B.(D. Boitno-flecenenxuin




MHNMAN HAYYHO-NPAKTHYECKON O LEHTPA CNEUHANH3HPOBAHHDI
MEAHUHHCKOH NOMOLLW AETAM MMEHN B.0. BOWHD-ACEHELKOrO

KoHcynbsTaTMBHO-OUMArHOCTUYECKUiA LieHTP Obln 06pa3oBaH Npu CrVSIHAM KOHCYNMBTaTUBHO-AUArHoCTNYe-
ckoro otaenenus HIL, v [etckoit ropoackon nonuknuHnk Ne124 n pacnonaraetcsi B OT4eMbHO CTOsIWEM
3naHuM o aapecy: r. Mocksa, yn. Asuatopos, A. 22. K[L| o6ecneunsaet aeren (Gonee 21 000 uenosek)
C MPUKPENSIEHHOW TEPPUTOPUMN BbICOKOKAYECTBEHHOWN KOHCYNBTAaTUBHOM 1 aMOynaTtopHON NMOMOLLbIO.




VUPEIUTEITE:

TOCYIAPCTBEHHOE BIOJUKETHOE VUPEXIEHWE 3JPABOOXPAHEHUS
HAVYHO-TIPAKTAYECKAY [{EHTP CIIELIMAIM3APOBAHHOM
MEJIUIIMHCKOM IIOMOIIY JETSM FIM. B. ®. BOWHO-ACEHEITKOTO
JIEITAPTAMEHTA 3/IPABOOXPAHEHUS I'. MOCKBED

' QUANTUM
|| SATIS s

PEHRRHHDHHRE KOJLIerusa

Ilpencenarens penakironHoro copeta A. I [IpuTeiko LMK, npodeccop
I'napnpiii pegaxrop T. A. Illapoes aan., npodeccop

3am. t1. penaxropa  E. B. Heynaxun noan., mpodeccop

Haywungiii penaktop A. B. Iletpuvenko. K.a.H.

OrtsercTiennsni cexpetaps  H. P. bapxynaposa k.m.H.

C. 0. AfiBassaH K.MH. B. JI. lerparn k.an. E. E. CunopeHko k.M.H.

H. B. Byprog 1.1, npodeccop I". I. Ilpokonbes K.M.H., A0LEHT JL Elpmmm i, npodeceop
C. C. {Kummma  k.MLH, JIOIERT M. C. Casenxosa j1.M.H., npodeceop AT

B. A. Bapuuanckuii 1.m.H. K. @. Casnaes k.M.H. 4R L HRRIBHRE R,

C. B. Kontecon juai., mpodeccop  E. 10. Cepruenxo v u., npodeccop P- B. [lmmkos s, npodeccop
T. H. Memeparosa K.M.H. E.H. Cunopeno axanemur PAH I1. B. Ilysios p.m.1., npodeccop

Penarumonuslii coper

C. A. Bososens g.u., npodeccop  JI M. Habenko noman., npodeccop  B. M. Poausos pa., npodeccop
H. H. Bontonun axagemus PAH A. A, Ourypenko ja.M.1., npodeccop 7K. B. CeméHoBa k.M.H.

B. I1. Brikos p..H., npodeceop A, 0. Pasymosexmit 0. A. Turanopa K.M.H., JIOIEHT
H. M. WUBanosa n.m.8., npodeccop  wien koppecrionent PAH

Hspatens:

Tocynapersermoe HioukeTHOe yupeskyieHne 31pasooxpatermst «Hayuso-nparTiieckril HPHTD CrelHaaHpOBAHHOI
MemmmHekoi nomMomm geraM M. B. @. Boitno-fAcenenxoro [lemapramenTa anpasooxpanenns r. Mocksem

Pepaxnua:
Basenyiomaa pegaxiueii M. B. Criposa [epeson: /1. E. Kymukrosa
PygosojuTens eayx6ul no ceasam ¢ obmecrsensocteio u CMHU Koppexrop E. T'. Cepbnna
I'VB3 «HIIL enen. mexn. nomomn geras JI3M» B, B. Jlanten Muaaiin: C. B. Mopoaos
Beperra: C. J1. Pomer
Aspee penarigor 119620, Mocksa, yo1. Asuartopos, 38
1 Aspec s KoppecrioreHR: m.dampness@gmail.com, victor lapteff2016@yandex.au
No Tlo Borpocam pertamMEl oOpamaTees o Tesr+ 7 (925) 518-43-18

www.quantum-satis.org

TOM I Bee NpaBa SAHIIEHbL n(’.pEnE'IKI‘Im MATEPHATIOB HVPHATA He BOSMORKHA Bes MHCBMEHHOM paspeIneHHA peAaKITHH.
Peaxini sypHAIa He HECET OTBETCTBEHHOCTH 38 J0CTOBEPHOCTE HEtDOPMALIH B MATEPHAJIAX HA PABAX PEK/IAMBL




ST.LUKA'S CLINICAL RESEARCH CENTER FOR CHILDREN

SATI

UANTUM

MEDICAL
MAGAZINE

The Editorial Board
Chairman of the Editorial Board: A. G. Prityko, M.D., Prof.
Chief Editor T. A. Sharoev, M.D., Prof.
Deputy Chief Editor  E. V. Neudakhin, M.D., Prof.
Science Editor A. V. Petrichenko, Candidate of Medical Sciences
Executive Editor N. R. Barkhudarova, Candidate of Medical Sciences
8. 0. Ayvasyan, Candidate T. I. Mescheryakova, Candidate
of Medical Sciences of Medical Seiences
L. V. Burkov, M.D., Prof. V.L. Petraki, Candidate
8 8. Zhillna, Candidate of Medicaf Seciences
of Medical Sciences G. G. Prokopiev, Candidate
. ? of Medieal Sciences, Assistant Professor
Assistant Professor M. 8. Savenkova, M.D., Prof.
V. A. Zarichansky, M.D.

K. F. Savlaev, Candidate
8. V. Kolesov, M.D., Prof.

E.Yu. Sergienko, M.D., Prof.

E.L Sidorenko, member

of the Russian Academy of Sciences

E.E. Sidorenko, Candidate of Medical Sciences
L.E.Teypin, M.D., Prof.

LA. Shavyrin, Candidate of Medical Sciences
R.V. Shyshkov, M.D., Prof.

P.V. Shumilov, M.D., Prof.

of Medical Sciences
The Editorial Team

8. A. Volovets, M.D., Prof. L. L. Ilyenko, M.D., Prof,

N. N. Volodin, member AL AL Ochkurenko, M.D., Prof.

of the Russian Academy of Sciences A, Yu. Razumovsky,

V. P. Zykov, M.D., Prof. corresponding member

N. M. Ivanova, M.D., Prof. of the Russian Academy of Sciences

V. M. Rosinov, M.D., Prof.

Zh. B. Semyonova, Candidate

of Medical Sciences

0. A. Tiganova, Candidate

of Medical Sciences, Assistant Professor

Founder and publisher
St.Luka’s Clinical Research Center for Children

Editorial Office

Managing Editor: M. V. Syrova

Director of Public Relations of the State Budgetary Healtheare Institution ¢
Research and Practical Center of Rendering Specialized Aid to Children’

of Moscow Health Department V. B. Laptev

Translated by: D. E. Kulikova
Corrected by: E. G. Serbina
Designed by: 8. V. Morosov
Layout: S. L. Rozhek

Editorial address: 119620, RUSSIA, Moscow, Aviatarov, 38

E-mail address: m.dampness@gmail.com, victorlapteff2016@yandex.au
Phone; +7 (925) 518-43-18

www.quantum-satis.org

All rights reserved. Any portion in this paper shall not be copied without written permission of the Editorial Office.
The Editorial shall not be responsible fon: validity of any data eontained in the advertisements,




COAEPXAHUE

.
Mputbiko A. T.
OBPALLEHUE KUUTATEIIAM ..ottt ettt bbbt bbbt bbbt 7
BPAYEBAHVE W [IYXOBHAS AESTENBHOCTb .

PepakuunoHHas ctatbs

BPAYYIOLLUNN CEPILA VI IYIUML. . oo

8
NEKLMS .

HeynaxwuH E. B.

XPOHO®APMAKOTEPAMWS 3NOKAYECTBEHHbIX OMYXONEW Y ﬂETE|7|, MEPCNEKTVBbI EE PA3BUATUA.................. 12
HOBOE B MEAVLIMHE .
®emasnbHas xupypausi

Kypuep M. A., Mputbiko A. T, Metpaku B. J1., 3BepeBa A. B.
LIE®ANOLEHTES MPU GETANBHON TUAPOLIEDATIMN .......oooveeeeeeeeeeeeeeese e 20

CoepeMeHHbIe mexHos102uU 8 OoHKoneduampuu
Myces I1. U., Mputbiko . A., Hectepoga 0. A., TumoxwuH E. B.

K BOMPOCY OB OLIEHKE 3®OEKTUBHOCTW TASEPHOW TEPAMWM Y ETEWN,
BONbHbIX 3NTOKAYECTBEHHBLIMA HOBOOBPASOBAHUAMU ... 26

OPUrMHANBHBIE CTATbU .

3nunenmonozusi u 2eHemMukKa

KoxaHoBa T. B., XXununa C. C., Mewepskosa T. U., AiiBazsiH C. O., Ocunosa K. B., Cywko I1. M., llykesHoBa E. T,
MbipbeBa E. A., Mputbiko A. T.

CHHOPOM AEOULIMTA TPAHCTIOPTEPA IMIOKO3bI | TUMA'Y LETEN. KNVHWKA, AWATHOCTUKA, NNEYEHVE .......... 29

Opmonedusi
Kyapskos C. A., liaBbipuH U. A., Konecos C. B., Ykonos K. |0., AiizeH6epr B. J1.
KOPPEKLIA CKOMMO3A Y IETEN C BPOXAEHHBIMM MOPOKAMM CEPLLIA ... 39

OmopuHolapuH20s102Us1 U YeJIICMHO-/1uyesasl xupypaus
CapadanoBa M. E., Mputbiko A. T.

COCTOSHWUE CPEHEIO YXA Y IETEV C BPOXXOEHHOW PACLLENNHOW BEPXHEM I'YBbl I HEBA
B PASMAYHBIE MEPUOIBI LIETCTBA ...ttt 48

«QUANTUM SATIS» 5
2017 + VOLUME | * No 1



COOEPXAHUE

AHecme3uonoaus
Mpokonbes I'. I"., Lbinux J1. E., Metposa J1. J1., Cugopos [. B., LiopuHa M. 10.
OCOBEHHOCTU AHECTE3WM MPU HEPBHO-MbILUEYHBIX SABONMEBAHUAX Y BETEM ... 52

AHOAockonus u a3HOoxupypausi
Bongapenko C. b., Bypkos W. B., liapoes T. A.
9HIOCKOMUYECKN ACCUCTUPOBAHHASA NMYHKLIMOHHASA TACTPOCTOMUA Y AETEM ... 58

[IONEYNBAHVE 1 PEABUIIUTALIUS -

AHpuko Kactennu, dnuza Paszsu

PEKOMEHZALN MO PEABAITALAN BETEM C LT oo sssesssssssssssssssssssssssssesssses 64

KatbnkeHkoB A. A., Casnaes K. ®., MwyTuHa 0. I1., Bykpeesa E. A., MeTpuyeHko A. B., UBaHoBa H. M.
METO[b! PEABUNUTALM AETEN B PAHHEM MOCNEOMEPALMOHHOM MEPUOLE ... 73
NANNUATUBHAS MEGULIMHA -

Mputbiko A. T., MpuTkiko [. A., Manarux B. B., CkoptokuHa 10. I'., TatapunoB . A., Ky3HeuyenkoB [1. B.

10 NET CTAHOBNEHWSA 1 PA3BUTUA MEAVATPUYECKOW NANTMATBHOW MEAMLIMHCKOW MOMOLLM B HML
CNEL,. MEA. NMOMOLLM OETAM FOPOLA MOCKBDBL ...ttt 78

CIYYAMN U3 NPAKTUKM -

LWapoes T. A., Mewepsikosa T. U., Poxoes M. A., PomaHoB I1. A

HE®POBJIACTOMA B COYETAHWM C CUHLPOMOM WAGR Y MITABEHLIA. CITYYAN U3 MPAKTUKN ..o 84

WBanosa C. B., HeynaxuH E. B.
TUNEPXONECTEPUHEMUS Y BETEM w..oooooeeeeeeeveeeoesseese s sssssssssss s 89

CECTPUHCKOE JIENO -
3abpogHas A. B.

MPUMEHEHVE WHHOBALIMOHHbBIX METOLOB CAHUTAPHOW OBPABOTKI NMY NEAUATPUYECKOTO MPOGUNS ... 93

NCTOPUS MEOVLMHBI -
Baroes C. [.
MPEQMOCHINKA 3APOXAEHNA OCHOB 3[JPABOOXPAHEHUA B 3ABANKANBE
B ﬂOPEBOﬂlOLlVlOHHbll?l TTIEPUIOL ..ottt ettt ettt se e sttt sese s se e st esesnannas 98
TPEBOBAHMSI K PYKOMUCSIM, HAMPABISIEMBIM B KYPHATT o.ooooooeoooeesseeesssseessseeessssees s -
|
6 «QUANTUM SATIS»

2017 «+ TOM | » Ne 1



CONTENT

—
Prityko A. G.
APPEAL TO READERS ..ottt ettt ettt et e ettt s b et et s ettt e e et et es e e et et et et et esn et et st st et et et e snenee st tasesnens 7
DOCTOR AND SPIRITUAL ACTIVITY -
Editorial article
HEALING HEARTS AND SOULS ... ..ottt ettt ettt sttt et st et e st et s s e st et st et st esn st essse et e st ste e seeenstennes 8
LECTURE -

Neudakhin E. V.

CHRONOPHAMACOTHERAPY OF MALIGNANT TUMORS IN CHILDREN AND PERSPECTIVES
OF ITS DEVELOPMENT ...ttt 12

NEW IN MEDICINE -

Kurtser M. A., Prityko A. G., Petraki V. L., Zvereva A. V.
CEPHALOCENTESIS IN FETAL HYDROCEPHALY ..ottt ssssssesssssee s s sss st ssssssa s ssssssesnssssnen 20

Gusev L. I., Prityko D. A., Nesterova Yu. A., Timohin E. V.
ESTIMATING EFFECTIVENESS OF LASER THERAPY IN CHILDREN WITH MALIGNANT NEOPLASMS ........ccccccveveverrnnen. 26

ORIGINAL ARTICLES -

Kozhanova T. V., Zhilina S. S., Meshcheryakova T. I., Aivazyan S. O., Osipova K. V., Sushko L. M., Lukyanova E. G.,
Pyrieva E. A., Prityko A. G.

GLUCOSE TRANSPORTER TYPE 1 DEFICIENCY SYNDROME IN CHILDREN. CLINICAL PICTURE,
DIAGNOSTICS AND TREATMENT ...ttt 29

Kudryakov S. A., Shavyrin I. A., Kolesov S. V., Ukolov K. Y., Eisenberg V. L.
SCOLIOSIS CORRECTION IN CHILDREN WITH CONGENITAL HEART DISEASES .........oooiieviccreee e 39

Otorhinolaryngology and maxillofacial surgery
Sarafanova M. E., Prityko A. G.

CONDITION OF THE MIDDLE EAR IN CHILDREN WITH CONGENITAL CLEFT LIP AN CLEFT PALATE
AT VARIOUS INFANCY STAGES ...ttt 48

Anesthesiology
Prokopiev G. G., Tsypin L. E., Petrova L. L., Sidorov D. V., Shorina M. Yu.
ANESTHESIA IN NEUROMUSCULAR DISEASES IN CHILDREN.........oiititeteciceieie ettt st sn sttt 52

«QUANTUM SATIS» 7
2017 + VOLUME | * No 1



CONTENT

Endoscopy and endosurgery
Bondarenko S. V., Burkov I. V., Sharoev T. A.

ENDOSCOPIC ASSISTED PUNCTURE GASTROSTOMY IN CHILDREN .......ccuiiiiiiiiiieissisie e 58

REACHING AND REHABILITATION -

Enrico Castelli, Elisa Fazzi

RECOMMENDATIONS FOR THE REHABILIATION OF CHILDREN WITH CEREBRAL PALSY. PART I.....c.ccooiiiiiiiieininis 64

Katyzhenkov A. A., Savlaev K. F., Ischutina Yu. L., Bukreeva E. A., Petrichenko A. V., Ivanova N. M.
METHODS OF REHABILITATION OF CHILDREN IN THE EARLY POSTOPERATION PERIOD .......cccoocviiiieirieinirieieneeeinnas 73

PALLIATIVE MEDICINE -

Pritiko A. G., Prityko D. A., Palagin V. V., Skoryukina Yu. G., Tatarinov P. A., Kuznechenkov D. V.

10 YEARS OF FORMATION AND DEVELOPMENT PADIATRIC PALLIATIVE MEDICAL CARE
IN «SCIENTIFIC-PRACTICAL CENTER OF SPECIALIZED MEDICALCARE FOR CHILDREN
OF ANAME V. F. VOYNO-YASENETSKY OF THE DEPARTMENT OF HEALTH OF MOSCOWY .......ocuieirrinriciericeiriens 78

CASE OF PRACTICE -

Sharoev T. A. , Mesheryakova T. |., Rokhoev M. A., Romanov P. A.

NEPHROBLASTOMA COMBINED WITH WAGR SYNDROME IN AN INFANT. A SINGLE CASE REPORT .......ccccovvrrvnrireiinns 84

Ivanova S. V., Neudakhin E. V.
HYPERCHOLESTEREMIA IN CHILDREN ..ottt ettt tetet ettt es sttt et sn s s tatesesn s ssssstetesese e snnas 89

NISSIN’S CASE -

Zabrodnaya A. V.

INNOVATIVE METHODS OF SANITARY TREATMENT IN PEDATRIC HEALTHCARE INSTITUTIONS ......cccooievivviieeeeeee 93
HISTORY OF MEDICINE -
Batoev S. D.
OPPORTUNITIES FOR FORMATION OF HEALTHCARE BASIS IN TRANSBAIKAL BEFORE THE REVOLUTION ................ 98
REQUIREMENTS FOR MANUSCRIPTS SENT TO THE JOURNAL ...vrseeeeeereereerserssesseesres -
e
8 «QUANTUM SATIS»

2017 + TOM [ * Ne 1



;1_}._-_.

32 i I8 Y

™

. IOCYJIAPCTBEHHOE BIOJUKETHOE YYPEKJEHHE 3/IPABOOXPAHEHHSA #
T «HAYYHO-IIPAKTHYECKHA I[EHTP CIIELMAJIM3HPOBAHHOM MEI[HIH‘II'ICROﬁ TIOMOIITH JIETSAM HM. B. ®: BOHHO-AICEHELIKOTO
. JENTAPTAMEHTA 3/IPABOOXPAHEHHSA I'. MOCKBbI»

Wi

Bwixo0 ¢ ceem nepeozo nomepa dncypuaia, 0cobenno
6 cpepe meouyunsi, ecezoa cobsimue. B nayunsiii
obopom 6eo0amca Hoeble membl, RNPAKMUKU,
agmopui. Ilpedcmaenennsiii eauweMy eHUMAHUIO
Jicypnan noseonsem 0Oojiee 0CHO6AmMENbHO NOCMO-
mpemb Ha npobiemsvl, KOmopsie 8 Cuily ceoeil cneyu-
Quku ne ecez0a uzeecmusvt WUPOKOMY Kpyzy cneyua-
aucmoe. Xypuan «Quantum satis) npedocmasnsem
npocmop 01 AKMUGHOU HAYYHO-NYOIUKAUUOHHOI
desmensHOCMU CREYUANUCMAM CAMBIX PA3TUYHBIX

Hanpaeienuil 30pagooxpanenus u 6 nepeyio ouepeds

¢ npounsnsix ona nauwezo Llenmpa obracmax.

Poxncoenue nawmezo JCYpHAAa AGNAECMCA 3AKOHOMEPHBIM ompadceHuem cepbe:mux docmudiceHuil
HIII] kak 6 Hay4noii, mak u 6 npaKxmu4ecKkoi desmenviocmu. Imo mecno yeassieaemcs maxdice
c dpyzum cobovimuem — cnanosienuem Hauezo l(eumpa 6 Kauecinge yuusepcumemcxoﬁ KJIUHUKN
PHHUMY umenu H.H. ITupozosa. Kypnan npedocmasum ‘ceou CMPAHUYBL MIMPAM MEOUYUHBI,
6O3MOICHOCMD OCYULeCMEUmb npoﬁy nepa HAYUHAIOWUM asmopam, cmanem popymom ona 06-

Cyﬂfﬂﬂﬂﬂﬂ aKmyaibHblxX HPO&H&M CH&!{HGJIHBHPOGHHHOH ME(}HI{HHCKOH noMouwiu demam.

Ocobennocmuio nepeozo esinycKa JcypHaia cmai ezo 6sixod 6 200 140-nemus evidaiowjezocsn den-
mens poccuiickoii u cogemckou meouyunvt Barenmuna @enuxcosuya Boiino-Sceneyxozo, uma
KOmMopozo ¢ npow10zo 200a nocum naw Lentp. Kuznennsiii nymsv 3mozo yousumensnozo 4eio-
6eKa cmajl ONA HAC APKUM OCHOGONOIAZAIOUUM OPUEHMUPOM NPU POPMUPOBCAHUN Pe)AKKUOHHOU
noaumuxu scypuana. Hmenno kpeoo ciayxycenus niooam, npodemoncmpuposannoe B.D. Boii-
uo-ﬂceueu}cm, Jiedicum ¢ ocnoge 0eameibHOCMU JCYPHANA 6 KOHmMEKCcme peulenus 3a0a4, no-
CMAaeieHHbIX neped poCcculicKumMu MeouKamu. ;

Aupextop «HayuIHo-NpaKTHYECKOr0 NEHTPa
cnetzlﬂannznponaunoii ME/IHIHHCKOH MOMOIH AeTHM
uM. B.®. Boiino-HAcenenxoro» JI3M

Amnppeii I'eopruesnd IlpaTeiko




BPAYEBAHUE U OYXOBHAA OEATENIBHOCTb

[ e
PegakunoHHas ctatbs

BPAYYIOLLWA CEPALIA U [IYLUM... =
Editorial article
HEALING HEARTS AND SOULS... E

Cearutens Jlyka (BoitHO-SfIceHenxuii): Bpad, Je-
YUBIINAN OOBIYHBIX JIIO/IEH, MHOTHE M3 KOTOPBIX KUBBI H
ceitgac; mpodeccop, YNTaBIIHIA JISKIIUN OOBIYHBIM CTY-
JIEHTaM, HbIHE TPaKTUKYIOmUM Bpadam. [lommr3axiro-
YEeHHBIH, IPOMICAIINN CCHUTKH, TIOPEMBI U TIBITKH H...
craBui JjaypearoM CTalnHCKON mnpemuu. Xupypr,
CIIaCILIUM OT CJIENOThI COTHHM JIFOACH U caM NOTEePSIBIINN
3pEeHHE B KOHIIE KU3HU. [ eHHaJIbHBIN Bpad U TaJaHTIH-
BbII NPONOBEIHUK, IOPOA METABIIMICI MEXAY STUMHU
JIBYMSI TIPU3BAHUSAMH. XPHUCTHAHUH OTPOMHOM CHITBI
BOJIH, Y€CTHOCTH B 0€300s3HEHHON BEPHI, HO HE M30e-
YKaBIINH CEPhE3HBIX OMMOOK Ha CBOeM NyTH. Peann-
HEIH genoBeK. I1acTrIph. YueHbrit. CBATOM. ..

[ToToMOK CTapuHHOTO PYCCKOTO KHSDKECKOTO pojia
Banentnn ®enmkcoBuu BoiiHo-Scenenkuit (B MOHa-
mectBe Jlyka) pomwics 27 ampens (ct. ct.) 1877 rona

B I. Kepub B cembe npoBuzopa denrkca CTaHHUCIIaBO-
BHYa U ero cynpyru Mapuu ImutpueBHsl BoiiHo-Sce-
HEIKUX.

OH c nmercTBa MedTan O HpodeccHy XyIOKHUKA.
OxoHunB KueBcKyro XymoKECTBEHHYIO IIKOJTy H TIPO-
YYHBITUCH HEKOTOPOE BpeMs JKUBOMHCH B MIOHXEHe,
BAPYT... TTOJAN JTOKYMEHTHI Ha METUITMHCKHUHA (aKyib-
teT Knesckoro yausepcurera. «Hemonrue xomebanus
KOHYMIINCH pENIeHHEM, YTO s He BIpPaBe 3aHUMATHCS
TEeM, YTO MHE HPaBHUTCS, HO 00s3aH 3aHHMATBCS TeM,
YTO TOJIE3HO JUTSI CTPAAIOIINX JIO/IEi», — BCIIOMUHAI
apxuenuckon Jlyka.

B 1903 r, ¢ ommuunem okoHuuB KueBckuil yHU-
BEPCHUTET W HEB3Upas Ha YTOBOPHI Jpy3eill 3aHATHCA
HayKoH, OH OOBSBHJI O CBOEM JKEJAaHWH BCIO JKU3HB
OBITH «MYXKHITKUMY, 36MCKHM BpadoM, ITOMOTaTh Oeji-
HeIM JTEOfsiM. Cpasy Iociie BBITYCKHBIX JK3aMEHOB
Banentun ®enuKCcOBUY CTANl YYUTHCS ONEPALMSIM Ha
Ia3ax, 3Has, 4TO B JIEPEBHE C €€ TPSA3bI0 W HUIIETOU
CBUPETICTBYET 00JIe3HB-OCIETUTEIbHIIIA — TPaxoMa.
IIpuema B m1a3Hoi kiMHUKe B KueBe eMy Ka3ajoch He-
JIOCTaTOYHO, U OH CTaJ MIPUBOIUTE OOJIBHBIX K cebe 110-
Moii. IlanmmeHTs! Jekany B KOMHATaxX, Kak B majiarax, u
Cesrurens Jlyka (BoitHo-SIceHenkuit) neun nx, a ero
MaTb — KOpMHJIA.

OpHaXIbI OH TPOOTIEPUPOBAT IIETYIO CEMbBIO, B KO-
TOPOM CIIENBIMHU OT POXKICHHS OBLIH OTEIl, MaTh U TsITe-
po ux aereit. 3 ceMu 4yesioBek rocie onepamyu mecTe-
po cranu 3psuuMu. [Ipo3peBuInii MajabIuK JIET AEBATU
BIIEpBBIC BBINIEN HA YAWIY W YBHUIEI MHp, TPEICTaB-
JISIBILMICS €My COBCEM Mo-uHOMY. K HeMy noaBenu Jio-
maab: «Buaumbs? Yeit koHb?» Maasduk CMOTpeN U He
MOT OTBETUTh. HO, IPUBBIYHBIM JIBHYKEHHEM OIIyIIaB
KOHS$I, 3aKpuyaj paJIoCTHO: «IDTO Hall, Hail Mumnika!»

Tlpexxsie yem crtarh 3eMckuM BpadoM, B. @. Boii-
HO-SIceHenKoMy MPHUILIOCh TOPadoTaTh BOSHHBIM XH-
pyproM. D10 OBUT BBIOOP CO3HATENBHBIN U TTOTHOCTHIO
COOTBETCTBOBABIIMN €ro MHUPOBO33peHHto. Hemapom
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K ero (haMuiIum, MPOUCXO/sIIeH U3 3HATHOrO, HO He-
0oraToro IMOJBLCKOTO PONA, IoJlarajxach MNpPUCTaBKa
«BoitHO», YTO 3HAYUT «BOWH». BajeHTUH 3amnucancs
J00OpOBOIIbIIEM Ha PycCKO-SITOHCKYIO BOIHY ¥ B MapTe
1904 rona otnpaBmiicd Ha BOCTOK, B CHOMpPDH, Bpadom
Kuesckoro rocniurans Kpacnoro Kpecra. B rocriurane
B UnTe ero manueHTaMu BCKOpPE CTaIN T€ e KPEeCThs-
HE, TOJILKO B BOCHHOH (opme.

3eMCKoil 6onbHiLE

Banentun ®enukcoBud BcoMuHa: «OTHUM XUPYP-
THYCCKUM OTACJICHHUECM PYKOBOANII OIBITHBIN OJICCCKI/Iﬁ
XUPYPL, a APYroe INAaBHBIA Bpad cpasy MOPYy4HJI MHE,
XOTs B OTpsijic ObUIM €Ile JIBa XUPYypra 3HAYUTEIHHO
crapiie MeHst. OIHaKo I1aBBpay He omuocs, noo s cpa-
3y K€ pa3BWII OOJBIIYIO XHPYPrHYECKYIO padoTy Ha
PaHCHBIX U, HC UMCH CHCHHaHLHOﬁ IIOATOTOBKH ITIO XU-
pypruu, cpasy CTall JieaTh KpyIHbIe ONepaiy Ha KO-
CTAX, cycTaBax u yepere. B pabore MHe MHOTO rToMora-
Jla HeJJaBHO BBILIE A KHUTA (PaHIly3cKOro XHpypra
Jlexxapa «HeomnoxxHast Xupyprusi», KOTOPYO s OCHOBA-
TEJIHHO MPOIITYANPOBAI MEPE]] TTOE3TKOM.

Taxk mMpoXommiIo CTaHOBJIEHHWE MOJIOAOTO XHpPYypra.
W eme oHO BaskHOE COOBITHE B €0 KU3HHU MTPOU3OIILIIO
B Unre: 0H 00BEHTAJICS C CECTPON MUIIOCEepans AHHON
Bacwunbesnoii Jlanckoi. B rocmutane, rme pabora-
na HeBecTa Oymymiero Catutens JIyku, ee Ha3bIBaIA
«CBSITOW cecTpoi». BeHuaHue COCTOSIOCH B LIEPKBU
cBATOTO Apxanrena Mmuxamina B Uure, rme Korja-To
codeTanuch Opakom aexadpuct U. A. AHHEHKOB U TIO-
CJIC/IOBABINAs 32 HUM B CCBUIKY (paHiryxeHka [lomu-
Ha ['eOsib. Mosojibie, BEpOsSTHO, BUJCIH B 3TOM 3HAK:
B ITyTh Ha BCIO )KU3Hb, HA BCC UCIIbITAHUS, JAXKE CaMbIC
TSDKKHE, BEDHOCTD 10 CMEPTH.

B 3eMckux OonmpHHUIIAX TIPOOIEMOil OBIIIO HE TOJb-
KO OKa3aTh MEIUIIMHCKYIO [TOMOIIlb, HO M J00paThCst 10
6OJ'ILHOFO. Ilo JaHHBIM CTaTUCTUKH TOT'O BPEMCHU, Ha

HEALING HEARTS AND SOULS...

PacCTOsTHUM ILIECTH BepCT B cenbekoit mectHOCTH 100%
OOJIHBIX OOpallaiuch K Bpady, Ha paccrosHuH 12
BepcT — MeHee 50%, a Te, KTO JKUJI elle Majblliie, Jaie
BCEro BOBCE HE Momnaiaiu B 0onapHUIly. [ToaTOMY 00IIB-
HbIE, JIOCTABICHHBIC K 3eMCKOMY Bpady, 4acTo ObUIN B
OUYE€Hb 3alYILIEHHOM COCTOAHUU. [ HOMHbBIE OCIIOKHEHUS
ObuIH HacTosMM OesicTBUeM. [lo3aHee, craB npodec-
copoM MenuLHbl, B. @. BoliHo-SceHeukuii mocBATHII
0O0JIBIIYIO YaCTh KU3HU U3YUECHUIO U JIEYCHHI0 UMEHHO
THOMHBIX 3a00JI€BAaHUN — THOWHOUM XUPYPTHH.

Monorpadus Cearuresst «O4epkd THOWHOU XH-
pyprum» crajla HacTOJbHOM KHHUrod Bpauel. [lo
SIOXH aHTHUOMOTHUKOB, KOIJa HE OBLIO JAPYrod BO3-
MOYKHOCTH OOPOTBCSI C THOEM, KpOME XHpyprude-
CKO, JTI00O¥ MOJOJ0W XUPYPT, UMEs ATy KHUTY, MOT
OCYIIECTBIATH OMEPALUU B TAKEIBIX YCIOBHUAX MPO-
BUHIIMAILHON OONBHUIIBL. [lake He 3Hasl, YTO KHUTa
HalMcaHa eMHuCKONOM, HeJlb3sd He 3aMETHTh, YTO €€
IMCAJI YEJTIOBEK, C OOJIBIION II000OBLEIO0 OTHOCIIIUNCS
K OonpHBIM. B Hel ecth Takue ctpoku: «llpuctymas
K Olepamuy, HaJ0 UMETh B BUIY HE TOJIHKO OpIOLI-
HYIO [TOJIOCTh, @ BCETO OOJIBLHOTO YeJIOBEKa, KOTOPHIH,
K COXaJICHUIO, TaK YacTO y Bpauel UMEHYETCs «CIy-
yaem». YeloBeK B CMEPTENbHOW TOCKE M CTpaxe,
cepAle y HEero TpemnemeT He TOJIbKO B MPSMOM, HO
U B MepeHOoCHOM cMbicie. [loaToMy He TOJIBKO BBI-
MOJIHUTE BEChMa BAXKHYIO 3a/1a4y MOJKPEIHUTh Cepli-
e kamdapoil uiM AUraneHoM, HO M03a00ThTECH O
TOM, 4TOOBI H30aBUTh €0 OT TSHKEIOH MCHUXHYECKOM
TpPaBMbl: BUJa ONEPALMOHHOTO CTOJIA, PAa3JI0KEHHBIX
WHCTPYMEHTOB, JIOiell B OenbIX Xajarax, Mackax,
PE3MHOBBIX IepUaTkax — YCBIIUTE €r0 BHE omepa-
uoHHOH. [103200ThTECH O COTPEBAaHUM €T0 BO BpEeMsI
orepanuu, 100 ITO YPE3BBIYAITHO BAKHOY.

1905-1917 roasl — 3TO BpeMsl TBOPUYECKUX HMCKa-
HUI, TOCTOSIHHBIX Tepee3IoB, padoTa B HEOONBIINX
oonpHunax Cumbupckoid, Kypckoli, CapatoBckoii,
Uepnurosckoit ryoepuuii. B atu roger B. ®. BoiiHo-
SlceHenkuil yduics B DKCTEpHATYpe NPU MOCKOBCKOU
XUPYPruueckoi KIMHHUKe npodeccopa JpsikoHOBa, 3a-
HUMAJICSl aHATOMUYECKOM npakTukoi B MIHCTUTYTE TO-
norpaguueckoil aHaTOMUH, y4aCTBOBAJ B JIMKBUIAIIUH
anuIeMull OpromHoro Tuda, Kopu 1 ocibl B Kypckoit
ryOepHUU.

3 mapra 1909 roga Ha 3acenaHUM XUPYpPrHUECKO-
ro obmectBa B MockBe BoiiHo-fIcenenkuii cuenan
CBOW NEPBBIA HAYYHBIA JOKJIaJ, OCBAILICHHBIN peru-
oHapHoi aHecte3uu. B 1915 rony B Ilerporpane BbI-
na KHura «PermoHapHast aHecTe3us», 3a KOTOPYIO
BapmaBckiuM yHHBEPCUTETOM eMy ObLia MPHCYXKACHA
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BPAYYIOLLIUA CEPOLIA N OYLUMN...

npeMusi XalHaIKoOro, a 4epe3 rojl OH 3allUTUI IOKTOP-
CKYIO JUCCEPTALMIO 110 ITOU XKE TEME.

B 1912 rony BoitHo-SIceHenkuii uCIoHsi 00si3aH-
HOCTH IJIaBHOTO Bpauda u 3aBenytoiero IlepecinaBckoii
3eMCKOU OOJIbHUIICH, a Takxke OoipHUIEH mpu Deono-
POBCKOM KEHCKOM MOHACTBIPE.

[lepBast muposas, ['paxknanckas, Benukas Oteue-
CTBEHHAs BOWHBI B MOJTHON MEpE BOCTPEOOBAIHN TallaHT
XHpYypra-npaxkTruka, J0CTaBUIN Pa3HOCTOPOHHUI OTIBIT.
C 1914 roga Boiino-fcenenkuii 3aBemosan Ilepesic-
JIABCKMMM JIa3apEeTaMU JUISl PAaHEHBIX, SIBJISUICS MpEfCe-
naresieM llepesiciiaBckoro 3¢ MCKOro KOMUTETA 110 Opra-
HU3AIMY TIOMOIIY PaHEHBIM U OOJBHBIM BOMHAM.

B 1917 rogy B. ®. BoiiHo-fIcenenxuii cran rias-
HBIM BPa4oOM U XHUPYPIroM TropoIcKoi 0oabHHIEI B Tar-
KEHTe, 3aBejioBal Kad)eapoll ONepaTUBHONW XUPYPIHH,
SBIISUICS. TIpopeccopoM TonorpaguyecKoil aHaTOMUU
OIEPAaTUBHOMN XUPYpPruu TalIKEeHTCKOrO TOCYAAPCTBEH-
HOI'O YHUBEPCUTETA.

Banentun ®enukcoBuY ObUI IIYOOKO BEPYHOIIMM
YeJIOBEKOM, a MOCIie CMEPTU CYIPYrd NPUOOIIMICS K
MOABMKHUYECKOU JIeATeIbHOCTU Pycckol rmpaBociiaB-
HOW LIEPKBU, UCHBITHIBAIOUIEH B TOT MEPUOJ HEB3IO-
nbl ¥ roHeHus. B 1923 roqy oH nmpuHSAT MOHAIIECKUN
MIOCTPUT ¢ HapeueHneM nMeHeM Anocroia, EBanremnn-
cta Cearoro Jlyku, Bpaua 1 XyJoxHHKa. B TOT e rox
B Ilenmkukente enuckornamu BonxoBckuMm Jlanuumaom
(Tpounxum) u CyzgansckuM Bacunmmuem (3ymmepom)
OBUT PYKOTIOJIOKEH B CMUCKONBI U 3 MIOHS BO3IJIABUII
Typkecranckyro Enapxuto.

