MepMCKUA MeLULMHCKNIA XXYpHAn 2023 Tom XL Ne 4

Hayunag crarps
VIIK 616-008.939.631-055.5/.7-053.2-036.1
DOL 10.17816/pmj404135-140

KJINHUYECKUH ITIPUMEP:

CJIVYAU MYKOJIUITU/TO3A II/ITIA THUIIA Y PEBEHKA

I0.H. Banxynoga', E.A. Kouepeuna'*, H.A. Bazanoea’

"Tepmcrcuii 20cydapemeerbiii MeouyuHcKuULl yrugepcumenm umenu axaemuxa E.A. Bazuepa,
“Topodckas demckas Kaunueckas noaukaunuka Ne 6, 2. [lepmy, Poccus

CLINICAL CASE: TYPE II/IIIA MUCOLIPIDOSIS IN A CHILD

Yu.N. Balkunova', E.A. Kochergina'*, N.A. Bazanova’

'E.A. Vagner Perm State Medical University,
“City Children’s Clinical Polyclinic N6, Perm, Russian Federation

[Ipobnema HaCIEACTBEHHBIX OONE3HEN OOMEHA OCTAETCA AKTYAIbHON. MYKONUIIUA03 — 3TO HACIEACTBEHHOE,
4yTOCOMHO-PELIECCUBHOE OP(aHHOE 3200/1eBaHKE, OOYCIOBICHHOE iepekTroM reHa GNPTAB, koTopslil Ko-
JUpyeT anb(a- U 6eTa-CyObeAMHULB! (PepMEHTa N-aLeTUIIMOKO3AMUH- 1-(pocoTpancdepassl. Jeduuur
3TOTO (PEPMEHTA IPUBOAUT K HAKOIUIEHUIO KUCIBIX THAPONA3 B IM30COMAX KIETOK IIEYCHHY, CENE3CHKY, JIET-
KUX ¥ TOTIOBHOT'O MO3T'4. 3200JIEBAHUE PEIKOE, HE UMEET Ha HAYAIbHBIX 3TANAX MATOTHOMOHUYHBIX CHMIITO-
MOB U [O3TOMY 34C/TYKUBAET OCOOOTO BHUMAHUA KIMHULACTOB. I GOMBHBIX MyKOIMIUIO30M XaPAKTEPEH
0COOBIi (DEHOTUIL: MHOKECTBEHHBIE CTUIMbI AU33MOPHOTEHE3, PAXUTONO00HBIE N3MEHEHUA CKENETA, YM-
CTBEHHASA OTCTANOCTD. JJMArHO3 NOATBEPKAACTCA ICHETMIECKUM UCCIEAOBAHNEM.

[Ipepcrasnen crydayt Mykonmunugo3a II/1IA tima y Maapauka B BO3pacte 3 jier. Juarno3 ObU1 BEICTABICH CPa-
3y IIOCJIE POXKAEHUS U HOATBEPA/EH K 4 MecanaM. C poxkzeHus y peOeHKa OTMEYAIICh XAPAKTEPHBINA (PEHO-
TUIl 1 U3MEHEHUA CO CTOPOHBI BHYTPEHHHMX OPIaHOB: BEHTPUKYIOMETAINA, ABYCTBOPYATBIA A0PTAIbHBIN
KJIAIAH, YBEIMYECHUE PA3MEPOB MOYCK, Ae(HOPMALA KEMYHOIO My3bIPS, CIVIEHOMET NS, 4 TAKKE N3MCHECHHUA
CO CTOPOHBI KOCTHOH TKaHM. [I0 rofa peGEHOK He 60716 PECIUPATOPHBIMU MH(PEKIMAMY, HO 3HAYUTEILHO
OTCTaBN B (PU3NYECKOM U ICUXOMOTOPHOM pazButuyl. OPBU ¢ GpOHXO0OCTPYKTUBHBIM CHH/POMOM U IE-
PEHECEHHBIE THEBMOHUH MOC/IE IOAA PE3KO 3aTOPMO3WIM €I0 PA3BUTHE M YXYAIIMWINA TEYEHHE OCHOBHOIO
3a00neBanys. B 3 roga 11 mecanes peGEHOK He CUIUT, HE CTOUT, HE XOAUT, (DYHKIMH TA30BbIX OPI4HOB HE
KOHTPOJIUPYET, HE PA3TOBAPUBAET. B MOCIEAHIE MECALHI OTMEYAIOCh HAPYIIEHHE AKTA [JIOTAaHUA U PEOEHKY
ObUIa YCTAHOBJICHA IACTPOCTOMA.
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CNYYA N3 NPAKTUKN

