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Pe3iome

Bsedenue. CortacHO pOCCUUCKMM UCCISIOBAHUSIM, CPETHUIA BO3pAcT MOCTAHOBKY TUATHO3a «ITPOrPeCCUPYIOIIasi MbIIeUHast TUCTPODUS
JiomeHHa» cocTaBiisieT 7-8 JieT. DTO CBSI3aHO C TeM, UTO, C OJTHOM CTOPOHBI, MUOAUCTpOodus JfomeHHa — opdaHHasI TATOJIOT WS ¥ Bpad
3a BCIO CBOIO KJIMHWYECKYIO ITPAKTUKY MOXET HU pa3y He yBUIeTh ee. C Ipyroi — KJIMHUYeCKast KapTUHa 3a00JeBaH1 S MHOTOJTUKA
M HE UMEET SIPKO BbIpa’keHHOW CMMIITOMATUKY Ha HayaJIbHBIX 3Tarax pa3BuTus. YacTo Bpay ommnbaeTcsi ¢ TMarHo30M, TpUHUMAsT
cJIeCTBUE 3a00JIeBaHMSI 33 €r0 MCTOYHUK WJIU pacCMaTpyBast TWIIb OMHO U3 TIPOSIBJICHU I 60I€3HU ¥ TIPU 3TOM He BUIST BCETO CUMITTO-
MOKOMIIJIeKCa 1 ee TIepBONMpUUYKHY. Tak, OMHUM M3 TIPOSIBIICHU I 3a00JIeBaHU S SIBJISIETCS TTOBBIIIICHUE TICYeHOYHBIX (DEPMEHTOB — TPaHC-
aMuHas3 (aTaHMHAMKUHOTpaHchepasbl, acmapTaTaMUHOTpaHchepasbl) 1 TJakTaTaeruaporeHassl. Okoo 50% Bcex OIMOOYHBIX AMATHO30B
pu MuonrctTpoduu JlroleHHa CBsI3aHbl C TOBPEXKACHUEM ITeyeH . Takue NeTH MOTYT TolaMy HaGmionaThbest Y MHGEKITMOHUCTOB UJIN
NETCKUX TaCTPOIHTEPOJIOrOB C HEYTOUHEHHBIMU TUATrHO3aMU, IIPOXOJIsT BCE HOBBIE M HOBBIE, ITOIYAC MHBAa3WBHBIE, UCCIICIOBAHUSI.
3akawouenue. B HacTosIiee BpeMsI MHOTUM MallMeHTaM ¢ MUOaUCTpodueii JlfoliieHHa TO0CTyITHA aToreHeTHuYecKasl Tepammsi.
K coxxanenuio, oHa He BO3BpallaeT yTpadyeHHbIe (DYHKIIMM, HO MOXET COXPAaHUTh UMEIOIIMeCs M KITMHUYECKHU MTePeBeCTH arpeCCUBHYIO
dopmy muoauctpoduu oiieHHa B 6ojiee MSATKO NpoTeKaloliyto dopmy bekkepa. UMeHHO Mo3TOMY Tak BaxXHO HH(POPMUPOBATH
Bpayeil Kak MepBUYHOTO MeMATPUUIECKOTr0 3BeHa, TaK M IETCKUX TaCTPOIHTEPOJIOrOB U MHMEKIIMOHUCTOB O MeXaHM3MaxX BHereue-
HOYHOT'O TTOBBIIICHU ST TPaHCAMUHA3 U aJITOPUTMAaX TMaTrHOCTUKY MUOTUCTPODUIA.

Kuiouessie cioBa: Muomauctpodus JioeHHa, TpaHCAaMUHA3bI, TEYeHOYHbIe (DepMeHTHI, aJaHMHOBas TpaHCaMUHAa3a, acriaparuHoBast
TpaHcaMUHa3a, KpeaTuHdochokHa3a.
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Abstract