Banentun @enukcosuu BoitHo-fceHenkuil Tpux-
Il OBUT pPENpeccHpOBaH, MOABEPrayicsi TOHECHUSIM,
nposen B cchuikax 11 met. B 1919 romy mpowusorien
IIEPBBII apecT, 3aTeM IOCJIEI0BAIN TIOPbMBbI, CCBUIKU
B Apxanrenbck, Cubupb. C Hauanom Benukoit Oreue-
cTBeHHOU BOMHEI B. @. BoiiHo-fIceHenkoro 1ocTaBuiu
B KpacHosipck, riie oH norpy3usics B paboTy MECTHOTO
sBakorocnuTayis. Kyma Obl HU 3a0pachiBajia ero Cyib-
0a, OH IPOJIOJKAJI JICUUTh JIFOJIEH, criacaTh OOJIbHBIX U
paHeHbIX, 3aHUMaThCsl HayKO#, y4acTBOBaTh B 1IEPKOB-
HOMU xHu3HU TeX MecT. B. @. BoiiHo-fIceHenikuil MHOTO
Jenanl Al COXpaHEHHs JTYXOBHOHM JKM3HH 0OlIecTBa,
OTCTaMBAJI Pa3pyllacMble XPAMBI.

B 1943 rogy Cesamennsiii Cunon Pycckoil mpaBo-
CJIAaBHOM LIEPKBH MPUPABHSLII padboTy enuckoma JIyku Ha
HHUBE MEIUIMHCKOW MOMOIIM BO BPEMsI BOMHBI apXue-
PEHCKOMY CIIYXKEHHUIO U BO3BEJ €0 B CaH apXUEIHUCKO-
ra, OH CTAaHOBUTCS apXHenuckornoM KpacHOsSpcKuM.
B 1944 rony on Ha3zHaueH apxuenuckornom TamOGoB-
CKMM ¥ MuuypuHckuM. YuactsBoBaid B IloMecTHOM

B. ®. BoitHo-AceHeLmit, 1939 1.

Cobope 1943 romga. B 1945 roxgy HarpaxaeH mpaBoM
HOTIICHHS OPMIITHAHTOBOTO KPecTa Ha KIO0YKe.

I'pakmanckas W CBAIMIEHHWYECKas JAESTENTbHOCTh
B. ®. BoiiHo-fIceHenkoro TeCHO MepernyeTeHbl: Mo-
cje JEeKIWHW B MEIWIIMHCKOM YHUBEPCHUTETE OH CIie-
VT K TTOCTEIM YMHUPAIOIIETO XPHCTHAHWHA, YTOOBI
MOJIUTBON OOJETYNTH TMOCIEAHUE €TO0 Yachl; OTCIY-
JKUB BCeHOMIHYIO B XpaMme, TOPONHIICSA B OONBHUITY K
TSOKEIOO0O0TFHOMY TMalleHTy; MepeMekall HalliCaHue
Hay9IHBIX TPYIOB C apXUMACTBIPCKUMHU IIOCIAHUSMU
MacTBe. ..

Hayunas nearenbHocts B. ®. BoiiHo-fcenernko-
TO M3BECTHA PSIIOM TIIyOOKHX paboT, a Tpya «Ouep-
KW THOWHON XWUPYypTrum» (BBIMICIITHI MATHIO M3IaHU-
svu — 1934, 1943, 1956, 1995, 2000 TT.) 3acTy )t
BCEMHUPHOE MPU3HAHHE.

Ho HEBO3MOXHO CBOTUTH €T0 BPaYeOHYIO JAESTEIh-
HOCTB TOJBKO K O0JIACTH THOWHOM Xupypruu. PaboTsl
npodeccopa BoiliHo-SIceHenkoro Ha CETOMHAITHUN
JIEHb BCE eIlle HEe CHCTEMAaTH3WPOBAHBL, a BEIb yKe K
1917 rogy oH TpeACTaeT CIOXKHUBIIUMCS, OMBITHBIM
XUPYpPrOM, OpTaHU3aTOPOM 3/IPABOOXPAaHEHUS W TIeqa-
TOTOM, IIHPOKO OIIEPUPOBABIINM OOJBHBIX C 3a0o0Ie-
BaHUSAMH JKEITYHBIX ITyTeH, KeTyIKa U APYTHX OPTaHOB
OPIOIIHO TIOJIOCTH.
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C ycnexoMm OH paboTan B TaKUX OOJIACTSIX XUPYP-
TUH, KaK HEUPOXUPYPTUS U OPTONEAHs. ITO ObLIT yde-
HBIiA, TOTOBBIN K KPYITHBIM U OOBEKTUBHBIM HCCIIEI0BA-
HUSM 1 aHAJIH3Y.

Nsyuenue nestensHoctu B. @. BoitHo-fcenerko-
IO TI03BOJIIET KOHCTAaTHPOBaTh, YTO U B COBPEMEHHBIX
00JTacTSX MEIUIMHBI OH IPEJICTaBIeH KaK M3BECTHBI-
MH, TaK W elle He PACKPHITBIMH COBPEMEHHBIMU HC-
ciefoBaTeNsIMu paboTaMu. DTO TEOPHs KIMHHYECKOTO
JAarHo3a, MEIUIIMHCKAs IICUXOJIOTUS U JEOHTOJIOTHS,
Xupyprus (BKiIrodas oOuryro, abJoMUHAIIBHYO, TOpa-
KallbHYI0, YPOJIOTHIO, OPTOTIETUIO U IPYTHE Pa3JIeIbl),
BOEHHO-TIOJNIEBAs XUPYPTHUS U aHECTE3UOIOTHUS, HEHPO-
XUPYprus U o(pTambMOJIOTHsI, OpraHU3aIHs 3PaBOOX-
paHEeHHs ¥ COLMATbHAS THTUEHA.

HesrensHocts B. @. BoliHo-fcenenkoro nomayuu-
J1a BBICOKYIO OLICHKY COBpeMEeHHUKOB. B 1945 rony on
HarpaxkJieH Meaanbpio «3a Ao0necTHhId Tpya B Bemn-
koit OreuecTBenHor BorHe 1941-1945 roga», a B 1946
roay yaocroeH CTaJuHCKOM MpeMuu MepBOM CTENeHU
3a pa3pabOTKy HOBBIX METOMOB JICYCHHUS THONHBIX 3a-
OoieBaHWI W paHEHWH, W3JIOKCHHBIX B €r0 HayYHBIX
Tpynax. Ero aBTOpuTeT OCTaBaycs BBICOKMM Kak JUIs
IIPaBOCTIABHBIX BEPYIOIIUX, TaK U JUIS KOJUIET-BpadueH.

«QUANTUM SATIS»

HEALING HEARTS AND SOULS...

Apxuenuckon Jlyka B okpyxeHun nacTabl. Poto 13 kHurn Mapka Monosckoro
«Ku3Hb n xuTue cesTutens Nyku (BoiHo-AceHeLkoro)»

B 1956 rony apxuenuckon Jlyka ociern, HO IpoJod-
JKall CIY)KUTh B XpaMax U KOHCYJIITHPOBAaTh OOJbHBIX.
Cxonuancst Cearurens 11 urons 1961 roxa.

B aBrycte 2000 roga FOOwunelinsiii Apxuepei-
ckuiit Cobop Pycckoli mpaBociaaBHOM LEpKBH MIPUHSIT
pemenue o BecepoccuiickoM nmountanuu CBITUTENS
Jlyku. IlamaTe ero mpasgHyeTcss B J€Hb KOHYHMHBI,
11 utons.

Kuznp Cearurens Jlyku sBiasieTcs BIIOXHOBIIS-
IOUMM [PUMEPOM AaKTHBHOH NpoQecCHOHANbHOM,
TPaKJAHCKOW M JTyXOBHOW J€ATEIbHOCTH. DTO 0CO-
OCHHO Ba)KHO IS Bpadel, MOCKOJIBKY UM €3KEeIHEBHO
MPUXOJUTCS CTAIIKUBATHCS ¢ AETCKUMU CTPAJaHUSAMU,
a JieyaT HalluX MaJEHbKUX MallMeHTOB HE TOJBKO Jie-
KapCcTBa WM CKaJIbIIENb XUPYypra, HO U COCTpaJaHue
u pobpoe cnoo. [logsmxaudectBo B. ®. BoiiHo-
Slcenenkoro crago HPaBCTBEHHBIM OPHEHTHPOM JIS
KoJUIeKTUBa HayuHO-mpakTHUecKoro LEeHTpa CIElH-
AJU3MPOBAHHON MEIMLIMHCKOM MOMOIIM JETSIM €ro
MMEHHU.

B 2017 rony mb1 ormeuaem 140-neTre apxuenucko-
na Jlyku, B mupy Banentuna ®denuxcosuda BoiiHo-
Slcenenkoro, MMEHeM KOTOPOIO B MPOILEALIEM TOAY
Ha3BaH Hau LleHTp.

Ilpu noozomoexe cmamovu ObLIU UCHOTL30BANBL
mamepuanvt xcypraira « omay Ne 7 (99) urone 2011 .

13

2017 + VOLUME | * No 1



NEKUNA

HeygaxuH E. B.

XPOHO®APMAKOTEPANUA 3NIOKAYECTBEHHbIX OMYXONEN
Y OETEW, NEPCMEKTUBbI EE PA3BUTUA

BY3 «HayyHo-NpakTU4eCKnin LLeHTp creLmanu3MpoBaHHON MegULMHCKON NoOMOLLM AeTam um. B. ©. Bon-

Ho-AceHeukoro» [lenaptameHTa 3apaBooxpaHeHus r. Mocksbl

Neudakhin E.V.

CHRONOPHAMACOTHERAPY OF MALIGNANT TUMORS
IN CHILDREN AND PERSPECTIVES OF ITS DEVELOPMENT

St.Luka's Clinical Research Center for Children

«B orcusnu uenosexa nem nuue2o 6onee 61ACMHO2C0, YeM PUMMY.

Pe3rome

B 0630pe npencrasiiena wHGOPMAITASI O JICICHUH 3710-
Ka4eCTBEHHBIX OIyXOJICH y IeTel C yIeTOM XPOHOOHO-
JIOTUYECKOHN 9yBCTBUTEIHLHOCTH OITYXOJIEBBIX KIETOK K
[UTOCTaTHKaM.

BcBsasuc NIPUMCHCHUEM METO/10B BBICOKanpeCCHBHOﬁ
XUMUOTEPAIIMU B IMOCJICIAHUE I'OAbl 3HAYUTCIIBHO BO3-
pocina pe3yabTaTUBHOCTh JIEYEHHST OHKO3a0O0JIeBaHUH.
O,ZIHaKO IIpy 3TOM 3aME€THO YBCIMYHJIACHh LUTOCTATH-
yecKas Harpy3ka Ha OpraHusM IalMeHTOB, YTO BEAET K
Pa3BUTUIO OCJ'IO)KHGHI/Ii/‘I, CHM)KCHHUIO Ka4ueCTBa KHU3HU.
s yMeHbIlIeHUs arpecCUBHOCTH XMMHUOIPENaparoB
1eecoo0pa3Ho UX Ha3HAYCHHE C Y4eTOM OHOpPHUTMOB.
MeTon XpOHOTEPAIIUU MO3BOJISCT JTOOUTHCS MOBBIIIE-
HUS 9QHEKTUBHOCTH MPUMEHEHHUSI TUTOCTATHKOB TPH
OoJiee HU3KOH UX J103€, B PE3yJIbTaTe Yero yMEHBIIAI0T-
¢Sl T0OOYHBIE IMPOABJICHUA U YACHICBIACTCSA JICUCHUC.

Knrouegvle cnoea: oemu, 310kauecmeennvle ONYXoiu,
ouopummbl, XPOHOUYECMBUMETbHOCIb, OECUHXPOHO3,
XpoHomepanus

U. 11 Ilasnos

Abstract

The review presents data on treatment of malignant tu-
mors in children considering chronobiological sensitiv-
ity of tumor cells to cytostatic agents.

Recently, adequacy of treatment of oncologic diseas-
es increased considerably due to the use of methods of
highly aggressive chemotherapy. However, cytostatic
load on the patients’ body increased notably causing
complications and reduced life quality. Chemothera-
peutic agents must be administered considering bio-
rhythms to reduce their degree of aggressiveness. The
method of chronotherapy increases effectiveness of
cytostatic agents delivered at a lower dose resulting in
a fewer number of adverse events and less expensive
treatment.

Key words: children, malignant tumors, biorhythms,
chronosensitivity, desynchronosis, chronotherapy.

Bo BceM Mupe oTMedaeTcs MOBBILIEHHBIA HHTEPEC
K M3YYCHHUIO PUTMHUYECKON OpTaHM3aIlUU MPOIECCOB
B JKMBOM OPraHM3ME KakK B YCJIOBHSIX HOPMEI, TaK U B
ycnoBusix naronoruu. MHTEpec k mpobiemaM OHOpUT-
MOJIOTHH BIIOJIHE 3aKOHOMEPEH, TTOCKOJIBKY PUTMEI TO-
CIIOJICTBYIOT B IIPUPOJIC U OXBATHIBAIOT BCE MPOSBICHUS
pa3BuUTHS KUBBIX cucTeM. CTaHOBJICHHE OHMOIOTHYE-
CKUX PUTMOB TIPOMCXOJIUT B Ipoliecce (PUIOreHeTuYIe-

CKOTO U OHTOT€HETHYECKOTO Pa3BUTHsI OpraHu3ma Oa-
rofapsi MPUCIIOCOONEHHIO K YCIOBHSAM OKpYsKaromen
Cpenbl.

[Ton BIMSIHUEM SK30T€HHBIX PUTMOB OKpYKaro-
nieid cpeapl (Hampumep, CMEHBI JHS U HOYH, CE30HOB
rojia ¥ T. /I.) B IPOLECCE IBOJIONNHU B JKUBBIX CHCTE-
Max c(OPMHUPOBAIUCEH CTPYKTYPHO-(QYHKIIHOHAIBHEIC
OpraHM3alnu, KOTOpPbIE B pE3yJbTaTe €CTECTBEHHOTO
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CHRONOPHAMACOTHERAPY OF MALIGNANT TUMORS IN CHILDREN

0TOOpa 3aKpENUINCh B TCHOME. Y YUTHIBAs BOJIIOLINIO
Pa3BUTHS )KHUBBIX CYIIECTB, MOYKHO YTBEPKIaTh, YTO
MepBOHAYAIBHO BO3HMKIIM KJIETOYHBIE, METa0oIHue-
CKHe OMOPUTMBI — «0a30BBIC» 10 CBOEH CYIIHOCTH.
B nanpHeiinieM, B XOA€ IBOJIOIUOHHOTO Pa3BUTHS
U YCJIOKHEHHUS OPTaHU3MOB (POpPMHUPOBAIHCH «HA[-
CTpOCUHBIC» OWOPUTMBI, CBSI3aHHBIC C IOATAITHBIM
BKIIIFOUCHUEM DETYJIATOPHBIX CHUCTEM: LIUTOKHHOBOWM,
MMMYHHOM, 3HIOKPUHHOM, HEPBHOU, «00OCITyKHUBaIO-
mux» 0a3oBbie cucTeMbl. C MOMEHTA TIOSIBJICHHUS JKH-
BBIX CHCTEM LHUKIUYECKHE MPOIECCHl CTal OCHOBOM
ux romeoctaza. C MOMOIIBI0 OHOPUTMOB OCYIIECT-
BIISICTCSl KOOpAHMHALUS (DU3HOIIOTUYCCKUX (PYHKIUH
opraHmusMa C puTMaMHu OKpyxkaromeil cpens [1, 2].
bnaronapst GuopurmaM obecrieunBaeTcsi BHyTpEHHEE
JBW)KCHUE, PAa3BUTHE OpraHU3Ma U ero (PyHKIHOHAIb-
HbIX cucteM. CornacoBaHHast paboTa MOCIEIHUX, UX
aJanTaMOHHBIX ~ MEXaHU3MOB, B3aUMOCBSI3aHHBIX
MeXJly coOOii, BO3MOXKHA JIMIIb B YCJIOBUSX PUTMH-
YeCKOH opraHu3aluy (U3UOJOTHUYECKHX IPOLECCOB
[3, 4].

B ocHoBe amanTanMoHHBIX peakIHuli OpraHu3Mma,
o0eCreunBalONIuX CUHXPOHU3ALUIO €ero  (hU3HOIIO-
rHYECKUX (QYHKIUH ¢ pa3HOOOpa3HBIMH HM3MEHCHU-
SIMH OKPYKaroIled Cpejbl, JICKUT 3aKOH eIMHCTBA U
00oprOBI  TIpOTHBOMONIOKHOCTEH. HeoOxomumo moj-
YEepKHYTb, YTO €IUHCTBO MPOTHBOIOJIOKHOCTEH Bpe-
MEHHO, a 00pbba — mocTosiHHA. [TTaBHOE, YTO MPOTH-
BOIIOJIOKHOCTH HEIPEPBIBHO B3aUMOAECHCTBYIOT. IIpu
Pa3BHUTHH AJaNTAUOHHBIX MEXaHU3MOB B OpraHU3Me
MIPOUCXOANT MOCTOSIHHOE B3aUMOJICHCTBHE albTepHAa-
TUBHBIX, B TIEPBYIO O4epellb KaTabOoJIMYeCKUX U aHa-
0OJIMYECKHUX, MPOIECCOB, HAIPABICHHBIX HAa 00pa30-
BaHUE U COXpaHEHUE JHEPruu. PaBHOBECHS MEXIY
HUMH IPaKTHYECKU HHUKOTJa He ObiBaeT. B3aumoneii-
CTBUE AJBTEPHATHBHBIX MPOIIECCOB OCYIIECTBISICTCS
[0 MPUHIHITY «0OpaTHBIX CBs3ei», Mo o0pasiy «Ka-
yenei» [5]. AJTpTepHATHBHOE B3aMMOJCHCTBUC B3a-
HMMOIPOHUKAIOIMX JAPYr B JApyra MPOLECCOB SBIS-
eTCsl BHYTPEHHUM HCTOYHHUKOM JIBH)KCHUS, Pa3BUTHS
OpraHv3Ma, CYHIHOCTHOW NPUYMHON (HOPMHUPOBAHUS
OMOpPUTMOB. B CBSI3U € 9TUM ONHUCAaHHOE SIBICHUE, TIO
MOEMY MHEHHIO, MOKHO TPaKTOBATh KaK «3aKOH allb-
TEPHATUBHOTO B3aUMOJICHCTBHY.

UccnenoBanue OHOPUTMOB TMO3BOJISIET  OICHU-
BaTh PEAKTUBHOCTh, (PYHKIMOHAIBHOE COCTOSHHE H
aIaNTUBHOCTh OpraHu3Ma. M3BecTHO, 4TO CyIECTBY-
eT TpsMas 3aBUCHMOCTb MEXKAY MaroJIOrMYeCKUM
MIPOIIECCOM U PAacCTPOUMCTBAMU BPEMEHHOH OpraHm3a-
UK (PU3MOJOTMYECKHUX MPOLECCOB, ITyOHHA KOTOPBIX
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KOppEIMpyeT ¢ TshKecThlo 3a0oneBanus [6]. [Toatomy
BO3HHMKaeT HEOOXOAMMOCTh NMPHMEHEHHUS JICKapCTBEH-
HBIX MPENapaToB ¢ yYETOM PHTMa YyBCTBUTEIHHOCTH
OopraHu3Ma K MX BO3JEHUCTBHIO. B skcriepumeHTe Ha
JKUBOTHBIX OBLIO YCTaHOBIICHO, YTO OAMHAKOBBIC 03B
npenaparoB, BBOAUMBIC B pa3HOE BPEMsI CYTOK, BBI3bI-
BaIOT Pa3HbIC 10 CUJIC, @ UHOTIA U 110 Ka4eCTBY 3 hek-
THI [7-10].

B uenoBeyeckoM opraHu3me oOHaApyxeHO Oosee
500 GMOPHUTMOB Ha Pa3NUYHBIX CTPYKTYPHO-(PYHKIIH-
OHAJIBHBIX MEPAPXUUCCKUX YPOBHSIX: KIETOYHOM, TKa-
HEBOM, OPraHHOM, OPTaHW3MEHHOM, TOMYJSIIHOHHOM
[6]. buopuTMBI XapakTepu3yloTcs MIMPOKUM JHaraso-
HOM TI€PHOI0B OT MHJUIMCEKYHbI JO HECKOJIIBKHX JIET.
B cBs3M ¢ 3TUM pa3nnyaroT HU3KO-, CPEeIHE- U BBICO-
Kko4yacToTHbie OuoputMmbl [8, 11]. K HH3KO4YAaCTOTHBIM
OTHOCATCSI OMOPUTMBI C TIepHOJIaMH OOJIbIIe 3 CYTOK:
nupkacentanusie (743 cyT.), NIMpKaJHCENTaHHbIE
(14£3 cyrt.), mupkaBuruHTanuele (21+3 cyt.), mupka-
TpurunTanusie (30+5 cyT.), nupkanHyaibHble (1 rox
+ 2 mec.). B 3Ty rpynmy BKIIOYaroTCsT MaKpOPHUTMBI,
00yCJIOBJICHHbIE IMKJIAMU COJHEYHOW aKTUBHOCTH, C
nepuogamu 2 roxaa, 3 rona, S net, 8 net, 11 ner, 22 rona,
35 ner. CpenHE4YacTOTHBIE PUTMBI — 3TO PUTMBI OT
0,5 gacoB 10 3 cyTok. OHH eATCS Ha yABTpaJAuaHHbIe
(ot 0,5 9 no 20 9), nupkaauanusie (ot 20 4 g0 28 u),
uHpaauansbie (ot 28 u g0 3 cyt.). K BeIcOKOUYacTOT-
HBIM OTHOCSTCSI OMOPUTMBI € TieprogamMu MeHbIe 0,5 u
(UCC, gacrora 3y61oB Ha OKT, D9 u . 11.).

Benymee Mecto cpeny GHOPUTMOB 3aHUMAET IHP-
KaJMaHHBIH (J1aT. circa — oKoo, dies — JeHb) — pPUTM
C MEPHUOJIOM OKOJIO 24 4acoB, 00YCIIOBICHHBIA CMEHON
JTHSI 1 HOUH B PE3yJbTaTe BpallleHHs: 3eMIIH BOKPYT OCH.
CMmeHa cBeTa U TEMHOTBI BOCIIPHHUMAETCS CETYATKOM
I71a3a, 4YTO BBI3bIBACT aKTUBAIIMIO SMTU(H3a C TOCIETy-
IOLICH CTUMYJISIIIUEH TUIIOTajgaMyca, TuIogusa, xees
BHYTpEHHeH cekperuu, padounx opraHos [12]. Bemxy-
HIyI0 pOjb B PEryIALUN IUPKATUAHHOTO (CyTOYHO-
r0) pUTMa UTPAIOT BEreTaTHBHAS HEPBHAs CHCTEMa M
JKene3bl BHyTpeHHel cexkpeuuu [11, 13]. B yrpennue
W JHEBHbIE 4Yachkl Oojiee BBICOKA AKTMBHOCTH CHMIIA-
TUKO-3IpEHAJIOBON CHCTEMBI, OOeCHeuuBaroIen ap-
TOTPONHBIE PEeaKIMK opraHu3Ma. B mepuon HOUHOTO
CHa OTMEYaeTcs YMEHBIICHHE aKTUBHOCTH CHMIIATH-
KO-aJIp€HAJIOBON CHUCTEMBI U YBEJIMUYEHHE BaroWHCY-
JSIPHOM, OCYIIECTBIISIONIEH TPOQOTPOIHBIE MPOIIECCHI
[1, 12—-15].

B pas3BuTuUM 3ProTponHBIX peakuuil ITPUHUMAIOT
y4acTHe B OCHOBHOM CHMIIaTHYECKas HEpBHAs CH-
CTeMa, KaTeXOJaMHUHbI, IITIOKOKOPTHKOMABL. [lpnyem
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cHayalla BO3HUKaeT HeliporeHHas ¢asza, 3areM —
rymopasibHag. C TMOMOUIBIO 3PTOTPONHBIX peaKIui
MPOUCXOAUT DHEPreTHYecKoe obeclieueHue ajarTa-
LIMOHHO-KOMIIEHCATOPHBIX MEXaHM3MOB OpraHu3Ma.
D10 peanu3yercs 3a CUCT YCHUJICHHUS KaTaOOoJInYeCKUX
MPOLIECCOB. ODProTpomHasl CHCTEMa OCYIIECTBIISET
MPHUCIIOCOOJIEHUE OpraHu3Ma K JelcTBHIO (aKTOpPOB
OKpY’KaIOIIeH Cpe/ibl, MOJICPKUBACT PUBNUCCKYIO H
TPYAOBYIO JedaTenbHOCTh. OHA BBI3BIBAET YrHETEHHE
BOCITAJIUTENBHBIX MPOLECCOB (IPOTHBOBOCIAIUTEINb-
HBII AP PEKT) U CHUIKEHUE aKTUBHOCTH UMMYHOJIOTH-
YECKUX PEeaKLHil.

TpodorponHble peakuuu mpeoOiafaoT MpHU Baro-
TOHMH, TOBBIIIEHHOM O0pa30BaHWU WHCYJIHMHA, MUHE-
PATIOKOPTUKOMJIOB U JPYTUX TOPMOHOB, OOJIaJaroIInX
aHaOomu4eckuM JeiicrBueM. WHaykius aHaOoiuue-
CKUX TPOIECCOB CIOCOOCTBYET HAKOIUICHUIO, <«JIe-
[MOHUPOBAHUIO» JHEPTHUH B OPraHU3ME, MOBBIIIEHUIO
AKTUBHOCTH BOCTAJUTENBHBIX peakluuil (IIpoBOCHaIN-
TeNbHBIA d(Q(GEKT), CTUMYISIMA UMMYHHOU CHCTEMBI
Y YBEJIHUYEHUIO MPEIPacloOKEHHOCTH K ajuleprude-
ckuM peakuusiM. OOMEH OIHOTO W3 OCHOBHBIX TPO-
(OTPOTHBIX OMOJIOTHUYECKU aKTUBHBIX BEIIECTB — alle-
TUJIXOJIMHA TECHO CBsI3aH ¢ 0OMeHOM rucramuna. [log
BIIMSIHMEM TIOCJIEHETO IMOBBIIIAETCA TOHYC MapachM-
MAaTUYECKOrO OT/IEJIa BEr€TaTUBHON HEPBHOW CUCTEMBI.
OTO0, BEPOSITHO, CBA3aHO C YBEIMYCHHEM KOHLIEHTpa-
UM B KPOBU allETHIIXOJIMHA B PE3yJIbTaTe HHTHOUPYIO-
Iero JIEHCTBHUS THCTaMUHA Ha alleTUIXOJIMHICTEPasy.
Kpome Toro, mon BIusSHMEM THCTaMUHA yCHUJIMBAETCS
0CBOOOJK/ICHUE alleTHIXOJIMHA U3 ACTI0, KOTOPOE Mpe/-
CTaBJIEHO IPUTPOLUTAMU. B CBA3M C BbIIIECKa3aHHBIM
FUCTAMUH MOXKET OBITh OTHECEH K TPO(OTPOITHBIM
Oouosiornyeckum amuHam [16]. ['mcramun oOpa3syercs
W3 THCTHIMHA ITyTeM JIeKapOOKCHIIMPOBAHUS MIPU yda-
ctuu (pepMeHTa TUCTUAMHICKAPOOKCHIIA3hl, KOPaKTO-
POM KOTOPOTO SIBJISIETCS BATAMUH B . AKTUBHOCTD Ha-
3BaHHOTO (epMeHTa Oojiee BHICOKA B BEUEPHHUE YACHI.
Pacmennennie THcTaMHHA OCYIIECTBIISIETCS ITyTEM
OKHCJIMTEJILHOTO JIe3aMUHUPOBAHUS MTPU ydacTHu Qep-
MEHTa JMaMHUHOKCHIa3bl (THCTaMUHA3bI), KO(HAKTOPOM
KOTOPOTO SIBJIIETCA TaKKe BUTaMUH B, AKTUBHOCTBH
JMaMHHOKCH/1a3bl BBILIE B IEPBOM TIOJIOBHHE JIHS.

B ¢{usmnonorunyecknux ycioBUSX OTMEYaeTcs allb-
TEPHATUBHOE B3aUMOJEHUCTBUE SPrOTPOINHON U TpO-
¢dotponHoii cuctem. [loBbIllIeHHEe aKTUBHOCTH OJHOMN
13 HUX 110 3aKOHY 0OpaTHOMW CBSI3M ypaBHOBEIIMBACT-
csl HapacTaHWeM aKTUBHOCTH Jpyroil. OgHako cyie-
CTBYIOILIEE PABHOBECHE MEXKY YKa3aHHBIMHU CHCTEMa-
MH O4YeHb AUHAMUYIHO. OHO UMEET CBOM PUTM M CBOU

KoJe0aTebHBI KOHTYp, XapaKTepU3YIOLIUICs Mpe-
oOajjaHreM B ONPEIEIICHHOE BPEMS CYyTOK IPrOTpPOTI-
HOW WK TpPOQOTPONHOHN akTUBHOCTH. B ¢usmoino-
TMYECKHX YCJIOBHUSIX B YTPEHHHE 4Yachl IpeolnanaeT
AKTUBHOCTH 3PTOTPOIHBIX pEaKIHil, B BEUEpHUE —
TPO(OTPOTHBIX.

PaccornacoBanne OKOJI0CyTOUHBIX pUTMOB (JI€CHH-
XPOHO3) SIBJISIETCS] OHUM U3 (PaKTOPOB Pa3BUTHS MATO-
JIOTHYECKHUX IPOILIECCOB B OpraHusMe. JlecMHXpoHO3
paccMarpuBaeTcs Kak mpeaBecTHUK Oone3nu. M3mene-
HUE OMOPUTMOB — Hanbojee YyBCTBUTENIBHBIM Map-
KEp BO3HHMKAIOUIMX (YHKIIMOHAJBHBIX PACCTPONCTB.
[TosTomy onpesenenue GyHKIHOHATBHBIX TAPAMETPOB
B TE€UYEHHE CYTOK HEOOXOIUMO JUIsl YIIyOJeHHs Mpes-
CTaBJICHUH O MaroreHe3e 3a00JIeBaHMM, JUIsl yaydilie-
HUs paHHed W quddepeHIranTbHON UX TUArHOCTHKH,
JUTSL yCOBEPILIEHCTBOBAHUS HX JICUEHUSI.

N3yuenue nupKkaguaHHBIX PUTMOB OTKPBIBAET IIH-
pOKHE BO3MOXKHOCTH JJIsl JIYYIIEro MO3HaHUs (yHK-
[IUOHAJIBHBIX OCOOEHHOCTEHW PpAacCTYILIEro JEeTCKOro
OopraHM3Ma B HOpME W NpH matonorud. llpexne yem
OILICHUTH HApYIIEHUs OMOPUTMOB B YCIIOBHSIX HaTOJIO-
UM, HEOOXOIUMO OIPEICIIMTh HOPMAJIbHBIN KoyieOa-
TEJILHBIA KOHTYpP TOM WM WHOW (PyHKIMU B 370pPOBOM
opranusme. OnHako (PHU3HOIOTHYECKAS HE3PEIOCTh
psiia OpraHoB U CHCTEM peOeHKa, UMMYHOJIOTHYECKAs
HECTaOMIIBHOCTh, BBICOKAs HAMPSHKCHHOCTh MEXaHH3-
MOB OOHOBJieHUS u AuddepeHIpOBKH TKaHEH, Jia-
OMJILHOCTH TPOLIECCOB BO3OYKICHUS M TOPMOKEHHS
00yCJIaBIUBaIOT HEYCTONYNBOCTD IIUPKAIHMAHHBIX PUT-
MOB y JeTell. B kaX10M BO3pacTHOM IEPUO/IE UMEIOTCS
CBOM O0COOEHHOCTHU TOJ/IEP)KaHus MPOIECCOB aanTa-
UMY ¥ TOMEOCTa3a, CBOs crieiudpuka oOMeHa BEIIECTB,
oOecrieunBaroniast ONTUMaIbHOE JIJIs1 pOCTa COOTHOIIIE-
HHUC TUTACTHYECKUX U OMOIHEPreTHUECKUX pPeaklui,
(a3 accummsinuy 1 AUCCUMHISIIAU. C yMEHBIICHUEM
BO3pacTa JieTeld HapacTaeT mpeolliajiaHue Mpolec-
COB aHabonm3Ma Haj mporeccamu karabomusma [17].
Tak, COOTHOIIEHHE MEXIy IIIOKOKOPTUKOUTHBIMU
(3proTpONHBIMH) U MHUHEPATOKOPTUKOUAHBIMH (TpO-
(hoTponHBIMH)  QpaKIUsIMA  KOPTHKOCTEPOUIOB CO-
CTaBJISIET: Y IJI0Ja U HOBOPOXKIEeHHBIX — 0,8; y mereit
rpyaHoro Bozpacta — 1,7-1,9; y nereit 2—7 net — 3,3;
y nereit 8—14 ner — 4,3; y B3pocnbsix — Oosbiie 5,0
[17,18].

K HacrosmieMy BpeMEHHM HaKOMHJIOCH OTPOMHOE
KOJIMYECTBO MEJIMKAMEHTO3HBIX CPEICTB, HCIONIb3ye-
MBIX B MeaunnHe. O OONBIIMHCTBE U3 HUX MBI HE 3Ha-
€M, B KaKoe BpeMs CyTOK MOBBIIIAETCS UX dPPEKTHB-
HOCTb U CHIJKAETCS CTENeHb MOOOYHOTO JEHCTBHUA.
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Tem He MeHee, Takue CBEIECHUS O MHOTHX JieKap-
CTBEHHBIX Ipenaparax yxe umerorcs. OJHaKo T0CTH-
KECHHUS B 00JIaCTH XpPOHO(papPMAKOTEPaIIuK B CHITY psiaa
OOBEKTUBHBIX M CYOBCKTHBHBIX NPUYUH MEIJIEHHO
BHEPSIIOTCS B JiedeOHyI0 mpakTuky. Kak mpasuiio, B
MEJIHMIMHCKUX YUPEKICHHUSIX JIEKAPCTBA MPUMEHSIOT-
cst 6e3 yuera CyTOYHOrO puTMa. B OCHOBHOM MCTIONb-
3yeTcs TpaJIuMOHHAs cXeMa Ha3HaYeHHs [IPernaparos
«1mo onxHOW Tabnerke 3 pasa B aeHby». [locreneHHoe
HAKOIUICHHE (aKTHUECKOro Marepuaia, MOocleayro-
[IMe IeJiCHaNpaBIeHHbIE HCCIICJOBAHUS B OOJIACTH
OHMOJIOTHYECKUX PUTMOB MPHUBEIH K HEOOXOIUMOCTH
WCIOJBb30BAHUS TOJTYYCHHBIX 3HAaHUH B IpaKTHYe-
CKOM 3/IpaBOOXpaHEHHMU. B CBS3M C 3TUM CTall aKTy-
anen npu3biB Aprypa Mopeca (Arthur Jores, 1935)
MPEKPaTUTh B MEAHMLWHE 3aHUMAThCS «ITPUBBIYHBIM
TPEXPa30BbIM UIMOTH3MOMY MPH Ha3HAYCHHUH JIeKap-
CTBEHHBIX MPENaparoB.

B mocnennue rompl  XpoHO(MAPMAKOIOTHUECKUH
MOJIXO0/] K JICUCHHUIO 3a00JIeBaHUI MOJIydaeT Bce Ooee
HIMPOKOE NPU3HAHKE, TaK KaK OH OTPasKaeT COBPEMEH-
HBIW IPUHIUIT MHIUBHYalbHOM 3 hexkTHBHOI U 6e30-
nacHou teparnuu [19]. XpoHodapmakonorus, u3yda-
fouias (MPerMyIECTBEHHO B AKCIIEPUMEHTE) BIHMSIHUE
JIEKApCTBEHHBIX BELIECTB HA OMOPUTMBI OpraHu3Ma M
X 3(Q(HEeKTUBHOCTh B 3aBUCUMOCTH OT BPEMEHHU BBe-
JICHUSI, SIBJISIETCSI OCHOBOM JIUISL XpOHOTEpAnuy — Ha-
MPaBJICHUS] MEHMIWHBI, 3aHUMAIOIETOCS JICYCHUEM
OOJILHBIX JIIOICH C YYETOM XPOHOOHMOJOTHYECKHX 3a-
KOHOMepHOCTeH. IIpu XpoHOTEpanuu HCIOIB3YHOTCS
MMUTAIMOHHBINA (MTOPAXKAIOIINI) W TMPEBEHTUBHBIN
(ympexaaromuii) MeToAbl NMPUMEHEHHUS JIEKapCTBEH-
HBIX TPENaparoB, TAKKe METOJ HaBA3bIBAHUS PHUTMA.
NMUTAIMOHHBIA METOJ[ TMOIJCPKHUBACT (PUIUOJIOTH-
YECKUH PUTM 00pa3oBaHUs OMOJIOTMYCCKU aKTHBHBIX
BelIecTB (HarpuMmep, Npu Ha3HAYCHUH TITIOKOKOPTHUKO-
WJI0B B YTPEHHHUE Yackl). MeTos IpeBEHTUBHON XPOHO-
Tepanuu 00eceunBaeT MaKCUMaIbHbIN 3P EeKT npera-
paroB IpH Ha3HAYCHUH HX 3a 1,5-2 vaca 1o akpodassl
OIPE/IeNSIEMOTO TI0Ka3arens (Harmpumep, IpUMEHEHHE
THIIOTEH3UBHBIX CPEJCTB TNPH apTepUalbHOW TUIep-
TEH3UM). MeToll HaBA3bIBaHUS pUTMa Oa3upyercs Ha
WCTIOJIb30BAHUHU JICKAPCTBEHHBIX CPEICTB C IEJbIO
HaBS3bIBAHMS OPTaHU3MY ONpE/ICICHHBIX PUTMOB (Ha-
MIpUMeEp, METOJ MyIbC-TEPAIINN).