ONUCAHHBIA CTy4ail UMEET LEIbIO IPUBJICYCHUE BHUMAHNA BPAYeH NIEAUATPOB K OCOOEHHOCTAM HAOMIOAE-
HUA JIETEN HA YYaCTKE C JAHHOM MaTOIOTHEN, O6ecTieueHre MyIbTHAUCIUIIMHAPHOTO MOAX0AA TP HabJIo-
JEHNU 32 TALHUEHTOM C OOJIE3HAMU HAKOIUIEHUSA, U CBOEBPEMEHHON CHIENU(DMYECKOI 3AMUTB OT HHTEPKYP-
PEHTHBIX 320071€BAHNH (BAKI[HALIN).

KiroueBsie c10Ba. MyKO/IMIIUZ03, HACAEACTBEHHBIE 601€3HN OOMEHA, eTH, MyTauud reHa GNPTAB, paxu-
TONOZOOHBIE M3MEHEHHNS, OP(PAHHBIE 3160IEBAHYA.

Introduction. The problem of hereditary metabolic diseases remains relevant. Mucolipidosis (ML) is a he-
reditary, autosomal recessive orphan disease caused by a defect in the GNPTAB gene, which encodes alpha
and beta subunits of the enzyme N-acetylglucosamine-1-phosphotransferase. Deficiency of this enzyme leads
to the accumulation of acid hydrolases in the lysosomes of the liver, spleen, lung and brain cells. The disease is
rare, has no pathognomonic symptoms at the initial stages and therefore deserves special attention of clini-
cians. Patients with ML are characterized by a special phenotype: multiple stigmas of dysembriogenesis, ricket-
like skeletal changes, mental retardation. The diagnosis is confirmed by a genetic study.

Materials and methods. A case of type II/IIIA mucolipidosis in a three-year-old boy is presented.

Results. The diagnosis was made immediately after the birth, and confirmed by the age of 4 months. Since
his birth, the child had a characteristic phenotype and changes in the internal organs: ventriculomegaly, bi-
cuspid aortic valve, increased kidney size, gallbladder deformity, splenomegaly, as well as changes in the bone
tissue. Up to the age of one year, the child did not suffer from respiratory infections, but significantly lagged
behind in physical and psychomotor development. Acute respiratory viral infections with bronchoobstructive
syndrome and pneumonia after the age of one, sharply slowed down his development and worsened the
course of the underlying disease. At the age of 3 years and 11 months, the child does not sit, does not stand,
does not walk, does not control the functions of the pelvic organs, does not talk. In the recent months, there
has been noted a violation of the act of swallowing and the child was gastrostomized.

Conclusions. The description of the case is aimed at attracting the attention of pediatricians to the peculi-
arities of following up children with this pathology at the district polyclinic as well as ensuring a multidisci-
plinary approach when monitoring a patient with accumulation diseases, and conducting timely specific pre-
ventive measures against intercurrent diseases (vaccination).

Keywords. Mucolipidosis, hereditary metabolic diseases, children, mutation of the GNPTAB gene, rickets-like
changes, orphan diseases.

BBE/IEHHUE Mykomunuzgosst II u A i (MJT II/IIIA)

OTHOCATCSL K TPYIINE HACJAEJCTBEHHBIX 0OJE3-

Mykomunuzos (MJI) — HacaeACTBEHHOE
320071€BAHUE, OTHOCALIEECA K IPyIIEe Op(aH-
Hpix 6onesnent [1]. Ilo crapon Kkraccuduranmm
MYKOJIAIIUZO30B ObLIO BBIAEIEHO YETBIPE THUIIA:
[ I, IIl u IV cootBercTBeHHO. [10 Mepe usyde-
HU GMOXMMUYECKHUX IPOLIECCOB B COBPEMEH-
HOU KIACCU(PMKALNY PA3TUYAIOT YKE 1BA TUIIA:
II anpa/6era Tun u 1l tun (1T A u 111 C) [2].