Background. According to Russian studies, the average age of Duchenne muscular dystrophy diagnosis is 7-8 years. This is because, on one
hand, Duchenne muscular dystrophy is a rare disease, and a doctor may never see it throughout their clinical practice. On the other hand,
the clinical picture of the disease is diverse and does not have pronounced symptoms in the early stages of development. Doctors often make
mistakes in diagnosis by considering the consequences of the disease or focusing on one manifestation without seeing the entire complex of
symptoms and its root cause. For example, one of the manifestations of the disease is elevated liver enzymes: transaminases (ALT, AST) and
LDH. About 50% of misdiagnoses in Duchenne muscular dystrophy are related to liver damage. These children may be observed for years
by infectious disease specialists or pediatric gastroenterologists with unspecified diagnoses, undergoing new and sometimes invasive tests.
Conclusion. Currently, many patients with Duchenne muscular dystrophy have access to pathogenetic therapy. Unfortunately, it does
not restore lost functions but can preserve existing ones and clinically convert the aggressive form of Duchenne muscular dystrophy into
a milder Becker form. This is why it is crucial to inform primary care pediatricians, pediatric gastroenterologists, and infectious disease
specialists about the mechanisms of non-hepatic transaminase elevation and diagnostic algorithms for muscular dystrophies.
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CTPAHUYKA NEAUATPA

bieyHas nuctpodus dromenHa (M) — Hacien-

CTBEHHOE, PEIIeCCUBHOE, HEYKJIOHHO MPOrPecCupy-

[olllee HEPBHO-MbIIIEYHOE 3200JIeBaHUE, CLENJICHHOE

¢ X-XpOMOCOMOIi ¥ BEI3BaHHOE IMaTOreHHBIMK Bapy-
aHTamu B reHe DM D. Yactora Bctpeuaemoctu M1/ cocTaBiisi-
et okoJio 1 Ha 5000 HOBOPOXAEHHBIX MaJIbUMKOB. [IprumnHOIA
pa3BUTHUS 3a00JIeBaHUST SIBJSIIOTCS pa3IMYHbIC MaTOTeHHbIE
BapuaHTHl B reHe DM D, KoTopble MPUBOMISIT K HENOCTATKY WUJIN
MOJTHOMY OTCYTCTBUIO 6eJika nucTpoduHa. Cpean HUX, coryiac-
HO POCCUMCKUM JaHHBIM, BBIICISIOT KPYIHBIE nejetnu (=51%
OT O0IIIEro KOJTNYeCTBa MyTalllii), TOYKOBBIC 3aMeHbI (¥35%)
u nyrmukanuu (<14%) [1]. B 6onbImimHCTBE C1ydyaeB MaToreHHbIi
BapuaHT MepeaaeTcs OT MaTepu peOeHKY, OHAKO U3BECTHO, YTO
B TPETU CJIy4yaeB OH MOXET BO3HUKATh U CIIOHTAHHO (de novo) |2].

IMponykTom reHa DM D sinsieTcst 6e10K AUCTPO(PUH, KOTO-
DBIi 9KCTIpecCUpyeTcsl MPeMMYIIeCTBEHHO B MBIIIIEYHOM TKaH!
(CKeJleTHBIe MBIIIIBI, CepAlle, KUIIEYHUK U guadparma), HO
TaKXe U3BECTHO, YTO HEKOTOPHIE €r0 M30(POPMBI MPUCYTCTBYIOT
B LIEHTpaJIbHOI HepBHOI cucteme u cetyatke [3]. KosnuectBo
IUCcTpodrHA B MOMEPEYHOMOJ0CATHIX MBIIIIIIaX COCTABISIET
oko10 0,002%, onHaKo, HECMOTPS Ha TaKyI0 HE3HAYUTEbHY IO
JIOJTIO OT MacChl GeJIKa BCeil MBIIIIIIBI, €T0 OTCYTCTBUE SIBJISICTCS
datanbHBIM 11 peGeHKa. DTOT GEJIOK CBA3bIBaeT BHYTPEH-
HUI [IUTOCKEJIET C CApKO- U AUCTPOTJIMKaHaMU B MeMOpaHe
Y BHEKJIETOYHOM MaTpHKce, obecriednBaeT MeXaHUYECKY IO
U CTPYKTYPHYIO CTAOMIBHOCTh MEMOPaHBI MBIIIIEYHBIX BOJIOKOH
MPY UX COKpalieHn . JJucTpodrH TakKe sIBISISTCS aMOPTH3a-
TOPOM, 0GecTieuBaIOIMM BO3BpAaIlleHUEe MBIIIIIBI B UICXOTHOE
COCTOsIHME Tociie cokpalueHus. [Ipu mporpeccupoBaHum 3a60-
JIeBaHUSI MbIIIIEYHbIE BOJTOKHA Pa3pymIaloTCs U 3aMellaloTCs
(ubposHoii 1 xupoBoii TKaHbo [2]. M/ nmopakaeT npeumy-
IIeCTBEHHO MaJIbUMKOB U MIPUBOIUT K HAPYIIEHU O (DYyHKIIU I
OpraHOB-MHMIIEHEH, YTO B CBOIO OYePeb CIYKUT MPUIUMHOMN
paHHel MHBaJMAN3AIlMY U CMEPTH Ha TPETheM NeCATUICTUN
MPU OTCYTCTBUM BOBPEM S HAaUYaTOro jJeyeHus [2].