B HacTosiee Bpemsi OIHOW M3 OCHOBHBIX NPHYUH
WHBAJIUJHOCTA M CMEPTHOCTH UYEJIOBEKA SBIISIOTCS
37I0KaueCTBEHHbIC HOBOOOpa3oBaHUs. B cBsizu ¢ 3TUM
3ajJa4a yIy4qlIeHUs] MEAUIUHCKOW MOMOIIH OOJIEHBIM C
OHKOJIOTUYECKHMH 3a00JIEBAaHUSMHU TIOCTOSIHHO HAaxo-

AND PERSPECTIVES OF ITS DEVELOPMENT

JUTCSI B LIGHTPE BHUMAaHUS BCEH CHCTEMBI 3paBOOXpa-
HeHus. C 11eNbIo paciIMpEeHHs 0XBaTa OHKOJIOTHYECKHIX
OOJBbHBIX, YAYYIIEHUS KadecTBa OKa3aHUS UM MeEAH-
IIUHCKOM ITOMOIIH, pacrpoCTpaHeHNUs HU3KO3aTPaTHBIX
METO/I0B JIeYEHHsI HEOOX0IMMO CTUMYIHPOBATH ITPUMeE-
HEHHE B OHKOJOTMM MeToAa XpoHoTepanuu. [IpuHim-
TBI, TIOJIO)KEHHBIE B OCHOBY XPOHOTEpAINH, SBISIOTCS
YHHBEPCaJIbHBIMU JIJIs TFOOOM MaTOJIO0TUH, B TOM YHCIIE
Iu1st orryxoneit [20].

OcHoBHOM 3aaueii npu pazpaboTKe ONTUMAIbHBIX
CXEeM JICYCHUS OIYXOJIeH SIBJISIETCS! TIOBBILICHUE H30U-
paTenbHOCTH AEUCTBUS XMMHUOTEPANeBTHUECKHUX Tpe-
naparoB. YCTaHOBJICHO, YTO d(PPEKTHBHOCTD ACUCTBHS
OOJBIIMHCTBA TMPOTHUBOOIYXOJIEBBIX IpEnaparoB 3a-
METHO BO3PAacTaeT MpH yBEIUYEHUH CKOPOCTH IPOJIH-
(epanmu oryxoseBbIX KIeTok [21].

CyTouHas epuoNIHOCTh MUTOTHYECKOI aKTHUBHO-
CTH HOPMAaJIbHBIX KIIETOK Oblia yOenuTenbHO JO0Ka3a-
Ha B psje pador eme B cepenaune XX Beka [22]. Tak,
MIPU OLIEHKE MUTOTHYECKON aKTUBHOCTH HOPMAaJIbHBIX
KJIETOK, ONpEAeNsieMol B pa3HOE BpeMs CyTOK, ycTa-
HOBJICHO, YTO HauOOJbIINE €€ 3HAYCHUS B DMUICPMHU-
Ce Yy 37I0POBBIX JIIOJIEH OMPEAEIsINCh B HOYHbBIE Yachl
(3 4), HauMeHbIIEE — B AHEBHbIE Yackl (15 41). Muto-
TUYECKasi aKTUBHOCTh KOCTHOTO MO3Ta B 3 4 HOYM OKa-
3anach B 2,4 pasza OoJbiie, ueM B 15 4 [23].

Bonb110ii mHTEpEC Yy OHKOJIOTOB BBI3bIBAIOT JIaHHbBIE
JUTEPaTyphbl 0 OMOPUTMaX KJIETOYHBIX JICJICHUI B OIy-
xonax. K coxaneHuro, 3TM AaHHBIE NPOTUBOPEUUBHI.
Hexotopsie aBTOpEI He 0OHAPYKHIITH H3MEHEHUH YHCIIa
MHTO30B B pa3HbIE YacChl CyTOK, APYTUe yCTaHOBHIIH CY-
TOYHYIO MEPUOANYHOCTh MUTOTHUECKOW aKTHBHOCTH.
B nepeBuBaeMbIX OMyXOJSIX OMPEAETSUICS B OCHOBHOM
OJIHOBEPIUMHHBII CyTOYHBI PUTM MHUTO30B, & B CIIOH-
TaHHBIX M WHIYLUMPOBAHHBIX — JBYXBEPIIMHHBIH.
IIpyuyem onMH MakCUMyM MUTOTHYECKOM aKTHUBHOCTH
Habmogancs B yrpennue 4dacel (10-12—-16 1), a npy-
roif — B BeuepHe-HouHbIe (20—2—4 u). Takum 0Opa3zom,
B 9KCIIEPUMEHTANBHBIX HCCIEOBAHUAX OBUIO OTYET-
JIMBO IMOKAa3aHO HAJIWYHE CYyTOYHOTO PUTMa HE TOJBKO
MHUTOTHYECKOW aKTHBHOCTH B PA3JINYHBIX BHJIAX OIY-
XOJIeH, HO ¥ UKJIMYHOCTH JAPYTUX (ha3 MUTOTHYECKOTO
nukia [24, 25].

JloxaszaHo, 4yTo npu 00pa3oBaHUM OITYXOJHU B Opra-
HU3ME BO3HUKAIOT HApYLICHUS OMOJIOTHYECKUX PHUT-
MOB Kak B TOBPEXJIECHHOM OpraHe (opraHe-MHILIEHH),
TaK M B JPYyTUX opraHax u cucremax [26]. Heooxoammo
MOMHHTB O TOM, YTO 370POBBIE KJIIETKH B OOJBIIMHCTBE
CITy4aeB JIeJSATCS O/IMH pa3 B JIeHb, B TO BPeMs Kak pa-
KOBbIE — 2—3 pa3a, MPEeUMYIIECTBEHHO B BEUEpHHUE U
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HOYHBIE Yachl. 3/I0pPOBBIE KJIETKH KOCTHOTO MO3ra Hau-
Ooyiee aKTUBHO Pa3MHOXKAIOTCS B paHHHE YTPECHHHE
Yackl. B CBS3U ¢ 9THM IpW IpuemMe XHMHUOIIpernapa-
TOB B MO3JJHHE BEUYECPHUE WIIM HOUYHBIC YaChl CTPAAAIOT
3/I0pOBBI€ KJIETKM KOCTHOTO MO3Ta, YTO MPOSBISAETCS
aHeMHeH, JeHKoneHuel, TpoMmoOouuronenuei. M3-3a
pasHoil mponnepaTuBHONW aKTHBHOCTH 3/I0POBBIX H
OITyXOJICBBIX KJIETOK MX OMOPUTMBI, KaK MpPaBWIIO, HE
COBMAAIOT. J|eCMHXPOHO3 3HAYUTEIHHO Yallle BO3HU-
KaeT B OIyXOJIEBBIX KIIETKax [27].

B MHOTOUHMCIIEHHBIX SKCIIEPUMEHTANILHBIX paboTax
[0 OHKOJIOTHH YKa3bIBAJIOCh Ha TO, YTO UTOCTATHKH,
Ha3Ha4yaeMble B OJMHAKOBBIX /1033aX, HO B pa3HOE Bpe-
Msl CYTOK, OKa3bIBaIOT pa3HbIi aHTHOIACTHYCCKUH d-
(dekT. DTO 3aBUCHT OT CyTOUHOHW YYyBCTBUTEIHLHOCTH
K HAM OITyXOJIEBBIX KJIETOK. B mcciemoBanusx Obuia
JI0Ka3aHa HEOOXOAMMOCTh NPUMEHEHHs IIHTOCTATH-
YEeCKHX IMPEenaparoB B T€ Yachl CyTOK, KOT/1a OobIas
4acTh OIyXOJIEBBIX KJIETOK HAXOIUTCS B (ha3e MUTOTH-
YEeCKOro IMKIa, T. €. B MEPUOJ MAKCHMaJbHOTO CHH-
te3a JJHK [28]. B 210 Bpemst oTMedaeTCsi HE TOIBKO
HauOOoJIbIIAsT YYBCTBUTEILHOCTD OITyXOJIEBBIX KIETOK
K LIUTOCTaTUKaM, HO M OoJiee HM3Kasi 4yBCTBHUTEIb-
HOCTh K HMM HOPMAJbHBIX KJIETOK, B CBSI3U C 4YeM
YMEHbBIIIAeTCsI TOKCHYECKOE BO3/IEHCTBHE MPEnapaToB.
Pe3ncTeHTHOCTD OpraHusMa K JEHCTBUIO XUMUOIpE-
napatos, 1o nanasiM M. B. bepeskuna [28], csizana ¢
9H3UMATUYECKON aKTHBHOCTBIO JIM30COM U MUKPOCOM
[IEYEHHU, PErylIupyeMoil ImoKokopTukonjgamu. Ilo-
9TOMY MaKCHMajibHasi PEe3UCTEHTHOCTh OpraHu3Ma K
TOKCHYECKOMY JCWCTBUIO IIUTOCTATUKOB OTMEUYACTCSI
B Yachl MAaKCHMaJbHOTO YPOBHS KOPTH30Ja B IJIa3Me
KpPOBH.

B cBsi3u ¢ Tem, 4TO «MapKepoM» XPOHOTOKCHYHO-
CTH HUKIOpochaHa SBISETCS KOPTHU30JI, PEKOMEHIY-
eTcs BBOAWTH JTOT Mpenapar MpH OHKOJIOTHYECKUX
3a0oneBaHMsIX B 6 4 yTpa, KOTAa OTMEYAETCs MUK CO-
JeprkaHus koptuzona. Hanbonee ontumansHOe Bpemst
JUI Ha3HAYEeHHs BUHKpUCTHHA — 18 4, KOT/a B KpOBU
noBbIeHb! ypoBHU ACI, KpeaTHHUHA, MOYEBHUHBI, SIB-
JISIIOIIMXCST «MapKepaMm» XPOHOTOKCUYHOCTH Ha3BaH-
HOTO mpemnapara [28].

[Ipu oneHke nUTOreHETHYECKUX SPPEKTOB THO-
docdamuia, KOTOPI Ha3HAUAINW OONBHBIM B pazHOE
BpeMsI CyTOK, YCTaHOBJICHO, YTO TPU BBEICHHUH Tepa-
MEeBTHUYECKHX J103 3TOTO Mperapara B BeuepHee BpeMs
(21 4), ero MuenOTOKCHYSCKUN Y3PPEKT B 3 paza HUKE,
4YeM NpH BBeZIeHUU B yTpeHHee (9 4) u queBHoe (15 u)
Bpemsi [23]. Eciu OonbHbIe TpuHUMau nukiodocdan
B 21-22 4, BuHKpHUCTHH — ¢ 12 1o 15 49, a npeanmnso-

JIOH — B uHTepBasie oT § 10 11 4, To y HUX 0TMeYasoch
JIOCTOBEPHO MEHEE BBIPaKEHHOE (110 CPaBHEHUIO C UC-
XOJIHBIM YPOBHEM) CHMKEHHE KOJIMYECTBA JIEHKOLIMTOB
nepudepruueckoil KpoBu (P XPOHOKOPPEKIIMUA — Ha
17%, npu ee orcyrctBuu — Ha 40,1%), uTo cBuue-
TEJIBCTBYET O CHUYKEHUU IeMOICTIPECCUBHOTO 3dekra
Ha3HAuYEHHBIX MPENaparoB C y4eTOM CYTOYHOTO PUTMa
ux nevicteus [29].

[IpoGnemoit XpoHOTEpaTuy B IEAUATPUN OHUMH U3
MIEPBBIX B HAIIEH CTpaHe CTAIU 3aHUMATHCS COTPYIHU-
KU Kadeapbl TOCIHUTANIBHONW TieaquaTpuu 2-ro MoCKoB-
CKOro MeauuuHckoro uuctutyta um. H. 1. Tluporosa
noj; pykoBozactBoM B. A. TaGonuna u 0. E. Benbru-
niea. [lepBbie paOOThI OBLIM MOCBSIICHBI W3yYCHUIO
(YHKIIMOHAILHOTO COCTOSIHUSI KOPBI HaJIIOYCYHHKOB.
bbuto ycraHOBIEHO, YTO MaKCHMaJlbHas MPOAYKLIUS
KOPTH30JIa OTMEJaeTcsl B yTpeHHue dacel (6—10 1), a
MaKCHUMaJlbHas MPOIYKIHSI MUHEPATOKOPTUKOUIOB —
BedepoM U Houblo [14]. [IpumepHO B 3TH e rojbl Ha
Kadepe MPOBOAUINCH HCCIICAOBAHNUS 110 TPUMEHEHHIO
IIUTOCTAaTUKOB C Y4E€TOM CYTOYHOTO pUTMa y JeTel ¢
JerKko3oM. B pesynbrare Ha3zHau€HHUsS IUTOCTaTHYe-
CKHX TpernaparoB (6-MepkantoTypuHa, MeTaTpekca-
Ta, nukiopocdaHa, BUHKPUCTUHA, PyOOMHUIIMHA) BO
BTOpO# nosoBuHE AHA (B 14 u 19 u) y HabmrogaemMbIx
JeTel 3HAYUTENILHO OBICTpEee YMEHbBIIAIOCH COJepIKa-
HUE OJIaCTHBIX KJIETOK U 3HAUUTENIbHO paHbIle, YeM Y
JIeTei, OTyYaBIINX IUTOCTAaTUHBI 0€3 yueTa CyTO4HO-
ro puTMa, Hactynana pemuccus [30]. B mocnenyrommue
rOo/Ibl MOJJOOHBIE Pe3ybTaThl OBITH MOTyYeHBl HEKOTO-
pBIMU 3apyOeKHBIMH UccienoBaressiMu [31, 32].

B kadecTBe mpOCTOro M OYEHb JOCTYITHOTO KpPHUTE-
pust asst BBIOOpa BpeMeHH Ha3HAueHHs [IUTOCTATHKA Y
KOHKPETHOTO OHKOJIOTMYECKOTO OOJBHOTO MOYHO HC-
MOJIB30BaTh akpoasy TeMIeparypbl Tela, Tak Kak Mak-
CUMaJIbHasl aMIUINTY/la TEMIEepaTyphsl Tejla yKa3bIBaeT
Ha MMOBBIIIEHHYI0 MUTOTHYECKYIO aKTUBHOCTB B OITyXO-
JIeBBIX KileTKax [33].

B mocnennue roasl 00NbIIOe BHUMAHHE YACISICT-
cst poOiieMe CHIDKEHHSI TOKCHYHOCTH XHMHUOITYyUeBOM
Teparuu OHKOJIOTHYECKHX OOJBHBIX C MOMOIIBIO HC-
MOJIb30BaHMS JIaHHBIX XPOHOOHMOJIIOTHYECKUX HCCIIe-
JloBaHM. MI3BE€CTHO, YTO NP XUMHUOJIy4EBOM TEpaIIUU
CHJIbBHEE BCETO MOPa)KaroTcsi aKTUBHO Mpoiudepupy-
IOI[MEe TKaHU. 3HAUYNUTEIHHOTO YMEHBIIEHHS TOKCHY-
HOCTH XHUMHOJYYEBON TEepanmuu MOXKHO JIOCTUTHYTh
C TIOMOIIBIO OMPEEJIEHUs ONTHUMAIHHOTO BpPEMEHU
CYTOK JUIsl ee MpoBeAeHMs. Tak, MpH JIEYCHUH paka
NpsIMOM KUIIKH B XPOHOMOJYJIHMPOBAHHOM pEKHUME
E. H. CyxuHna u coart. [25] Bpemst npuema S-¢To-
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pypauuia (5-®Y) u npoBeeHUss ceaHCa OOJIyUCHHSI
BBIOMpaJIN TakKuM 00pa3oM, 4TOOBI OHO COBIAJAIIO C
MEePHOJIOM HauMeHbIeH mponndepaTnBHON aKTHBHO-
CTH KJIETOK KOCTHOTO MO3Ta M DIHTEIHs KUIICYHHUKA.
B cBsi3u ¢ 3TUM ceaHC 00JIy4YeHHMs Ha3HAudajcs 4yepes
4—6 yvacoB mocie okoHyanus uHpy3uu 5-DY. bnaro-
Japst XpOHOKOPPEKIIMK Yy HAONI0aeMbIX OOJIbHBIX 3HA-
YHUTEIBHO MEHbBIIE TPOSBISLIACH TeMaTOJIOTHUECKas 1
KHIIeYHasi TOKCUYHOCTb.

KomOunanus 5-®V ¢ obnydeHreM NpPUMEHSIIACH
W TIpU JICYCHUHU 3JI0KaYeCTBEHHBIX HOBOOOPa30BaHUIA
MOJIOBBIX OpraHoB. Takke MCIOJIB30BaJICs XPOHOMO-
JyJIUPOBAHHBIN pexxuM: 5-DY INpUMEHsUICS HOYBIO, a
ceaHchl 00Iy4eHus — yepe3 8 yacos mocie Hero. bia-
rojiapsi XpOHOMOJYJIMPOBAHHOMY MOJIXOY Y OOJIBHBIX
3HAYUTEIHHO YMEHBIIAIOCH KOJIMYECTBO OCIIOKHEHUH
W 3aMETHO YIy4IIaJoCch Ka4ecTBO XKU3HU. O BHICOKOH
3G (PEKTUBHOCTH JIy4eBOH Teparnuu, IPUMEHSIEMON C
Y4ETOM CYTOYHOTO PUTMa, COOOLIAIN OCHOBOIIOJIOXK-
HHUKU OTEYeCTBEHHOU XpoHomeauiuubl @. M. Koma-
poB u C. U. Pamomopt [20]. Ilo ux maHHBIM, pEHT-
TCHOBCKOE OOJlyueHUEe HKCIEPUMEHTAIBHOTO pakKa
B 4Yachl €ro MaKCHMaJbHOH TeMIepaTypbl ObLIO B
2,5 paza Oonee 3pPeKTUBHBIM, YeM B TIEpUOJ] ecTe-
CTBEHHOT'O CIaJia TeMIlepaTypbl HOBOOOpa3OBaHMS.
O mogoOHBIX pe3ynbTarax Jy4YeBOW TEpamuH OIly-
XOJIeH TOJIOCTH PTa COOOLIaeT M OCHOBOIOJOXKHUK
MHUPOBOH XpoHOMeauInHbl Ppani Xandepr ¢ coasT.
[34]. JlyueBas Tepamnus, IpOBEeICHHAS HA TTUKE TEMIIC-
paryphl OIyXOJH, MPUBOINIA K JABYKPATHOMY yBEIH-
YEHUIO BBIKMBAEMOCTH (depes 2 rofia mocye Je4eHHs)
[0 CPaBHEHUIO C OOBIYHBIM METOJIOM, HE YUUTHIBAIO-
IIUM OMOPHUTM OITyXOJIH.

Kpome Toro, B iuTepaType UMEIOTCS MHOTOYHC-
JICHHBIE CBEJICHUSI O Ooyiee ONArOMPHUSATHOM TEUCHUH
3JI0KAYECTBCHHBIX OIyXOJieH B YCJIOBUSX HCKYyC-
CTBEHHOTO CHIDKEHHS OCBelleHHOCTH. [lo maHHBIM
A. A. BeticebaeBa u coaBT. [35], y 00JIbHBIX pAKOM MO-
JIOYHOH KeJe3bl Ha (JOHE TMOHMIKEHHOHW OCBEICHHO-
cTH ObICTpee BOCCTaHABIMBACTCS JIMITUAHBIA OOMEH,
yAYYIIAETCS COCTOSHUE KIETOYHOTO W TyMOpPallb-
Horo uMmmyHnurera. B pabore JI. T. TobaradbuioBa u
b. U. Hcmaunnosa [36] cpaBHUBanIHMCh JIBE TPYIIIBI
KpBIC, KOTOPBIM B XBOCTOBYIO BEHY TIepeIMBaliach Cy-
crieH3us omyxoneBbix kietok (10000 xi. B oObeme
0,2 M1 cpenpl), IPUTOTOBJICHHAS U3 JIETOUYHBIX METa-
ctazoB PA-2. Oxna rpynmna >KMBOTHBIX HaXOJIWUJIACh
B YCJIOBUSIX HCKYCCTBEHHOTO 3aTeMHEHUS (OCHOBHasI
rpymma), Ipyras — B YCIOBHSX €CTECTBEHHOTO OC-
BeleHus (KoHTponbHas rpynmna). Yepes 1820 cytok

AND PERSPECTIVES OF ITS DEVELOPMENT

y JKUBOTHBIX KOHTPOJILHOW TPYIIIBI CpeHEE KOJIHYe-
CTBO METacTa30B COCTaBisno 84,7+15, y )KMBOTHBIX
OCHOBHOI rpynnbl — 12,543,39, 1. e. Obu10 B 6,7 pa3a
MeHbIIE. ABTOPBI MPEATIONIATAIOT, YTO O] BIUSHUEM

TEMHOTBI TOJABJICHUE METACTAa3UPOBAHUSI OITYyXOJIH

CBSI3aHO C IOBBINICHUEM IPOTHBOOIYXOJEBOW pe3u-

CTEHTHOCTH OpraHH3Ma.

Hacrosimuii 0630p DOCTYIHOM JHUTEparyphl MOKa-
3pIBaeT A(PQPEKTHBHOCTh XPOHOMOAYJIMPOBAHHOM Te-
panuu 3JI0Ka4yecTBEHHBIX HOBOOOpa3oBaHuil. B ee oc-
HOBE — IMapaJIOKC CHIKEHHS 3aTpar MPU MOBBIIICHUH
KauecTBa JedeHus. OHa CTUMYIUPYET NOTPEOHOCTH B
MOBBIIICHUN YPOBHS (DyHIaMEHTAJIbHBIX 3HAHUN O Xa-
pakTepe 3a00JeBaHUI, O MOJEKYJISPHO-KIETOYHBIX U
(hU3NOIOTHYECKUX MEXaHU3Max UX (OPMHUPOBAHHS, O
MIPOUCXOXKICHUHM LIUPKAJHBIX PUTMOB B OCHOBHBIX I'0-
MEOCTaTHYECKUX CUCTEMaX.

Junst yrnyOiaeHus: npecTaBIeHH 0 XPOHOMOTYIIH-
pylolIell Tepanuu ¥ OpraHu3alMyd MEPONPHUSITHH T10
NPOQHUIAKTUIECKOW XPOHOKOPPEKLUH OHKOJIOTHYE-
CKUX 3a00JieBaHUN HEOOXOAMMO HMCIIOIB30BaTh CIIEAY-
IONIHE METOABI XPOHOTUATHOCTHKH:

1. Onpeodenenue xponomuna (no dcoepey);

2. OyeHxa uHOUBUOYATLHOU MUHYMbL (HCUBHEHHOU
oHepeuu);

3. Oyenxa snepeemuueckoz0 NOMEHYUANA KIEMOK C
NOMOWBIO YUMOXUMUYECKO20 Memodd UCCIe008d-
Hus, onpeodenenus mukpoPHK;

4. Onpedenenue XpoOHOAKMUBHOCMU KIEMOUYHOU NPO-
Iugepayuu 8 ONYX0aAX U HOPMATLHBIX MKAHAX (pa-
OUOUBOMONHASL U CKAHUPYIOWAs annapamypd, mo-
yeyHvle NeKMpPOHHbLE OAMYUKY, MENT08UZ0PbL);

5. Auanuz maxcumanvbHol AKmueHOCMU OpP2AHO8 NO
MpaouyuoHHoU Kumaickou meouyune (puc. 1).

500 — 700 TONCTbIN KULLEYHUK
700 — g0 Xenyaok
9% — 11%  nomkenymoyHas xenesa, ceneseHka
1190 —13%  cepaue
13% — 15%  TOHKUIA KULLEYHUK
15% —17%  mMoyeBOM Ny3bipb
17% —19%  noyku
19% — 21%  cekcyanbHO-cocyaucTasi cuctema
2100 — 23%  TpoKnHOI corpesaTerb
2300 — 100 JKEN4YHbIN My3bIpb
100 — 300 neveHb (aHabonunyeckme npoLecchbl)
3% 5% nerkue (06CTPyKUMS)

Puc. 1. Yackl MaKkcumarbHoi akTUBHOCTI OpraHoB
(Mo TpaANLMOHHON KUTaICKOM MeaULIMHE)
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XPOHO®APMAKOTEPAMNUA 3NTOKAYECTBEHHbIX OMYXOJEWN Y OETEN,
NMEPCMNEKTUBbI EE PA3SBUTUA

B 3axioueHue ciieayeT MoJHOCThIO COTNIACUTBCS ¢ CKUHM MOAXOA K Ha3HAYEHMIO JIEKAPCTBEHHBIX Ipernapa-
toukoit 3penust C. . Pamonopra: «XpoHoTepanus — TOB — OCHOBA MOBBIIICHUS d()()EKTHBHOCTH JICUCHUS
Oyayliee Haiield MeIUIIMHB. XpoHodapmakoioruue- 3adojeBanuil y jaerei [37].
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Pesiome

[IporpeccupoBanue ruaponedanuy Iioga CONpOBO-
KAACTCA HAPYIICHUEM MO3T0OBOT'O KpOBOO6paIIIeHI/I$I u
MOBPEXKJICHUEM €TI0 CTPYKTYP, KOTOPBIE B ITO3HEH CTa-
JINU TECTAIMA MOTYT CTaTh HeoOpaTuMbiMu. C TIETBI0
WX TPO(PHUIAKTUKK TPOBOAUTCA Ie(daoneHTe3 WiIn
BCHTPUKYJIOAMHUOTUYCCKOEC IMYHTUPOBAHUEC, KOTOPOEC
6onee 3(h(hekTHBHO, YeM NIYHTHPOBAHHE KEITYIOYKOB
MO3Ta TOCJIE POXKICHHSL.

C 1enbro peIoTBpaIeHHUs TIOBPEKICHHUS MO3Ta TT0/a
¢ ruapornedanueii, y nanueHTku 34 JeT HaMH BBITOJ-
HeH 1edalonenTes B cpoke 26—27 Hemenb OepeMeH-
HOCTH. HYHKHI/IH KCJIIYyOAOYKOB MO3ra IIpOBCJCHa IIpU
VY3U-naBuranuu ¢ ynanenueMm 80 MII )KEJITOTO JIMKBO-
pa 1moa MOBBIIICHHBIM OAaBJICHUCM, YTO IPUBEIIO K HUX
YMEHBIICHUIO W COKPAICHUIO OKPY)KHOCTH ueperna
Ha 2 cM. [ToBropHsIii nedanonentes B 31-32 Henenu.
Ponopaspemienne kecapeBsiM ceueHuem B 34-35 He-
Jelb. Y HOBOPOXJICHHOTO TOJATBEPIKJCH TUAarHO3 OK-
KJIFO3MOHHOW THAPOLEe(aTu ¥ YCICITHO BBIMOJHEHBI
OHAOCKOIMMNMYCCKass KOPPECKUHWA JTUKBOPOUUPKYIIAIUNA N
BII-mryHTHpOBaHUuE.

B nHamem HaOmroneHUM 1e(aioleHTe3 CII0COO0CTBORBAI
MIPOJIOHTMPOBAHHIO OEPEMEHHOCTH U YCIICIITHOMY OIIe-
paTUBHOMY JICUCHHIO HOBOPOXKICHHOTO PeOCHKA.

Knioueevie cnosa: nnoo, cuopoyegpanus, yeganoyern-
me3
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Abstract

Progressive hydrocephaly of the fetus is accompanied
with cerebrovascular disturbances and damage to ce-
rebral structures, which can be irreversible at the late
stage of gestation. Cephalocentesis or ventriculoam-
niotic shunting performed for preventive purposes are
much more effective than shunting of cerebral ventri-
cles after birth.

Fetal cephalocentesis was performed to a 34 year-old
patient presented at 2627 weeks of gestation to pre-
vent the damage to the fetal brain with hydrocephaly.
The cerebral ventricles were punctured using ultra-
sound navigation with removal of 80 ml of yellow li-
quor under increased pressure decreasing and reducing
the skull circumference by 2 cm. Recurrent cephalo-
centesis was done at 31-32 weeks. A C-section was
performed at 3435 weeks. The diagnosis of occlusive
hydrocephaly was confirmed in the newborn. Liquor
circulation endoscopic correction and ventriculoperito-
neal shunting were performed successfully.

In our observation, cephalocentesis prolonged pregnan-
cy and promoted successful treatment of the newborn.

Key words: fetus, hydrocephaly, cephalocentesis
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luapouedanus miona — 3TO pacUIMpPEeHUE KeTy-
JIOYKOB TOJIOBHOTO MO3Ta C TIOBBIIICHUEM B HUX JIaBJIC-
HUS JIMKBOPA B pe3yNbTaTe HapylIeHUs OaaHca MExKLy
ero mpoAyKIHMed u pe3opOmueii. YacToTa maToiaoruu
cocrasiseT 0,3—4,2 na 1000 }UBOPOXKIEHHBIX U Tpe-
BOCXOJIUT PACIpPOCTPAHEHHOCTH JIPYyruX 3a00JieBaHUH,
OKa3bIBAIOIIMX [TOBPEKJAIOIIEE ICHCTBHE HA TOJIOBHOI
Mo3r Miona. OKKIIFO3MOHHAs Tuapouedanus BCTpe-
yaercsa B 62%, coobmaromascs — B 38%. B 17-30%
HaOMoIeHUi ruaponedanus onpenensercs Kak H30-
mupoBaHHas maronorus mosra, B 70-83% ona acco-
LHUUPYETCS C JIPYTUMH aHOMAJIHSIMH, OMYXOJSIMH HITH
WHQPEKIUSIMHA HEPBHOM CHCTEMBI IJI0Aa. AHOMAIUH
JPYTHX OPraHOB M CHCTEM COIyTCTBYIOT (heTajbHOM
ruapouedanuu B 7—15%, XpOMOCOMHBIC aHOMAJIMH —
B 3-10% [1-9].

[IporpeccupoBanne ruaponedanTul COmpoBOKIa-
eTcs CHIDKCHHEM Teppy3ud Mo3ra, JAercHepaiuei
HEHpPOHOB M HApPYLICHUSMH B CHHAICAaX, a B MO3IHUX
CTaJUsIX — JIEMHEJIMHU3AIMel HEPBHBIX BOJIOKOH H
mo3oM. CTPYKTYpHbIE U3MEHEHHUSI B paHHEH CTaluu
poIecca MOryT ObITh 0OPaTUMBIMHU 3a CYET BBICOKOM
IUTACTHYHOCTH HEPBHOM CUCTEMBI ILIONIA, B TO BpEMsI
KakK pa3BUBIIUECS B MO3AHEH CTaAMU TINO3 M JeMHUe-
nuHA3anus HeoOpatumMbl. C LeNblo WX MpeaoTBpallie-
HUS pa3paboTaHbl METONbI MaTHATUBHOTO BHYTPH-
yTPOOHOTO JiedeHUs TuIpoledannu — 1edaloneHTes,
BEHTPHUKYJIOAMHUOTHUYECKHUH IIyHT. OHH OKa3aiuck 60-
nee 3(h(HEeKTUBHBIMU, YeM IIYHTHPOBAHHE KETYI0YKOB
MO3ra Iociie POKACHUS peOCHKa — BBDKUBAEMOCTD
(83%) u ynenbHBIN Bec 3M0poBLIX Aeteit (34%) mocme
BHYTPHYTPOOHOTO JICYCHUS THIPOIIC(aTHK BBILIE, YEM
6e3 Hee (31% u 19,5% coorBercTBeHHO). OHAKO Ka-
XKJIOMY U3 METOJIOB BHYTPHYTPOOHOTO JICYCHUS THIPO-
nedauy NPUCYIIN NPEUMYIIECTBA U HEAOCTATKH, T10-
9TOMY OCTAIOTCS aKTYaIbHBIMHU BOIIPOCH! ONITUMH3ALIUH
CIOCOOOB M CPOKOB XHPYPIHUECKHX BMEIIATEIHCTB
npu ruapouedanuu mioxaa [10-12].

Hwxe npuBoauM KIMHHYECKOe HaOIIOIEHHE Iie-
pPHHATAIBFHOTO JICYCHUS! BPOXKICHHON Truapouedatny.
[MTanmentka II., 34 ner, OepeMEHHOCTH MepBas, IO
19 nenens npotekabmas 6e3 ocobeHHOCTEH. B cpoke
19-20 Henens Mpu yabTPa3BYKOBOM HCCIICTIOBAHUH BbI-
SIBJICHA JIBYCTOPOHHSISI BEHTPUKYJIOMET NS TOJIOBHOTO
MO3ra [UIo/ia: IUpPHUHA OOKOBBIX JKeTyT0ukoB D=16 MM,
S=16 MM, XeIxyI04KOBO-IIOMymapHbeiii uHaexc 0,72.
[Ipu reHeTHyecKkoM 0OCIIEIOBAaHUU YCTAHOBJICH Kapu-
otui mwroga — 46 XY.

B cpoke OepemeHHOCTH 23 HEAENH BBINOIHEHO
MPT-uccnenoBanue 1maoja, Mpyu KOTOPOM BBISIBIICHO:
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pacnoioKeHue TUIALEHThl 1O 3aJHed CTEHKEe MAaTKH;
roJIOBa TI0/IA PABUIILHON (OPMBI; CPEIMHHBIE CTPYK-
TypBI TOJIOBHOTO MO3ra HE CMEIIIECHBI; JKeTyI0YKH pac-
HIMpEHBI: IepeaHne pora — 15 MM, BUCOUHBIE pora —
12 MM, Tena — 25 MM, 3aaHue pora — 18 MM; TpeTuit
JKEITyA04eK — 4 MM; UeTBEPThIA — 5 MM; MO3KEUOK —
21x13%8 mM; HapyXKHbIe JUKBOPHBIE IMPOCTPAHCTBA
2-3 MM; O0pO3/BI KOHTYPHPOBAHBI.

B cpoke 23-24 Hemenu OSpeMEHHOCTH YIBTPa-
3BYKOBO€ HCCIIEJIOBAHME IJIOZA BBISIBUIIO pacIIMpEeHHe
OOKOBBIX JKETYIOYKOB TOJOBHOTO MO3Ta 10 25 MM.
VYuuTteiBas NPOrpeccCUpOBaHUE BEHTPUKYIOMETAIHUH,
B Cpoke 26—27 Henenb OCPEMEHHOCTH TPOBEICH IIC-
¢anouentes. [Iponenypa mpoBoauiIack MoJ MECTHOU
aHeCTe3uell M 3aKIoYajach B MYHKIHH JKEITYJ0YKOB
TOJIOBHOTO Mo3ra Iuiona noj Y3M-naBuranueit ¢ 3Ba-
Kyaluel BeHTPHUKYISIPHOTO JUKBOpa. Ynaieno 80 mu
MPO3payHOro JIMKBOpA CBETIO-KEITOTO IIBETa I0J
MOBBIIIIEHHBIM JaBiieHueM. HemocpeacTBeHHO mocie
MaHUITYJSAIUN TPU  YIBTPAa3ByKOBOM HCCJIEIOBAHUN
OKPY>KHOCTbH TOJIOBBI IJI0Aa cokparuiach ¢ 300 MM 10
280 MM, pa3Mephl KeTyJT0uKOB TOJIOBHOTO MO3ra 3Ha-
YUTEIPHO YMEHBIIWINCh. B KIMHMYECKOM aHaiu3e
nukBopa: oenok — 1,8 r/1, nuTo3 — 6/3, Tioko3a —
1,24 mmounw/i. Ha puc. 1. mpenacraBiieHbl OCHOBHBIC
3Tarnbl IPOLETYPHI.

B cpoke 31-32 Henenu OepeMEHHOCTH TIOBTOPHO
MIPOBOWIICS 1Ie(aIONeHTE3 C yaaneHueM 80 Ml JTMKBO-
pa. B pe3ynbrare oKpyXKHOCTB TOJIOBHI IJI0J]a COKpaTH-
nach ¢ 339 MM 10 310 mm.

B cpoke 34-35 Henmenb BBHIMOIHEHO pOIOpa3pere-
HHUE KecapeBbIM cedeHuneM. Bec peOeHka (MasbyMK)
2620 1, pocT 46 cM, olieHKa 110 1ikajne Amnrap 5/7 Gai-
soB. HelipocoHorpaguieckoe UCCIICI0BAHUE BBISIBUIIO
BEHTPUKYJIOMETAJINIO C CYMMapHbIM paclIupeHueM 60-
KOBBIX JKEJIYI0YKOB /10 88 MM; JIePEKT MEKIKEIyI04-
KOBOHM IEPEeropoiKH; OKKIIO3MUI0 BOJOIPOBOJA MO3Tra.
IIpu nccnenoBaHUM KPOBOTOKA MO3TOBBIX COCYZOB — B
nepenHei mosrosoit aprepun RI — 1, V max = 0,15
m/s, V min = 0.

HoBopoxnennbiii pebeHok mepeBenen B HITL
CIIELIMAIM3UPOBAHHON MEIUIIMHCKON TMOMOIUM JETAM
Ha TPeTbU CYTKH >XM3HHM. HeBpomormueckuii craryc:
B CO3HAaHHUH, Pearupyer MUMHUKOH M JIBUIaTEJIbHON
AaKTUBHOCTBIO, IJ1a3a OTKPHIBAET CIIOHTAHHO, B30p HE
¢uxcupyer, He cieaut. OKpYKHOCTh TOJIOBBI 36 CM,
001b11101 pOTHUYOK 4%4 cM, BbIOyXaeT Py IBUTATENb-
HOM aKTUBHOCTH. CaruTTaJbHBINA [IOB IIUPUHON 2 MM.
3pauku D=S, peakuus Ha CBET yMEpEHHOW >KUBOCTH.
[Tonoxxenue a3 coocHoe, rmaszupie memu D=S. Kop-
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Or 30 cm

80 mn

B

Or 28 cm

Puc. 1. Lecdbanouentes. A— Y3W ronosbi nnoda Ao LiehanolignTesa, BbipaxeHHas BeHTpykynomeranis. b — yaaneHsie 80 Mn npospadHoro
NMKBOPA CBETNO-KENTOTO LiBeTa. B — COKpaLLeHIe OKPYKHOCTM FONI0BbI ¥ PasMePOB KENyL04KOB Moara noche LiedarnoLienTesa

HeaJbHbIC, KAIJICBOM W TIOTOYHBIA PEQIICKCH BBI-
3piBatoTCcs. CHOHTaHHAs JABHUraTelibHash aKTUBHOCTH
HE HapylleHa, MBIIICYHBII TOHYC IUCTOHHMYEH (Ha
(hoHE MBIIEYHOW THUIIOTOHWW OTMEYaeTcs MOBBIIIe-
HHE MBIIICYHOTO TOHYCA B CTHOATEIISIX KOHEIHOCTEH ),
KOJICHHBIE PE(IEKCHl BBI3BIBAIOTCS, KIOHYCHI CTOTI.
besycnoBHbIE peduiekchl — OpallbHOTO aBTOMAaTH3Ma
BBI3BIBAIOTCS, COCATENBHBINA peduiekC YMEpEeHHO BhIpa-
YKEH, CITUHAJIbHBIE pe(UIeKCH BHI3BIBAIOTCS. J[BHKEeHUS
Ha OoJIeBbIe pa3fApaXUTENH — XaOTWYHBL. MeKo- U
CpeaHepa3MaIIiCTHIA TPEMOP B KOHEUHOCTSIX, HH/TYTIH-
POBaHHBIA BHEIIHUMU pazapaxuTessiMu. Cy1opor HeT.
3akioueHue: THAPOe(GaTbHBINA CHHAPOM C TIEPCUCTH-
pyronie CMMIOTOMAaTUKOM BHYTPUYEPEITHOM THIIEPTEH-
3WH, yMEPEHHO BBIPAKEHHAS! CHMIITOMATHKA YTHETCHUS
¢ mpusHakamu Bo30yxzaenus LIHC, HeycToiumBOCTH
0e3yCIIOBHBIX PEQIICKCOB.