YacTora BCTPEYaEMOCTH B MUPE 3aBUCUT
OT PErvMOHa M COCTABIAET B CPEAHEM OKOJIO
1:200 TeIC. HOBOPOXKAEHHBIX. Hanbopmas pac-
IPOCTPaHEHHOCTs MJI  3aperucTpupoBaHa B
peruone Careneit-Jlak-CeH-/Kan B IIPOBUHIUK
Kse6ex (Kanana) u coctasmser 1:6 184 HOBO-
POXICHHBIX [3].
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HEM HAKOIUIEHUA C AYTOCOMHO-PEIIECCUBHBIM
TUATIOM HACKE/IOBAHUA. Passutne 3a6071€BaHNA
cBA3aHO ¢ gedpexroM rena GNPTAB (12q23.2),
KOJUPYIOIETO anb(a- U 6eTa-CyObeAMHUIIbI
N-aLeTurmoKo3aMut- 1-¢hocorpancdepasst
[2; 4] [eduuur 310oro PpepmMeHTa IpUBOAUT K
HEBO3MOXHOCTU NPHUCOEAVHEHUA K JIM30COM-
HBIM SH3UMAM MaHHO030-0-pochaTa — IJIABHOTO
TPAHCIIOPTEPA JIM30COMHBIX (PEPMEHTOB B JIU-
30COMBL. BO3HHMKAET UX TOTAIBHBINA JEPULIAT
[4; 5], 4TO BBI3BIBAECT HAKOTUICHUE KUCIBIX TH]I-
POJa3 B IM30COMAX KIETOK IEUCHHU, CENE3CHKY,
JIETKUX, TOJOBHOTO MO3ra. KimHnuecku 310
IPOABIAETCA JUCIUIA3UEN KOCTEH U CYCTABOB,
IIOMYTHEHUEM DOTOBUI[b, I'PYOBIMU YEpTaMU



epmcKuiA MeanLMHCKNIA XypHan

2023 Tom XL Ne 4

JLA (BBICOKMI Y3KUH JI00, IIOCKAA NIEPEHOCH-
114, OYXIIUE BEKH, SMUKAHT, TUIEPTPOPUSA Jie-
CEH, MAKPOIJIOCCHA), AePOPMALUAMU IPYAHON
KJIETKH, KOCOMAIIOCTBIO, A€(OPMALUAMU JJIAH-
HBIX KOCTEl, MBIIEYHON T'MIIOTOHUEN, HAPY-
IIEHUEM  HEUPOIICUXOMOTOPHOIO  Pa3BUTH,
YMCTBEHHO! OTCTATIOCTBIO. Y HEKOTOPBIX OOJIb-
HBIX BCTPEYAIOTCA OPraHUYECKUE JE(EKTHI
BHYTPEHHUX OPIdHOB K4K BPOXK/IEHHOIO, TAK U
IPUOOPETEHHOTO XAPAKTEPA.

Irarno3 MJI 4acTo CIOXKHO 3aIO03PUTDH
Cpasy, TaK KaK €ro MposBICHUA MOIYT MACKH-
pOBATbCA TOJ JPYyrue, 60J€€ PaCIPOCTPAHEH-
HbIE META0OMMYECKUE U SHIOKPUHHBIE HAPY-
ueHus [4]. XapakrepHele PEHTTCHONOTMYECKUE
M3MEHEHNSA B KOCTHON TKAHU MOTYT OBITh OIH-
CaHbl OOMUM TEPMHUHOM <«PAXUTOINOOOHBIE.
OOBIMHO JMATHO3 CTAHOBUTCA OYEBUJHBIM B
PaHHEM BO3PACTE.