OnHoit U3 ocobeHHOCTEe TaHHOTO 3a00JIeBaHU S SIBJISIETCS
paHHee MPOoSIBICHNE KIMHUISCKUX CUMITTOMOB, KOTOPbBIE MOTYT
OBbITh IPUHSTHI 32 HAPYIIIEeHWE TTICMXOMOTOPHOTO U PeYeBOr0
pazButus. CumntoMbl M/l MOXHO pa3aesuTh Ha 1Be 00J1b-
L€ TPYIIITHI.

1. MoTopHbIe HapylLIEHUS:

® HEeYKJIIOXXECTh MOXOAKHU U YacThle MaJeHUsI;

® MbIIIeYHAsT TUITOTOHMSI;

® 0OJIM B MBILILIAX;

® CHIXEHIE BEIHOCITUBOCTH;

® HEBO3MOXKHOCTh IPhITaTh;

® M3MEHEeHUe TTOXOIKU;

® TPYIHOCTH ITPU XOIb0E MO JIECTHUIIE;

e IpuMeHeHue mpueMoB ['oBepca (BcTaBaHUE JIECEHKOM
o ce6e MM OKPYKAIoIIMM ITpeaMeTaM) TP MoIbeMe C Toja
WJIU C KOPTOYEK;

® 1oTepst ABUTATEIbHBIX HABBIKOB.

2. HemoTopHbIe HapylIEHU S :

® MOBeeHUeCKMe HapyIIeHU ST

® 33JIepXKKa peuu;

® HapylIeHUsT apTUKYIISIIIAY;

® 3anepxKa GOpMUPOBAHU ST KOTHUTUBHBIX GYHKIIU;

® HapylIeHHsT 00yYeHUs U YAep>KaHUsI BHUMAaHU S

® KapJIMOMMUOIIATHS;
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® I3MEHEHU s B OMOXMMUUYECKOM aHaJIM3€ KPOBU — MOBbILIEHNE
TpaHcaMuHa3: ajjaHnHaMuHoTpaHcdepaswl (AJIT), acnmaprar-
amuHoTpaHcdepassl (ACT), kpeatuHochokuHasbl (KPK),
naktataeruaporenassl (JIAT) [4].

K coxaneHu1o, 10BOJIbHO YaCTO B peajbHOM KJIMHUYECKOMN
MPaKTUKe OCHOBHOM KaJI000i1 3aKOHHBIX MpeICTaBUTENEH HeCO-
BEPILIEHHOJIETHETO SIBJISIETCSl HApYLLIEHUE MOXOIKHU — OT MO3IHUX
CPOKOB Hauaja XoIbObl 10 CJI0XKHOCTEM ¢ XOXIE€HUEM I10 JIECT-
Hule. B aToM cityyae poauTenu B epBylo ouepeb odpalarTcs
K OpTONeny-TpaBMaTOJIOTy, KOTOPbII BUAUT BaJIbIyCHYIO 1edop-
MallMI0 U CTapaeTcsi CKOPPEeKTUPOBATh €€, 3a4acTylo He TIOHUMas,
YTO 3TO JIUIIb CJIECTBUE OCHOBHOTO 3a00JI€BaH M.

JpyruM npumMepom siBjsieTcs 3ajiepkKKa peueBoro Ujiu rncuxo-
peudeBoro pa3Butus. C aTUMHU KaJlodaMU POIUTEU Yallle BCEro
oOpalalTcs K HEBPOJIOTY UJIU JIOTOMey, KOTOPhI He Bceraa
OLIEHMBAET COCTOSIHME MALlMEeHTA MOJHOCThIO U Ha3HAYaeT JUIb
CUMIITOMAaTUYECKYIO Teparuio.

