIIEHHBIM — KO3(M(GUITMEHT OTHO-
IIEHWST YPaTOB K KPEaTUHUHY B CYTOYHON MOYE COCTaB-
nget 1,1 (Hopma 0,26—0,56), yTo HabIOmAaETCS y GOJB-
IIMHCTBA OOJILHBIX ¢ 3TUM 3a00jieBaHMEM Aaxke Ha poHe
MpremMa ajIonypuHoJa.

Crnieunduyeckasi MeIUKAMEHTO3HAs Teparusi HeB-
POJIOTUYECKUX HapyIIeHUH OO0 HACTOSIIIEr0 BpPEeMEeHU
He pa3paboTaHa U HOCUT CUMIITOMATHUECKUI XapaKTep.
JleyeHue BKITIOYAeT Ha3HAYeHME TMpPENapaToB, YMEHb-
LIAOIINX MBIIIEYHBbIN TUTIEPTOHYC, — OakiodeHa, OeH-
301Ma3enMHOB  (AuaszernamMm, kiaoHadernam). C  1esblo
YMEHBIIEHNS TIPOSIBJICHUIT ayToarpeccuu, Ipyrux rmoBe-
JNEHYECKUX PACCTPOMCTB, AEMPEecCUU MHOTAA TOKa3aHOo
Ha3HaueHWe HEHPOJICTITUKOB M aHTUAenpeccaHToB. Of-
HaKO Ha OCHOBE JUTMTEJbHBIX KATAMHECTUYECKIX Ha0JTI0-
NIEHUI He ObUIO TTOYYeHO J0Ka3aTeabCTB 3 (hEeKTUBHO-
CTH HUA OJTHOTO U3 3TUX JIEKAPCTBEHHBIX CPEACTB [7].

B mocnenHee BpeMs ¢ 1LIeJbIO YMEHBIIEHUS TIPOSB-
JICHUII ayToarpeccuu OTIEJbHBIM OOJIbHBIM Ha3Haya-
qu S-aneHos3wi-L-metnonun (rentpai). [lomydyeHHbie
pe3yabTaThl TEpParuy pas3uvyaliich y Pa3HBIX OOJBHBIX,

POCCUNCKWIA BECTHUK NMEPUHATOJIOMN U MEANATPUN, 4, 2015




YTO IUKTYeT HEOOXOAMMOCTD IMTOMCKA KPUTEPUEB TTPEIITO-
naraemoit appekTuBHOCTH 3TOTO TIpenaparta [19, 20].
OueHb BaKHa HEMeIMKaMEHTO3HAast KOPPEKIIMS JIBUTA-
TeJIBHBIX HapylIeHui y aeteit ¢ cuaapomoM Jlema—Haii-
XaHa. B momaInrHux ycioBHsIX BCe OCTPbIE YIJIbI WK Tpe/i-
MeTBI Ha PACCTOSTHUU BBITSIHYTOM PYKH OOJTBHOTO JTOJIKHBI
OBITb TOKPBITHI MSITKUM MaTtepuasioM. Tpedyetcst KoMmdop-
TabeTbHOEe MHBAIMIHOE KPECIO ¢ MITKUM, HO TIPOYHBIM
MTOATOJIOBHUKOM. B WHBaTMIHOM Kpecie HeoOXOAMMO
MpY TTIOMOIIY ITUPOKUX PEMHEN (hUKCUPOBATh TpEeArLie-
ybsi, Oefpa M TPYIHYIO KIETKY OOJIbHOTO BO M30ekaHMe
TpaBMaTU3alli BO BpPeMsI HETIPOM3BOJbHBIX JIBVKEHMIA
WM TIpU TIOTIBITKE HaHecTH cebe Bpead. s mpemorBpa-
IIEHUS ayTOMTOBPEXIEHUS TyO U sI3bIKa Ha 3yObl HaJaeBa-
0T CrielaibHble TIaCTUHKU. [Tpy MpaBUILHOM TOAXOE
K TIeJaTOTMYeCKUM 3aHSTUSIM C YIETOM BBIPaKEHHOTO Jie-
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