[loxrBepkpaerca MJI HamM4YMeM MyTAHT-
HOro rena GNPTAB npu nposeieHny MOIHOTO
CEKBEHUPOBAHMA T€HOMA. bBHOXMMMYECKUN
AHAIM3 MOYM MOXKET BBIABUTD IIOBBIIICHHYIO
OKCKPELMIO OJUIOCAXAPU/IOB, IIPU 3TOM MYKO-
HOJMUCAXAPUAYPUSA B IIPEAEIAX HOPMBL B jiuar-
HOCTUKE TAKKE MOXKET HATPABUTb B MPABUJIb-
HOE PyCIO WCCIEIOBAHUE AKTUBHOCTU JIM30-
COMHBIX Tuapoma3d - it MJI xapakrepHO
TIPEBBIIIEHNE HOPMBI B 5-20 pa3 [4; 5]

OTUONATOTEHETUYECKON TEPATIUY HE CyIIe-
CTBYET, JIEYEHNE HOCUT NOJJIEPKUABAIOINHN (T1aI-
JIMATHBHBIIN) XAPAKTEP. 32 PYOEKOM pa3pabdaThl-
BAIOTCA TAKUAE METOAbI JICUCHUH, KAK 3AMECTU-
TENbHAA  JH3UMOTEPANNA,  TPAHCIUIAHTALVA
TEMOIOITUYECKAX CTBOJIOBBIX KJIETOK, I'€HHAA
Tepanyd ¥ PEIAKTUPOBAHUE T€HOMA HA OCHOBE
KIACTEPU30BAHHBIX KOPOTKUX ITATUHIPOMHBIX
TIOBTOPOB C PEIY/SIPHBIM HHTEPBATIOM [4].

Lemu uccnedosanus — W3y4EHUE BO3PAC-
THBIX OCOOEHHOCTEN KIMHUKKA MJI, BOSMOXHOCTH
KOPPEKLMY BUTAIbHBIX OTKIOHEHN! [IPU JJAHHOM
3260/1€BaHNY, 4 TAKKE (POPMUPOBAHKE HACTOPO-
’KEHHOCTH Y BPAa4ell B OTHOIEHUN I€HETHYECKH
JeTePMUHUPOBAHHBIX CUHAPOMOB (I7IC).

MATEPHAJIBI 1 METOJbI
HCCIEJOBAHHUA

[IpoBefieH aHAMM3 aMOYIaTOPHOM KapThl
(& — 112y) n JaHHBIX 3NEKTPOHHON MEUIVH-
cxoit Kaptel (OMK) PUAMC dIpoMezp.

KIIMHUYECKUM CIIVYATL

Manpunk I1., 3 roga 11 mecsanes. PebeHok
or IX GepeMeHHOCTH, IPOTEKABIIEN HA (POHE
AHEMUU JIETKON CTENEHU, MATOBOAUA U (eTo-
TJIALEHTAPHON HEJOCTATOYHOCTU. POfbI uer-
BEPTHIE B CPOKE 39 Hepenb. Macca npu poxze-
Hun 2360 1 (SDS macchr -241), uHa Tena
npu poxaenuu 48 cm (SDS pocra -1,0). Ouen-
Ka 110 mKane AITAP 8/9 6amwios. [Ipu poxpe-
HUU OTMEYAIUCh MHOKECTBEHHBIE CTUIMBbI
AM33MOPUOreHE3d: KPYIIHbIE HAJI0POBHbIE OYT-
pbl, HA3KUE HAJOPOBHBIE JIyTH, MMPOKAS Iie-
PEHOCHUITA, BBIYKIBIE 4TbBEOJIPHBIE OTPOCT-
KY, HU3KOPACIOJIOKEHHBIE VIIM, KPYIHBIN
A3BIK, AeopManysA IPYAHON KIETKU IO THIY
KWIEBU/IHOM, OTHOCUTENBHO KOPOTKUE KOHEY-
HOCTH, AWACT43 TPAMBIX MBI XUBOT4, Iy-
TIIOYHAA I'PBDKA U [TAXOBO-MOIIOHOYHASA IPBIKA
crpaBd. CO BTOPBIX CYTOK JKU3HH IOABUIOCH
CTPUJIOPO3HOE JIIXAHUE U YYACTUE B AKTE [Ibl-
XAHUS BCTIOMOTATENbHON MYCKYJIATYPBI, OCIE
4ero peGeHOK ObUI MEPEBEJICH B OTHAEICHUE
NATOJIOTUU  HOBOPOXKAEHHBIX C JAHATHO30M:
34[IE€PKKA  BHYTPUYTPOOHOIO PA3BUTHA IO
aucmmacrudeckomy tuny III crenenn. [enern-
YECKU-AICTEPMUHUPOBAHHBI  cunapom? Ha-
crencTseHHas 6one3nb ooMena (HBO): myko-
JIATINZ03?