E1te omHUM TTpuMepoM SIBJISIETCSI MBIIIIeYHAsTI TUTIOTOHMSI.
ITpu Takoii xkano06e y4yacTKOBBIM meauatp ¢ 60Jiblieil BeposT-
HOCTbIO HaMmpaBUT pedbeHKa Ha Mmaccax. OTHAKO U B 3TOM CJy-
yae pe3yJbTaThl OKAXYTCS XyXKe OXXUIaeMbIX, TAK KaK Maccax
C MCTOJIb30BAHUEM CTUMYJIUPYIOMIMX TeXHUK Tpu MJIJI cTpo-
ro MPOTUBOIOKA3aH U MPUBEAET JUIIb K MTPOrPeCCUPOBAHU IO
3a00JiIeBaHUS.

Ho yaiiie Bcero Bo Bpems AUCaHCepU3allMU UM TOCTTUTA-
JIM3aluu pedeHKa Mo J1000MY MOBOY MPOBOMSIT CTAHIapPTHOE
OMOXMMUYECKOE UCClieJOBaHUE KPOBU, KOTOPOE BKJIOYAET
B ce0s1 nccienoBaHue neyeHouHbIX TpaHcamuHas (AJIT u ACT).
TpanuuuonHo noseiieHue AJIT u ACT Bpauu cBS3bIBaIOT ¢ MOpa-
JKEHUEM MeYeH!U, TaK KaK 3TO MapKepbl TenaTole TSI PHOTO
MOBPEXIEHU S, B CBSI3U € UeM peOeHKa HampaBJIsitOT Ha KOHCYJIb-
TalIo K e TCKOMY MH(MEKITMOHUCTY UJIU TaCTPOIHTEPOJIOTY.
W HaunHaloTcs noirue, U3HypuTeIbHbIE IJ151 BCeX YYaCTHUKOB
TMOMCKHU MOPaXEHUsI MeYeHU. YUUThIBASI POCCUNCKYIO NeHCTBU-
TEJIbHOCTb, OYEPEb K Y3KMUM CIeLIMaIluCcTaM MoJ00HOro njaaHa
MOXET PACTSIHYThCSI HA HelleJIU U Mecslibl. B nanpHelinem —
MPOAOIKUTEbHOE UCCIeIOBAHNE U TOUCK MPUYMH MOBbIIIE-
HU S yPOBHSI ITEYEeHOYHBIX (ePMEHTOB, KOTOPBII pacTsTMBaeTCs
Ha rofbl. CoryiacHoO NMocJeHUM UCCIEI0BAHUSIM OKOJIO MOJIOBU-
HBI OLTMOOYHBIX TUATHO30B MPUXOIUTCS Ha TeMaTUThl HESICHOTO
reHesa [5]. BMecTe ¢ TeM MoBbIIlIEHUE MTEYSHOUHbIX TPaHCAMUHA3
npu MJ1J1 nMeeT BHETTEYEHOYHOE MTPOUCXOXAeHME [6, 7].

TTokazaHo, 4TO pa3IMuHbIe HEPOMBbIILIEUHbIE 3a00€BaH NS,
TaKue KaK MbIIlIeYHbIE TUCTPODUM, BOCTIAJIUTEIbHbIE U META00-
JINYeCKUe MUOITATU M, MOTYT IIPUBECTU K IMTOBBIIIIEHUIO YPOBHSI
ACT, AJIT, a takxe JIAT u KOK [8]. [Tpu M A/ mpoucxonut
HapyllleHUe LeJOCTHOCTH MEMOpPaHbl MUOLIUTOB M3-3a HEJO-
CTaTOYHOCTH WUJIU MOJHOTO OTCYTCTBUS OeJika TUCTpodUHa,
U coAepXKUMOE KJIETKH U3JTMBAETCS B MEXKJIETOUHOE MPO-
ctpaHcTBO. OTTyna TpaHCAMUHA3bI U MOMaAaloT B KPOBEHOCHOE
pycio [8, 9].

Ha pannux cranusix pazsutusg M1/ noseimenue AJIT u ACT
MOXET ObITh €TMHCTBEHHBIM MPOSIBJICHUEM 3a00eBaHMsI, KOT1a
elle HET OCHOBHBIX KJIMHUYECKMUX CUMIITOMOB 0OJIE3HU MJIU KOTa
MPUCYTCTBYIOT TOJbKO €/1Ba 3aMETHbIE MPU3HAKH B BUE MJIOXOM
MepeHOCUMOCTH (PU3MYECKOI Harpy3ku U HeykitoxecTu [10, 11].
XOTs MHOTHE IPYTHe COCTOSTHUS (TaKue KaK BUPYCHBII IemaTur,
ayTOMMMYHHbBIE HapyILLIEH U, HEaJKOTOJbHbI CTeaTOreHHbI i1
renatut v LejJuakus, 6ojae3Hb BUabcoHa 1 1p.) MOTYT SIBASITbCS
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AAT — anaHnHaMmuHoTpaHcpepasa, ACT — acnaprataMUHO-
TpaHcepasa, [T — ramma-raroTamaTTpaHcnenTuaasa,
KOK — kpeaTUHPOoCHOoKMHa3a