MarauTHO-pe30HaHCHas ToMOTpadusi TOJIOBHOTO
MO3ra: pacuupeHne OOKOBBIX M TPETHETO JKETYIOYKOB;
B OOJIACTH TaIaMO-CTPHAPHON BBIPE3KH OIIPEEISIETCS
cyOsmeHanMapHas KUCTa THaMEeTpoM 6,2 MM C CeIu-
MEHTaTOM TeMOPParmyeckoro COAEPIKMMOTO; CTEHKH
TPETHETO KETYI0UKa YMEPEHHO BHIOYXArOT, BBITIOIHSIS
XMa3MallbHYI0 W MEXHOXKOBYIO ITHCTEPHBI; KpBIIIa
CPEIHET0 MO3Tra M MEXTaIaMUYEeCKOe CPaIlleHHe yTOJI-
IICHBI; BOAOIPOBOJ MO3Ta HE MPOXOIUM; YETBEPTHIN
KEITyJI0ueK He pacIIipeH; JINKBOPOTOK Ha KpaHUOLIEP-
BHKaJIbHOM ypOBHE HE 3aTpPyIHEH; IHCIOKAIHU Cpe-
JTUHHBIX CTPYKTYp HET; AedeKT MpO3pavHoOil mepero-
POIKH B LIEHTPAJIHHON YaCTH; MO30JIMCTOE TEJIO PE3KO
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HMCTOHUYEHO; PUCYHOK OOPO3.1 M N3BWIIMH KOPBHI OOJIBIITHX
MOJyIIapui CITaKeH; Cy0apaxHOUIaIbHbIe KOHBEKCH-
TaJbHBIE MPOCTPAHCTBA CYXKEHBI; OOJbINAs 3aThUIOU-
Hasl IUCTepHA YMEPEHHO pacHIMpeHa; MO3TOBOE Bellle-
CTBO OOJBIIMX TMOJyIMIApUN YMEHBIIEHO B 00beMe; Ha
(hoHE TUTTOMHETMHU3AINH OCJIOTO BEIIeCTBa OOJIBIITHX
MOJNyIapyuii TPU3HAKOB TEPUBEHTPUKYISIPHOTO OTEKa
HET; IJIOMIa/IKa OCHOBHOW KOCTH YIUIOIICHA; THITO(PH3
HOPMAaJIbHBIX Pa3MEpOB.

3axiro4eHne: BPOXKICHHAS OKKJIFO3MOHHAS THAPO-
nedanust (OKKITIO3HUS BOIOTIPOBOIA MO3Ta), CyO3TIeHIH-
MapHasl KUCTa B O0JIACTH TaJlaMO-CTPHAPHON BBIPE3KU
crpaBa. Ha puc. 2. npencrasien pesyiasrar MPT-unc-
CJIeJIOBaHUSI.

IIpu BeHTpUKYISIPHONH IMYyHKUUHU JHUKBOP MpO3pay-
HBIH, CBETI0-KENThIN. B KiIMHMYeCcKoM aHain3e — 0e3
BOCITAJIUTENIBHBIX M3MeHeHUH (Oemok — 2,3 1/m1, 1u-
T03 — 8/3).

VYnBTpa3ByKOBOE HCCIIEOBAaHUE CEPJIA: OTKPHITOE
OBaJIbHOE OKHO 1,7 MM 0€3 JOCTOBEPHBIX NPHU3HAKOB
cOpoca KpoBH.

Od¢ranmbMocKonUs: TPHU MOCTYIUIEHUH — TJIa3HOE
JTHO COOTBETCTBYET BO3pacTy; uepe3 1 Hemenaro — pe-
THUHOTIATHs HEJOHOMIEHHBIX | CT., marodranbpm.

[Tocne cooTBETCTBYIONIEH MOATOTOBKH BBIIOJIHEHA
onepauus: 3HAockonuueckas IIl-BeHTpukymonucTep-
HOCTOMMS, Tiepdoparusi KOHEYHON TUIACTHHKH, ABYX-
CTOPOHHSISL TUIEKCYCKOATryIsAusl, TpaHC()OpPHUKCHAS
TUTACTUKA U CTEHTHUPOBAHHE BOIOIPOBOAA BEHTPHKY-
JSPHBIM KaTeTepoM INyHTa, uMIuiantanus BlI-uryn-
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Stuuy aste

CEPHALOCENTESIS IN FETAL HYDROCEPHALY

Puc. 2. MPT HoBopoxzeHHoro peGeHka ¢ BpOKaeHHoi ruapoLietanueit. A — okknioaus BofonpoBoza (1), yToniieHa uHTepTanamudeckas craiika
(2). B — pedhekT MeXOKeny[04KOBOI NEPEropozkM roNMoBHOM Moara. B — M0o3onvcToe Teno UCTOHYEHO. I — runepnnasupoBaHHoe CoCyancToe

CrneTeHve HOKoBOrO Xenynoyka

Ta C HCIOJIb30BAaHHEM IPOTPAMMHUPYEMOro KJiaraHa
(Codman-Hakim Programmable valve Micro) ¢ ycra-
HoBJieHHbIM naBiaenueM 80 mm H O. Onepauus npo-
nuia 6e3 OCIOKHEHHH, ee MPOAOIKUTEILHOCTh COCTa-
BuiIa 65 MuHyT. TedeHne Hapko3a 6e3 0COOCHHOCTEH.
Crenyer OTMETHUTD, YTO BO BpeMsI SHAOCKOIHH Ke-
JYIOYKOBOM CHCTEMBI MO3ra MOATBEPKAEHA IOJIHAs
OKKJIIO3MsI BOJOIIPOBOAA MO3Ta, MPU 3TOM OOKOBBIE
CTEHKH BOJAONPOBOJA IUIOTHO COIPHUKACAINCH MEXIY
co00ii, HO He ObLTU CPAIICHBI. DTO MO3BOJUIIO BhIMOJI-
HUTD TIACTHKY BOJOMPOBO/IA METOAOM UPPUTALIUH MO

«QUANTUM SATIS»

JIaBJICHUEM IIOTOKOM KHUAKOCTU B COUYETAHUHU C IIOCIIE-
OYIOUMM Oy>XHPOBAaHHEM €ro MPOCBETa MOCTyHaTellb-
HbIMU U KPYTOBBIMM JBH)KCHHSMHU Ha BCEM IPOTSIKE-
HUU MOHONOJISPHBIM KoarynstopoM. Ilocnenyromee
CTCHTHPOBAaHHUE MPOCBETa BOAONPOBOJA Tpouuio Oec-
IIPENSATCTBEHHO.

IlocneonepainoHHbBIN NepuojJ MpoTekan 0e3 oc-
JIOKHEHUH. 3aXUBJIIEHHE PaH NepBUYHOE. bonbioi
POIHHMYOK 3alaBIIWK, YEpENHbIE WIBbI COMKHYTHI,
KOHTYpHUpOBaHbl. OKPYKHOCTh TOJIOBBI pebeHKa co-
KpaTwiach rnocie omnepauuu Ha 2 cM. HeBpomnoruue-
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Study date: 1083

Puc. 3. MPT mosra nocrie onepatiui. A — CTEHT BOAOMpoBoaa Mo3ra. b — pactumperue cybapaxHouaanbHbIx MPOCTPAHCTB, BOCCTAHOBNEHME
60po3z v 3BMMMH. B — cokpatuenue |1l kenymouka. I — cocyancToe crineTeHie GOKOBOIO XenynouKa noche Koarynswvm

cku — cunapom yraerenus HHC u BereraruBHOI
TUC(HYHKIIUU C COMAaTO(OPMHBIMH PaCcCTPOMCTBAMH.
Cynopor He ormeuanoch. @yukuus Bll-mynra ynos-
JIETBOPUTEIbHASL.

[Ipu MPT-uccienoBanuu mociie onepauuu OTMe-
YEHO YMEpPEHHOE COKpallleHHe pa3MepoB OOKOBBIX U
TPETHETO JKEIYIOYKOB; CyOdTEHAUMAalIbHAS KHCTa B
o0acTu Tajgamo-KayIalbHOU BBIPE3KH CIIpaBa YMEHb-
muiack B pasMepax 10 4 MM; HEpeiHsisi CTEHKAa U
nHo I skemymouka BHIOYXarOT B MEHBIIEH CTENEHU;
IV xenynouex He pacliUpeH; JUKBOPOTOK HA KpPaHU-

OLICPBUKAJIBHOM YPOBHE HE 3aTPyAHEH; IUCTaJbHBIA
KOHELl CTEHTa BOJONPOBOAA HAXOAWUTCS B OOJBILOH
3aThJIOYHON LIUCTEPHE; MO30JIMCTOE TEJI0 UCTOHUCHO;
cyOapaxHOUJaJIbHbIe KOHBEKCHTAJIbHBIC IPOCTpaH-
CTBa CTaJIM NPOCIEKHUBATHCS; LEepeOpoMenysIspHast
HUCTEpHA YMEPEHHO pacHIMpPEeHa; IMEePUBCHTPUKY-
JSIPHOTO OTEKa HET. 3aKJIIOueHHUE: BPOXKACHHAS BHY-
TPEHHSAST OKKJIIO3MOHHAs ruapouedanusi; coCTosHHUE
1oCJie OIEpaluu; YMEHBIICHHE Pa3MepoB OOKOBBIX
U TPETHEro JKENyAOYKOB; CyO’NEeHOUMAalIbHASI KHCTa
B 00JacTH TajlaMO-KayJaJdbHOH BBIPE3KH CIpaBa C
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yMeHbIlIeHHeM pa3mepoB. Ha puc. 3. mpencraBieHs
pe3yabTaThl JIeUeHUs.

PebGeHOK BhINMCAaH MO MECTY JKUTEIbCTBA O€3 Mol
JepKuBaromied Tepanuu ruapouedanuu. Ha mpors-
XKeHuHu mnocnenyromux 10 MecsleB oTMedeHa IOoJIo-
JKUTENIbHAsT JMHAMHUKA TICUXOMOTOPHOTO pa3BHUTHSA
pebeHKa, OTCYTCTBYIOT OCIIOXKHEHUS, 00YyCIOBICHHBIC
HaJIMYMEM U QYHKIUEH IIyHTUPYIOIIECH CHCTEMBI.

Jlureparypa

CEPHALOCENTESIS IN FETAL HYDROCEPHALY

Takum oOpa3zom, HpoBeeHue IedanoleHTe3a npu
¢deranbHOI TUApONEhATU MOXKET CHU3UTH BEPOST-
HOCTh Pa3BHUTHSl MaKpOKpaHUU M HEOOPaTHMBIX H3-
MEHEHHMH MoO3ra IUIofia, YeM CIOCOOCTBYET MPOJIOH-
THPOBaHUIO OCPEeMEHHOCTH, 4YTO, B CBOKO OYepeilb,
CIIOCOOCTBYET YCICIIHOMY HMPUMEHEHHUIO JHJ0CKOIH-
YECKUX U LIYHTUPYIOLUIUX OIEPALUi y HOBOPOXKIEHHO-
ro peOeHKa.
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ESTIMATING EFFECTIVENESS OF LASER THERAPY
IN CHILDREN WITH MALIGNANT NEOPLASMS

St.Luka’'s Clinical Research Center for Children

EE

Pe3rome

B crarbe mpencrapieHa OlEHKA SKOHOMHUYECKOH d(¢-
(DEKTHMBHOCTH KOMITJICKCHOW Teparuy MOCTIUTOCTATH-
YEeCKUX OpPajJIbHBIX MYKO3UTOB y MAIMEHTOB CO 3JI0Ka-
YECTBCHHBIMU HOBOOGpa?,OBaHI/ISIMI/I C UCITIOJIb30BaHUEM
JIa3epHOM Tepanuu.

Knrouesvie cnoea: IKOHOMUYHOCMb, OpadllbHble MYKO-
3uniol, 1aszepHas mepanus

Abstract

The article estimates effectiveness of complex therapy
with postcytostatic oral mucositis in patients with ma-
lignant neoplasms using laser therapy.

Key words: cost effectiveness, oral mucositis, laser
therapy

DKOHOMHUECKast OleHKa 3(PPEKTUBHOCTH 3/paBo-
OXPaHEHUST — ITO PE3yNIbTaThl aHAIN3a TEX WM WHBIX
MEpOTPHUITHH B 3APaBOOXPAHECHUH, KOTOPBIC CIEIy-
€T paccMaTpuBaTh B TPEX acleKTax: a) MEAMIIUHCKAs
s¢dextuBHOCTh, 0) commanbHas 3S((HEKTUBHOCTD,
B) SKOHOMHIUecKast 3PPEeKTUBHOCTh. DKOHOMHCTBI, Py-
KOBOJIUTEIH MEIUIIMHCKUX YUYPEKJICHUH, IMpaKkTUde-
CKHE Bpauu OOBIYHO CBSI3BIBAIOT MOHSATHE «IKOHOMHKA
3/IPaBOOXPAaHEHHUSD TOJBKO ¢ (UHAHCOBBIMH 3aTpaTaMu
Y DKOHOMHBIM HCTIOJIb30BaHNEM OIOIIKETHBIX aCCHTHO-
BaHU. MexXy TeM 3KOHOMHUKA 3][paBOOXPAaHEHHMS 3a-
HUMAETCSI BOTIPOCAaMH ONTUMAIBHOTO HCIIOIB30BaHMSI
MEUIIMHCKNX, OMOJIOTHYECKUX, COIMAIBHBIX, YKOHO-
MHUYECKUX MCTOYHUKOB JUIS JIOCTHKEHUSI MaKCUMallb-
HBIX PE3yJBbTaTOB JICUCHUS] OOJILHBIX U OXpaHbI 3710PO-
Bbs Hacenenus [1, 2, 3].

B sKxoHOMUKE 31paBOOXpaHEHHS pa3iInyaroT adco-
JIOTHYIO ¥ OTHOCHTENBHYIO 3((eKTHBHOCTB. AOCO-
TOTHAs! 9PPEKTUBHOCTH NMPHU3BaHA OTPaXKaTh CyMMap-

28

HBIC 3aTparhl TPyAa Ha BBIIOJIHEHHE OINPEJEIICHHOTO
Buja U 00beMa paboT. OTHOCUTEbHAS A3PPEKTUBHOCTh
IMMOKa3bIBACT BJIMAHUC JTaHHOIO BHJA Tpylda Ha 3KO-
HOMHIO BCE€X 3arpar BO B3aWMOCBS3aHHBIX 3BCHBAX.
[Tokazarens oTHOCcHTENBbHOW 3(D(EKTHBHOCTH HMEET
OOJIBIIOE TIPAKTHUYECKOE 3HAYCHHE JUISl OTpEIICIICHHS
MEPCIICKTUB Pa3BUTHsI 31PaBOOXPaHEHHs U 000CHOBa-
HUS TEMIIOB €To pocTa [2].

Ha npam B3IJIs1[], MPOTHUBOIIOKA3aHUEM K IIPUME-
HEHUIO JIa3€pHOM TepanmuMu B OHKOJIOTUM SIBISETCA
HETIOCPEJICTBEHHOE BO3/ICHCTBUE JIa3epHBIM H3ITyYe-
HHUEM Ha OMyXOJIb U METACTa3bl. JTy HAIIY TO3UIIHIO
MOYKHO OOBSICHUTH TEM, 4YTO BOSZ[GfICTBHe Ha OITyXOJIb
B OKCHCPUMCHTAJIBHBIX HCCICOAOBAHUAX BbI3bIBAJIO
WIH COKpAaIleHHE OIYXOIH, WM CTHMYIUPOBAIO €€
poct. Kakoii-nmn0o 3aBUCUMOCTH OT J03BI JIa3epHOTO
H3JTYy4YCHHs, JJIMHBI BOJIHBI, XapaKTEpa OIYyXOJIM O0-
CTOBEPHO OIpPENEINTh HE yAanoch. B To ke Bpems
nazepHoe 00IydYeHnEe KPOBH, BIIEPBBIE OCYIECTBIICH-
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ESTIMATING EFFECTIVENESS OF LASER THERAPY IN CHILDREN

Hoe H. ®@. I'amanes ¢ coTpyaHUKaMu, OKa3ajao, 4To
CTUMYJISIIIUU OITyXOJIEBOTO Ipoliecca HEe MPOUCXOIHUT,
a, Ha000POT, OTMEYAJIOCH COKPAIIEHNE OITyXOJIU U Me-
TacTas3os [4].

Haubonee wacto nazepHas Tepanusi B JETCKOW OH-
KOJIOTHH TIPUMEHSETCS MPH JICYEHUH OpPATbHBIX MYKO-
3UTOB. MyKO3UT — 3pUTEMATO3HbIE U SPO3UBHO-A3BEH-
HbIE MOPAXEHHU CIU3UCTON pTa, TIOTKH, MUIIEBOAA,
JIOBOJILHO YacTO PErHCTPUPYyEMO€ U TMOTEHIMAIHHO
OIMaCHOE OCJIOKHEHHE IMPOTHUBOOIYXOJIEBOM Teparuy.
Ecnu y B3pocnbix Ha GoHE CTaHIApTHON XUMHUOTEpa-
MUY 4acTOTa BO3HUKHOBEHHSI MYKO3UTOB KOJEOJIETCS
ot 10 mo 50%, To y merel 4acTOTa BO3HUKHOBCHHS
JMaHHOM matojoruu BapsupyeT oT 50 mo 80% [5].

B Poccuu na3epHast Tepanusi OpajibHbIX MYKO3UTOB
npuMensercs ¢ konna 80-x rogos. 3a mocaennue 10-15
JIET 2Ta METOMKA TOy4Ynyia Mpu3HaHue Ha 3amaze [6].
Tak, B OTAeICHUH HETCKOM OHKOJOTHUH B KIMHUKE De-
nepanbpHOro yusepcurera Puo-I'panne-ny-Cyn (bpa-
3uius) B nepuof ¢ oktsaops 2005 mo mait 2006 roxa
OBLIO IPOBEJICHO TUIANE00-KOHTPOIUPYEMOE PaHIOMH-
3UPOBAaHHOE HCCIIC[IOBAHUE 0 H3YyUCHHIO dPQEKTHB-
HOCTH JIa3€PHOTO M3ITyYEHHS MPH JICUEHUH MYKO3HUTOB.
JBanuare oAMH NMALKUEHT, CPEIHU BO3PACT KOTOPBIX
coctasisit 8,2 (+ 3,1) rona, moxydyaau XUMHOTEPAITHIO.
Tpoe nereit (18%) mo MOBOIY COMUIHBIX OIMyXOJei, 18
(86%) — 1o noBoxy Jelikemun u aumdom. Ha done
IIPOBEJICHHON XUMHUOTEpAIUHU y BCEX JE€TEH B POTOBOM
MOJIOCTH Pa3BUIICS MYKO3HT. [IeBATH NETSAM 1O TOMY
MOBOJly MPOBOAMIIACH Jla3epHasi Tepanus WHQpakpac-
HBIM IIOJTyTIPOBOITHUKOBBIM JlazepoM, 12 neteii cocta-
BUJIM Tpynmy KouTposa. Ha 7-if nens neuenus y 8 u3
9 nereil OCHOBHOM I'pyMIIbI TOJTHOCTHIO UCYE3H MPO-
SIBIEHUS] MYKO3WTa, B KOHTPOJIBHOW TPYIIE TOIBKO y
3 u3 12 gereii. Cpok MOJHOTO U3JIEYEHHUS MYKO3HTOB
B OCHOBHOH TpyIlne cocTaBui 5,842 AHs, a B Ipymie
miane6o — 8,9+2.4 nus (P = 0,004). Uccnenosarenu
MIPUILTH K BBIBOJLY, YTO HEOOXOMMO HCIIOIB30BaTh Jia-
3EpHYI0 TE€paIMIO B KAU€CTBE MEPBOU JIMHUU Y JETEN C
MYKO3UTaMH, BOSHUKIIMMH IPU TPOBEICHIN XUMHOTE-
pamuu [7].

Ha cerognsmnuil neHb Jla3epHas Tepanus B JIET-
CKOM OHKOJIOTHYECKOM OTJIEJIEHUH MPOBOAUTCS TOIBKO
B HamieM HIIL. Yaiie Bcero aTo 1eTH ¢ OCIOKHECHUSIMHU
[OCJIE LUTOCTATHYECKOTO JICYEHHsI B BUIE OPaIbHOTO
MYyKO3HTA.

B nedyeHnn opanbHBIX MYKO3MTOB HPHUMEHSUIMCH M
MIPUMEHSIIOTCSI MECTHBIC aHTHCENTUKU U aHTUMUKOTHYC-
CKH€ TIpenaparsl: TIOJIOCKaHNs U3 OTBAPOB TPaB, PacTBO-
PBI JIeKapCTBEHHBIX TpernaparoB. Kak npasuio, sagdext

«QUANTUM SATIS»

WITH MALIGNANT NEOPLASMS

OT TAaKOTO BHA JIEUEHUST oTMedaeTcs Ha 7—10-i meHb.
[Ipu neyeHun nazepHbIM H3ITydeHHEM 3(dekT nocTu-
raercs Ha 3—5-¢ CyTKH.

3a Bce roasl HaOmoaenus (2014-2016) namu 06110
nposiedeHo 53 peGeHka ¢ OpaJbHBIM MYKO3HTOM.
VY 2 GonbHbIX (3,7%) ¢ OpadbHBIM MYKO3UTOM TaKKe
OTMEYAJIOCh IOPaXEHUE NHILEBOAa. D30(arut, o0y-
CIIOBJICHHBIM TMPOBEJACHUEM XHUMHOTEPANNH, JOBOJIb-
HO CEpbE3HOE OCIOKHEHHE U 0COOCHHO TSXKEIO IMpo-
Tekaer y jered. IIpUMEHSIFOTCS aHTUMHUKOTUYECKHE
cpezicTBa, 0OBOJAKHBAIONIME M TI'eJICBbIC aHTAIUHbIC
npenaparbl, HA3HAYaI0TCs MECTHBIC aHeCTeTHKH. Jleue-
HHUE 230(aruTa JOBOJILHO JUIUTENFHOE U TpeOyeT Ie-
pepbiBa B MPOBEICHUN MPOTUBOOITYXOJICBOH TEPaIHH.
JlazepHast Tepanus, KOTOpasi MPOBOAMIACH YPECKOKHO,
Ha MPOCKIMIO MUILIEBO/A, YXKe Moce 2 CEaHCOB CIIo-
co0CTBOBaJIa CUE3HOBEHUIO OOJIEBOTO CHHIPOMA IMPH
npueMe MHINHM, a Tocie 5-T0 ceaHca MOMHOCTBhIO Ky-
MUPOBAJIMCh BCE KIMHUYECKHE MposiBieHus. o aToro
JieueHue 330¢arura, 0OyCIOBICHHOIO IMPOBEACHUEM
XUMHUOTEPATMH, METOJIOM JIa3€PHOM Teparuy HHUTJC B
MUpE HE TPOBOJIUIOCH.

MemuuuHckuit d3Qdexr Obu1 1ocTUTHYT 'y 98,2%
O0JIbHBIX. Y OIHOTO pedeHKa nocie 5 ceancoB dPdek-
Ta OTMEYEHO He ObLIO.

OKkoHOMHUYECKUH APPEKT NpU CTOUMOCTH | KO-
Ko-7HsI B 23716 pyOiei, a cokpalleHne CpoKoB Jieue-
HUS B cpeiHeM cocTaBmio 4,1 koiiko-nus. [lomyuaercs,
YTO TOJILKO MIPH JICYEHUH OTHOTO OOJILHOTO SKOHOMHUYe-
ckuii apdexr cocrapisier 97235,6 pydneid. 3arparsl Ha
npuobpeTeHue gazepHoro anmapara coctasuiau 13 000
pyouneit. [Ipu neyennn 52 neTeit SKOHOMHUS COCTaBUIIA
5056220 py6neit. JlocTOBEPHO MOACYUTATH YKOHOMU-
YeCKUH 3PPEKT MBI CMOTIIN TOJIBKO MPH OPATBHOM MY-
KO3HTE, T.K. OblJIa KOHTPOJIbHASA TpyIa O0JIbHBIX, KOTO-
PBIM Jla3epHas Tepamnust He MPOBOAMIIACE.

Y4uThIBasi, 4TO JIa3epHas Teparnus TPOBOAMIACH 00Y-
YEHHBIMH JICYAIIUMH BpauyaMH, a BPEMEHHBIC 3aTpPaThl
HE MPEBBIIAINA 5 MHHYT, TO aOCONIOTHAasE U OTHOCH-
TenbHast 9pPeKTuBHOCTL cocTaBistoT 100%.

JleTsiM, y KOTOPBIX MPH MPOBEACHUH MEPBBIX Kyp-
COB XMMHOTEPAITUH JICYCHHE OCIOKHSIIOCH OpPallbHbI-
MU MYKO3UTaMH, JIa3€pHAas Tepamus IPOBOUIIACH C Iie-
JbEO ero npoduinakTuky (n-14). MeauuuHckuii 3pdexT
OTMEUEH IPH JICYCHUU COIMYTCTBYIOIINX 3a00JICBaHUIA:
puHHTHI (n-6), GapuHruTh (n-3), THEBMOHUM (6). Jla-
3epHasi Teparnus Takke MPOBOIWIACH HA IMOcIeonepa-
[IUOHHBIE paHbl ¥ IPoJiekHU (n-28). C 1ebIo CTUMYIIA-
UM TEMOII033a JIa3epHasi TeMOTepanusi MPOBOIHIIACH
24 manueHnTaM. B eMUHUYHBIX ClTydasix jJa3zepHas Tepa-
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K BOMPOCY OB OL[EHKE 9®®EKTUBHOCTU NNASEPHON TEPANWUN Y OETEN,
BOJIbHbIX 3JTOKAHYHECTBEHHbIMU HOBOOBPA3OBAHUAMM

TUs1 TPOBOAMIIACH TIPH DKCTpaBaszare, rernaruTe, JapruH-
TUTEC.

3a Bech nepuoj] HaOMIOEHUS 3a JEeTbMH, OIy4aB-
IIMMH KYPCHI JIA3EPHOH Teparuu, 0TMeYallach BEICOKAsI
MeIUIMHCKas 3PQEKTUBHOCTH J1a3epHOM Teparnuu, co-

KpaIaJInuCh CPOKH JICUCHHSI OCIIOKHCHUH XUMUOTEpa-
MWW, ¥ HU B OJTHOM CIIy4ae HE OTMEUajoCh OCIIOXKHE-
HUI W NPUBBIKAHMS K IIPOBOAMMOMY JieueHH0. Hamm
JaHHBIC HE TPOTUBOPEYAT pPe3yjbTaraM 3apyOesKHBIX
HCCIIeIOBaTEIICH.
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Pe3rome

B crarbe npuBoguTcs onucanue 6 KIMHUYECKUX CIIY-
YaeB CHHApOMa AeQUIMTa TPAHCIOPTEpa TIIFOKO3BI
tunt [ (GLUTI1, Gonesnp [le BuBo) y nmereit, mocty-
MUBIIUX B TICUXOHEeBposiornyeckoe otaenenue HITL]
CHEUUATU3UPOBAHHON MEAUIIMHCKON MOMOIIU JIETSM.
B xome obcrenoBaHus TUArHOCTHPOBAHBI (hapMaKope-
3WCTEHTHAsI AIUIIETICHS, JBUTATeNIbHBIE PACCTPOICTBA,
OTCTaBaHWE B TICHXOMOTOPHOM M HWHTEJUIEKTyaJTbHOM
Pa3BUTHU; CHIDKEHHE YPOBHS TIIFOKO3BI B CITMHHOMO3-
TOBOM >KUAKOCTH. [Ipu mpoBeIeHNH TapreTHOTO CeKBe-
HUPOBaHUS y 4 MalMeHTOB OOHApY)XKEHBI pa3IHMYHBIC
tunbsl Mytanuil B rene SLC2A1. B Hacrosiiiee BpeMs
KEeTOTeHHas JHeTa sBIseTcs BechbMa A((HEeKTUBHBIM
METOZIOM MaTOTEHETHYECKOW Teparvy, MO3BOJISIONINM
YMEHBIINTh KIMHAYECKHAE MPOSBICHUS: KYITUPOBAaHHUE
CYZIOPOT, YIyUIIeHNEe PEYH U JIBIKEHUH.

Knroueswvie cnosa: cunopom oedpuyuma GLUTI, snu-
Jlencus, AaTbMepHUPYowas cemunieaus, Ouzapmpus,
MUKpoyeghanus, mapeemnoe ceK8enuposanue

Abstract

The article describes 6 (six) clinical cases of glucose
transporter type I deficiency syndrome (GLUTI1, De
Vivo disease) in children admitted to the psychoneuro-
logical department of the Research and Practical Center
Providing Specialized Medical Aid to Children of Mos-
cow City Health Department. Pharmacoresistant epi-
lepsy, motor disturbances, retarded psychomotor and
intellectual development, decreased level of glucose in
spinal fluid were diagnosed during the examination. At
target sequestering various types of gene SLC2A1 mu-
tations were found in 4 patients. Currently, ketogenic
diet is an effective method of pathogenetic therapy en-
abling to reduce clinical manifestations such as cramp
arrest, improvement of speech and movements.

Key words: glucose transporter type 1 deficiency syn-
drome GLUT 1, epilepsy, alternating hemiplegia, dys-
arthria, microcephaly, target sequestering.

Beenenue

VY dactu GONBHBIX, HAOIIOAAEMBIX BpayaMH-dIIHU-
JIETITOJIOraMU TI0 IMOBOJY MapOKCH3MaJIbHBIX COCTOSI-
HUH SMUIENTHYECKOW W HEMWICHTUYESCKOW MPUPOJIBI
C PE3UCTEHTHBIM K aHTHAMWICNTUYECCKUM IpernapaTam
(ADII) Teuenuem, ciemyer npoBoauTh Auddepenu-

aJBHBIN AUAarHO3 C HACIIEICTBEHHBIMH SIS THYECKH-
MU sHIeanonarusMu. OTHUM W3 3TUX 3a00JeBaHUN
SIBIISIETCS] CHHIPOM Je(UITUTA TPAHCIIOPTEPA TITFOKO3HI,
BriepBble onucanHblid Jle Buso B 1991 r. [3]. B nHacto-
AIee BpeMsSI B CBS3HM C BHEJPEHWEM B KIIMHUYECKYIO
MPAKTUKY HOBBIX MOJEKYISIPHO-TEHETHYECKUX METO-
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JIOB TUaTHOCTHKH TOSIBIJIACH BO3MOXKHOCTH 00CiIe/0-
BaTh paHee He TMAarHOCTHUPOBAHHBIX MAIUEHTOB C KIIH-
HUYECKUMH KPUTEPUSMH, YKa3bIBAIOIIMMU Ha JTaHHBIH
CHHJPOM B TpytIe pe3ucTeHTHbIX K ADIT GONbHBIX.

Kiaunnveckne nposiBjieHUsi U THATHOCTHYECKHE
KpUTepun

Cunzpom nedunmra TpaHCopTepa TIIFOKO36I THIT |
(GLUT1 deficiency syndrome, Oosie3up Jle Bugo,
OMIM #606777, ORPHA71277) xapakrtepusyercs
pa3BUTHEM PaHHEH JCTCKOU 3HIe(aIonaTuu, CUMIITO-
MaTHYECKOW SIUJIETICHU C PE3UCTEHTHOCTBIO K TIPO-
TUBOSMMICITUYECKUM TIpernaparam, (pOpMHUPOBAHUEM
MUKpoIe]aniy, IICHXOMOTOPHOM 3aJiep KKOi CO cria-
CTUYHOCTBIO, aTaKCUEH, AU3APTPUEN U albTEPHUPYIO-
meit remuruierueit [1, 2]. PacmpoctpaneHHOCTh B Ha-
CTOsiIIee BpeMsl HeM3BecTHa. J|0 HacTOSIIEro BpeMeH!
B Mupe onucano 100 manuenTos [4-6].

Cunapom nedpurmra GLUT1 npencraBiieH KiIMHU-
YECKUMHU (OpPMaMH:

Knaccuueckas popma (~90% O0bHBIX): OepeMeH-
HOCTh ¥ POJIbI MIPOTEKAIOT (PU3HOIOTHUYECKH, BHICOKASI
orenka no mkaine Amnrap [9-11]. Cymoporua oObIYHO
HAuMHAIOTCS B Bo3pacte oT 1 Mecsua 1o 2 yet, GopMu-
pyeTcs 3a/ep)KKa NMCUXOMOTOPHOTO Pa3BUTHSA, IU3ap-
TpHsl, MEKpouedanus 1 JBUraTelIbHbIC PaCCTPONCTRA,
BKJIIOYAsl aTaKCHUIO, AJIBTEPHUPYIONIYI0 TeMHILIETHIO,
TUIEPKUHE3bI 110 TUITY TUCTOHUH U XOpeH [5, 6].

Heomunentuueckast gopma (~10-15% OonbHBIX):
OoJiee MSITKUE TIPOSIBIICHUS, C OTCYTCTBHEM CYIOPOXK-
HOT'O CHHAPOMA U SIPKO BBIPAXKEHHBIMH MapOKCU3MAIIb-
HBIMHM JIUCKWHE3WSMH, BKIOYas IE€pPEeMEKaIoNIyocs
aTaKkCHIO0, XOpeoaTreTo3, AMCTOHHIO U aJbTEPHUPYIO-
Iyt reMurieruso [7-9].

KnuHndeckne CUMNITOMBI CHHIApPOMA Je(uInTa
GLUT!1 npoBouupytotcsi GU3NUECKON Harpy3Ko, Tro-
JIOZIOM WJIM YBEIMYCHUEM TPOMEXKYTKOB MEKAY MpH-
e€MaMHU MHIIA C HEKOTOPBIM YIYYIICHHEM COCTOSHHS
IOCJIE €JIbl.

Jlnarno3 ycraHaBiIMBaeTCs B COOTBETCTBHM C MEXK-
JTYHApOIHBIMH KPUTEPHUSMHU: KIMHHUYECKUE TPOsBIIC-
HUSI, HU3Kasi KOHIIGHTPAIHsI TIIOKO3bl B CIIMHHOMO3TO-
Boil sxuaKoctu (CMIK) mpu HOpMaNbHBIX MOKa3aTemsax
IJTFOKO3BI B KpoBH (<60 M/ BO BCex cirydasix, 3ape-
THCTPUPOBAHHBIX Ha CETOAHAIIHHMN JAeHb; <40 Mr/mi
B > 90%; 41-52 mr/an B ~ 10%). OOHapyxeHue My-
Talii B TETEPO3UTOTHOM WM OMAIUIETBHOM COCTOSI-
uuu B rene SLC2A1 monteepxmaet nuarHos. Ecnu Hu
OJIMH TaTOTeHHBIH BapHaHT HE MICHTHU()UIMPOBAH, TO
uccaenyercss mornomenne 3-O-metusn-D-TioKo3sl B
spurpouutax (35—-74% ot HOpMBI). AHAJIN3 TOTVIONIe-
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HUs 3-O-mMeTmi-D-Tiioko36I B HACTOAIIEE BpEeMs pac-
CMaTpUBaeTcs B Ka4eCTBE TUATHOCTHYECKOTO 30JI0TOTO
cTaHaapTa Jyis 3Toro 3adoseBanus [5].

Cynopoxubiii cuHapoM. [Ipuctynsl npu pansHein
Kiaccuueckor ¢Gopme cuaapoma aedunura GLUTI
reHepai30BaHHbIE TOHHYECKHE WIN KIOHHYECKHE,
(hokaybHBIC, MUOKJIOHUYECKHE, aTHIINYHbIC aOCaHCHI,
aTOHWYECKHe M Hekinaccuuuupyemsie [12], koTopble
0OBIYHO HAYMHAIOTCS B BO3pacTe OT OJHOIO MeEcsIa,
4acTo SBJSIOTCS TMEPBBIM KIMHUYECKHUM MPU3HAKOM
JUCyHKIMU MO3ra. Y HEKOTOPBIX JIeTeH HavYaly Cy/0-
POKHOTO CHHAPOMAa MOTYT TPEALIECTBOBAThH 3MHU30/1bI
arHO? ¥ aHOMAJTbHbIE JIBIKEHHUS IIA3HBIX SIOIO0K, HEOT-
JMYMMBIE OT OTNICOKJIOHYCA, 1 aTOHUYECKHE MPUCTYIIBI,
KIIMHUYECKH HEOTJIMYHMBbIE OT 3IHM30/I0B IMapOKCH3-
MaJIbHOW MuUoOIIeruy. Yacrora npucTynoB Cpeau Ia-
IIUEHTOB BapbUPYET OT E€XKEJHEBHBIX J0 IMPHUCTYIOB,
KOTOpBIE€ HAOIIOAIOTCS pa3 B HECKOJIBKO JTHEH, HEJeNb
WIM MECSIEB, U HE KOPPEITHPYET C TSHKECTBIO ApY-
rux nposieienui [12, 13]. DnexrposHiedanorpamma
(O0I') neMoHCTpUpYeT MYAbTU(POKATBHBIC CIIANK-BOJI-
HOBBIC Pa3psibl, MOIUCIANK-BOIHOBEIEC pa3psibl U Ou-
JaTepaibHO CHHXPOHHBIE.