[IpoBeIEHO MOMHOE KIMHUYECKOE OOCIIe-
JIOBAHME. DHOXMMMYECKUI daHAMM3 MOYM HA
HBO He mnokazan Kakux-mbo OTKIOHEHMIL
[Ipy pEHTIEHONOTMYECKOM 0OCIEI0BAHUN KOC-
Te!l OBUIM BBIABJIEHBL KOJIOKOJIOOOpA3HAd Jie-
(bopmanya IpysHON KIETKH, (POPMUPOBAHUE
NEPEAHNX OTPE3KOB pedep IO TUIY «PAXUTHU-
YECKUX YETOK» PACHIMPEHUE AUCTAIBHBIX Me-

137



CNYYA N3 NPAKTUKN

Ta(pU30B OEIPEHHBIX KOCTEH C HEPOBHBIMY,
PA3MBITBIMU ~ KOHTYPAMH, HATUYNAE KPAEBBIX
KO3BIPbKOB B NIPOKCUMAIbHBIX  JuUa(pU3ax
OOMBIIEOEPIIOBBIX KOCTEH, 4 TAKXKE MATOIOTUA
CO CTOPOHBI BHYTPEHHUX OPIAHOB: BEHTPHKY-
JOMETAUIMA W PACIIMPEHNE MEKIIONYIIAPHON
EMY, CyO3NMEHAUMATbHAA KHUCTA CJIEBY, JIBY-
CTBOPYATHIN A0PTAIbHBIM KIANAH, YBEJIUYCHUE
Pa3MEPOB TOYEK, AePOPMALUA KEIUHOIO IIy-
3bIPSl, CIVIEHOMET QTS

B Bogpacre 4 MmecAnes METOAOM HPAMOIO
CEKBEHMPOBAHUA reHoma nposezeH JHK-anams
¥ BbIAB/IeHA Myranus rena GNPTAB ¢.1123C> T
B TE€TEPOZUIOTHOM COCTOAHMU U C.2212C> A
B IE€TEPO3UTOTHOM COCTOSHUU U TOATBEPIKJICH
JUArHo3: Mykomunuzo3s 11/1IA tur.

C poxzueHus y MalbyiKa OTMEYAIACh 3d-
JEPAKKA (PU3MYECKOTO U IICUXOMOTOPHOTO Pa3-
BuTuA. JI0 TOJAa pEGEHOK He 6O0MIeNn OCTPHIMU
pectiipatopubiMu  3a6oneBanuamu - (OP3),
a ¢ 1 roga 2 mecsdueB Havaauch yactoie OP3,
OCJIOKHEHHBIE  OPOHXOOOCTPYKTUBHBIM — CHH-
ApoMoM (9 31M30/10B), MTHEBMOHUAMU (4 31U-
30/12), C ABJICHUAMU JBIXATEIbHON HEOCTATOY-
Hoctu [-1I crenenn. [IpoBoamnock 06¢enoBa-
HUE U JICYECHUE B YCJIOBUAX CTAIMOHAPA, THE
OOHAPYXEHBl BPOKICHHBIE TOPOKU PA3BUTUA
TPAXEOOPOHXUAIBHOIO JIEPEBA  (JIAPUHIOTPA-
xeobponxomaanud 11 crenenn). Pe6eHOK 1wo-
XO NPUOBIBAT B MACCE € TIEPUO/IA HOBOPOXK/ICH-
HOCTH BO MHOI'OM U 34 CYET ABNEHUN TOKCUKO-
32 ¥ 3KCHKo3a Ha ¢one OP3. B Bospacre 2 ner
8 Mecanes pedbeHoK umen maccy tena 7200 T
(SDS maccer -5,6), poct 71 cm (SDS pocra
-6,48), IMT 14,3 (SDS UIMT -1,22).