Puc. Aaroputm AudpdepeHuManbHONM AMArHOCTUKU NpU
M30AMPOBAHHOM NOBbILIEHWU TPaHCAaMUHA3 [COCTaBAEHO
aBTtopom] / The algorithm of differential diagnosis with an
isolated increase in transaminases [compiled by the author]

MPUYMHOUN MOBBIIIEHU S TIEYUEHOYHBIX (PePMEHTOB, MbIILLIEYHbIE
3a00JIeBaH U TAKXKe CJIEAYET UCKJII0UaTh HA paHHEl cTanuu Aud-
bepeHIIMaJbHOI TUATHOCTUKU Y peOeHKa C U30JUPOBAHHBIM
nosbiieHueM ACT u AJIT. Takum o6paszom, ciydyaiiHoe oOHa-
pyxeHue nosbiiieHHoro ypoBHs AJIT/ACT 6e3 npyrux npusHa-
KOB MOpake€HU I TEYEHU MOXKET ObITh XapaKTePHbBIM MPU3HAKOM
3a00J1eBaHM I MBIy MHOTUX IETE U JaeT BOSMOXHOCTb pPaHHEH
NUArHOCTUKHU IPO3HOTO HEMPOMBILIIEYHOTO 3a00JI€BaAH M.

Cy1ecTByeT NpocToit U 3¢ hEeKTUBHBIN aaropuT™M nudbepeH-
LIMaJbHOW AUATHOCTUKM TUIIepTpaHCAMUHA3EMUU TenaTole-
JIIOJISIPHOTO Y HEMPOMBIILIEYHOTO TeHe3a (puc.).

[IpencTtaBaeHHbIit aaropuT™ nudbbepeHIIMalbHONR JUarHOCTU-
KU BaxkeH JJis1 IeAUaTpoB MepBUYHOTO 3BeHa. [IpoBenst Heca0x-
Hoe 1000cieoBaHMEe, Bpay TOYHO OyAeT MOHUMAaTh, K KAKOMY
CMEeLMaTUCTy HEOOXOAMMO OTIIPaBUTh pebeHKa — K HEBPOJIOTY
WJIY FaCTPOIHTEPOIOTY/MHGbEKIIMOHUCTY. BHeIpeH e moqoOHoro
aJITOPUTMa MO3BOJIUT 3HAYUTETbHO COKPATUTh BPEMs IOCTaHOB-
KU 1MarHo3a U peKoOMeHIalluu Tepanuu, 4To, B CBOIO OUepeib,
MOMOXET COXPaHUTb HE TOJIbKO MOJHOLIEHHOIO YJieHa 0011ecTBa,
HO Y CHU3UTh COLIMAIbHYIO HATPY3KY U COXPAHUTh KauyeCTBO
>KM3HU CEMbM.

OO0 5TOli cXxeMe CTOUT TaKXKe MOMHUTh U IETCKUM racTPO3H-
TepoJioraM, u CrelyajucTam 1o MHOEKIMOHHBIM OOJIE3HSIM,
TaK KaK 4aCTO MMEHHO K HUM TMONaaatoT AETH C MOBbIIIEHHbIM
YPOBHEM TpaHCAMUHAa3.

OueBUIHO, YTO HA YUACTKOBBIX MeanuaTpax JEXUT OoJiblas
OTBETCTBEHHOCTb — HabJ101as 32 pa3BUTUEM KaK10T0 peOeH-
Ka, OHU MEPBBIMU MOTYT YBUIETh OTKJIOHEHUS OT MPUHSITHIX
HOPM, OOpaTUTh BHUMaHUE HAa TPEBOXHBIE KaJTOObl MaM.
Benb 4yTOOBI CHATH MOAO3PEHU S UJTU YCIIOKOUTH POAUTEIICH,
HET HEOOXOAMMOCTHU B OOJBIIOM U TOPOTOCTOSIIIIEM 00CIe0-
BaHUMU. JJOCTaTOYHO B3Th HECKOJIbKO OMOXUMUYECKHUX MTOKA-
3aresieil M MoNyYUTh AaJbHEU M BEKTOP NTMarHOCTUYECKOTO
MOMCKa MPU BbIXOAE MOJYUYEHHBIX PE3YJIbTATOB 3a Mpeaebl
pedepeHTHbBIX 3HAUCH M.