HNuTennekTyajbHbIle HApYIIeHHsl. Y BCeX Malu-
€HTOB HaOIONAeTCsl pPa3indyHas CTENEeHb BBIPAXKEHHO-
CTH HapymeHus peud. Ju3apTpus cOmpoBOXAaeTcs
Ype3MepHO MPEePHIBUCTON peubto. KorHUTHBHBIE Hapy-
HICHUS BAPBUPYIOT OT CHIKCHUSI 00y4aeMOCTH pebeH-
Ka JI0 TSAXKEIOU yMCTBEHHOU oTcTanocTu. [TalueHTsl ¢
curapomom aeduunta GLUT1, kak mpaBmito, Xopouio
aJanTHPOBAHBI B KOJUIEKTUBE [4—6].

Mukpouedanus. [TpumMepHO y IOJOBUHBI OIIUCAH-
HBIX B JIUTEpaType MAlHEeHTOB ObUIa MUKpoledaus
[2].

J(BUrarejbHble paccrpoiicTBa. J[BUrareibHble
HapyuieHus: pu cunapome aeduuura GLUTI1 mpen-
CTaBJICHBI aTAKCUEH, TMCTOHNEH, XOpeel U MOTYT OBbITh
MOCTOSIHHBIMHM WJIN MapOKCHU3MaIbHbIMU. OCHOBHBIMU
(hakTopamMu, KOTOpBIE MPOBOLUPYIOT WM YCHUIIUBAIOT
UX TPOSIBIICHUE, SIBIAIOTCS JIUTEIBHBINA EPHOJ TOJI0-
JIlaHMsI, CTPEeCC U MH(EKIMOHHbIC 3a0oeBanus [8, 11,
14].

IlapoxcuamanbHas JUCKUHE3Us W snuiencus (pa-
Hee M3BecTHas Kak JucToHus tun 18 [15]) u mapok-
CU3MAaJIbHBIM X0peoaTreTo3 CO CIAaCTHYHOCTHIO (paHee
M3BECTHBIN Kak quctonus Tun 9 [DYTI9] [14]) B HacTo-
slIee BpeMs pacCMaTpHUBAIOTCS KaK 4acTb (DEHOTHIH-
YeCcKoro crekrpa cunapoma gaedurmura GLUT1.

DYT18 kimHUYECKH OTIMYAETCs OT KJIACCHYECKOT0
cunipoma nepuiura GLUTI1 tem, uto y O0JbIIMHCTBA
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MAIUCHTOB B MEKIIPUCTYITHBIN TIEPUOJ] HE BBISBIISCTCS
04aroBOi HEBPOJIOTUYECKOW CUMIITOMATHKH U OHU MO-
I'YyT KOMIIEHCHPOBaTh WHAYIHMPOBAHHBIC IHCKHHE3WU.
Cynoporu nosiBisitoTcst B 6oiee noszaHeM Bozpacrte [ 14,
15]. Konnentpamus mmoko3sl B LICXK, xak mpasuio,
BbIie (41-52 mr/mn), yem npu Kiaccuueckou (opme
cunapoma nedunura GLUTI.

[Ipu Ouoxmmuueckom ucciepoBannu CMXK y mna-
ueHToB ¢ cunapomoM aeduiura GLUT1 ormevaercs
CHIDKCHUE YPOBHS IJIFOKO3bI HHMXKE ITOPOTOBOTO YpPOB-
oI — 2,2-3,3 MMOIIb/I1.

MounexyasipHasi reHeTHKA

SLC2A1 — eauHCTBEHHBIM T'eH, MyTalldd B KO-
TOPOM CBsI3aHBl C Pa3BUTHEM CHHIpOMA JeQHInTa
GLUTI. I'en SLC2A1, komupytommii 0enok GLUTI,
cocTouT u3 10 PK30HOB U 9 UHTPOHOB, JIOKATU3ZYETCS
Ha KOPOTKOM Iieue xpomocoMsl 1 (1p34.2) [16]. Omu-
cano 6onee 150 mytanmii B rene SLC2A1, garme Bcero
BO3HHKIIUX de novo, OTHAKO 3aperHCTPUPOBAHBI CITY-
Yal M C ayTOCOMHO-JIOMUHAHTHBIM THUIIOM Hacle0Ba-
nus [1, 2, 8].

TpaHcnopT BOIOpPAcTBOPUMBIX MOJIEKYNl —uepes
TKaHeBble Oapbepbl MPHUBICKAET MOBBIIICHHBIH WHTE-
pec uccienoBareneit ¢ 1952 rona, korna Widdas et al
MIPEATIONOKHUI, UTO JJIsi IPOHUKHOBEHHSI TJIFOKO3BI Ye-
pe3 MeMOpaHy 3pUTPOLMTAa HEOOXOIUMBI 0coObIe Oell-
KH-TIEPEHOCUMKH JIs1 oOsieruenus ee auddysuu. B mo-
CIIC/IHUE JIECATHIICTUSI ObUIM OTKPBITHI JBa OCHOBHBIX
ceMelcTBa TPaHCTIOPTEPOB TIIOKO3EI [ 17].

OnHUM 13 OCHOBHBIX SIBJISIFOTCSI COYETAHHBIE TPAHC-
nopTepsl IToko36! U HoHOB Na+ (SGLT), unave nssect-
HBIC KaK aKTUBHBIC KOTPAHCTIOPTEPBI I CUMITOPTEPHI.
Brigenstor Tpu thna SGLT: SGLT1, SGLT2 u SGLT3.
SGLT1 (;okyc 22q13.1) oTBeuaet 3a aOCOPOLMIO IITFO-
KO3bI U3 JKeTyqoYHO-KuIeqHoro tpakra. SGLT2 (mo-
kyc 16pll.2), takxe oOo3Hauaemblii kak SLCS5A2,
BMecte ¢ SGLT1 orBeuaeT 3a aOCOPOIHIO IIIOKO3bI B
noueuHbIx KaHaibax. SGLT3 (mokyc 22q12.2-q12.3)
JIOKaJIM3yeTcs B TUIa3MaTHYeCKol MeMOpaHe HeHPOHOB
KHUIIICYHHMKA U CKEJICTHBIX MBIl [ 18].

Hpyrum GoipmuM ceMeicTBOM OeIKOB-TIepeHOC-
YHKOB IJTFOKO3BI siBisieTcst rpymnmna 6enxkoB GLUT. Otu
OCJIKU-TPAaHCIIOPTEPHI O0JIEryaroT MacCUBHYI TUdy-
3MI0 TIIIOKO3bI Yepe3 TKaHeBble Oapbepbl ¢ MOMOUIBIO
DHEPrOHE3aBUCUMBIX MEXaHU3MOB [19].

I'pynma Britouaet B cedst 12 6enxoB GLUT. GLUTI
9KCIPECCUPYETCSl B OHAOTEIUATBHBIX KJIETKaX COCY-
JIOB, BXOSIIUX B COCTaB T'€MaTOdHIIE(aTINIECCKOTO
Oappepa, M OTBEUaeT 332 MPOHHKHOBEHHUE TJIFOKO3HI B
romoBHON Mo3r. GLUT2 accomuupoBaH ¢ CHHIPO-
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MoMm Dankonn—bukens. GLUT3 oTBeuaer 3a NpoHUK-
HOBEHHUE IJIFOKO3bl uepe3 MeMOpaHy HEHpOHaIbHOU
rwiazmel. GLUT4 sBnsieTcss MHCYNMH-PETYIUPYIOIINM
TPAHCIOPTEPOM TIIFOKO3bl JKMPOBOM TKAaHM, Cepled-
HOM MBIIIIBI U CKEJIETHBIX MBIIII] U OTBEYAET 3a WH-
CYyIUHOMIOCPEAOBaHHBIN TpaHcopT riioko3bl. GLUTS
JKCIIPECCUpPYEeTCsS B KUIIEYHUKE, TECTUKYJIaX W TOY-
kax. Oynkmus GLUT7 Ha maHHBII MOMEHT HEU3BECT-
Ha [18-20].

Onucanue KJIMHUYECKHUX CIy4YaeB

B ncuxonesposornueckoMm —otaeneHuu  Hayu-
HO-TIPAKTUYECKOTO  ILIEHTpa  CHEeIHMATU3MPOBAHHON
MEIHMIIMHCKON moMonu netsM mMmeHn B. ®. BoiiHo-
Scenenkoro HaOmonaoTcs 4 MalMeHTa C MOATBEPXK-
JEHHBIM CHHIPOMOM Jc(HIUTa TpaHCHOpTepa TIIO-
ko3bl | Tma (6one3ns Jle BuBo), acconuupoBaHHOTO €
myTtanusmu B rene SLC2A1 (tabm. 1).

Ha npoBenenue ncciaeqoBanys Moay4YeHO pa3pere-
Hue Dtudeckoro komutera I'bY3 «Hayuno-npaktuye-
CKUH LEHTp CHEUUATIN3UPOBAHHON MEIMIIMHCKON IO-
Moty jgetsiMm umenu B. @. Boiino-fcenenkoro JI3M»
nocse MOANMUCAHHUS POIUTEISIMH J0OPOBOIBHOTO WH-
(hOpMHUPOBAHHOI'O COTVIACHSI.

Kaunnuyecknii cayyaii 1

JleBouka (6 JleT Ha MOMEHT OCMOTpa), POIUIACH
ot | GepemeHHOCTH, MpOTeKaBIIed Ha (DOHE AHEMUH.
Macca tena npu poxaeann 2990 r., poct 50 cm. Panee
pa3BuTHe pedeHKa B MpeJiesiax BO3pacTHOM HOPMBI: Io-
JIOBY JACPIXKUT C 3 MecAIeB, cuauT ¢ 10 Mecsies, XOOuT
¢ 1 roga 3 mecs1eB, 31eCh HET 3aICPIKKH.

JleOroT 3a00sieBaHMs B BO3pacTe 6 MeECsIeB, KOTa
BIIEPBBIC 3apPETUCTPUPOBAHBI MPUCTYIBI B BUAC MEI-
JICHHBIX KHMBKOB, Yallle B MEPBOIl MTOJIOBUHE CYTOK, Ce-
puitasie (10 40 xuBKOB, 1-2 cepun) u onuHOUHbBIe. Ha
(doHe TepanuM MPHUCTYIIBI COXPAHSUIMCh. BriepBbie B
HIIL] coer. Mes. oMomy AeTssM peOSHOK ObLIT TOCIIH-
tanus3upoBaH B utone 2011 roxa, B Bo3pacte 2 NeT, A1
1o/100pa MPOTUBOANMUIICIITUYCCKOM Teparuu. [Tockob-
Ky MeJIuKaMeHTO3HOH pemuccun Ha ADII He HacTynu-
JI0, TI0 BCEM MEXAYHApOIHBIM KPUTEPUSIM YCTaHOBJIE-
Ha (GapMaKOpe3UCTEHTHOCTh U PEOCHOK MEepPeBe/IcH Ha
KETOTeHHYIO JHEeTy (KeToreHHoe cooTHolieHue 4:1).
B Teuenue 3 jet oTMeyaeTcs MOJ0KUTEIbHA JTUHAMU-
ka: 100% pemuccus 1o npucTymnam, yaydlleHue ICH-
XOAMOIMOHAJILHOTO (JIEBOYKA aJIEKBaTHO pearupyeT Ha
MOCTaBJICHHBIE BOIIPOCHI, BHIMOIHAET KOMaH/Ibl, YIIyd-
HIMJICS AMOIMOHAJBHBIA ()OH, MOSBUIACH MOTHBAIHS
K OOIIEHHIO) U MOTOPHOTO pa3BUTHUS (YBEIMYMIIACh
JIBUTATEJIbHAs aKTUBHOCTb, YAYYIIMJIAch MeNKas MO-
TOPHKA, UCYE3IH SIBIICHHSI aTaKCHH TPH Xo7b0e). Ypo-
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BEHb KCTOHOB B Moue 15 mMMmouib/i. ['unorivkemMun u
JIUCTIETICUM HE OTMEYaJIOCh. YUMThIBasg CTOMKYIO pe-
Muccuto, ¢ ssaBapst 2016 roga Ha4aTo MOCTENEHHOE
CHH)KCHHME KETOIeHHOro cooTHoteHus (3:1), Ha poHe
KOTOPOTO OTMEYEHO CHUKEHHE KETOHOB B MOYE 10
5—8 MMOJIB/J ¥ TIOSIBJICHHE MHUOKJIOHUYECKUX MTPHUCTY-
noB 1 abcaHcoB. B HeBposornyeckom craryce: odaro-
BOM HEBPOJIOTMYECKON cUMIITOMAaTUKU HET. [lcuxuue-
ckas cepa: peOCHOK KOHTAKTEH, pa3inyacT CBOMX H
Yy>KHUX, BBITIOJHSCT UHCTPYKIINHU, UTPACT B UTPYIIKH,
paccmaTpuBaeT KHMXKKU. Peub pazBuTa mo Bo3pacry.
[lo naHHBIM MarHHTHO-PE30HAHCHOW TOMOTpapuu
(MPT) usmeHeHuil co CTOPOHBI TOJIOBHOTO MO3Tra He
BBISIBJICHO.

[Ipu nposenennn Buneo-231 -MOHUTOPHHTA — OC-
HOBHOW pHUTM c(OpMHUpPOBaH COOTBETCTBEHHO BO3-
pacty, B 0OPCTBOBAaHUM M BO CHE 3aperMCTPHpOBaHa
MHUIENTUPOPMHAS aKTUBHOCTh B BHJEC TI'CHEPaJIH30-
BaHHBIX (pexe AUPPY3HBIX C aKIEHTOM B JIOOHBIX OT-
Jienax) paspsiioB KOMIUIEKCOB IHK-, MOJHMITHUK-ME-
JICHHBIX BOJH, COIMPOBOXKAABIINXCS MHHHUMAJIbHBIMU
KIMHUYECKUMHU TIPOSIBICHUSMH B BHJIC TPUKPHIBAHUS
BEK, TUITMYHBIX a0CaHCOB.

[TarmeHTy mpoBeneHO TapreTHOe SK30MHOE CEKBe-
HUpOBaHHE 34 T'€HOB, ACCOIMUPOBAHHBIX C PAaHHUMHU
(dbopMamMK MUICITUYCCKON SHIIC(aIONaTHH, B T'CHE-
tnaeckor sadoparopun HIIL[ crenmanu3upoBaHHOIM
MeauIuHCKoM momomu AeTsim J3M. OO6HapykeHa
myTtanusa B reae SLC2A1, npencraBieHHast HHCEPIIH-
eit (BCTaBKOI) JOMOIHUTEIBHBIX O HyKJICOTUOB B TO-
cienoBarenbHOCTh TeHa — ¢.1305-1306insTGAAGA
(p.V435VFI). Ilporpammbpl mpeAcKa3aHUs OLCHUIU
MYTall{IO KaK [aTOr€HHYIO.

VYdauThiBas aHaMHE3, XapakTep Te4eHHs 3a0oieBa-
HUA, JaHHBIC BUACO0-DD]-MOHUTOPHHIA, OTCYTCTBHUE
u3MeHennit Ha MPT ronoBHoro mMosra, HaJluuue MyTa-
uuu B TeHe SLC2A1 u CHIDKEHHOTO COAEPKaHUS TITIO-
ko3l B CMK, pebenky ycranoBnen auarnos: (G 93.4)
Cunznpom aedunura TpaHcmoprepa IIIOKO3bl | Tuma
(GLUT1), snunerncust cuMITOMarndyeckasl reHepain-
30BaHHAs1, COCTOSTHHE KeT03a Ha )OHE KETOTCHHOI ane-
ThI, 33JIep’KKa TICUXOPEYEBOT0 PA3BUTHSI.

Kannuyeckuii cayyqaii 2

Jerouka (3 roga 3 mec.), poauiack ot | 6Gepeme-
HOCTH, MpOTeKaBlIel Ha (OHE Yyrpo3bl NPEphIBAHUS B
16 uenens, OPBU na 20-22-ii u 39-it Henensix, ¢ de-
OpUIIBHON TeMIeparypoil, BBIPaKCHHOW HHTOKCHKA-
nuen, OpoHXuTOM. Poabl CpoUHBIE, CAMOCTOATEIBHBIC.
Orenka 1o mmkane Amnrap 8/9 6aiioB. Macca npu po-
xaeanu 2900 1, poct 50 cm.
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C 1,5 mecsueB craiu 0TMe4aTbesi KOPOTKHUE MapoK-
CU3MaJIbHbIE SIU30/Ibl B BHJIE MPEPHIBUCTOTO JBIXAHHUA,
3aMUpaHU{, CTEPEOTUITHBIX BPAIaTeIbHBIX JIBUKECHUN
IIa3HBIX S0JIOK, ¢ 6 MECAIEB — CTEPEOTUITHBIE YaCThIe
MHOKJIOHHYECKHE ATHU30/bI B BUJI€ PE3KOTO MPUTIOAHU-
MaHHUs pyK B OOAPCTBOBAHMU U MpH 3ackinanuu. [locie
CTUMYJIUPYIOIIEH Tepanuy BIepBble BOSHUK TUITMYHBIN
SNUJIENTUYECKUH TOHUYECKUH IPUCTYI, UIUTEIbHO-
cTbi0 5 MUHYT. Ha hoHe MpOTHBOCYIOPOXKHOM Tepariu
(KOHBYJIEKC) MPUCTYIBI HE MOBTOPSUIUCH. [0I0BY nep-
JKUT C 5 MecsIeB, IepeBOpaunBaeTcs ¢ 9 mecsues, moi-
3aeT ¢ 12 mecsines, cuaut ¢ 1,5 net, ¢ 1 1. 10 mec. crout
y omopel. B 2015 1. peOeHOK KOHCYJIBTHPOBaH Bpa-
YyoM-TeHeTHKOM. [ Ipy mpoBeieHNH TUTOreHETHIECKOTO
HCCIIEI0BAHUS — HOPMAJIbHBIN )KEHCKUI KapuOTUIl —
46, XX. Pebenok oocnenosan 8 MI'HIT PAMH, rie me-
TOZIOM MPSIMOTO CEKBEHUPOBAHUSI BBISIBIICH MTOJTUMOP (-
HBI BapHaHT B TETEPO3UTOTHOM COCTOSIHUM B T€HE
SLC2A1 — c¢.1278+30_1278+31insATTTCTCACC.
OGHapyXeHO paHee HE ommcaHHOe m3MeHeHue c.115-
2A>G (IV S2-2A-G), naToreHHOCTh KOTOPOTO BBICOKO
BeposiTHa. [Ipu oOcieoBaHUN poaUTENeH TaHHOW My-
TallUU HE BBISBICHO.

C ampens 2015 1. (2 rona) B HIILI B Tepanuro BBeneHa
KeTOTeHHas aueTa (MeuieHHoe BBezieHue, 3:1) ¢ momo-
JKUTEJIbHOW JIMHAMUKONH B OTHOILLEHUM IICUXO3MOLIAO-
HAJILHOTO M MOTOpHOTO pa3Butus. Yepes 1 rog ot Ha-
Yajia KeTOTeHHOU JMEThI: MUKpoledanus, OKpyKHOCTb
ronoBel 46 cM. PebeHok B co3HanHuu. OOIIEMO3roBOM
¥ MEHUHTeaJIbHON CHMITOMATHKK Ha MOMEHT OCMOTpa
HeT. YMH — nepuonnyeckoe JIErKoe ajbTepHUPYIO-
niee cxofsieecs: kocorazue OD>0S. O0beMm aBHKeE-
HUM B KOHEYHOCTAX HECKOJBKO CHMKEH, XY)K€ CIpaBa.
MBIIIeYHbIH TOHYC MOBBIIIEH MO TUITY AUCTOHMU D>S.
CyXOXXWIbHBIE ¥ TIEPUOCTAIBHBIC PEQIIEKChl BBICOKHE,
C pacupeHreM peQieKCOreHHbIX 30H B JWCTaIbHBIX
oraenax, D>S. Cumnrom badunckoro D>S. Banbsrychas
yCTaHOBKa cToII. [ uMiepKuHe3sl, yMEpeHHO BhIpakeHHas
CTaTUyYecKas U JUHAMHUYECKasl aTakchs, MepHOIUIeCKU
JIeTKasi MHTeHLMS TIpU 3axBare mpenmera. 1 oiaoBy aep-
JKUT, IEPEBOPAYNBAETCS, ITOJI3AET, CHIUT, CTOUT U XOUT
caMocCTosITebHO ¢ ceHTsiopst 2015 T (2,5 roza), TaHityer,
CaMOCTOSITEJIbHO ecT. BereratmBHO-TpodHueckas cu-
crema: JiepMorpadusM po30BbIi, JIETKUH THUIIEPTHIPO3
kucre u crorn. MyHKIUM Ta30BbIX OPraHOB HE HApy-
nreHbl. [lcnxudeckas cdepa: SMOIMOHANBHAS, aKTHBHO
MOZIpaKaeT, MOHUMAET OOPaIICHHYIO pedb, BBIOIHSET
OBITOBBIE KOMAH/Ibl, PEYb CJIOTOBAs.

MPT ronoBHOro Mmosra: JeHKonatusi OOJNBLIMX
MOJTyLIapUii TOJIOBHOTO MO3Ta C SBICHUSAMH AUCMUEIIH-
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HU3aIMY, B TUHAMUKE MOBBIIICHHE YPOBHS MHEIHHU-
3anuu Oesoro BemiectBa. MUHHMaIbHAs aCHMMETPHY-
Hasi BEHTPUKYJIOMETaJisi OOKOBBIX JKEITYTOYKOB.

Buneo-291'-MOHUTOPUHT — B GOAPCTBOBAHNH U BO
CHE 3aperHCTPUPOBaHa PEernoHaIbHas SMWICHTHHOPM-
Hasi aKTUBHOCTb, MOP(HOJIOTHYECKH COOTBETCTBYOMIAS
«100pOKAaYeCTBEHHBIM DMMICITH(GOPMHBIM pa3psiaam
nerctBay — JIOPJl B mpaBoii nepeIHEeBUCOYHOM, TIe-
PEIHEBUCOYHO-IICHTPAIBHON 00JIaCTH. DmuiienTrye-
CKHUX IIPUCTYIOB U nX DI '-maTTepHOB 3a BpeMs nccie-
JIOBaHUS HE 3apernuCTPUPOBAHO.

VYuuThiBas aHaMHE3, XapakTep Te4eHUs 3a0oieBa-
HUsl, (PEHOTUITUYECKHUE OCOOCHHOCTH, JIaHHBIC BHJICO-
O0I'-monuTOpUHTa, HaNn4Yue uMeHennii Ha MPT ro-
JIOBHOTO MO3Ta, BBIABICHUS MyTanuu B TeHe SLC2A,
pebenky ycranoBieH nuarHo3: (G 93.4) Cunuppom
neduuuTa TpaHcnoprepa mmokosbl | tuna (GLUT1),
oOHapyxeHa myTtaiust SLC2A1, snuiiencust CUMIITO-
Maruueckasi (oxasbHas, COCTOSHUE KeTo3a Ha (oHe
KETOTEeHHOUN JMEeThl, CTaTMKO-TUHAMHUYECKasi aTaKCcHd,
3aJiepKKa TICUXOPEYEBOr0 Pa3BUTHSI.

Kaunnyeckuii cyyaii 3

Masnpuuk (9 et 9 mec.) pomwics or [ Gepemen-
HOCTH, ITPOTEKABIIEH C TOKCHKO30M, YIPO30W Ipephl-
Banus B | Tpumectpe. Ponel nepBeie Ha 42-i1 Henene
recraiym, caMocTosiTelIbHbIe. Macca peGeHKa mpu po-
xnennu 3500 1, poct 52 cM. Onenka no mkaine Anrap
8/8 6annoB. PazBuBacs ¢ 3aJ1epyKKOH ICUXOMOTOPHOTO
pasButusa. K 1 rogy >KW3HH TOBOPUJI HECKOIBKO CJIOB,
(dpaszoBas peysb ¢ 3,5 JeT.

C 1,5 neT oTMeUaroTCs SIU30/bI I1aICHUH, C 2 JIeT —
B3JparuBaHusl MPH 3aChIIaHUN U TMPOOYKACHUH, eXKe-
JTHEBHbIC MUOKJIOHHYECKUE MPHUCTYIIBI B BUJC KHBKOB
TOJIOBOM BO BpeMsi OOPCTBOBAHUS, KOTOpPhIE HapacTa-
JIY 10 4aCTOTE BO BpeMmsi rosiofa. B nepuoxa mexay npu-
€MaMH MMUNIA PeOCHOK CTAaHOBUIICS BSJIBIM, COHJIMBBIM,
yBEIMUUBAIOTCS IpUCTYTbl. CoCTOsIHME pebeHKa HOp-
MaJIM30BBIBAIOCH TIOCTIE €/IBI.

Pebenox Obur  rocrnuranmmsupoBan B L[ B
Cankr-IlerepOypre st nedenust snwierncuu. [lpu
onoxumuueckoMm aHanuze CMIK BBISBICHO CHHKEHUE
YPOBHS TJIFOKO3bI — 1,7 MMOJIB/J1. YPOBEHB IIIIOKO3bI
KpOBH 5,8 MMOJIB/JI, COOTHOIIICHNE IJTFOKO3bI JINKBOPA K
rroko3e kposu 0,29 (npu HOpMe Oosiee 0,4). Brictas-
JICH IMarHo3: CHHAPOM JeHIUTa TpaHCIopTepa IITo-
KO3BI TUN 1, MHJIETICUA CUMIITOMAaTHYecKas, 3a/IepiKKa
TICUXUYECKOTO Pa3BUTHSI.

Pebenok B 6,5 siet noctynwi B HIIL anst o6cneno-
BaHUs, PELICHHs BONPOCa O MPOBEICHUH KETOT€HHON
JTCTHI.

«QUANTUM SATIS»

B neBponornyeckom craryce: PeOeHOK B CO3HAHUU.
Hduddys3nas MplmiedHas THIIOTOHUS 0€3 CHUYKEHHS
MBIIIEYHON cuiibl. CXopsieecs: Kocorasmie ciieBa. 3a-
JepKKa (OPMUPOBAHUSI pEUH, HapyIIeHUE 3BYKOINPO-
n3HoueHus. I'unepakruBHocTh. Yactele naaeHus. [e-
(GUIUT TPOU3BOIBLHOTO KOHTPOJIS BHUMAHHS.

MPT romnoBHoro mo3sra 0e3 MaToJOrHu4eCcKuX U3Me-
HEHMUIA.

Buneo-2331"-moHUTOpUHT:
nenTuGOpMHasi aKTUBHOCTb.

PeGeHok  koHCynbTMpOBaH U o0OcieloBaH B
MI'HL PAMH, rme MeTomoM MpsSMOTrO CEKBEHH-
poBanus rteHa SLC2A1 B reTrepo3UroTHOM coO-
CTOSIHUM BBISBJICHBI TONUMOpP(HBIC BapUaHThl —
c.1278+30 _1278+31insATTTCTCACC u c45C>T nu
narorenHast mytanusa c.101A>G (p.Asn34Ser), omnu-
canHas B 0a3e ganubix HGMD (CM052363).

YuuThiBas KIMHUYECKYIO KapTUHY 3a0o0lieBaHus,
JaHHBIE BUE0-DD]'-MOHUTOPHHTA, HATUYNE MYyTaIllH
B reHe SLC2A u cHmkeHue ypoBHs mmokoza B CMIK,
pebenky ycranosieH auartos: (G 93.4) Cunupom Je-
¢unura Tpancmnoprepa rmoko3sl | tuma (GLUT 1).
Onuencust cUMIIToMarinueckas GpokanbHas. 3aepiKka
ncUxo-pedeBoro pa3putusi. CocTosHue KeTo3a Ha GoHe
KETOT€HHOM JUETHI.

Kaununuecknii cayydaii 4

Mansunk (4 roma) ot I HOpManpHO MpoOTEeKaBIIEH
o6epemennoctu. Ponpl I B cpok, cTpemurensHble. Bec
npu poxaenun 3270 1, poct 51 cm. Ilo mkane Amnrap
8/9 6amnos. J{o roga pa3BuBaiICs ¢ 3aJCPKKOH TICUXO-
MOTOPHOTO Pa3BUTHA (CHUAUT ¢ 9 Mec., XOAUT C 2 JIET,
(hpa3oBas peub MOSBUIIACH C 3,5 TON1A).

Je6rot smwtericun B 1 rog 2 Mec., TOHUKO-KIOHHU-
YECKHe MPHUCTYIHI C BEPCUEH TOJIOBBI BIEBO, JITUTEb-
HOCThIO 4-5 munHyT. [lociaennuii mpuctynm B aexabpe
2013 . B Bo3pacte 2 yieT Ha (OHE NMpHeMa TpHIICIITala
(Bcero ObwIO 6 MpHUCTyNOB). Bumeo-23I -MoHUTOPUHT
ot 16.12.2015 r.: nuddy3HbIe pa3psabl, 4aCTO ¢ YCTOM-
YUBBIM AKIIEHTOM B IPaBOi JIOOHOW 00NacTH, peaKo
M30JIMPOBAaHHEIE B IPaBOii JI0OHOW obnactu u 6udpoH-
TallbHbIe, UHJIeKC cpeanuid. MPT romoBHoro mosra ot
18.04.2015 r.: OTUETIUBBIX CTPYKTYPHBIX HapyIIeHUI
HeT.

B neBponoruyeckom craryce: nuddysHas Mpliied-
Has TUMIOTOHMA 0e3 CHIKEHHS MbIIIedHol cuibl. [lo-
XOJIKa TUCKOOPAMHUPOBaHHas. XOpeoaTeTos. 3ajepx-
Ka Pa3BUTHS PEUH.

YuuThiBas JaHHBIC aHAMHE3a (ICOI0T AMUIICTICHH B
1 rox 2 Mecsma), KIMHUYSCKUE JaHHBIC (OTCYTCTBHE
SMUJIENITHYECKUX MPUCTYNOB ¢ jaekadps 2013 r.), naH-

peruoHaJibHas OIIH-
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KIMWHUKA, AMATHOCTUKA, NEYEHUE

Hble BUJe0-ODI -MOHUTOpUHTA (B TUHAMMKE yXY/IIle-
Hue), oTcyTcTBHE u3MeHeHnii Ha MPT romoBHoro mo3-
ra, peKOMEH/IOBAaHO HMCCIICJIOBAHNE YPOBHS TIIIOKO3BI B
CMX.

JlukBop: OecLBETHBIN, Mpo3payHblid, Oenok 0,14
/i1, o 0/3, 3putp. HeT, nitoko3a 2,0 MMOJIb/J1 (HopMa
2,2-3,3 mmomw/n). Ilpoeneno [AHK-uccnenoranue:
obHapyxeHa mytanus B reHe SLC2A1 — ¢.400G>A
(p.Gly134Ser).

Ycranonien quaruos: (G 93.4) Cunapom aeduimra
Tpancnoprepa moko3sl | tuna (GLUT1), o6HapykeHa
myTtanus SLC2A1, snuiencusi cumnromMaruieckast ¢o-
KaJbHasi, COCTOSTHHE KeTo3a Ha (hOHE KETOreHHOH aue-
ThI, 33/ICP’KKa IICUXOPEYEBOTO U MOTOPHOTO Pa3BUTHSI.

Kaunnyeckuii cayyaii 5

Maunsuuk (5 set), peberok ot I 6epemMeHHOCTH, MTPO-
TekaBIel Ha GoHe 000CTpeHHsI MOYEKaMEHHOM Ooe3-
Hu, OPBU B nepBoM TpuMecTpe, CTapeHHs TUIalEeHThI
B III Tpumectpe. Poasl I B cpok. Bec npu poxneHnn
2880 1, poct 50 cm. [To mikane Anrap 8/9 6amios. o 1
rojia poc ¥ pa3BUBAJICS 10 BO3PACTY.

Jebrot 3aboseBanus B 1,5 roga, 0OTMEYAINCh MTOBBI-
IIeHHas! BO30YyJMMOCTb, arpeCCUBHOCTB, MI0X0H coH. C
1 . 7 Mec. epruoAnYEeCKIe SIM30/1bI CJ1a00CTH B HIDKHUX
KOHEYHOCTSX (Tapesbl) ClipaBa WM ClIeBa, HApYyIICHUs
MOXO/IKA C aTaKTUYECKHUM KOMIOHEHTOM, JUTUTENbHO-
cThio 110 1 gaca, yactoTa 2—3 pa3a B MecsIl, KOTOPBIE CO-
MPOBOYKIAIMCH BBIPAYKEHHOM TOJIOBHOM OOJTBIO, PBOTOM.
Ha ¢one peabumuranuonnoii teparmuu (JIOK, maccax,
HOOTpoOIIBI) dpdekra He orMedanoch. DpazoBasi peyb C
3 1. 6 mec. B 4 roga mpu rociutanuzanus B HITL[ ITTHO
BBICTaBJICH AMATHO3: DIUIENCHS, MPEANOIOKHTEIHHO
cuMIToMariueckas: (hokaibHasi (MpaBas BHCOYHO-33/1-
HestoOHast o0acTh). Xapakrep NPUCTYIIOB — yTpara
CO3HaHUS, JIypUHALHS, TIOBOPOT TOJIOBBI BIPaBo, Mpa-
BOCTOPOHHHUE TE€MHKJIOHHHU. J[JIUTENHHOCTH MPUCTYIIOB
2,5 vaca. B tepanuto BBeneH koHBysieke 300 mr/cyT, Ha
(oHE KOTOPOro YacToTa MapOKCHU3MAaIbHBIX SIH30/I0B
ocTraBajach 0e3 M3MEHEHHH, OJIHAKO YMEHBIIHUIACh UX
JUTUTEIILHOCTD | MHTCHCUBHOCTb.

B HeBponormyeckoMm cTaryce: MHOTOYHCIICHHBIE
THIIEPKHHE3bI, MBIIIICYHBIH TOHYC C TCHJCHIUEH K TH-
1otoHycy. CyXoKWIbHbIC pe(ICKChI CpeIHEH KUBOCTH
Ha BEPXHHUX KOHEYHOCTSIX, TIOBBIIICHBI HA HHKHHUX KO-
HEYHOCTAX. YKopoueHue jeBoit Horu Ha 1,0 cm. Koop-
JOrHATOpHas cdepa: MOTOPHO HEIOBKHH, OTMEYACTCSI
JVCMETPUST TIPU YETKHUX JBIDKCHHSX. ATaKchsi CTaTu-
4yeckas M AuHamMu4eckas. KoHueHTpanus u ycToiuu-
BOCTb BHUMaHUS HEIOCTATOYHBIC, T'HIIEPIHHAMHUYCH.
WmnpeccuBHass pedb — TIOHUMAaHUE IO BO3PAcCTY,
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MPOCThIE HMHCTPYKLHU BBITOJHIET. OKCIpPECCHBHAS
peub — npocthie (pasbl, pedb AU3apTPUUHASL.

MPT romoBHOTO MO3Ta: HEOOIBIIUX Pa3MEPOB KOP-
KOBasi TUITOATpO(usl HUKHETO TMOJII0Cca TPaBOH BHCOY-
HOM ntosu. IlepuBeHTpUKYISIpHAs JICHKOIIATHSI.

Buneo-20I'-MOHUTOPUHT:  peruoHagbHas
nenTuGOpMHasi aKTUBHOCTb.

PeGeHOK  KOHCYIBTHPOBaH  BPaYOM-T€HETHKOM.
[IpuanMas BO BHUMaHHE XapaKTepHYIO KIMHUYECKYIO
KapTUHY — aJbTePHHUPYIONIME TeMMIUIETUH, IU3ap-
TpHs, aTaKCHs, 3aJlepaKKa IICUX0-MOTOPHOTO Pa3BUTHS,
PEKOMEH/IOBAaHO HCCIIEIOBaHUE YPOBHS IVIIOKO3BI B
CMX. Ilpu 6uoxumuueckom ananuze CMXK BblsBiie-
HO CHIJKEHHE YPOBHS IITIOKO3bI — 1,3 MMonb/i1. Pexo-
MEH/IOBaHO: KeTOT€HHAas JINeTa, TOMCK MyTalllil B TeHe
SLC1A npu uH()OPMHPOBAHHOM COIVIACHUH POAUTEINECH.

Kerorennass amera ObuUia BBEACHA B TEPAIHIO C
06.06.16 t. B Bo3pacte 5 JeT.

YuuThiBas KIMHUYECKYIO KapTUHY 3a0o0iieBaHus,
JaHHBIC BUIC0-DD] -MOHUTOPUHTA M CHUIKECHUE YPOB-
Hs D1oko3bl B CMOK, pebeHKy yCTaHOBJIGH JHArHO3:
(G93.4) Cunppom aeduiuTa TpaHcnoprepa TIIOKO3bI
1 tuma — GLUTI. (G96.8) 3aaepxka mcuxopeueBoro
paszutus. (G80.4) luHamudeckast aTakCus, aJbTepHU-
pytomue remuriernn. (G40.2) Dnwiencus CUMITO-
marudeckasi. CocTosiHe KeTo3a Ha (POHE KETOTCHHOM
JTUETBHI.

Kannunueckuii cyyaii 6

Manwuuk (3 rona 8 mec.), pedbeHoK OT | HOpMaIbHO
npoTeKaBlIed OepeMeHHOCTH. PeOeHOK XOmUT camo-
CTOSITEJIBHO C 1,5 JIeT.