B 3 roga 8 mecaeB peGEHOK HE CUIUT, HE
CTOWT, HE XOAUT, (PYHKLUU TA30BBIX OPIdHOB
HE KOHTPOJMPYET, HE pasrosapusaer. Camo-
CTOATENBHO NEPEBOPAYMBAETCA B KPOBATKE,
TIBITAETCA NION34Th. B OC/IEAHNE MECALIBI OTME-
YEHO HApyIIeHHe aKTa IIOTaHuA. CO CTOPOHBI
KOCTHO-MBIIIECYHOI'O AIIIAPATA BBIABIEHDI KOH-
TPAKTYPBI IUIEYEBBIX U TA300€PEHHBIX CYCTa-
BOB, (DUKCHPOBAHHBIA KU(O3 HA YPOBHE I1OAC-
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HUYHOTO OT/IE/A TIO3BOHOYHUKA, CTUOATEIbHAA
KOHTPAKTYPA MEK(DATAHTOBOIO CYCTaBa [ masb-
114 IPABOY KUCTHU.

B 3 roga 8 mecaueB peOGEHKy MPUCBOEH
CTATyC TMA/UIMATHBHOIO 60mbHOrO. Torma e
TIPOBEICHA UPECKOKHASA IHJIOCKONNYECKAA Ta-
CTPOCTOMUSL U TPAXEOCTOMUA. PEOEHOK HAXO-
JWTC HA TOCTOAHHOU KUCTOPOAHON MOJ/IEPK-
KE YBILKHEHHBIM KUCIOPOZOM C  IIOTOKOM
1 1/mun. Kopmienue cmecsio «Hyrpuson» u3
pacuera 11,1 kkam/cM/cyT u 2-3 r/Kr/cyT 6€mKka
4epe3 TaCTPOCTOMUYECKYIO TPYOKy 5 pa3 B
JeHb. B Kadecte JOKOpPMA Ui JIOCTHKEHUA
HEOOXOIMMOTO KAJIOPAXa OJMH P43 B J€Hb JIa-
ercsa Kama. [Tyrem yrydimeHus JOCTABKU IIUTA-
TEIbHBIX BELIECTB (IACTPOCTOMA) U IOCTOAH-
HOTO PACY€Ta AKTYAIBHBIX TOTPEOHOCTEN pe-
OCHKA B KAIOpakKe U OEIKE JOCTUTHYTHI
TIIOCTENIEHHBIE TIPUOABKM B BECE U POCTE.
K 3 rogam 10 mecsamaM peGEHOK MMENT MACCy
8,5 Kr (SDS maccer -4,79) m poct 75 ¢M (SDS
pocta -6,03), UMT 15,1 (SDS UMT -0,20). Oxa-
3aHME MEIULIUHCKON MOMOIM PEOGEHKY MIPOKC-
XOIUT HA JIOMY BBIE3THOM OpUraiof MaLna-
TUBHON NOMOIIU [OPOACKON JETCKON KIMHU-
4eckor 60mpHUIBL Ne 3 M. WLIT. KoprokuHOM.
PeOEHOK MOMy4YaeT CHENUATU3UPOBAHHOE MHU-
TAHUE, PACXO/IHBIE MaTepuansl (111 obecreye-
HUSL KUCJIOPOZIHON TIOJJICPAKKN UEPE3 TPAXEO-
CTOMUYECKYIO TPYOKY ¥ YXOZid 3 TACTPOCTOMON)
Y KOHCYJIBTALUK CIIENUATUCTOB 110 NPODUIIIO
NEMATPUY,  JAUETOJNOTHH,  AHECTE3UOJIOINH-
PEAHUMATONOTHH, OPTONEINH, HEBPOIOTHNL.

Majb4uK He BaKIIMHUPOBAH.