O6auratubiM Mapkepom M/ sBasiercs KOK. TTpu M
ypoBHU KDK B kpoBu MoryT noBsimathbes B 10-100 pa3. UmeHHO
3TO UCCJIeIOBaHUE MO3BOJISIET BbISIBUTH 3200JiIeBaHUE HA TOCUM-
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MTOMHOM cTaiuu, KOraa jeyeHue 1acT Hauayydliue pe3yabTaThl.
[pu BBIsSIBIEHUY 3HAUMTEIbHOTO MOBbIIeHUs (6ostee 1000 Em/m)
K®K y manbuuka cienyet 3anono3puTb M/ v TpoaoakuTh
o0cieoBaHUe /11 YTOUHEH U ST TMarHo3a.

CorjlacHO KJIMHUYECKUM peKOMeHaalusaM, auarios M1 J1
yCTaHaBJMBAETCS HA OCHOBAHU M IMTPOBEACHU ST MOJIEKYISIPHO-
TeHEeTUYEeCKOr0 UCCIe0BaHM . 30JI0ThIM CTAaHAPTOM 3/1ECh SIBJISI-
eTCsl MYJIbTUTIJIEKCHASI aMIIJIM(PUKALIU S TUTMPOBAHHBIX 30H10B
(MLPA). Ota peakiiusi HanpaBJjieHa Ha BbISIBJIEHUE KPYITHBIX
neyieluii v nyniaukanuii reHa DM D, KoTopble B CyMMe COCTaB-
JISTIOT ~75% BCex BCTpedyaromuxcsl MyTalnii. BeIIBUTH Majible
U TOYEUHbIE MYTallMU TOMOXET MAacCOBOE MapaijiebHOE CeK-
BeHupoBaHue 3k3oma (MIIC). MTIC no3BoJisieT 00OHapyKUTh
98% maTOreHHBIX BAPUAHTOB B TeHe. [1pu X BBISIBJIEHUM TAKUM
CMocoO0M HEOOXOIUMO MOATBEPKACHHUE METOAOM MPSIMOTO CEK-
BeHUupoBaHus o CeHrepy rena DMD [2].

XOTs AMarHOCTHUKA FreHETUYECKUX 3a00JIeBaHU I — JOPOTrOCTO-
siiee ucciieqoBaHue, AJs MallMeHToB ¢ mogo3peHueM Ha M/
oHo nipoBoauTcs 6ecriatHo. DTBHY «Menuko-reHeTMyecKnin
HayuyHbIi LeHTp nMeHu akagemuka H. I1. boukoBa» npoBoauT
KaK IMarHOCTUKY 3TOro 3aboJieBaHu s B jabopatopuu JHK-
JNIMArHOCTUKMU, TaK U MEIUKO-TEHETUYECKOE KOHCYJIbTUPOBa-
HUE B KOHCYJIbTATUBHOM OT/IEJI€HU M Ha OI0IKETHOI OCHOBE.
st npoBeneHu s UCCaeNOoBaHU Sl HEOOXOIUMO COOJTIOCTHU Cely-
olll1e YCIOBU S

® MaIMeHT MYKCKOTO MoJia;

e xxutenb Poccuu unu CHT

e yposeHb KPK B ananuze kposu 6osiee 1000 En/n.

Ha caiite MI'HLI MoXXHO HaiiTu BClo MH(MOPMALIMIO 00 3TOM
1 MHOTUX IPYTUX AUATHOCTUYECKUX Mporpammax. Jleyamemy
Bpauy Heobxoaumo cBsizarbesi ¢ MITHLL um. H. T1. BoukoBa
no TesedoHy, yKazaHHOMY Ha caiiTe mporpaMMbl AUATHOCTHU-
KU, U CJIeN0BaTh JaJIbHEHIIEMY aJITOPUTMY IEHCTBUI, KOTOPBII
OyzeT cooOleH onepatropoM. Uem paHbliie 3TO OyAET caeslaHo, TEM
ObICTpee MalMeHT MOoJYyYUT Heobxonumoe jgedyeHue [12].