Je6rot 3aboneBanus B 11 mec., korja y pebeHka no-
SIBUJIMCh COCTOSIHHS B BHJIE HAKJIOHOB TOJIOBHI (MH(]aH-
TUJBHBIC CIa3Mbl?), peOeHOK ObuT oOcienoBaH B Ty-
IIMHCKOW OOJIbHUIIE, BBICTABJIECH JMArHo3: SIUJIETICUS
KpunrtoreHHast ¢okanbHas. [lomydan KoHBynekc, Ha
(one kotoporo npucTynsl He noropsuuck. C 2015 .
npenapar moJHOCThIO OTMEHEH. Y peOeHKa OTMEYaeTC st
BBIPOKEHHASI CTATHKO-AMHAMHUYECKast aTakCusi pu Qu-
3ndeckoi Harpyske. [lepuoanyecku Ha QoHE UTUTEIb-
HOW Harpy3kH (JIOJITO TYNSET) MOSBIAETCS «IIaTKash)
[IOXOJKA U «IIOAKAIINBAIOTC» HOrd. OOmas ciabocThb
npu ronogannu. Ha gone OPBU ormeuanace mumrens-
Hasl aTaka B BHJIE «CKPYYMBAHHUSI BCETO Tejia» Oe3 Io-
Tepu co3HaHMs. PeOEHOK TOBOPHUT OTHENBHBIC CIIOBA,
OTMEYAIOTC MHOKJIOHWH, THIIEPKUHE3bl B pyKax MHpu
BBITIOJIHEHUH TIPO0.

Buneo-201": nuddysHsie pa3psabl ¢ akEHTOM B
JOOHBIX M 3aTHUIOYHBIX OTAETax B OOJPCTBOBAHUH M
MIPU 3aChITaHNH.

OIIN-
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MPT ronoBHoro Mo3ra 0e3 MaroJOrHYECKUX H3Me-
HEHUH.

HacnenctBenHocTs: PeOeHOK BOCIUTHIBAETCS Jie-
nymikod. Otell — WHBAJIWJ 10 NICUXHYECKOMY 3a00-
JIeBaHUI0. MaTh — MHBAJIH] 110 MHUJIETICHH, [TOy4aeT
JIeTIaK1H.

PebGeHok KOHCYNBTHPOBaH BpauyoM-T€HETHKOM. Jljis
uckmouyenus: cunapoma aepunura GLUT1 mokazano
npoBezieHne JitoMOanbHOM myHKkIuH. llpyn Onoxummu-
yeckoM aHann3e CMOK BbISBIEHO CHM)KEHHE YPOBHS
[IIFOKO36I — 1,7 MMOJIB/11. PeKOMEHI0BaHO: KETOTCHHAS
nuera, nouck myrtanuii B rene SLC1A npu napopmu-
POBAHHOM COTJIACHH POAUTEIEH.

YuuthiBast faHHbIC aHaMHE3a (B 11 MecseB nedroT
SIUJICTICUH ), KITMHUYECKUE NaHHbIC (CTATUKO-THMHAMHU-
Yyeckas arakcus Npu (U3NYECKOW Harpyske), JNaHHbBIC
Buaeo-20[ -MounTopunra (nuddysHsie pa3psiibl ¢ ak-
LEHTOM B JIOOHBIX M 3aTBUIOYHBIX OTAEJAax), a TaKkKe
orcyrcTBrue u3MeHeHuil Ha MPT rojgoBHoro mosra, B
HEBPOJIOTHUYECKOM cTaryce — Au(dy3Hasi MbIIIeuHast
TUIIOTOHUS, 3a/IeP>KKa IICUXOPEUEBOro pa3BUTHs, yCTa-
HoByieH auarHos: (G 93.4) Cunapom neduiura TpaHc-
noptepa rmoko3sl I Tuna (GLUT 1), snunencus cum-
nTomMaruueckas (oKaiabHasi, CTaTHKO-IMHAMHYECKAsI
arakcusi Ipu (pU3MYEeCcKoi Harpy3Ke, 3a/lep,Ka CHXO0-
pEeueBOro pa3BUTHSL.

Pe3ynbrarhl KIMHUYECKOTO M MOJIEKYJISPHO-TEHE-
TUYECKOTO TECTUPOBAHMS MAIlMEHTOB MPECTABICHBI B
Tabnuue 1.

3akarouenmne

Takum oOpasom, AWarHo3 cuHapoma aeduIUTa
GLUTI y 4 omucaHHBIX MAaIlICHTOB OCHOBBLIBAJICS Ha
KIMHUYCCKUX KPUTEPHUSX, AaHHBIX OHOXHMHYECKO-
r0 aHalMu3a CIMHHOMO3TOBOM JKUAKOCTH (CHMKEHHE
YPOBHS IIIIOKO3bI HU)KE TIOPOTOBOTO ypOBHSI — 2,2-3,3
MMOJIB/JI) ¥ OOHapy)KCHHH MAaTOTCHHBIX MYTAalWid B
rene SLC2A1. J[Bym GOJbHBIM AMAarHO3 yCTaHOBJIEH
M0 KIIMHUYECKUM KPUTEPHSIM, TIOCKOJIBKY HE OBLIO TO-
JY4eHO HHPOPMUPOBAHHOE COTNIACHE HA TEHETHYECKOE
TECTUPOBAHUE.

HuddepennpmanbHyo THarHOCTUKY CHHIpOMA Jie-
¢urmmra GLUT1 npoBoguiu ¢ ApYrUMHU MaTOIOTHYe-
CKMMH COCTOSIHUSIMH, BBI3BIBAIOIIMMHU HEHpPOTIIUKOIIE-
HUIO (XpOHHMYECKas WIW TPEeXOAAIas THIIOITHKEeMHUs
MIpH CEMEMHOM THIEPHUHCYIMHU3ME), CYI0POTH Y HOBO-
POXKICHHBIX ¥ MUKPOLE(alnio, B YACTHOCTH, PaHHUE
nposiBiieHne cuHapoma PeTra, cunapoM AHrenbMaHa,
WHPAHTWIEHBIME  OpMaMH  HEMPOHAIBHOTO  IIepO-
uA-munodyclunHo3a; CHHAPOMOM  OICOKIIOHYC-MHO-
KJIOHYC; KpUIITOTEHHOM ITMIICNTHYECKOM dHIe(aona-
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THEN C 3aJIepKKOU B pa3BUTUH; CEMENHON ANUIIENICUEN
C ayTOCOMHO-IOMHHAHTHBIM THIIOM HacCJeJOBAaHUS;
SMU304AMU [TAPOKCU3MAJIbHON HEBPOJIOIMYECKON AMC-
(YHKIIUH B OTBET Ha IOTPEOJICHUE YIIIEBOIOB, 0COOCH-
HO COYETAIOIIUECS C YepelyIOIMMHUCS TeMHUIIape30M,
aTakCued, KOTHUTUBHBIMH HApPYIICHUSMH WA CYHO-
poramu; JIBHUTraTeIbHBIMH pPACCTPOMCTBAMH, BKIIOYAs
JTUCTOHHH.

Cungapom nepunura GLUT1, cBa3anHblil ¢ Hapy-
[I€HHEM TPAHCIOPTa TIIOKO3bI B TOJIOBHOM MO3T, Kak
pe3yabsratr myTtanuii B rene SLC2A1, nmpuBoaut x He-
BPOJIOTUYECKUM PACCTPOMCTBAM C OOJBIIMM (hDEHOTH-
NUYEeCKUM pazHooOpasreM. CIIMHHOMO3roBasi MyHK-
US1 IOJDKHA OBITH BBHITIOJIHEHA Y KaXK/I0TO MallMeHTa C
nozo3penuem Ha cunapom nedpunura GLUTI ¢ u3me-
peHneM ypoBHS INI0K03bl. CHM)KEHUE KOHLEHTpAIuu
[JIIOKO3bl B JIMKBOPE MeHbIe 2,0 MMOJIb/J sSBIsSETCS
MOKa3aHUEM JJIs MOJIEKYJISIPHO-TE€HETUYECKOTO HCClle-
noBanusi reHa SLC2A1 u paHHETO BBEICHHS KETOTCH-
HOM JTUETHI.

B nacrosiiee Bpemsi KeTOTeHHas JWeTa SBISAETCS
BecbMa 3(()EKTUBHBIM METOJOM MATOTCHETHYECKON
Teparny, I03BOJSIONIMM YMEHBIIUTh KIMHUYECKHE
MIPOSIBJICHUS: KYIIHPOBAHUE CYNOPOT, YIyUlIeHHEe pedn
U JIBUKEeHUH. KeToHOBBIE Tena MPOHMKAIOT yepe3 re-
MaTo3HIehaTuIecKuii 0apbep MOCPEACTBOM JPYroro
Oelika — TpaHCIopTepa U, TAKUM 00pa3oM, o0ecreun-
BAIOT MO3T HEOOXOIUMBIM KOJIMYECTBOM DHEPTUH JUIS
Mmetabonu3Ma. KeroreHHas auera, Kak HpaBHIO, XO-
potio nepeHocutcs nanuenTamu. [Ipornos omaromnpu-
ATHBIH, €CITM KETOTEeHHAs IMeTa HauWHAEeTCsl B paHHEM
JeTcTe. Y HaOIMI0IaeMblX HAMU TIALIMEHTOB BBISBIICHBI
paszsable o tumy myTaruu B reHe SLC2A1. B cBs3u
C MaJjbIM YHUCJIOM HAOJIOEHUH HE Ipe/CTaBiIsgeTcs
BO3MOXKHBIM MPOBECTH T'eHO-()ECHOTHITMYECKUE KOppe-
nanun. Bee manumeHTsl MoTydaroT KEeTOTEHHYIO JTHETY,
Ha ()OHE KOTOPOl OTMEUEH MOJIOKHUTENbHBINA dPPEKT B
JICYEHUH SIUIIETICUHU, OTHAKO IICUXOHEBPOJIOTHYECKHIM
Je(UIUT B BUJE IUCKOOPIUHALIMY U AU3APTPHH COXPa-
HSeTCS.

Menuko-reHeTHYeCKoe KOHCYJIBTUPOBAHUE CEMbH,
B KOTOPOi#l peOCHOK UMEET TTOATBEPIKIICHHBIH CHHIIPOM
GLUT]1, BaykHO IIpH TUTaHUPOBAHUH CIeIyroIei oepe-
MeHHOcTU. TUn HacieqoBaHusl ayTOCOMHO-JIOMUHAHT-
HBIM, PUCK IEepeJauyd MaTOr€HHOM MyTaluu OT POJHU-
Teneit k pedenky cocraBiser 50%. Ilpu BeisiBICHUH
myTaruu B rene SLC2A1 y npobanma peKoMeHIyeTCs
MIPOBE/ICHNE MOJEKYJISIPHO-TEHETHYECKOTO TECTUPOBA-
HUS €T0 POANTENEH, TOCKOIBbKY POJUTETN MOTYT UMETh
CYOKJIMHUYECKYIO (popMy 3a00sIeBaHusl.
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Tabnuua 1. PesynbraTsl KIMHIYECKOTO ¥ MOTIEKYNAPHO-TEHETUECKOTO TECTUPOBAHWS NALEHTOB C CMHAPOMOM Aecduuuta GLUT1

Hanuyve npusHakoB y nauneHToB
Mpu3Hak
MaumeHT 1 MaumeHT 2 MaumneHT 3 MauwmeHT 4
Mon [eBoYka [eBoYka Manb4uK Manb4uK
BospacT Ha MOMEHT
ocmoTpa 6 net 9 mec 3 roga 3 mec 9 net 9 mec 4 ropa
Havano npuctynos 6 mec 1,5 mec 1,5 roga 1 rog 2 mec
[MapokcnamanbHble
3nu3oabl B BUAE
MepnneHHble KUBKU, MPEPLIBICTOTO Onusoabl NageHui,
T ObIXaHus, 3aMMpaHni, TOHUKO-KNOHMYECKMe
1M NPUCTYMNOB NPUKpbIBaHUE BEK, B3paruBaHue, KUBK1
CTEPEOTUMHbIX ~ npUCTynbl
abcaHcbl rofoBon
BpaLyaTenbHbIX
OBVXKEHUI rMasHbIX
S16MOK, MUOKIOHYC
McnxomoTopHas . + + .
3agepxkka
HapyLlueHve peun - + + +
Mukpouedpanus — + - —
Atakcus — ik - —
CnacTnyHocTb - + - -
AnbTepHupytoLas _ o _ _
remunnerusi
YPOBEHb [MI0KO3b! B 1,8 mmonb/n H.o. 1,7 mmonb/n 2,0 mmonb/n
CMX
OnutenbHOCTb
KETOTEHHOM AMETI 3 roga 1rog 3 roga 2,5 mec.
OtcyTcTBUE
OTcyTcTBUE MPUCTYNOB, yny4lleHne OTcyTcTBUE OTcyTcTBUE
O hEKTUBHOCTb NMPUCTYMOB, yryYlleHne NMCHYXOMOTOPHOIO NMPUCTYMOB, YNyylleHne | NMpUCTynoB, yny4llueHve
KETOreHHOW aneTbI NCYXOMOTOPHOO pasBuTus, NCUXOMOTOPHOO NCYXOMOTOPHOIO
pasBuTUS OVCKOOpAVHAUMS, pasBuTUs pas3BUTUS, ON3aPTPUS
ansaptpus
¢.1305-1306insTGAAGA ¢.115-2A>G (IV S2-
> >
MyTtauus B reHe SLC2A1 (p.V435VF1) 2A-G) ¢.101A>G (p.Asn34Ser) | c.400G>A (p.Gly134Ser)
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Pe3rome

Lesan paGoThl: YIydlinTh pe3yabTarhl JIEUEOHBIX Me-
POTIPUATHI MaIMeHTaM ¢ JeGopMaIisIMi TO3BOHOU-
HUKa, IMEIOIIIUM TIOPOKH Pa3BUTHA CEP/IIa.
MarepuaJjnbl 1 MeTo/IbI MccaeqoBanusi: Onepupona-
HO 87 nereit B Bo3pacte oT 10 g0 18 net ¢ nedopma-
LUSIMH TI03BOHOYHHKA Ha (POHE BPOXKIEHHBIX MOPOKOB
cepana. McxonHas cKonmnoTnyeckas 1yra MCKPUBIICHUS
coctaBuiia oT 68° no 94°. Tunsl ckonmo3a: WIMOMNa-
TH4YecKuil y 52, BpoxkaeHHbIH y 30, BTOpUYHBIN (CKO-
JINO3 TIOCJIC TIEPEHECEHHBIX OMepaluii Ha Cepare) y 5
OONILHBIX. XUPYPrHYECKOE BMELIATEILCTBO BBIMOIHSI-
JI0OCh M3 KOMOMHHPOBAHHBIX JAOCTYIIOB 42 GONBHBIM C
PUTHIHBIM CKOJIMO30M U YMEPEHHBIMH HapyIICHUSMH
TeMOJUHAMUKH cepara, 45 OONbHBIM C BBIPAKCHHBIM
HapyIIeHHeM TeMOJIMHAMHKH TIPOBOMIIOCH OJJHOITAI-
HO€ JIeYeHNEe — JIopcaibHas KOPPEKIHUSI C HCIOIb30-
BaHMEM CETMEHTapHOTO HMHCTPYMEHTapHs BWUHTOBOM,
KPIOUKOBOW M THOPUIHOM KOMIUIECKTAIINH.
Pesyabrarei: [lomydeHsl pe3yapraTbl  KOPPEKIHH,
COTOCTaBUMbIE C BMEMIATEILCTBAMH NPU HIHONATH-
YecKoM ckonnose. Koppeknys cKOJTHOTHYECKOTO KOM-
nonenra nedopmaruu cocrapmia 63% (¢ 94° no 22°).
[Ipu TsDKENBIX HAPYHICHUSIX KPOBOOOpAIeHHs Y OOIb-
HBIX CO CKOJIMO30M HEOOXOIUMO MpHUBIIEKATh K IPO-
BE/ICHUIO OOIIEH aHeCcTe3uH KapAMOaHECTEe3HOJIoTa C
OIIBITOM PabOThI B KapAHOXUPYPTHUH.

Kntoueevle cnosa:  uouonamuyeckuti — CKOAUO3,
BPOJCOEHHBILL NOPOK cepoyd;, OnepamueHoe jeyeHue,
dopcanbHas KOppeKyus u ukcayus n0360HOYHUKA

«QUANTUM SATIS»

Abstract

Purpose: to improve the results obtained during thera-
peutic activities involving patients with spinal deformi-
ties and congenital heart diseases.

Materials and methods of the study: 87 children with
spinal deformities and congenital heart diseases aged
10 to 18 years underwent surgeries. The basic scoliotic
curvature progressed for 68°- 94°. The following types
of scoliosis were observed: idiopathic scoliosis in 52
patients, congenital scoliosis in 30 patients, secondary
(scoliosis following heart surgeries) one in 5 patients.
Surgical procedures were performed using a combined
approach in 42 patients with rigid scoliosis and mod-
erate disturbances in cardiac hemodynamics, and 45
patients with pronounced disturbance of hemodynam-
ics had one-stage treatment i.e. dorsal correction using
segmental instruments of spiral, hook and hybrid con-
figuration.

Results: correction results compatible with the ones
observed in surgeries performed in idiopathic scoliosis.
Correction of scoliotic deformity component was 63%
(94° to 22°). If patients with scoliosis have severe circu-
lation disturbances, it is necessary to invite a cardiovas-
cular anesthesiologist experienced in cardiac surgery to
conduct general anesthesia.

Key words: idiopathic scoliosis, congenital heart dis-
ease, surgical procedure, dorsal correction and spinal
fixation.
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Beenenne

B coBpeMEHHON MNpaKkTHKE YBEIUYMIOCh YHUCIIO
OOJILHBIX CKOJTMO30M C BPOJKJCHHBIMHU [TOPOKAMU CEP/I-
ua. [To 1aHHBIM TUTEPATYpPhI, CKOINO3 CPelr OOJIBHBIX
C TPOJIATICOM MHTPAIBHOTO KIJIallaHa BCTpEYaeTcsl B
19,5% cayuaes [1]. Cpenu OOJIBHBIX C KOapKTanuewn
AOPTHI U OTKPBITHIM apTepUAIBHBIM MTPOTOKOM Jiehop-
Malys T03BOHOYHHKA BRISBIIsIETCS B 16,6% ciydaes [2,
3]. PacupocTpaHeHHOCTh BTOPUYHOTO CKOJINO03a TOCTIE
TOPAaKOTOMHUHU 3HAUMTENIHO BBIIIE, Y€M MOCie Majo-
WHBA3UBHBIX U HEXUPYPTHUCCKUX METOJOB JICUCHUS, a
TaKXke cpeau HaceneHus B 1eiaoM [2, 3]. Topakoromust
y OOJIBHBIX C KOAPKTAIMEH a0PThI U OTKPBITHIM apTepH-
aJbHBIM MIPOTOKOM MPUBOJIUT K Pa3BUTHIO CKOJIHMO3a B
36,6% ciyuaes [4]. 3BecTHO, uTO cpenn OOJIbHBIX, I1e-
peHecmux onepanuio GoOHTEHa, CKOJINO03 ONpeeseT-
ca1y 9,8% mereii B Bo3pacte crapiie 5 neT. [IpaBocTo-
POHHSAA TpyAHast ayra BcTpeyaercs B 63,2% ciyudaes,
neBocTopoHHsst — B 21,1%, BbICOKas rpyaHas ayra —
B 15,8%. Puck pa3BuTHS CKOJIMO3a YBEIMYUBAETCS 10
27% 3a 1 ron xwusnu. [loaTomy neTu, mepeHecve
olepanuio Ha Cepile, HYKIAlTCs B TUCHAHCEPHOM
HaOIOICHUH CTICIIUATTICTOB JIJIsl CBOEBPEMEHHOTO BbI-
sIBJICHUS! 1e(hopMaliuy MO3BOHOYHUKA [5].

VY GONBHBIX WIUONATHYECKUM CKOJIMO30M, HE IO-
JYYUBIIMNX CBOEBPEMEHHOTO JICUEHHS, OTMEYaeTcs
pa3BUTHE KapAWOIYJbMOHAJIBHOW HEI0CTaTOYHOCTH
BCJIE/ICTBUE NIEPErPy3KH MIPABOT0 XKeTynouka [6, 7], uto
JIOKa3bIBaeT 3HAYMMOCTh CBOEBPEMEHHOM opTOoneinye-
CKOH TOMOIIY JAHHOHM KaTeropuu 00JIbHBIX. Bhicokuit
PHUCK MHTPAONEPAMOHHBIX U PAHHUX IOCIEOoNepaIu-
OHHBIX OCJIO)KHEHUMN 4acTO SIBISETCS MPUYUHOU OTKa-
3a XUpypra OT BBINOJHEHUs] KOPPEKIUK JehopMaluu
MTO3BOHOYHUKA.

Heas pa6orsi: OUCHUTH pPE3yNbTaThl JICUCOHBIX
MEpOMNPHUITUH Y MAUEHTOB ¢ JeOpMaIHsIMU M03BO-
HOYHHKA, UMEIOIINMH TOPOKH Pa3BUTHUS CepALIa.

Marepuaast u metoasl: [log HaOmroneHHEM B
HII menuuuHckoil nomowu aetsm [lenapramen-
Ta 3apaBooxpaneHust Mockeel 1 OI'Y [IUTO umenn
H.H. IlpuopoBa naxonuiock 87 nereil B Bo3pacte OT
10 go 18 net (cpenuuii BozpacT 12,4 rona), momydas-
LINX XUPYyPrUUecKoe JeueHue Mo MoBoay ckoauo3a. 13
HUX MaJIBYUKOB ObLI0 27, neBouek 60. MuHuMabHas
Jyra NCKPUBIIEHUS cocTaBmiIa 68°, MmakcuMasnbHast 94°.
Bpoxxnennsrii ckonno3 yctanosieH y 30 merel, nuano-
MaTUYeCcKuit — y 52, BTOpUYHBIN (CKOJINO3 IOCIIE TIe-
PEHECEHHBIX omnepanuii Ha cepane) — y 5. [lanuentam
MPOBOAMIACH JIOpCalbHAs KOppeKuusi JaedopMaiuu
MO3BOHOYHUKA. J{J1sT pHKCaIluK NCIIOIBh30BATHCH KPIOU-
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koBast (n=10), BuHTOBasK (N=35) ¥ THOPUIHBIC CUCTEMBI
¢ukcanmu (n=42) (cyOmamuHapHbIe (UKCATOPHI —
KPIOUKH, CEPKJISKM + BUHTBI). MOHTaX KOJIbLIA Tajo-
ammapara mpoommics y 60 OONbHBIX, OXHOITAITHAS
JlopcanbHas Koppekiust — y 32, AByXdTarHas KOppek-
uus — y 42, ocreoromus mo Cmur—Ilerepcony (SPO
i Ponte) —y 13.

KpoBomnorepio orneHnBaIu TpaBUMETPUIECKUM Me-
TOJIOM, @ B CIIyyae MPUMEHEHHS WHTPAOIEePAIHOHHON
penH(y3uH paHEeBOW KPOBM YYHMTBHIBAIH IOKAa3aHUS
anmapara Sell Saver. ¥ 80 u3 87 mereii ormevanach
cepaeuHo-cocynuctas Hegocrarounocts (HK 0-1 cre-
meHu). Y 3TUX JACTeH ONpenesuInch: €AMHCTBCHHBIN
JKeITyA0ueK (TpexkaMepHoe cepAne) — y 1, OTKPBITHIH
apTepualibHBIN NIPOTOK — Y 2, Ne(eKTH MEKIPEACep/I-
HOU 1eperopoku — y 4, neekTbl MeKKEITyJ09KOBOH
MePeropoiku — y 4, CTEHO3 MUTPAJIBHOTO KJlallaHa —
y 1, mopoKkM KIIallaHHOTO ammapara cepana — y 27,
MIpOJIaTliC MUTPAJIBLHOTO KianaHa — y 14, u3oiaupoBaH-
Has HEJAOCTAaTOYHOCTh MHUTPAIBHOIO KjarmaHa — y 3,
HEOCTaTOYHOCTh MUTPAIBHOTO KJIallaHa B COYETaHUU
C TPUKYCIHJIAIbHON HEJOCTaTOYHOCTBIO — ¥ 5, C aop-
TaJbHON HEIOCTAaTOYHOCTHIO — y 3 ¥ CO CTEHO30M Jie-
TOYHOTO KianaHa —y 2. Y 5 nereil iuarHocTupoBaHa
kapauomuonarus. Kpome toro, Hamu HabOm0AaI0Ch 5
MAIMEeHTOB, OTNIEPUPOBAHHBIX Ha cepue: 1 — 1o moBo-
Jly CT€HO3a JICTOYHOU apTepuH, | — IO MOBOAY OTKPHI-
TOTO apTepUAILHOTO POTOKA, 2 — TI0 MOBOY edeKTa
MEXOKENTYJOUKOBOW TEeperopoaku, 1 — mocie paau-
KaJIbHOM KOPPEKIIMU JBOMHOIO OTXOXKIEHHUS COCYIIOB
OT IPaBOTO KEIMY/I0UKa, IUTACTHKH Je(eKTa MEHOKETy-
JIOYKOBOM TI€PETrOpPOKH, YCTPAHEHUSI CTEHO3a JIerod-
HOM aprepun. OnepaTuBHAsT KOPPEKIUS BBHITOIHSIIACH
OosbHBIM ¢ [V cTenenpio ckonmro3a no KiaccupuKaum
YaknuHa Npu HATUYAN TEMOAMHAMUYECKH KOMIIEHCH-
POBAaHHBIX MOPOKOB CEPACYHO-COCYAMCTOW CHUCTEMBI.
TsoxecTh 3a005IeBaHMsI OLIEHWBAJIACh C YYETOM BEIH-
YUHBI UCKPUBJICHHUS MMO3BOHOYHMKA M COMATHYECKOTO
craryca 6onpHoro. [Tapamerpsl qeopmanum oreHnBa-
JUCh Ha OCHOBAaHUM PEHTI'€HOTPaMMBbI TTO3BOHOYHHKA.
st onipenenennss MOOMIBHOCTH JIe()OPMaIH BBITTOJ-
HSUTUCH (DyHKIIMOHAIBHBIC TIPOOBI: HAKIIOHBI B CTOPOHY
(Bending test) u TpakunoHHbI# TeCT. K MOOUIBHBIM OT-
HECeHbI JieopMaliy, BEIMYNHA KOPPEKIUH KOTOPBIX
Ha (YHKIMOHAJIBHBIX PEHTTECHOTPaMMax COCTaBIIsIA
35% w BBIIIE UCXOIHOTO yIJIa, K PUTHIHBIM — BEJIH-
YUHA KOPPEKIMH KOTOPBIX MeHbIe 35%. MoOuibHbIe
nedopmanvu 3aUKCUpOBaHbl y 48 jeTeid, pUTHIHbIC
y — 39. I'pynHoit ckommo3 — y 23, MOSCHUYHBIN —
y 17, xomOuaupoBanHklii — y 47. [IpoBonuiach oreH-
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Ka (YHKIUHM BHEIIHEro JbIXaHHs C I[OMOIIBIO CIIU-
porpaduu, BBIIOJIHSUIMCH BIEKTpOKapauorpapus u
sxokapauorpadusi. [lalMeHTsl  KOHCYJIBTHPOBAIUCH
kapaunosoroM. OlleHKa ONepalmoHHO-aHEeCTE3NO0IIO0-
THYECKOT0 pHCKa MPOBOAMIACH IO IIKaje AMEpHKaH-
CKOHM acconuanuu aHecte3uoioroB (1963) ASA [8] u
o mkasie Poccuiickoro MoCKOBCKOTO Hay4HOT'0 00I11e-
CTBa aHECTE3MOJIOTOB M peannmarojoroB — MHOAP
(1989). Ileppas mikajga OmpeaeisieT UCXOAHOE (U3U-
YECKOe COCTOSIHHE TMallMeHTa, BTOpas JAOMOJHUTEIHHO
YUUTBIBAET XapaKTep ONEepaTHBHOIO BMEIIATEIHCTBA.

VY GONBHBIX ¢ KOMOMHUPOBAHHBIMH U PHUTHIHBIMH
(dbopMaMu CKOJHMO3a MX KOPPEKILHUS OCYLIECTBISIACH
C HCIIOJIb30BaHUEM JOPCAJIbHOTO CErMEHTAapHOIO WH-
crpymenrtapus. [Ipu puruaHoit qeopmanuu u oTcyT-
CTBHHM BO3MOKHOCTH BBITNOJIHATH MEPEIHUIN penu3 1o
COMAaTHYECKUM TI0Ka3aHUSAM IPOBOJMIACH OJHOATAIll-
Has JopcajbHasi KOPPEKIHs B YCIOBUAX TajloTPaKIUU
B coueTanuu ¢ ocreoromuerd mo SPO unm Ponte. Ilo-
Clle HAJIOKEHHs KOJbla rajoarrapara, J0pCcajbHbIM
JOCTYIIOM  YCTaHAaBJIMBAJIUCh TPAHCHETUKYISIPHBIE
BHHTBI, BBITIOJHSIACH PE3EKLMs OCTUCTBIX OTPOCTKOB
Ha BBIOPAHHBIX I MPOBEACHHS 3aJHEH 0CTEOTOMHHU
cermenTax. [Ipu moMmomy nucToneTHhIX Kycadek Kep-
pHUCOHA TIPOBOJMIIACH PE3EKIHUS JKEITON CBSI3KU U Jy-
JKEK crpaBa U cieBa. {1 0cTaHOBKM KPOBOTEUEHHUS U3
MepUIypaIbHBIX COCYIOB U MOBPEXKACHHON KOCTH HC-
MOJIb30BAIMCH KOJUIAT€HOBAsI TeMOCTaTHUeCKas IyOKa
1 BOCK. lIpy BBICOKOM pHUCKE OCIOKHEHUH OCYIIEeCT-
BJsUTIACh JOpcajibHasi CTaOWIIM3alusi MO3BOHOYHUKA C
yMepeHHOH Koppeknuend. C IeNbI0 CHUKCHHSI PUCKOB
WHTPAONEPAIIMOHHBIX U MOCIEONEPAIMOHHBIX OCIO0XK-
HEHU U 17151 YKOPOUSHHSI BPEMEHH OIepaliiy UCTIONb-
30BaJICSI CETMEHTAPHBIN 1OPCalIbHbII HHCTPYMEHTAPUIA
KpIOYKOBOW KOMIUIEKTAllUH B COYETAaHUM C WHTpPAOIIe-
pPAaLMOHHOW rajJoTPaAKIUEH.

VY OGONBHBIX C yMEpEHHBIM HapylICHUEM KpPOBO-
oOpalieHust TPy HAJTMYUHU PUTHIHOTO HCKPUBIICHHUS OC-
HOBHOM JTyTH POBOAMIIOCH JABYXATATHOE ONEPATUBHOE
neueHue. I1epBbIM 3Tarnom BHIOIHSIACH TOPAKOTOMHUS,
BEHTPAJIBHBIA pen3 Ha BEpIIUHE JePOpMaIiu, MOH-
Ta)K TajloKoJbla. BTOpBIM 3Tanom, nocie 3aKuBICHUS
paHbl ¥ BOCCTAHOBJICHHUS, BBIMOJHSUIACH JIOpCajbHAas
KOpPPEKIHs, CTa0MWIn3anns MO3BOHOYHHMKA C HCIONb-
30BaHMEM CErMEHTapHOTO HHCTPYMEHTapHsl BUHTOBOM,
KPIOUKOBOW M THOPUIHOM KOMIUICKTAIINH.

IIpuHIUNBI aHecTe3UMN NMPHU ONEPATHBHOM Jede-
HHMH CK0JIMO03a y ieTell ¢ MOpPOKaMH cepAala.

Oco0eHHOCTH aHECTe3MOJIOTUYECKOro obecrieue-
HUS OTlepanyii Mo MOBOAY CKOJIMO3a Y JAETEH CBSI3aHbI
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C OOLIMPHOCTBHIO ONEPAIMOHHOTO IO W BBICOKOH
TPaBMAaTUYHOCTHIO, 3HAUMTENILHOM KpOBOIMOTEpel, a
TaK)Xe ¢ HAJIMYHEM COITyTCTBYIOIIEH MaTOJIOTHH B BUIE
HapyIIEeHUs] KPOBOOOPAIIEHHUS M JbIXaTeNIbHON HeI0-
crarouHoctu. [lepBbie Ba GakTopa CBSI3aHbI C XUPYP-
THYECKOM CTOPOHOM MPOOIEeMBbI, HO aHECTE3HOJIOT 101~
JKCH YYHUTBIBATh UX IIPH BIOOPE CTPaTerH aHECTE3NH.
[TpodunakTrka xe 0CI0KHECHUH, CBA3aHHBIX C COIYT-
CTBYIOILIEM NATOJIOTUEH, MOJIHOCTBIO SIBJISETCS MPEPO-
raTMBOM aHECTEe3U0IIora.

OnepallMOHHBIH pUCK 110 TKaie ASA y OOJIbIIHH-
ctBa (93,1%) Hammx GOIBHBIX OTHOCUIICS K TPEThEMY
KJaccy. JlpIxarenpHasi HeIOCTaTOYHOCTh OT MEPBOMl 10
TpeThel CTeneHu oTMedanach y BceX (87) OOibHBIX:
10 PECTPUKTUBHOMY TUIY — Yy 47, 10 00CTPYKTHBHO-
My — y 14, no cmemanHomy tuny — y 26. [Tostomy
JUTSL TPOQHUIAKTHKH OCJIOKHEHUI CO CTOPOHBI PECIIH-
PpaToOpHOI cUCTEMBI OBIJIO BaKHO MEPEBECTH UX TOCTE
oreparyy Ha CIIOHTAHHOE JbIXaHUE B COCTOSHHUHM TOJI-
HOW JIeKypapu3alliid U aJeKBaTHOTO 00e300IMBaHUs
OTIepaIOHHON paHbl 32 CUET 3MUIAYPaJIbHON aHalbre-
3un 0,1-0,2% pacTBOpoM HapoOMWHA C JOTOTHUTEIb-
HBIM IpuMeHeHneM nepdanrana u npenaparos HIIBC
(HECTepoOUIHBIX MPOTHBOBOCHAINUTENBHBIX CPEACTB)
MIPY MOHUTOPUHIE Ta30B KPOBH. AJleKBaTHAs aHAJIbIe-
314 TI03BOJISIET MPOBONUTH JIbIXaTEIbHbBIE YIPAKHEHUS
W MpOoBOLMpPOBaTh Kamenb. OHa oOecrieYnBaeT aKTHB-
HOE€ TOJIOKEeHNE pebeHKa B MOCTENH, YMEHBIIAEeT CHH-
JIPOM TIOCJIEONIEPAIIMOHHON TOITHOTHI U PBOTEHI.

TpaHcTopakadbHBIH ~ PETU3  MEXKITO3BOHKOBBIX
CTPYKTYp M JOPCaJbHYIO KOPPEKIUIO CKOJHO03a OCY-
MIECTBIISIN MO OOIIEH MHOTOKOMIIOHEHTHOM aHECTe-
3Mell C NMPUMEHEHHEM OCHOBHOTO aHECTETHKa CEBO-
¢mopana ¢ OOIOCHBIM BBEJICHHEM )eHTaHHIIa Ha (hOHE
UCKyccTBeHHOW BeHTWisinuu jerkux (MBJI) u mocne-
OTIepaIOHHON TMapeHTepaIbHOM aHaJIbre3uH IpoMe-
nonom B couetannu ¢ HIIBC. ¥V 45 nereii nmpu BbINOA-
HEHHUH JOpCabHON KOPPEKIINU CKOJINO03a ITPOBOIMIIACH
MOSICHUYHAS SMUAypaibHas aHalbre3usi MOPHUHOM H
MOJAJICPKUBAIONIAsT aHEeCTE3UsI CEBO(IIIOPaHOM B CyO-
AHECTETUYECKHUX J103aX C UCKYCCTBEHHON BEHTUIISILMEN
nerkux (UBJI). IocneonepannonHoe o6e3001MBaHue
o0ecreunBaIoch SMUAYPaIbHON aHAJIbIe3Uell pornuBa-
kanHoM B couetanuu ¢ HIIBC.

Kaunnuyecknii mpumep: Ilanment 12 ner. To-
CIHUTAJIM3UPOBAH B CTAIlMOHAP C KOMOWHHMPOBAHHBIM
CKOJIMO30M TPYJOTOSICHUYHOTO OT/IeNa IO3BOHOYHH-
ka IV cr. U3 anamnesa: pebeHok ot 3-ii 6epeMeHHO-
CTH, TIpoTekaBuiel (usnonorndno. Ponsr 3 cpounble.
Macca npu poxnaenun 3100 1, poct 53 cm. Ha nepBom
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ro/ly KU3HU YCTaHOBJICH AMArHO3: BPOXK/IEHHBIN MTOPOK
cep/Ia: JBOMHOE OTXOXKIEHHE COCYIOB OT IPaBOTrO
KEJYJI0UKa, MMOJa0pTAIBLHBIA JEPEKT MEXIKEIyI0uKO-
Boil meperopoaku. (OTXOXIEHHE aopThI U JIETOUHOTO
CTBOJIa OT IPaBOTO >KEIyJ04YKa CepAlla — «JIBOMHOE
OTXOKJCHHE» OT TPABOTO JKEIyJ0YKa — CIIOMKHBIN
BPOXKJCHHBI TIOPOK, MPH KOTOPOM 00€ Maructpalib-
HBIE apTEPUN OTXOAST OT MPABOTO JKEIYJ0UKa, HMEETCs
neeKT MEXKETy[JOYKOBOH Ieperopoiku. 3abonea-
HUE CpaBHUTEIBHO penkoe — 1% ot uncna Bcex BIIC).

B 2002 r. B HICCX um. bakynesa omneparust — pa-
JUKaJIbHAs KOPPEKLMs TMOPOKa ABOWHOTO OTXOXKACHHUS
MarucTpalibHBIX COCYAO0B OT IIPABOTO KETyI0UKa.

Jedopmanus Mo3BOHOYHHKA BBISBICHA B PaHHEM
BO3pacte, nporpeccupyer ¢ 5 yet. PebeHok Hadmona-
CSl OPTOIEJOM IO MECTY JKHUTENbCTBA, MPOBOIUIOCH
KOHCEpBAaTHBHOE JIeUeHUE Kypcamu, 6e3 MOJI0KUTEeIb-
HOH nuHaMuku. HanpagieH Ha oneparuBHOE JI€UEHUE.