PE3YJIBTATBI U UX OBCYKITEHUE

Jlnarno3 Mykomunuzosa y mnaguenra IL
OBLT 3AII0ZI03PEH B POAOME, YTO YKA3BIBAET HA
BBICOKYIO HACTOPOKEHHOCTb BPAY€il B OTHOLIE-
HUU T€HETUYECKU-ACTEPMUHUPOBAHHBIX CHH-
APOMOB. DTOT C/Iy4ail MyKOJIMIIMA032 BTOPOU B
[lepmckoM Kpae. MajpyuK OT YETBEPTHIX PO-
JIOB, B CEMbC CIIE €CTb TPOEC 30POBBIX JECTEI.
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C BO3pacTOM KIMHHUYECKUE INposasieHua MJI
HAPACTAN — JI0 TOfla He OOJIEN OCTPBIMU 3260-
JNIEBAHUAMY, OTMEYEHBI OTKIOHEHUA B (PU3UUE-
CKOM U HEPBHO-TICUXWYECKOM pa3suTh. C Io-
la jo 3user perucrpupyrorca dacteie OP3 ¢
OpOHXOOOCTPYKIIMEN M ITHEBMOHWH, IPOTE-
KAIOIKE C JIbIXaTEIbHON HEJOCTATOYHOCTDIO,
TPeOYIOIME HMHTEHCUBHON Tepanuu. B 3ror
IEPHOJ] OTMEUAETCA OCTAHOBKA B HAO0PE BECA U
YI4CaHUE paHee IIPUOOPETEHHBIX HABBLIKOB,
(DMKCUPYETCA HAPACTAHUE IIATOJIOTMU CO CTO-
POHbI KOCTHOM CUCTEMbI — KOHTPAKTYPhI CyCTa-
BOB ¥ KH(DO3 NMO3BOHOUHUKA, MOABIAIOTCA Ha-
pylieHyd B aKTe IIOTAHUA. B 3 roga 8 mecaues
PEOEHKY NPUCBOEH CTATYC NA/UIMATUBHOIO M-
[IMEHTA, YCTAHOB/IEHA IACTPO- U TPAXEOCTOMA.
30H/I0BOE KOPMJICHHE, PACYET KAIOPUIAHOCTH
IUTAHUA JAI 3HAYUTEIbHYIO IPUOABKY B BECE —
900 r 32 Tpu MecALa.

BbIBOJIBI

CoBpeMEHHBIE METO/B! JJMATHOCTUKU Te-
HETUYECKUX 34007€BAHNUI CTAHOBATCA JIOCTYII-
HBIMU VI PYTUHHOM NEAUATPUYECKON TIPAKTH-
KU. CBOEBPEMEHHO Y MPABWILHO IOCTABIECH-
HBII IMArHO3 B crydae MJI He urpaer 60/1bmon
pOJIM B IIPOTHO3E MPOAOLKUTENBHOCTH KU3HY,
TAK KaK HET CIenu(pUUecKoro JEYeHHs JAHHO-
1o 3a60neBaHud. Ho nmpasuibHas OPraHU3alus
HA6mIoeHU 34 manueHToM ¢ HBO Ha meguat-
PUYECKOM YYACTKE MOKET 3HAUUTEIBHO IOBbI-
CUTb KAYECTBO JKU3HU OONBHOIO U €r0 CEMBU.
HeoOXoauM — KOMIUIEKCHBIN, PEEMCTBEHHBII
NOAXO/| PA3HBIX CIEIUAINCTOB: JUETONION, -
CTPO3HTEPOIOTA, BpAyd MAUIMATUBHON MEIU-
LVHBI, [EAUATpd, IYJIbMOHOJIO, OPTOIE/A,
CBOEBPEMEHHASA KOPPEKLMA OTKIOHEHUI B CO-
CTOSIHUM 3/I0POBbS, OPrAHU3AINA CTAIMOHAPA
HA JIOMy C HEOOXOJUMBIM OOOPY/IOBAHUEM [T
NOJJICPKAHNUA  BUTANbHBIX  (PYHKIMHA. O4YeHb
BAKHOU VI TAKUX MALUEHTOB ABIAETCA CBOE-
BPEMEHHAA BAKIMHAINA 110 UHAUBU/YATbHOMY
IUIAHY C YYETOM IPOTUBOIIOKA3AHUI KK 3AIIH-

T4 OT MHTEPKYPPEHTHBIX MH(EKINH, CIOCO6-
HBIX BBI3BATh YXY/IIEHAE OCHOBHOTO 340071€Ba-
HUS WINA TUOEID MAITUEHTA.
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