TTouemMy ke Tak Baxk HO HayaTh JeYeHHUE HA OECCUMIITOMHOM
craauu? Kak yxe ynoMmuHagoch paHee, npu M1l mpoucxoaut
KUPOBOE MnepepoxkaeHue U GuOpo3HOe 3aMelIeH e MBIIIIIL U3-3a
OTCYTCTBUs Oefika auctpoduHa B HUX. [Ipy 9TOM ¢ KaXabIM THEM
KOJIMYECTBO MaTOJOTMYECKU U3MEHEHHBIX MBI YBEJIUYUBa-
eTCsl, CHUKasl TPOAOJKUTEIbHOCTh XKU3HU nanueHTa. [lomumo
CKEJIETHBIX MBI, CTPaJaeT CEPACYHO-COCYAUCTAS CUCTEMA,
B OOJIbLIEN CTENEHU CEPALIe, NbIXaTeJbHasl cucTeMa (TPOUCXOAUT
CHUXEHME XU3HEHHOU €eMKOCTHU JIETKUX), UBMEHEHUSIM TTO/I-
BEpraeTcsi U OMOPHO-ABUTATEIbHbII aninapat — KOHTPAKTYyPbl
B CycTaBax MPOrpeccupyoT o Mepe pa3BuTUsl 3a00J1eBaHUSI.
Bce BrilllenepeyrcieHHble U3MEHEHUSI HAMPSIMY IO BJAUSIOT
Ha KayeCTBO KM3HU HE TOJbKO CAaMOT0 MallMeHTa, HO U €ro CEMbH.
be3 nosixHOoro ie4eHu st pedbeHOK He CMOXKET CTaTh CAMOCTOSITE T b-
HBIM U aKTUBHBIM YJIEHOM OOIIIECTBA, a er0 3aKOHHbIE MTPeICTaBU-
TeJIM OYAYT BBIHY K IEHbI )KEPTBOBATb KaphepOoil U perpoayKTUB-
HBIMU MJaHaAMU BO UM XKU3HU OosibHOTro ¢ MJIJI. Ipennaraemast
9TUONATOreHeTUYeCKasl Teparnus Ha COBPEMEHHOM 3Tarle Mmoka
He crocoOHa HaBCeraa BblJIeUUTh MallMeHTa, OJHAKO OHAa MOXET
3HAYUTEJbHO YBEJIUYUTh MPONOJIXKHUTEIbHOCTD €r0 XKM3HU U 1aTh
LIaHC, YTO OHA OYAET MOJHOILEHHOM!.

OIHUM U3 BapUaHTOB NMaTOreHETUYECKOI Tepanuu sSIBJISIETCS
aTajypeH. DTOT mpernapar MOXeT TOMOYb TOJIbKO TEM IMallUEHTaM,
y KoTopbix M1 Oblyia BeI3BaHA HOHCEHC-MYyTaliueit B reHe DM D.
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CTPAHUYKA NEAUATPA

MexaHu3M ero 1eicTBUS HampaBJeH Ha MPOIOJIKEHUE CUHTE3a
Oesnka TUCTpodrHA, HECMOTPS HAa HAJIMUKME CTOI-KOAOHA, KOTO-
Pblif 0OBIYHO MPEPHIBAET MPOLECC TPAHCISIIUU.

JIpyrumM BaprMaHTOM BO3IAeHCTBUS Ha 00Je3Hb SIBISIETCS
9K30H-CKUIIIMUHT-Tepanus. Metoa sk3oH-ckunmnuHra (3C)
3aKJo4yaeTcs B 00ecrneyeHn BO3MOXHOCTH O00MTH AeeTUpo-
BaHHBII 9K30H UJIU BK30HBI B Mpoliecce ClJaiicuHra u BoccTa-
HOBUTb PaMKY CUMThIBaHUsI. Takum obpa3om, u3 3pesoidt MPHK
U, KaK CJIeACTBUE, U3 OeJiKa TaHHAasI MyTallus OyneT UCKITI0-
yeHa. MexaHusm DC 3akto4yaeTcs B CBSI3bIBAHUU aHTUCMbIC-
JIOBBIX OJIUTOHYKJICOTHIOB, MaJIbIX CHHTETHYECKUX MOJIEKYJT
PHK, c onpeaeneHHbIMU yyacTkamu nejaeBoit npe-MmPHK,
YTO 1 MTO3BOJISIET UCKIIOUMTH M3 ITpollecca CIJIallCMHTa OITpe-
neneHHble yyactku PHK [13].