Opromneauyueckuii cTaTryc MpH MOCTYIUIEHHH B CTa-
LIMOHAP: XOAUT CaMOCTOATENIBHO, TYJIOBHUIIE acUMMe-
TPUYHO, TOJIOBA CMEIIEHA BJIEBO OT CPEIUHHOMN JINHUM,
rpynHasi KJeTKa JeOpMUpPOBaHa, MOJOTHH peOepHbI
rop0 crpaBa, IpaBoOe HAJIIIEUbE BBIIIE JIEBOTO HA 7 CM,
COCKH pPaBHOYJAJIEHBl OT CpeAHEW JMHHUH, Ha OJHOM
YPOBHE, TPEYTOJIBbHUKU TaJIMH ACHMMETPUYHBI, TTYIIOK
[0 Cpe/Hel JMHUY, IepeKoca Taza HeT, IPU OCMOTpe
cOOKy: HICHHBIN JIOPIO3 YBEIHWYCH, TPYAHOH KH(O3
yBEJINYEH, MOSICHUYHBIN JIOP/103 YBEIMYEH, IPU OCMO-
Tpe C3aJi: OCh IMO3BOHOYHMKA HapyIieHa. CKOIUOTH-
YeCKO€ UCKPUBJICHHE IPYAHOT0, TOSICHUYHOTO OT/IEI0B
[I03BOHOYHUKA. YIIIBI JIONIATOK aCUMMETPUYHBL. Mexb-
STOAMYHAS CKJIaJIKa CMEIIeHa BJIEBO OT JIMHUH OTBEca
Ha 3 cM (puc. 1A, b, B). JlnnHa HUKHUX KOHEYHOCTEH
ofuHaKoBas. [IBIKeHUs B KPYNHBIX U MEIKUX CyCTa-
BaX BEPXHHUX M HIDKHHX KOHEYHOCTEW B TIOJIHOM O0B-
eme, He orpanuueHbl. CBOJBI cTON C(HOPMHUPOBAHEI IO
BO3pacTy.

Ha pentrenorpamMmax BU3yalU3UpyeTCsl CKOJIHOTH-
YecKas MpaBoCcTOpoHHsis 1yra Ha ypoBHe Th1-Thl11 95°
o Ko060y. JIeBOCTOPOHHSIS MOSICHUYHAS JTyra Ha YPOB-
He Th 12-L5 81° no Ko66y (puc. 3A, B). [1pu BbIimon-
HEHUU TPAKIMOHHOTO TecTa Koppekuus meHee 35%.
[Ipu MarHUTHO-PE30HAHCHON TOMOTpaduu MaTOIOTUH
CIIMHHOTO MO3Ta HE BBIABIIECHO.

OKT': putm cunycosiif, YCC 107 B 1 MunyTy, HOp-
MaibHOoe nonokeHue JOC. PebeHOK KOHCYIBTHPOBAaH
kapanosorom B HIICCX um. bakynesa.

3akiouenune: BpokIeHHBIN MOPOK cepiria: IBOM-
HO€ OTXOXKJEHHE COCYJOB OT MPABOTO JKEIyI04Ka, Je-
(deKT MexoKenynoukoBod mneperoponku. CocrosHue

44

II0CJIE ONEPALMM PaAUKAIbHOW KOPPEKLUU ABOMHOIO
OTXOXKJICHUSI COCY/IOB OT TPABOTO JKENIyJ0UKa, MIaCTH-
Ka JieeKTa MEXIKEITYyJOYKOBOM MEeperopojiku, ycTpa-
HEeHHs cTeHo3a jeroyHoi aprepuu (2002 r.). Ilporu-
BOTIOKA3aHUN IS ONIEPATUBHONW KOPPEKIUU CKOJIMO3a
HeT.

IIpu KoOHCynmbTaMKW TE€HETHKOM YCTaHOBJEHAa Ha-
CIIC/ICTBCHHAsi ~ marojorus:  (poHTOMeTadu3apHast
JUCTIJIa3Us C PEIECCUBHBIM X-CLEIUIEHHBIM THIIOM
HacienoBauus. (OMIM:305620 Onucanbl CKEJICTHBIC
AQHOMAJIMU: CKOJIMO3, BOPOHKOOOpPa3Has W KHUJIEBUIHAS
nedopmalysi TPYIHOW KIICTKUA. PeHTreHosornueckoe
uccienoBaHue BhIBIsCT AU Y3HBIH THIIEPOCTO3 Ue-
pena, 0coOeHHO BO (DPOHTATIBHOMN YaCTH).

bonpHOMY MpOBEEHO ABYX3TAIHOE ONEPATHBHOE
nedenue. [lepBbIM 3TaroM BBHINIOJHEHO HAJIOXKEHHE
KoJblla ranoamnmapara. C Heiablo MOOMIM3AIUH Jie-
(hopmanuu Mo3BOHOUYHUKA TPOBOAMIIACH TATOTPAKIIHS
B OpTOIendecKoM kpeciie. CoMaTndeckoe COCTOSHUE
crabuibHOe. [eMoMHaMUYECKUX HAPYIICHU CO CTO-
POHBI CEPAEYHO-COCYUCTON CHUCTEMBI HET. BTOphIM
3TanoM BBINOJHEHa omepanus: JlopcaabHas KOppek-
USI CKOJINO03a, CTa0MIM3alusi TT03BOHOYHHKA CHUCTe-
Moii pukcanun Ha ypoBHe Th1-L5. YuutsiBas rpyOyto
nedopmainio, 00JIBHOMY MPOBEJICH HENPSAMOM J1epo-
TalMOHHBIM MaHEBp, JOpCalibHAs KOPPEKIUS CKOJIH-
03a.

JUTensHOCTh Onepanuy cocTaBmia 2 gaca 35 Mu-
HYT, JUINTENBbHOCTh aHecTe3nn — 3 yaca 40 MUHYT.
[lepBbie CyTKH TOCTIE ONEPAlMH MTALUEHT MPOBET B OT-
JeneHny peannManyu. [lepeBenieH B mpoduibHOE OT-
JIeJIeHUE Ha BTOPBIE CyTKH ITOCIIE onepannu. B mepByto
HEJIETI0 TOCIEONepalloOHHOT0 Tepuoja OTMEYaINCh
Kaso0bl HA IEPUOANYECKOE YyBCTBO JKapa, yYaleHHOEe
cepaueouenue. Ha kontposnbabix DKI': monHas Gi1oka-
na mpaBoit HOKKH mydka ['uca. Ileperpyska [DK+JDK.
[Ipusnaku runokcuu muokapaa QT=0,5" (7). Kon-
CYJIBTUPOBAH KapauoioroM. 3akmtodeHue: CocTosHue
II0CJIE ONEPALMM PaAUKAIbHOW KOPPEKLUUU ABOMHOIO
OTXOXKJICHHS COCYAOB OT MPABOTO JKEIylouka, IuIa-
cTHKa JedeKTa MEeXIKEeIYIOYKOBOH IEpEeropoKH,
yCTpaHEeHHsI CTeHo3a JerouHoil aprepuu (2002 r).
BpoxnenHslil mopok cepana (CTeHO3 JIETOYHOU apTe-
pun). YMepeHHast HeIoCTaTOYHOCTh KJIaraHa JerO4HOM
aprepun 1 aoptayibHoro kiarnaHa. HKO. luchynkuus
CHHYCOBOI'O y3i1a (BarozaBucumas). Hapymienue BHY-
TPUXKEIYJOYKOBOI MPOBOJMMOCTH [0 THILY IIOJIHOU
OrokaJpl MpaBoi HOXKKH Mmydka ['uca.

Ha ¢one mpoBeseHHOr0 MEIMKaMEHTO3HOTO Jieue-
HUsl (aHANpWIMH, pUOOKCUHHTTaHAHTHH, 1bKap 30%),
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Puc. 2. Brelunwii BuA nauyeHTa nocne onepavym

Puc. 3. PereHorpammbi noasoHouHuka [0 (A, B) u nocne (B, T') onepatim
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Tabnuua 1. Ceoras Tabnuia pesynsTaros

(Sl L OpHo3aTanHoe nevyeHue
[ByxaTanHoe OpHoaTanHas neyeHue (PurngHbin ('gum HBIA CKONMO3) .
J!':eqeuue aopcanbHas ckonuos). flopcansHas Eonbﬂble c BbICOKMIV;
(PurnpHbin koppekupns koppekups B coteTaHum PUCKOM OCIOXHEHUMN
CcKonuos) e e CO CTOPOHbI cepaeyHo-
CKONnm1os3) BepTe6poTomuen P | cepA
no CmuT-MeTepcony COCyAMCTON CUCTEMBI
KonunyectBo 60MbHbIX 40 20 13 14
McxogHbin yron
nedopmaumm no Cobb 93,9 67.5 76,2 63,3
yron pedopmauym no 40,1 28,2 26,3 32,2
Cobb nocne koppekumm
FpyaHou kndco3
Yron o Cobb 64,2 35,1 48,5 47,6
[0 onepauum
Yron o Cobb 45,4 29,2 335 34,3
rocre onepauuu
HepoTauus anukanbHOro NO3BOHKa
CpepnHee 3HayeHne 433 20,3 28,3 21,2
[0 onepauuu B rpagycax
CpegHee 3HayeHue
nocrie onepauumn 30,1 13,8 12,2 18,2
B rpagycax

aJIeKBaTHOTO 00e3001MBaHMsI B IOCICONEPALIMOHHOM
MEpUOAE OTMEUEHA CTa0MIM3alus COCTOSHUSI OOJb-
Horo. IlocneonepaunonHas paHa 3a)Kuia MEPBUYHO.
BonbHoit BeIHcaH Ha aMOynaTopHOe JedeHne Ha 14-e
CYTKH B YIOBJIETBOPHUTEIBHOM cocCTOsiHUM. JocTur-
HyTa YIOBJIETBOPUTEIbHAS KOPPEKLUs IedopMarus
[I03BOHOYHHMKA, Ha PEHTIEHOIpaMME I10CJIE ONEpaLUH
BU3YyaJM3UPYETCS OCTAaTOYHAs CKOJMOTHYECKas mpa-
BocTopoHHsis ayra Ha ypoBHe Th1-Th1l 58° mo KoG0y.
JleBocToponHSs MosicHUYHast 1yra Ha ypoBHe Th12-L5
36° mo Ko60y (puc. 3B, I'). ChopmupoBan ¢ppoHTAIB-
HBII U CaTUTTAJBHBIN OanaHc TO3BOHOYHHKA (pHC. 2A,
b, B).

Pe3yabrarpl: OLEHKA pE3yNbTaTOB KOPPEKLUH
CKOJIN03a Y OOJIbHBIX C BPOXKACHHBIMHU IIOPOKaMH CEp-
JE€YHO-COCYUCTON CHUCTEMBI, MOJY4YaBIIUX XUPYPTHU-
YEeCKYIO IIOMOIlb, NPOBEICHA C YYETOM BEJIUYUH HC-
XOJTHOM ¥ TIOCTOTIEPAIIOHHOMN J1ehopMaIiu, OCHOBHON
1 KOMIICHCATOPHBIX IYT, MPOTSXKEHHOCTH (DUKCALUH,
MPOIOJKUTEIBHOCTH OIEPATUBHOTO BMEIIATEIbCTBA,
obobema kpoBomnorepu. OTCIEKHMBAINCH OTHAJICHHBIC
Pe3yNIbTaThl JICYCHUs, IPOBOAMINCH U3MEHEHUs poTa-
LIUH TEJ MIO3BOHKOB I10 IaHHBIM KOMITBIOTEPHOH TOMO-
rpacuu (tadm. 1).

VY onepupoBaHHBIX OOJBHBIX CpPEIHSST KOPPEKLHS
JOpCaJIbHBIM HMHCTpyMEHTapueMm cocTtaBuwia 64,2%.
MuHuManpHass Oyra HCKpPUBJIEHHUS cocTaBuia 62°,
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MakcuMaiibHass 94°. CpenHsisi UCXOIHAs BEIMYMHA
CKOJIMOTHYECKOU nedopmanuu coctaBmia 78,5°. Tlo-
ClIe Omepalyy BeIMYWHA OCHOBHOW JyTM COCTaBHWIIA
34,2° (ot 30 o 42°). Yrom xudo3a TpyIHOTO OT/eNa
nmo3BoHOUHUKA 46,5°. Kudo3 rpyaHoro otmena mo3Bo-
HOYHUKA [IOCJIE ONEpaTUBHOrO JeueHus 34,4°. B cnou-
JIAITOJIe3 BKITIOYEHO B cpeHeM 12 mo3BoHKOB (0T 11 10
15). OTmeueH nepoTanoHHBIN (P EKT mpu UCIOIB30-
BaHUM BUHTOBBIX cUcTeM. CpeHss UCXOIHAS pOTaIUs
amMKaJbHOTO IMO3BOHKA cocTaBmia 43,3°, mocne ome-
panuu 30,2°. CreneHp AepoTalMU alUKalIbHOTO Tela
no3BoHKa 10 30% ot ucxonnoi porauuu. [lpu ucnosns-
30BaHUM TUOPUIHBIX M KPIOYKOBBIX CHCTEM CpEIHAS
WCXOIHAS POTAIlHsl allMKAIhHOTO ITO3BOHKA COCTaBHUIIA
21,2°, mocne oneparnuu 18,2°, acdexr neporarmu co-
craBui 18%.

BeHTtpanbHBI JOCTYN UCTONB30BAJICs U TPOBE-
JICHUSI peJir3a MEKITO3BOHOUYHBIX CTPYKTYP Y OOIBHBIX
C TeMOIMHAMHUYECKH He3HAYMMBIMU TTOPOKAMH CEp/IIa
u nposeneH 40 nmauuenram. OCHOBHBIM METOJOM MO-
OMJIM3alliU TIO3BOHOYHHKA SBISUTACH TaIOTPAKIUS B
opronenuyeckoM kpecie B TeueHue 10—15 cyrok. Ilpu
PUTHUIHBIX AeQOpMaIUsiX JOMOTHUTEIHHO HCIOIB30-
BaJM JOPCAIBHYI0 MOOMIN3HPYIOUIYIO OCTEOTOMHIO
(Tt SPO wnu Ponte). BolbHBIM € BBICOKHM pPHUCKOM
OCJIO)KHEHHWH BBIMOJHSIIACH OJHOATAITHAS JIOpCaIbHAS
KOPPEKIIHSL.
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Orenka (pyHKIMU BHEIIHETO JIbIXaHUSI YCTaHOBHIIA
HAJIMYKE JbIXaTEIbHOM HEIOCTAaTOYHOCTH OT IEPBOM
JI0 TPEThE CTEIIEHU Y BCEX HAIMX NAalUEeHTOB. B nep-
BBIIl MecAIl TIOCIEONEePAMOHHOTO MTEPHO/Ia OTMEUEHBI
TaxuKapAus, BBIPAKEHHOE CHIDKEHHE IOKa3aTeseil
¢byukun BHenHero apixanus (B yactHoctr JKEJI Ha
10-15%), uto cBsizaHO ¢ GoneBbIM cUHIpOMOM. OOcTe-
JIOBAHUS CITYCTS TOl TTOCJIE OMEpaIfy MMOITBEPKAAIOT
yenmuenue JKEJI mo 30%, uTo cBHaeTenbCcTBYeT 00
aJanTay KapJuopecIupaTopHOil CUCTEMBI K YCIOBH-
SIM KOPPEKLIMU CKOJIMO03a C HOpMaJln3alueil coMmaTnye-
CKHUX ITOKa3areseit (tabi. 2).

Tabnuua 2. CpasHuTensHble nokasareni ®B[]

Yepes Yepes
Mokasatenu Oo 1 mecsiy 12 mecsiueB
®BL, % onepauuu nocne nocne
onepauuu onepauuu
XKES % 56,0 51,0 71,0
POBg 0,80 0,73 0,98
PoBbig 0,49 0,43 0,90
DXKENN 66,0 61,8 81,4
OdB1/Xen % 90,0 86,0 102,6

[IponomKUTENbHOCTh OMEPAaTHBHOTO BMeEIIAaTENb-
ctBa coctasuia 210 mun. [Ipu gopcanbHON KOppeKInu
kposorotepst coctaBria 930 mi (ot 530 1o 2150 M),
MIpH BEHTPAIBLHOM JIOCTyIe oHa Oblna 264 mi (ot 165
10 560 mur). Bo Bpemst omnepariuii BeHTpalbHBIM 10CTY-
oM u 'y 42 gereit mpu 1opcaibHON KOPPEKIIUH CKOIH-
03a, ONEPUPOBAHHBIX IMOJ OOIIEH aHecTe3ueH, remMo-
JMHAMHUKa COMPOBOXKAANach PE3KHUMH KOJICOaHUSIMH
cpenHero aprepuaibHoro nasiaeHus ot 60 mo 100 mm
PTYTHOTO cTOJI0A Ha ATamax Olepanuu, TaXuKapaueH
1 HecTaOWJIbHOM remognHaMukoid. Ha MomeHT Tpak-
LMY TTI03BOHOYHHKA BO BpeMsl JOPCAIIbHOM KOPPEKIUU
CKOJIMO03a Ha (POHE CHIKEHHSI CPETHETO apTepHaIbHO-
ro gaBieHus A0 50 MM PT. CT. 1 yMEHbIICHHS Tiepdy-
3UM CIIMHHOTO MO3Ta BO3HUKAIM YCJIOBHS I MHUEINO-
WIIEeMHH, YTO Y OJHOTO peOeHKa MPHUBENIO K Pa3BUTHIO
HWKHEW Mapariernyd U noTpedoBaio 3KCTPEHHOTO Jie-
MOHTakKa METaJNIOKOHCTPYKIIMH, YTO CIIOCOOCTBOBAIIO
perpeccy HeBpOJIOTHYECKONH CUMIITOMATHKN B TEUEHUH
10 cyTok ¥ TOBTOPHOH JOPCANBLHOW CTA0WIIN3alUU
MMO3BOHOYHUKA C YMEPEHHOU Koppekiuen. [Ipumene-
HUE PETHOHAPHBIX METOAMK B aHECTE3MOJIOTHYECKOM
obecrieueHnn y 45 pereit mpu 1opcaibHON KOPPEKIHH
CKOJIN03a ITO3BOJIMIIO CHU3UTH Kostebanust A/l Bo Bpems

«QUANTUM SATIS»

onepanuu B npenenax 10%. MuaorpomHas moamaepxka
JIOTIAMUHOM B J103€ 2,5 MKI/KI/4 BO BpeMsi Orepariiu
npoBoaniIack y 48 nerei, B 103e 5 MKI/Kr/4 u 6onee —
y 3 mereii. Y omHOTO peOCHKA ¢ TPEXKAMEPHBIM Cepi-
1eM (€IMHCTBEHHBIN MKeNlylaoueK) MHOTPOIHAs TMOJ-
JIeprKKa MPOBOINIIACh KaPIAUOTOHUYECKUM MIPEnapaToM
JI00yTaMUHOM B J103¢ 5—7,5 MKI/KI/4 BO Bpems oOIe-
palyy ¥ B TE€YEHHE NMEPBBIX 2 CYTOK IOCIIE ONEepalny.
IIponnennas MBJI B reuenune 1 cyTok mpoBoauiacs y 2
JIeTeil rmocie AopcalibHOW KoppeKkuuu ckoynosa. [locie
TpPaHCTOPAKaJIbHOTO JOCTYyIA y 2 JeTeil MpoBoaniach
NBJI B Teuenne 2 cytok. llocne TpaHcTOpakaibHOTO
JIOCTyTla OTMEYajoCh Pa3BUTHE OJHOCTOPOHHETO T'H-
JIpOTOpaKca (PEaKTUBHBIN BBINOT) ¥ 14 OOJIBHBIX 70 8
CYTOK, IOTpeOOBaIoCh MYHKIIMOHHOE yAJICHUE DKCCY-
nara. CpeHsist IPOI0JIKUTEILHOCTh MPEOBIBAHMSI B OT-
JICJICHUH MHTEHCUBHOW Tepamuu cocTaBuia 2 THA (0T
1 1o 9 cyToK).

Oocy:xnenue. OnepaTuBHAs KOPPEKIUS CKOJIH-
03a CBs3aHa C BBICOKOH TpPaBMAaTHYHOCTBIO, 00Y-
CJIOBJIEHHOM OOIIMPHOCTHIO ONEPALMOHHOTO TMOJA U
3HAUUTENBbHON KpoBonorepei. [lanuenTsl ¢ Heonepu-
POBaHHBIMHM BPOXJACHHBIMU MOPOKAMH CEpAlLla U Ie-
peHecIIne OTKPBITHIE U 3aKPBIThIE ONepallii Ha Cep/I-
[[€é YacTO HMMEIOT HOPMaJbHYI0 TeMOJWHAMUKY HIIN
OCTAaTOYHbIE HAPYIICHUs, KOTOPBIE BIUSIIOT Ha TUIAHU-
pOBaHUE U TPOBEACHHE XHPYPTrHUECKOW KOPPEKIUU
CKOJINO3a.

BenTpanbHbie JOCTYNBI IPU MOOMIH3AIIMH CKOJIH-
032 UCIOJB30BAJIUCH HAMU Y IMAlMEHTOB C BPOXKJICH-
HBIMH MTOPOKaMHU CEep/Iia MPU OTCYTCTBUH MPU3HAKOB
reMoJIMHaMU4YeCcKNX HapyuieHnid. Hanmnuue y pebdeH-
Ka JIOTOJIHUTEIBHBIX PHUCKOB CO CTOPOHBI Cepjed-
HO-COCYJUCTONH CHCTEMBI 3aCTaBJISE€T OTKA3aThCid OT
BBITIOJTHEHUSI BEHTPAJIbHBIX JIOCTYNOB. B KauecTBe
aJbTepHATHBBl BEHTPAJIHLHOTO peNn3a Mbl HCIIOJIB30-
BaJIM HAJIOKEHUE KOJIbIla rasioanmnapara. [‘anorpaxus
MPOBOAMIACE B OPTONEAMYECKOM Kpecie B TeueHHe
10-15 cyTok, 3TO aganTupyeT HarueHTa K yCIOBHIM
KOPPEKLUH W TMPOBOAMUT IMACCHBHYIO MOOMIM3AIUIO
nedopMalMi 3a CUET PACTSHDKEHUSI CBS30YHOrO arl-
napara. IIpu BBINOIHEHUH JOPCAIbHON KOPpPEKLUU
CKOJIO03a MBI HCIOJB30BAIIM MOOMIU3AIUIO B BUJC
ocreotomun o Cmut-Ilerepcony (SPO umu Ponte).
CoueraHue NepeYNCICHHBIX XUPYPTHUIECKUX METOUK
C HCIIOJIb30BAHUEM IOJMCETMEHTApHOTO0 BUHTOBOTO U
KOMOMHHMPOBAHHOTO HMHCTPYMEHTapUsi 00ECIeUHIIo
aJICKBaTHYIO KOPPEKIHUIO jJeGopManui U HaJACKHYIO
CTaOMIM3aMIO MO3BOHOYHOTO cToj0a. [IpodunakTu-
KA OCJIOXKHEHUH, CBSI3aHHBIX C COIYTCTBYIOILIEH IaTO-
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JIOTHEM, SIBISETCS NIPpEeporaTuBoi anecresunosiora. pi-
XaTeylbHasi HEJOCTAaTOYHOCTh OT IEPBOM 10 TpeThel
CTCIICHU NPUCYTCTBOBAJIa y BCCX HAIIMX IMAllMUCHTOB,
MO3TOMY JUIsl TPOQUIAKTUKH OCIIOKHEHHH CO CTOPO-
HbI PECHUPATOPHON CHCTEMBI IepeBoj OOJIbHBIX MO-
clie Olepalny Ha CIIOHTAaHHOE JIbIXaHHE HEOOXO0IUMO
HPOU3BOJUTH B COCTOSIHUU IOJHOM J€Kypapu3aluu u
aJIeKBaTHOTo 00e300JIMBaHUA 3a CUET IMHUAYPAIbHON
aHajbpre3uu B couetanuu ¢ npemnaparamu HIIBC npu
MOHHMTOpPUHTE Ta30B KpPOBU. BkioueHue perunonap-
HBIX METOJOB aHaJbIe3MH B AHECTE3UOJOTHYECKOE
noco0ue Mpu XUPYPruYeCKOi KOPPEKIMH CKOJINO03a Yy
JIeTell ¢ MOpOKaMHU Cep/lia 3a CYeT CHUKEHUS oTpeo-
HOCTEH B pellakcaHTaX, CUCTEMHBIX HapKOTUYECCKUX
aHAJILIETUKAaX M aHECTETHKAxX II03BOJIAET M30ekarTh
OCIJIO)KHEHHH CO CTOPOHBI CEPJIEYHO-COCYIUCTONH H
HLIX&TGHBHOﬁ CHUCTEM U 3HAYUTCIIbHO ITOBBLIIIACT 3(1)-
(hEKTUBHOCTH MOCICONEPALIMOHHOTO 00e300JMBaHNUS,
YTO CIIOCOOCTBYET O0Jiee paHHEH peaOUIIUTAIINH.

[lo maHHBIM COMAaTHYECKOTO O0OCIIEIOBaHUS B TeUe-
HUH OJTHOTO T0JIa TOCTOBEPHO YBEIUUMBAIOTCS TIOKA3a-
TCJIU q)YHKI_[I/II/I BHCHIHECTO AbIXaHUA U 6pOHXI/IaJ]I>Ha}I
MPOXOIUMOCTh. [I[poncXoanT yBeTMueHHE MoKa3arenei
or 10% mo 30%, 4To CBHIETEIBLCTBYET O (DYHKI[HO-
HAJILHOM XapakTepe M3MEHEHUH KapIuopecrnuparop-
HBIX HapyuieHuil. OnepaTuBHAs KOPPEKIHUS CKOJINO03a
MpeaynpekaacT coMaTuuecKue M3MEHEHHs, Pa3BHUBa-
OIIIEEeCs] BCIICJCTBUE CKOJIMOTHYECCKON Ooiie3nu (op-
MHUPOBAHHUE JICTOYHOW TUIIEPTEH3UU U KU(POCKOIHOTH-
YEeCKOT0 Cep/ilia BO B3POCIIOM MEPHOJIE.

Jluteparypa

BeiBoabr:

1) Pe3ynbraTs 1 00beM XUPYPTHUECKON KOPPEKITHH
y OONBHBIX C BPOXKIACHHBIMH ITOPOKaMH CEp/La COIIOo-
CTaBUMBI C BMEIIATEIbCTBAMHU TPHU HIUOMATHYECKOM
CKOJIFIO3€.

2) Ucnonp3oBadme BEHTPATLHBIX JOCTYIIOB Y OOJh-
HBIX C MIOPOKAaMH Cep/illa YBEINYNBAET PUCK PA3BUTHUS
JIBIXaTeJIbHOW U CEPJIEYHO-COCYAUCTON HE0CTATOYHO-
CTH B ITOCJIEOTIEPAITIOHHOM TIEPUO/IE.

3) ANBTepHATHBON BEHTPATIHLHOTO peu3a MPH MO-
OmM3aluu PUTUAHBIX AeQOopMannii MO3BOHOYHUKA Y
OOJBHBIX C BPOXKICHHBIMH ITOPOKaMH CEPIIIa SBIAETCS
WCTIOJIh30BaHNE TAJOTPAKIIMA U TOPCATHHON OCTEOTO-
muu o SPO wnum Ponte.

4) BxiroueHWe pErHOHAPHBIX METOJOB aHAIBIC3UH
B AHECTE3HOJIOTHYECKOE MMOCOOME TIPH XHUPYPrHYECKON
KOPPEKIINH CKOJIF03a Y JETEH C TOPOKaMH CEpALIa 3a CHET
CHIDKEHUSI TTOTPEOHOCTEH B pelakcaHTaX, CHCTEMHBIX
HApKOTUYECKUX aHAIBI€THKAX M AHECTETUKAX MO3BOJISET
n30€XKaTh OCJIOKHEHWI CO CTOPOHBI CEpAEeIHO-COCYIH-
CTOM M JIBIXaTeIbHON CUCTEM WM 3HAUYUTEIHHO MTOBHIIIAET
3(h(HeKTHBHOCTE TIOCTICOTIEPAITHOHHOTO 00e300TMBAHYIS,
YTO CIIOCOOCTBYET OoJiee paHHEH peadHINTaITHH.

5) Ilpu mIaHUPOBAHWUU OTEPALUH CICAYET YUUTHI-
BaTh (PaKTOPBI YMEHBIIIEHUSI HHTPAOTIEPAITMOHHON KPO-
BOTIOTEPH.

6) Ilpu TsDKENIBIX HAPYIICHHSX KPOBOOOpPAIICHUS
y OOJBHBIX CO CKOJIMO30M HEOOXOAMMO IPHUBJIEKATH K
MIPOBEICHNIO 00IIEeH aHeCTe3nN KapInOaHeCTE3HOIIO0Ta
C OIBITOM PabOTHI B KAPAUOXUPYPTHH.
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COCTOSHVUE CPE[IHEFO YXA Y IETEA
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Sarafanova M.E., Prityko A.G.

CONDITION OF THE MIDDLE EAR IN CHILDREN
WITH CONGENITAL CLEFT LIP AN CLEFT PALATE

AT VARIOUS INFANCY STAGES

St.Luka's Clinical Research Center for Children

Pesiome

Hean: IToBermenne 3(h(HEKTHBHOCTH IUATHOCTUKUA H
JiedeHus: 3a00JIeBaHUI CpelHEeTr0 yXa, MPUBOIAIINX K
CHIDKEHUIO KOJIMYECTBA TIATOJIOTHH CO CTOPOHBI CITyXa
y IeTel ¢ BpOXKIEHHBIMH PaCIIeIMHAMA BEPXHEH TYOBI
u Heba.

Metoabl: Ilox HammM HAOIIOAEHHEM HAXOIWINCH 28
nanueHToB (17 mansaukoB u 11 meBodek) ot 1 mo 5 et
C BPOXICHHOW paclIeNMHON BepxHeil TyObl u Heba,
YCHEIIHO MTPOOTIEPUPOBAHHBIX I10 TIOBOY JAHHOTO I10-
poKa Ha repBomM roay ku3Hu. [IpoBonnnock Komriekc-
HOe o0cIieoBaHue, BKIIFOYaBIee B ceOsl TIIATEeIbHbIH
cOop aHamHe3a xu3HH, kinaccndyeckuii JIOP-ocmortp,
9H/IOCKOTIHIO0 HOCOTJIOTKH (TI0 TPaHCHA3aJbHOW METO-
JTUKE), ICCIIEIOBAaHNE COCTOSTHUA OapabaHHOM MOJI0CTH
(axycTudeckas THMITAHOMETpPHSA), OIIEHKY CIIyXOBOH
(yHKIMHK (TOHAJIbHAS TIOPOTOBAs ayAHOMETPHS).
PesyasbTarsl: I1o pesynbraram TaHHOTO UCCIIEOBAHUS
HaMH OTMEYeH (pakT pocTa 4acTOTHI BHISBICHHS T1aTO-
norudeckux kpubixX (Tumnel C u B) mo mepe yBennue-
HUS BPEMEHH, MPOIIE/IIIEero MoCie ONepaTUBHOIO BMe-
1aTeNbCTRA.

BoiBoawi: HaOironeHue 3a JeThbMH C  BPOXKICHHBI-
MU paclieIMHaMU BepXHel ryObl u HeOa B KaraMHese
MO3BOJIMJIO HaM BBISIBUTB, YTO MPoOIeMa CO CTOPOHBI
CPEIHEro yxa COXpaHSeTCsl y JaHHOr0 KOHTHHIEHTa
JeTel, Py HECOOTIOICHUH BBITIOJIHEHHUSI METOAOB IPO-
(UIIAKTHKY TATOJIOTUH CPETHETO yXa — aJTOpUTMA Jie-
4eOHO-IMarHOCTUYECKUX MEPOIPUSTHI, ONTMCAHHBIX B
3TOM cTarke.

Knroueswvie cnosa: sxccyoamuemviii omum, Ciyx, pac-
wenuna Heba, demu

50

Abstract

Purpose: to improve diagnostics and treatment of dis-
eases of the middle ear reducing the number of hearing
pathologies in children with congenital cleft lip and
cleft palate.

Methods: we observed 28 patients (17 boys and 11
girls) aged 1 to 5 with congenital cleft lip and cleft pal-
ate. They had a successful surgery for this defect when
they were 1 year old. A complex examination was car-
ried out. It included proper past history taking, stan-
dard examination by the ENT specialist, nasopharynx
endoscopy (using the transnasal approach), tympanum
examination (acoustic tympanometry), and estimation
of the auditory function (tonal threshold audiometry).
Results: according to the results, we found the growing
frequency of pathological curves (types C and B) with
increase of time after the surgery.

Conclusions: observing patients with congenital cleft
lip and cleft palate in catamnesis showed that these
children still had the problem with the tympanum if the
methods of the middle ear pathology prevention (i.e.
the algorithm of therapeutic and diagnostic activities)
were not followed.

Key words: exudative otitis, hearing, cleft palate, chil-
dren
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CONDITION OF THE MIDDLE EAR IN CHILDREN

WITH CONGENITAL CLEFT LIP AN CLEFT PALATE AT VARIOUS INFANCY STAGES

Ha cerogusmHuii AeHb BpOXKAEHHAs pacIIEIUHA
BepxHell TyObl 1 Heba (BPBI'uH) siBnsiercst Haubonee
PacpOCTpaHESHHON CPEd BCEX BPOXKICHHBIX IIOPOKOB
pPa3BUTHS YCIFOCTHO-JUICBON oOsacTu. [lo jgaHHBIM
Pa3HBIX aBTOPOB, 3TOT ITOPOK BCTPEUYACTCSI CPEH HOBO-
poxaeHHbIx ¢ yactotoil 1 k 500—1000 B pa3HbIX peru-
oHax. B GonpmmHcTBe ciyyaeB auarnoctuka BPBI'uH
HE MPEJCTABIISACT CIOKHOCTEH, BBISBISICTCS B POIUIIb-
HOM JIOME, U PEOCHOK C POIUTEIIIMU HAlpaBJIIeTCs B
CHEIMATU3UPOBAHHOE YUPEKJICHUE YIS XUPYyprude-
ckoro neuenus [1, 3, 5].

HHTepec OTOPUHOIIAPUHIONIONA K JCTSM C BPOXKICH-
HBIMHU pacielIMHaMU BepXHeH ryObl u HeOa 00ycCioB-
JIeH 4acToTol BbIsBiIeHUs y HUX JIOP-nmaromorum (ot
89 mo 100%) [2, 8, 9]. PacnpocTpaneHHBIM 3a007€¢Ba-
HUEM Y JIAHHOTO KOHTHHICHTA MAI[MCHTOB SIBJISIOTCS
SKCCYIaTUBHBIN CPEAHUN OTUT U BbI3BaHHAs UM KOH-
TYyKTUBHAS TyroyXocTh [4, 7]. OqHako MaHHBIC TUHA-
MHUYECKOTO HaONIONEHHsI 32 COCTOSIHUEM CIllyXa Y Jie-
Tel, onepupoBaHHbIX 110 ooy BPBI'nH nHa nepsom
rojly >KU3HM, IMPAKTUYECKU OTCYTCTBYIOT. [loaTOMmy
LEJIBI0 Halel padoThl Oblla CpaBHUTEIbHAS OLICHKA
COCTOSIHMSI CPEIHETO yXa Y TaKuX MaI[MCHTOB B Pa3HbIC
[IEPHOJIbI JISTCTRA.

Hamu ObUI cO371aH aJITOPUTM paHHUX JieueOHO-AHa-
FHOCTUYECKUX MEPOIPUATHH JIETSIM paHHETO BO3pacTa
C BPOXKJICHHBIMHU pacIlleITHAMU BepXHeH ryObl 1 HeOa,
CIOCOOCTBYIOIIMX CHIKCHHIO ITaTOJIOTHH CPEIHET0
yXa Yy JaHHBIX HAllMCHTOB B CTApIIEM BO3pacTe.

AJITOPUTM paHHUX JIe4eOHO-IMArHOCTUICCKUX ME-
pornpusiTHii [6]:

1. Tlpu poxcoenuu pebenra ¢ 8porHcOeHHOU pacuyenu-
HOU 8epxHell 2y0bl U Heba NepeudHast KOHCYIbIMayus
OMONAPUH20102a OONIIHCHA NPOBOOUMbBCSL 00 2 MeCsi-
yee JHCU3HU ¢ 00SA3aMeENbHbIM BbINOIHEHUEM Memo-
008 3A0ePAHCAHHOU BbI36AHHOU OMOAKYCHUYECKOU
IMUCCUU U AKYCTNUYECKOU UMNEOAHCOMEMPUL.

2. Cneoyrowue KOHCYIbMAYUy OMoAAPUHE0N02d IMO20
KOHMUH2EHMA DOTbHBIX OCYUWeCMEIIOMEsL 8 4—3 me-
cayes u 6 10—11 mecayes scusHu ¢ 0b6s3amenbHbIM
npogeoeHuem MUMNaHoOMempuu, OYeHKOU OMmMOCKO-
NU4ecKou KapmuHbl U CPABHUMENbHbIM AHATUZOM
NONYYEeHHbIX paHee pe3yIbmamos Uccie008aHu.

3. Ilpu eviasnenuu y oemeii ¢ 8pPONHCOEHHbIMU PAC-
werunamu eepxuel 2yowl u neoa ¢ 10—11 mecayes
JHCUZHU CMOUKOU NAMON0SUYECKOU OMOCKONnuye-
CKOU Kapmumuvl U MUMAAHOZpAMM muna B peko-
MeHOYemcs 00HOBPEMEHHOe NPOGedeHIe NIACHUKY
meepooeo Heba U UyHMmuposanue 6apabanHvlx ne-
DENOHOK.