B HacTosiIiee BpeMsi pOCCUICKHMM ITallieHTaM JOCTYITHBI ITpe-
rapaThl, KOTOPbIE HAMIPaBJIEHbI HA MPOMYCK CAENYIONIUX 9K30HOB:
53, 45, 51. HecMOTpsl Ha BBICOKYIO CTOMMOCTb MpernapaToB s
nmaToreHeTu4eckoi Tepanuu MJIJI, BasXkHO TOHECTH O POIM-
TeJieil, YTO B HACTOsI1lee BPEMSI €CTh BO3MOXHOCTbD I0J1y4YaTh
9TU Mperaparhl 3a CYeT CPeACTB POHI0B, KOTOPbIE 3aKYTAIOT
ux s naieHToB. Kpome Toro, n3-3a Toro 4To He Bce Mperna-
paThl 3aperuCcCTPUpPOBaHbl Ha TeppuTopuu PM, ux mpakTnyecku
HEeBO3MOXHO nosiyuuThb 1o OMC, a ponna «Kpyr nodpa» naert
TaKy10 BO3MOXHOCTb.

Hcxonst u3 Bcero BblllieCKa3aHHOTO, MOXXHO CIeJIaTh BBIBOJL
0 TOM, UTO XHU3Hb NanueHToB ¢ M1/ moamaeTcst uBMEHEeHU-
SIM UCKJTIOUMTEIbHO B JIYUIllyI0 CTOPOHY. OCHOBOI MPOIJIEHU ST
Ka4eCTBEHHOM U JOJITOM XXU3HU SIBJISIETCSI paHH SISl TMaTHOCTH -
Ka, CBOEBPEMEHHOE Ha3HAUeHUEe CUMIITOMATUYECKOI Tepanuu
Y PeryJsipHOE BBITIOJIHEHME KOMILIEKCa yIpask HeHU M TS eTeit
¢ MIJI, KoTopoe MOJTHOCTHIO JJOXKUTCS Ha MJIeYU pOAUTEIe
MaJICHbKOTO TalreHTa. JIMIIb Mpu COOIIONeHU U DTUX TPeX
YCJIOBU 1 CBOEBpEMEHHOE Ha3HaUYeHUE NMaTOTeHETUYEeCKOU Tepa-
MUY MOXKET 3HAYMMO MOBBICUTH Ka4eCTBO K U3HU MAllMeHTOB
U UX CEMEN, MPOAJUTh roJibl aMOyJIaTOPHOTO TMepuoaa 60e3-
HU, MPEIOCTAaBUTH OOLIECTBY MOJHOLEHHOTO YjeHa. Bpauam
Ba>kHO M HY>KHO YMETb 3aMeuyaThb He TOJIbKO CUMIITOMBI 3TOTO
3a00JIeBaHU S, HO U YMETh 3aIOI03PUTh €ro ellle Ha 6eccruM-
TITOMHOM CTaIuM, ONTUPASICh HA CBOM OITBIT, 3HAHU S, UHTYMUIIMIO
U pe3yJibTaThl OMOXMMUUYECKOTO UCCenoBaH sl KpoBU. [ToaTomy
B 3aKJII0OYEHME CTaThU XOTUM €llle pa3 HAIOMHUTH y9aCTKOBBIM
neauaTpam, KOTOpbIe CTOSIT Ha MEPeI0BOIi, OXpaHsIsl 310PO-
Bbe U OJIarornoJjiyure HallluX MaJIeHbKUX I'paxKJaH: eClau y Bac
MOSIBUJICS TIAIIMEHT CO CyYaiiHO BBISIBJIEHHBIM MOBBIIIEHUEM
TpaHcamMuHas wiu JIJIT, mpoBepbTe y HEro ypoBeHb aKTUBHO-
ctu KOK 1 ramMa-rioramarTpaHcenTuaasbl! DTo MOMOXKeT
COCTaBMTh MPABMJIbHBIN MapIIpyT AaJbHEWIIIETO TTOMCKA TTPH-
yuH Takux uameHeHnii. Ecaim KOK noswiien no 1000 Ex/n
u 6ojee, MOXeTe cCaMU Ha3HAYUTh TeCTUpoBaHue reHa DM D
o 6ecriiatHoi mporpamme ®TBHY «MTHII um. H. 1. BoukoBa»
1 PEKOMEHI0BATh KOHCYJIBTallMI0 HeBpoJIora B naibHeinem. JIB
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