4. B eospacme 16 mecayes sHcusHu, nocie blnoIHEeHUs
6cex d9MmManos onepamueHoO20 i1e4eHUsl POHCOCHHBIX
pacuenun eepxuell 2yovl u Heba, OMoaAPUHSOO20M
0CYWecCmasemcst ouepeonas KOHCYIbmayus oemeti
¢ 0053aMenbHbIM NPOBEOeHUeM aKYCIMUYECKO UM-
neoarcomempuu.

5. Ilpu svisenenuu HOpMAILHOU OMOCKONUYECKOU Kap-
MUKbL U Mmumnanozpamm muna A Koucyremayuu
Oemell ¢ 0anHHOL namosoaueti pekomeHdyemcs npo-
600umb 8 OanvHeliuem 2 paza 8 200 ¢ OYeHKol pe-
3YIbMAmMo8 MUMNAHOMEMPUL.

6. Ilpu evisasnenuu namonoeuu cpeorezo yxa (mumna-
noepammol muna C u muna B) y demeti, nocumeneti
WyHmMo8 6apadanHbIX NepenoHoK, PeKoMeHO0yemcs
nposedenie KOHCYyIbmayui omoaapuneonoea 1 pas
6 3 mecaya ¢ HazHaueHuem 00U eyKpensioue2o,
CUMNIMOMAMUYECKO20 U (PUUOMEPANEEMULECKO20
JleYeHUsl.

7. KauecmeenHnyio oyenxy cocmosHus ciyxa (MmoHalb-
HAas nopo2osast ayouomempus) peKoMeHOyemcs
npoBOOUMb BCeM OemsM C 8POACOEHHLIMU pacuye-
JUHAMU 8epXHell 2y0bl U Heba 6 5 Jiem JHCUZHU.

ITox Ha¥M HAOIIONEHUEM HAXOAMIIUCH 28 TarueH-
ToB (17 manpuukoB 1 11 neBouex) ¢ BpoxkKIEHHOW pac-
HICJIMHOW BepXHEH TyObl B HeOa, YCIEeUTHO MPOoIepH-
POBaHHBIX 10 MOBOJTY JJAHHOTO TIOPOKA Ha TIEPBOM IOy
sku3Hu B HIIL MeauuuHCKONW MOMOIIM IE€TSIM C MOPO-
KaMU Pa3BUTHS YePEITHO-JIUIEBOM 00JaCTU U BPOXKICH-
HBIMU 3200JI€BaHUSIMU HEPBHOM CUCTEMBI I. MOCKBBI.

[TpoBoauiu o0cieI0BaHNE B TIPEJIOMIKOIBHBIN (OT
1 1o 3 neT) U MOMKONbHBIN (0T 3 10 5 JeT) Mepuombl,
MaKCHUMaJIbHbIM BO3PacTOM JIOIIKOJIBHOIO IEPHOJIa
CUMTAIIN 5 JIET.

O0cienoBaHue 1eTei ObUI0 KOMIUIEKCHBIM U BKJIIO-
4aso B ceOs:

°  mujamenvHulll COOp AHAMHE3A JHCUHU (meuenue
bepemeHHOCmMU 8 NepPEbloM MmpumMecmpe, 0COOEHHO
6 nepuod 5—12-i nedenw, Ko20a npoucxooum Gop-
MupogaHue neba, Haiuuue Opyeux 6POAHCOEHHHIX NO-
POKO8 pazeumiuisl y pebeHKa), cemelino20 anammesa,
HAC1e0CMBEeHHOCMb,

e knaccuveckuii JIOP-ocmomp (nepeonsiss pumnocko-
nus, mezopapuneockonus (0bpawjas eHUMAaHue Ha
Haauuue uiy omcymcmeue pacujenieHus uvulae u
CoCmosiHUe MASKO20 Heba), OMOCKONUs/IHO00MO-
cKonus);

*  DHOOCKONUS HOCONOMKU (N0 MPAHCHA3ANbHOU Me-
moouKe) ¢ OYeHKOU COCMOAHUSA 2NOMOYHBIX YCINbes
CYX08bIX MPYO, 2TOMOUHOU MUHOATUHBL, MICKO20
Heba;
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COCTOAHUE CPEOQHEIO YXA Y AETEW C BPOXXAEHHOW PACLENMHOWN BEPXHEN I'YBbl U HEBA

B PA3JIMYHbIE NEPUOAbLI AETCTBA

* uccneoosanue cocmosHus 6apabannou noIocmu

(axycmuueckas mumMnaHoMempus);

* oyeHKa CIyxo80u QyHKYuu (MOHANbHAS NOPO206As
ayouomempusi).

Bo Bpemst cOopa aHamMHE3a BBISICHHIIOCH, YTO TPH-
JIep)KUBAINCH HAMH Pa3pabOTaHHOTO alropuTMa Jie-
4eOHO-TUarHOCTUYECKUX MEeponpHusaTHii Toiabko 18%
MAIMEHTOB. B CBSI3U C 9THM MBI ITOTYYHIIH CIICTYIOIIUE
pe3ybTaThI.

[Ipu mpoBenenuu orockonuu y 8 (29%) manueHToB
MPEAIONIKOILHOTO MIEPUOia HMEa MECTO ITaTOJIOTHYe-
CKasl OTOCKOITMYECcKasi KapTuHa: OapabaHHas NepernoH-
Ka ObUIa BTSIHYTA, TYyCKJIasi, UMella HeYeTKHE KOHTYPBI.
Cpenu momkonsHUKOB y 21 (75%) pebenka ObUH BbI-
SIBJICHBI TaTOJIOTHUECKUE M3MEHEHHUsS: MOMYTHEHUE M
BTSIHYTOCTh Oapa0aHHBIX TEPENOHOK, CIIIAKEHHOCTD
KOHTYPOB M OTCYTCTBHE CBETOBOTO peduiekca; y 3
(10,7%) nereii 3a OapabaHHOW MEPETIOHKON BH3yaJlu-
3MpOBAJICS IKCCY/AT.

OOpamaer BHUMaHHE (aKT pOCTa YaCTOTHI BBISIBIIC-
HUS marojiorudeckux Kpusbix (Tunsl C u B) mo mepe
YBEIUYEHHsI BPEMEHH, MPOUICAIIETO OCHe ONepaThuB-
HOTO BMeEIIATENbCTBA. Tak, eciu B Bo3pacTe 16 mec.
HOPMaJIbHBIA (A) TUN THUMITAHOMETPUYECKOW KPUBOU

Jluteparypa

ompenensics y OOIpIIMHCTBA HarueHToB (67,9%), To
10 MPOIICCTBUH BPEMEHH (B CPEHEM J[Ba T0/1a) OH OBLI
3aperucTPUPOBaH TOJIBLKO y 18% O0JIbHBIX. Y OCTalIb-
HBIX TanueHToB (82%) k S5-meTHeMy BO3pacTy MPUCYT-
CTBOBAJIM Pa3HOM CTENEHH BBIPAKEHHOCTH U3MECHEHHUS
B 0apaOaHHOW IMOJIOCTH, U3MEHEHUS OTOCKOIIHYECKON
KapTHUHBI, a IpU HCCICAOBAHUU CIIyXa (TOHaJ'H)HaSI
MOpOTOBasi ayTMOMETPHs) TMOBBIIICHUE IOpOra Ciryxa
omnpenemnsiock 10 15-20 ab Ha Bcex yacToTax.

Habmtonenue 3a 1eTbMU ¢ BPOXKJICHHBIMU pacIleli-
HaMH BEepXHeH ryObl U Heba B KaraMHe3e IO3BOJIHIIO
HaM BBISIBUTb, YTO MIPOOIIEMa CO CTOPOHBI CPEAHET0 yXa
COXPAaHACTCA Y JaHHOTO KOHTUHI'CHTA IleTCﬁ IIpu HECO-
6J]}OI[€HI/II/I BBIIIOJIHEHHA BBIIMICOIIMCAHHBIX METOJ0B
OPOQHUIAKTHKHA TIATOJIOTUU CPEAHEr0 yxa (aJropuTMm
Je4eOHO-TMarHOCTUIECKUX MEPOTIPHSITHH).

MpbI BBISIBWJIM, YTO NaHHAs MpoOJieMa HE TepseT
CBOM akTyasibHOCTH. Heobxoqumo nuHamMuyeckoe Ha-
OJIIOZICHHE BPavuOM-OTOPHUHOJIAPHHIOJIIOTOM TIOIO00HBIX
ManyeHTOB B PA3HLIC MCPUOABI ACTCTBA, HCCMOTPA Ha
OTCYTCTBHE KaJI00 CO CTOPOHBI CPEIHETO yXa H XOPO-
HIMe pe3ylbTaThl IPH MCCICAOBAHUN COCTOSIHUS Oapa-
0OaHHOU TIOJIOCTH U CIIyXa HAa MOMEHT OUYepPe/IHOTO TIia-
HOBOT'O OCMOTpA.
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ANESTHESIA IN NEUROMUSCULAR DISEASES

IN CHILDREN

St.Luka's Clinical Research Center for Children

[ e

Pesrome

B HIIII cneuuanu3upoBaHHON MEAUIIMHCKON TOMOIIU
netaM JI3M BBINONHSETCA XUPYpPTrUYECKOe JIeUEHHE
JIeTell ¢ HEPBHO-MBIIIEYHON maTtonorueil. 3a mepuop ¢
2013 mo 2016 rox mposeneHo Gonee 160 odmux aHe-
CTe3WH JETSM CO CHHHAJIBHOM MBIIIEYHOH arpodu-
et | u Il tunos, mermeynolt qucrpodueit Duchenne,
pa3IMYHBIMA MHUONATHAMHU. BOJIBIIMHCTBO ATHUX JleTe
TpeOYIOT TOMOJHUTEIBFHOTO MPEAONEPAIHOHHOTO 00-
CJICIOBAHUS C OLIEHKON (QYHKIMI JbIXaTeIbHON U cep-
JeYHO-coCcyaucTol cucteM. [Ipu HeKoTOphIX 3a001eBa-
HUSAX MUMEIOTCS NMPOTUBONOKA3aHUS WM OTPaHUYEHHUs
M0 TPUMEHEHHIO HEKOTOPBIX OOIIMX AHECTETUKOB H
MBILICYHBIX PEJIAKCAaHTOB. 3HAHHE MaTOPU3HOIOTHYC-
CKHMX MEXaHM3MOB M OCOOCHHOCTEH HEPBHO-MBIIICY-
HOM MaToJO0TUU U COOMIOACHUE OTIPEICIICHHBIX MPaBUII
npoBeieHNs 00111l aHeCcTe3nH MO3BOJISET P PEKTUBHO
u Ge30macHo 00e300MBaTh MAMEHTOB C PEIKUMH 3a-
OosieBaHMSMH TIPU TPOBEACHUH PA3IMYHBIX XUPYPTH-
YECKUX BMEIIATENIBCTB U INarHOCTUYECKUX MPOLETYP.
Kniouesvie cnoga: obwas anecmesus, HepeHO-Mbluiey-
Hble 3a001e6aHUsl, MblUeUHAs OUCIPODU, MUONAMUS,
CRUHANLHAS MblUEYHAs ampoghus

Abstract

Surgical treatment of patients with neuromuscular pa-
thology was provided at the State Budgetary Health-
care Institution «V. F. Voino-Yasenetsky Research cen-
ter of specialized medical aid rendered to children of
Moscow Department of Health Care». Over 160 cases
of general anesthesia were given to children with type |
and II spinal muscular atrophy, Duchenne muscular at-
rophy and various myopathies from 2013 to 2016. The
majority of the children require additional preoperative
examination estimating the function of the respiratory
and cardiovascular systems. There are some contrain-
dications or restrictions on the usage of some general
anesthetics and muscular relaxants in several diseases.
Knowledge of pathophysiological mechanisms and pe-
culiarities of neuromuscular pathology and observance
of certain rules of general anesthesia enable effective
and safe anesthesia of patients with rare diseases during
various surgeries and diagnostic procedures.

Key words: general anesthesia, neuromuscular diseas-
es, muscular dystrophy, myopathy, spinal muscular at-

rophy

HIIL cneunanu3upoBaHHONW MEIUIMHCKOW IMOMO-
i aersm JI3M okasbIBaeT MIMPOKUN CIEKTP XUPYp-
TUYECKON MOMOIIM JIETSIM C HEPBHO-MBIIIEUHON MATO-
norueil. 3a nepuon ¢ 2013 mo 2016 roas! mpoBeneHO
Oonee 160 oOmmx aHecTe3wWid JETSIM CO CIMHAIBHOW
MbIIeuHo# arpodueii I u I THTIOB, MBITIIEUHOM TUCTPO-
¢wueii Duchenne, paznuunbiMu MuonarusiMu. [ToHsiTre
«HEPBHO-MBIIIEYHbIC 3200JICBaHUS SBISIETCS JIOBOJIb-

54

HO IIUPOKUM U OTPAKAET TECHYIO B3aUMOCBSI3b MEXKITY
MaToJIOTMEN HEPBHON CUCTEMBI M OMOPHO-/IBUTATEIIb-
HOro armmapara. [Ipu 3ToM CyIecTBYIOT 3a00JIeBaHuUs,
MOpaXKAIOIE TMEPBUYHO TOIHKO HEPBHYIO CHCTEMY,
YTO BIOCJICACTBUM HPUBOAUT K arpouu Ioneped-
HOTIOJIOCATOM MYCKYNaTyphl, KaK MpH CHHHAIBHON
MmbleuHon arpodun Bepmaura-I'opdmana, mubo 3a-
OomneBaHus C MOPaKCHUEM HEMOCPEICTBEHHO MBIIIEY-
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ANESTHESIA IN NEUROMUSCULAR DISEASES IN CHILDREN

HOM TKaHM C Pa3BUTHEM JIET€HEPATHUBHBIX MPOIIECCOB
B LICHTPAJILHOU U mepudepryecKoil HEpBHOM cucTeMe,
BBI3BAaHHBIX HApacTaHHMEM [bIXaTelIbHON HeI0CTaTOd-
HOCTH, KaK IIPU CTPYKTYPHBIX Muomnatusx [1-4].

K mHacrosimiemy BpeMeHHM OMHUCAaHO Ooyiee COTHH
3a00JeBaHMii, KOTOpPBIE MPHUHATO OTHOCUTH K TpyIIIe
HEPBHO-MBIIICYHBIX. B 3TOH crarbe OymyT paccmo-
TpeHbl HaubOJIee YacTo BCTPEUAIONIHecs 3a00JeBaHMsI
nepudepuueckoilt HEPBHON CUCTEMBbI, HEPBHO-MBbIIIICY-
HOTO CHHAICa U MBIIIIEYHON TKaHU, KOTOPBIMHU CTpaja-
10T TMAlMEHTHI IETCKOTO BO3pacTa U KOTOPHIE CO3AAI0T
JIOTIONTHUTENbHBIE TPYJHOCTH M YIPO3bI MIPH MPOBEIe-
HUM aHECTE3NOJIOTHYECKOTOo TTocodust. [ pymnma aTux 3a-
OoJieBaHMH Pa3HOPOJHA 110 ITHUOJOTUH, KIMHUYCCKIM
MPOSIBIICHUSIM, METOJaM JIeueHHs W TPO(UITaAKTHKH,
nporHo3y. TeM He MeHee, BEIpaOOTaHbI OTpE/ICIICHHBIE
METOAMKH U PEKOMEHJIAINH, TTO3BOJIAIONINE MUHUMHU-
3UpOBaTh PUCKH Kak (haTajbHBIX OCJIOKHEHUH BO Bpe-
Msl aHECTEe3WH, TaK W HapyIICHUH KU3HEHHO BaXKHBIX
(YHKIHI, OTATYAIOIINX TEUEHUE paHHETO Mocieonepa-
LIMOHHOTO TIEPHO/IA.

OCHOBHOI1 ONMacHOCTBHIO MPU MPOBEAECHUU aHECTe-
3MM y TaKUX MAIMEHTOB SBJSICTCS MaHU(ecTalys Hiu
MIPOJIOHTALMS JIbIXaTeIbHOW HEJOCTATOYHOCTH B IIO-
CJICOTIEPAIIIOHHOM TEPHOJIE, YTO MOXKET MOTPeOOBaTh
MPONOHKUTENBHON anmnaparHod pecnupaTopHOM Moj-
nepxku [5, 6, 7]. Ilpu oueBuAHON yrpose HapyUIeHUH
JbIXaHUsI BO Bpems OOIIeH aHeCTe3WH WM B IOCIIe-
OIEPaIMOHHOM IIEPUOJIC BO3HUKAET HEOOXOAUMOCTS, C
OIHOHM CTOPOHBI, MUHUMH3HPOBATh JI03bl OOIIMX aHe-
CTETHKOB, HAPKOTUYECKUX aHAJIbI'€TUKOB M MBIIIEYHBIX
pEJIaKCaHTOB, a C JPYTroil CTOPOHBI, OBITH TOTOBBIM K
MPOTE3MPOBAHUIO BHEIIHEro napixaHus. Kpaitne mpo-
OJIEMaTUYHBIM MOYKET OBITh IPOBEJCHHUE OOIIeH aHe-
CTEe3UH IIPU COXPAHEHHOM CAMOCTOSTEIIbHOM JIBIXaHHH,
TaK KaKk HEOOXOIUMOCTh B JOCTATOYHO TTyOOKOW aHe-
CTEe3UH Jake MPHU MaJIOMHBA3MBHBIX BMEIIATEIbCTBAX
MOXET MOTpeOOBaTh MPOBEICHHS UCKYCCTBEHHOW BEH-
Ty Jerkux. C apyroit ctoponsl, qurensHas MBJI
B MOCJIEONEPALMOHHOM TepHojie OBICTPO MPUBOIUT K
yTpare crocoOHOCTH K CaMOCTOSITEIILHOMY JIBIXaHUIO,
410 TpeOyeT paHHEeW aKTHBU3AIlUK MAIMEeHTOB [8§, 9].

[lpu OGonesHsX, MOpaXKaroIUX MPEUMYILIECTBEHHO
MBIIICUHYIO CHUCTEMY, CIeyeT H30erarb MPUMEHCHUsI
JIETIONSPU3YIONINX MBIIIEYHBIX PEaKCaHTOB, TaK Kak
CYKLUMHMJIXOJIMH BBI3BIBACT BBIPAKEHHYIO THIIEPKaJIHe-
MHIO, COIPOBOXAAIOUIYIOCS  KU3HEYTPOKAIOIIMMHU
APUTMHSMH, a TAaKXKE MOXKET CHPOBOIMPOBATH padio-
MUOJU3, YCYTYOJNSIONINI JbIXaTeNbHYI0 HEI0CTaTOU-
HOCTh. Kak mpaBmiio, B yCIOBUSX CHIKEHHOTO MBI-
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HIEYHOTO TOHYCa MpPU JIOCTATOYHO TIIyOOKOW OOmIeiH
aHEeCTe3MH MOXKHO BOBCE 000OMTHCH Oe3 BBEICHHS MBbI-
HICYHBIX PENAKCAHTOB KaK JUIsl MHTYOAllUH, TaK U MPH
nposeeHun MIBJI. Hy:KHO y4uTBIBaTh, YTO 3HAYUTEIIb-
Hasl 4acTh MUOIATUMN, TAKUX KAaK MBbIIIEYHAs! JUCTPO-
¢ust dromenna wiu 0oJe3Hb LEHTPAILHOTO CTEPIKHS,
ACCOLIMMPOBAHA C IIPEIPACIIOIOKEHHOCTBIO K 3JI0Ka-
YECTBEHHOH TMIIEPTEPMUU, YTO AEJIAET HEBO3MOXKHBIM
HCIIOJI30BAHUE JIETYYMX WHIAJSIIUOHHBIX AaHECTETU-
xoB [10, 11].

CHMKEeHHbIE pe3epBbl JIbIXaHUs, YacTble MHUKPO-
aclMpalny, COMyTCTBYOIME peCIUpaTopHbIe 3a00Je-
BaHUs, HapyIICHNE aKTa IJIOTAHUS JIeJatoT HeoOXOau-
MBIM PACIIUPEHUE CTAHAAPTHOIO MPEAOIIEPALUOHHOIO
oOcnenoBanus. [Ipy KIMHUYECKH BBIPaXKEHHOM CHH-
JKEHUU 3KCKYpPCUM TPYIHOH KIIETKH, BBI3BAHHOM OC-
HOBHBIM 3a00JICBAHWEM WJIM BTOPUYHOU Jedopmaiu-
el TpYyIHOHM KJIETKH, HeOoOXoJuMa OIleHKa (YHKIIUU
BHEIIIHEro JAbIXaHus. [Ipu mopaxkeHuH nepudepuye-
CKOM HEPBHOH CHCTEMBI MOXET OBITh IMOJIEC3HBIM BBI-
MOJIHEHUE dJIeKTpoHelpomuorpaguu. B oTnenbHbIX
CIIy4asix JUIsl OLEHKU CMBIKaHHs FOJIOCOBOM ILEIH I0-
Ka3aHO MPOBEJICHNUE JIAPHHTOCKOTIMU. PeHTreHorpadust
MO3BOJISIET BBISBUTH YYAaCTKUW TUMOBEHTWISILIMUA TPU
BBIPKEHHOM JiehopManny rpynHON KIETKH, aTeIeKTa-
3upoBanue, Gpuopo3 nerkux. [Ipu HEKOTOPHIX Popmax
MUONaTuii HeoOXonuMo aenarh ananu3 ypoBas KOK u
JIpyrux MapkepoB padmomuonmsa [11, 12].

[Tpu BBIpakeHHOW AePOpPMALUU TPYTHOU KICTKH
CO CMEILIEHHUEM CPEIOCTEHUS JbIXaTeIbHbIE HapyIle-
HUSI MOTYT COIIPOBOXKJAThCS SIBJICHUSMU CEPACUHOU
HEJIOCTAaTOYHOCTH, TpeOyIoleld MeIuKaMeHTO3HOTO
nedyeHus. [IoMMMO aHaTOMMYECKUX NPUYUH CEpIed-
HOH HEJOCTATOYHOCTHU, B HEKOTOPBIX CIydasX B IaTO-
JIOTUYECKHUM JIer€HEpPaTUBHBIN IIPOLECC BOBIIEKAETCS
MHOKApJ ¢ pa3BUTHUEM KapJAMOMHOIIATUH, YTO MOKET
OBITh BBISBJICHO TIPU TIOMOIIM O3XOKapAHOTpaduH.
B ycioBugX CHUXKEHHOW JABUraresibHONM aKTUBHOCTHU
MALIMEHTOB CEepJeYHasi HEMOCTAaTOYHOCTh JIMTEIbHOE
BpEeMsI MOXKET OCTaBaThCsl CYOKOMIICHCUPOBAaHHOMW, HO
IIPU TPAaBMATUYHBIX ONEpPALMIX OrPAHUYMBAET BO-
JIEMHUYECKYI0 Harpy3kKy U IIPUMEHEHHE WHOTPOIIHBIX
npemnapatos [13].

Y GOJNBHBIX C HEPBHO-MBIIIICUHBIMU 3a00JICBAHUSIMHU
HE PEJIKM HApYILIEHUsI HyTPUTUBHOIO CTaTyCca, MHOINA
JI0 CTelNeHM Kaxekcuu. McToleHue 4acto CONpOBO-
JKIACTCs aJIMMEHTApHOW aHeMueH, TpeOyromiel -
TEJIbHOW TMpEeAoNepallMOHHON 1MoAroToBkU. I[lomumo
YMEHBUIEHUS! KHCIOPOIHON €MKOCTH KpOBH, Hapyllle-
HUE MUTaHUA MOXKET MPHUBOANUTH K CHIDKEHHIO UMMY-
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HUTETA, YTO JIEJAET aKTyaJlbHbIM MHTPAOIIEPALMOHHOE
BBEJICHUE aHTHOAKTEPHAIbHBIX MPENapaToB.

[Ipu Ha3HaYeHUH NpeMeTUKaAIK ClIeAyeT n30eraTh
[IPENaparToB, BbI3bIBAIOIIUX BBIPAKEHHYIO JICIIPECCUIO
JIbIXaHUS (HApKOTUYECKHE aHaIbIeTUKH U OeH30/1a3e-
nuHbl). {7 npouiTakTHKY acliupaioHHOTO CHHJIPO-
Ma 1okasaHo Beenenue H,-6mokaropos.

[Ipu BceM MHOrooGpa3uy NaTOJOTHYECKUX IPO-
LIECCOB, NPU BBICOKUX PHCKaxX OCIOKHEHWH W HeOua-
TOTIPUSAITHBIX peakiuid OOILIe aHecTe3WH, MPaBUIBHO
BBIOpaHHAsI aHECTE3NOJIOTHYECKasi TAKTUKA TIO3BOJISIET
JOCTAaTOYHO OE30TACHO BBIMOIHITH KaK HEOOXOIUMbIE
MaJIOMHBA3WUBHbIE UCCIIEOBAHMSI, TAK U TPABMATUYHBIE
orepanuu, MO3BOJISIOIINE 3HAUUTEIBHO YIYUIIUTh Ka-
YECTBO KM3HU NALMEHTOB C HEPBHO-MBIIIEYHBIMU 3a-
OoeBaHUAMU.

Bone3nu, nopa:kaionue MOTOPHbIe HEHPOHBI

bonesHu, npu KOTOpBIX CTPafardT MOTOHEHPOHBI,
M0 YPOBHIO IMOPaXEHHS MOXKHO KJIacCH(DUIIMPOBATH
Ha MOpPaKCHHsI BEPXHEr0 MOTOHEHpoHa (Kak MpH mep-
BHYHOM JIaTepajJbHOM CKIEpO3€), CMEIIaHHbe (Tpu
OOKOBOM aMHOTPO(PHUYECKOM CKIIEpO3€) U MOPaKCHHS
HW)KHETO JIBUI'aTelIbHOTO HEHpOHa (CHMHAJIbHBIC MbI-
nieyHeie arpodun). B nerckom Bo3pacte yaie BCTpe-
qarorcsi 00JIe3HH HUKHETO MOTOHEHpOHa.

CrimnanbHble Mblmeynsie arpopun (CMA) — ato
rpylina HAacleACTBEHHBIX 3a00JIeBaHUN € MpPEUMY-
[IECTBEHHO ayTOCOMHO-PELIECCHBHBIM THUIIOM Haclie-
JIOBaHHS, OOYCIIOBJICHHBIX IIOP2)KEHUEM HEHPOHOB
MEepe/IHIX POTOB CIHMHHOTO Mo3ra. HawmOonee uacto
BcTpedaroTcst uetbipe popmbl CMA, MaHugpecTupyto-
IIMX B Pa3HOM BO3pacTe, MPOTEKAIONIMX CO CXOIHOM
CUMIITOMaTUKOW, HO Pa3HOM CTENECHU TSKECTHU, BAPbU-
pYIOLIEH OT MBIIIEYHON CIIa0O0CTH JI0 BBINACHUS (PYyHK-
LUK JIIXaTeIbHBIX MBI, HapylieHne KOrHUTUBHBIX
(GYHKIMIA, KaKk MpaBHJIO, HE CBSI3aHO C OCHOBHBIM 3a-
OoneBaHneM, HO OOYCIIOBJICHO BTOPHYHBIM THIIOKCH-
YECKHU-UIIEMHYECKUM TMOPAKEHHEM TOJOBHOTO MO3ra
Ha (oHe apIXareslbHOW HemocraTrouyHocTH. Yactora
BcTpeyaemoctd CMA BapbupyeT B 3aBUCHMOCTH OT
MOMYJIAUH Kak ouH ciay4ait Ha 6 000—10 000 uenoBexk.
[Mpokcumanbhbie Gopmbl CMA 00ycnoBieHsl Jiedex-
toM reHa SMN 1 (survival of motor neuron 1), noka-
JIN30BaHHOIO B 5-H XpoMocoMe. B HEKOTOpBIX Cityya-
ax K pa3sututo CMA npuuacteH ren NAIP (neuronal
apoptosis inhibitory protein).

Haubonee panusist Manudecranust XapakTepHa st
CMA I tuna (6omne3np Werdnig-Hoffmann, OMIM
No253300), nmepBble CUMIITOMBI MOTYT OTMEUAThCS elIle
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B IIepHoic HOBOpOXKAeHHOCTH [14, 15]. B Tpetu cmyua-
€B aHTEHATaJbHO OTMEYAETCS] CHWYKCHHAs! JIBUTATEIIb-
Hasi aKTHMBHOCTH 1oza. [Iporekaer Hambosee Tsbke-
710, HaOMIONAIOTCSl BBIPAYKEHHAS! MBIIIEUHAas c1a0o0CTh,
OTCTaBaHUC B JBUTaTCJIbLHOM Pa3BUTHH, HAPYIICHUS
ioTaHus. [lpIxarenbHas He0CTaTOYHOCTh MOYXKET BO3-
HUKHYTb Ha IIEPBOM IOy ku3HH. Kak rnpaBuiio, 1eKoM-
MIEHCAIMSI CAMOCTOSITEIBHOTO JIbIXaHUsI HACTYIIAeT Ha
(hoHE 0CTpOTO pecnupaTopHOro 3a00IeBaHUs.

Hebror CMA 1II tuna (OMIM Ne253550) nactyna-
€T HECKOJIBKO TI03Ke, B Bo3pacTe 7—18 mecsnes. [etu
¢ aroii popmoii CMA pa3BuBarOTCs M0 BO3pacTy A0 6
MECSIIeB, 3aTeM HapacTaeT MbIIeyHast c1adocTh Tpe-
UMYIIECTBEHHO MPOKCUMAJIbHBIX MBIIII] KOHEUHOCTEH
U TyJ0BUIIA. MOTryT He HaOIIOAATHCS HAPYIICHHUS TII0-
TaHusl, JICTH MOTYT CHUJCTh, HO HE CIIOCOOHBI XOJUTh
camocTosTeNbHO. B Oonee mo3gHeM Bo3pacTe MOMKET
pa3BUBaTLCS KU(POCKOIUO3 C MBIIICYHBIMU KOHTPAK-
Typamu. [IporHO3 3aBHCHUT OT CTEIICHH BOBJICUCHHS B
MATOJIOTUYECKHUI MPOLIECC JBIXaTeIbHBIX MBIIIIL.

Jlet MOTyT OBITh WHTEIUICKTYaJIbHO COXPAaHHBI U
CHOCOOHBI K TIOCHIIBHOMY COTPYJHHYECTBY C aHeCTe-
snonoroM. ClienyeT MOMHUTB, 4TO 0oJieBasi YyBCTBU-
TEJILHOCTh HE HapyIlIeHa, YTO TPeOyeT I0CTaTOUYHOTO
o0e30onmuBanus. [larmmentam co CMA npoTHBoMIOKasza-
HO BBEJICHUC CYKIMHWJIXOJIMHA (MOXKET BBI3bIBATh I'M-
NEPKATUEMHIO), TPU HEOOXOIUMOCTH CIIIyeT Ha3Ha-
Yarh HEJCTONSPU3YIONINEe MHOPEIaKCaHThl CpEeIHEH
JUIMTEIIBHOCTH B MHHHUMAJIBHBIX J103aX. B HEKOTOPBIX
ClIydasix OTMEYAeTCsl yXYIIICHHE COCTOSHHS MPH HC-
MOJIb30BAHUU JICTYYHMX HMHTAISALIMOHHBIX aHECTCTH-
KOB. Y MAIlMEHTOB C COXPAHEHHBIM CaMOCTOSTEIbHBIM
JIBIXaHUEM MOXKET MOTpeOOBaThCs MPOAOIHKUTEIbHAS
anmnaparHasi pecruparopHas TOAJepKKa B MOCIeore-
PAllMOHHOM TIEPHOJIE C DIIEMEHTAMH PECHUPATOPHON
¢uznorepanuu u peadbunuranuu. J{oJKHa TPOBOANUTH-
csi mpo(WIIaKTHKa acIHMPalMOHHOrO cHHApoMma. Mo-
YT BO3HUKATh TPYAHOCTU MPH HHTPAOICPAIMOHHOM
YKJIAJIKE y TIAIIUEHTOB ¢ KH(OCKOITHUO30M.

CMA 1II Tuna (6ne3up Kugelberg-Welander, roBe-
HuipHast CMA, OMIM Ne253400) nposiBisieTcst B BO3-
pacre ctapiie 1,5 neT. Y MaIbuuKoB O0JI€3Hb MPOTEKACT
TSDKEJIee, OIMCAHbI ayTOCOMHO-JJIOMHUHAHTHBIH, 8 TAKIKE
CLEIUICHHBIA ¢ X-XpOMOCOMOW THUIIbl HACIEAOBaHUS.
[laneHTsl MOTYT AOKHBATH JIO 3pENoro BO3pacTa.
XapakTepHa MbIIIeYHass claboCTh, MPEHMYIIECTBEH-
HO MPOKCHUMAJIBHBIX MBI HUKHUX KOHEUHOCTEH, HO
IpU 5TOM MAIHEHTHl CIIOCOOHBI CaMOCTOSITEIIBHO XO-
IuTh. Penko ormevarorcest OynbOapHbIe 1 MUMHUYECKHUE
HapyIeHusi. MoryT ObITh CHUKEHBI (DYHKIIMOHAJIBHBIC
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PE3epBbI JIETKHX, YacThl JIerouHble nH(ekuuu. Muren-
JIEKT ¥ YyBCTBUTEJIBHOCTh HE HapylleHbl. B 3amymien-
HBIX CIIydasX OTMEYaeTCs BBIPAKCHHBINH KH(OCKOINO3
1 MBIIIEYHBIE KOHTPAKTYPHI.

Tak xe kak u npu CMA I u Il Tunos, nporusomno-
Ka3aH CYKIMHWJIXOJIMH, MHUHMMH3ALMA 103 HEIEro-
JIApU3YIONIMX MHUOpeNakcaHToB, npoayieHHas WBJI B
[IOCJIEOTIePAIIIOHHOM Nepuozie. PernonapHsie METO/bI
aHEeCTEe3UH HE MPOTHBOIOKA3aHbI.

CMA 1V tuma (OMIM Ne253600) manugectupyer
OOBIYHO TOCIIe 35 JIeT, AbIXarenbHas HeAOCTaTOYHOCTh
pa3BHUBaETCs PEAKO.

Meieynsie Auctpopuu Duchenne u Becker

Haubonee uactoii m Tshxenod Qopmol Mbley-
HBIX JIUCTPO(UH SBISETCS MBIIIEYHAS JTUCTPOPUS
Duchenne (M/1/1, OMIM Ne 310200) [16]. Berpeuaet-
Csl TOJIBKO Yy JIMI] MY>KCKOT'O TI0JIa ¢ 4acTOToM 1 ciryuait
Ha 3 600 MaJIBYUKOB, MPOSIBIISCT CE0s KaK JIereHepalus
MBIIII] C BO3MOYKHBIM CMEPTEIBHBIM HCXO/I0M. 3a00J1e-
BaHue B 74% ciy4aeB MaHU(ECTUPYET B BO3pACTE J0
4 net, MeAJIEHHO MPOTPECCUPYET, MOpaXKasi MpeuMylIie-
CTBEHHO INPOKCHMAaJbHbIE TPyMIbl MbI. OTMmedaer-
sl 33JIep)KKa JBHUTaTEJIbHOTO Pa3BUTHUS, OOBIYHO JIETH
HauuMHAIOT XoaAuTh nocne 1,5 net. Ilpu panneilt maHu-
(decrannu 6one3Hs porpeccupyeT ovictpee, U K 9—11
rojam JIeTH, KaK MpPaBWIIO, TEPSIOT CHOCOOHOCTH XO-
JUTh CaMOCTOsTeNbHO. [To mpuunHe ocinabineHus Mbl-
IIEYHOTO KapKaca Pa3BUBAETCSA BBIPAKEHHBIH CKOIHO3
CO CMEIIEHHEM OpPraHOB CPEJOCTEHHUS M HapacTaioT
JIbIXaTeNbHas U cepjieyHasl HeJJOCTaTOYHOCTh. XUPYp-
rUYecKas KOPPEKIHs CKOJIMO03a MO3BOJSET 3HAYUTEIb-
HO YJIYYIIUTh KQ4YECTBO JKU3HU MAUCHTOB U U30€XKaTh
YKU3HEYTPOKAIOIINUX COCTOSIHUM.

Mpimeunas auctpodus Becker (MJb, OMIM
Ne 255700) sBisiercst Gonee OnmaronpusiTHOH (opmoit
teuenust M/IJ1 [17]. Berpedaercst 3HAYUTENBHO pexke
M/JI, Tarxoke TOIBKO Y MalBIUKOB C 4acTOTOM 1 ciy-
yaii Ha 18000 ’KMBOPOXKIEHHBIX MaJILIHKOB. Manuge-
cTUpyeT y Aeteit crapiie 10 meT u peaxo IMpUBOIUT K
KU3HEYTPOXKAIOIIMM COCTOSTHHUSIM B JIETCKOM BO3pacTe.
Crnygau MJIJ] u M/Ib y nuIl >keHCKOTO moja KpaitHe
PEeNKH U CBsI3aHBI C HAJMYMEM XPOMOCOMHBIX aHOMa-
JIAH.

M u MbB saBnsitoTcs HacaeACTBEHHbIMU X-CBSI-
3aHHBIMH pelecCUBHBIMU 3aboneBanusimu. Oba 3a-
OoyieBaHMSI BBI3BIBAIOT TIOBPEXJICHHE T'eHA, OTBET-
CTBEHHOT'O 3a CHHTe3 Oenka auctpoduna. Auctpopun
SIBIISICTCSL  CTPYKTYPHBIM O€JIKOM, Yy4YacTBYIOLIMM B
(dhopmupoBaHUKM AUCTPODYUH-ACCOIUMPOBAHHOTO TJIH-
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KOTIPpOTeHMHOBOTO Komruiekca (JJAI'-xomruiekca), Ko-
TOPBIA COETUHSET IUTOCKEJET MBIIIEYHBIX BOJOKOH C
OKPY’KaIOIIUM €ro BHEKJIETOYHBIM MaTpPHUKCOM. DTOT
0CJIOK BBIMOJHSIET BOKHYIO POJIb B (YHKIIMOHHPOBA-
HUHM MBIIICYHBIX BOJIOKOH, & €ro JC(QHIUT MPUBOJUT
K Pa3BUTHIO MBIIIEYHOW TUCTPOGUH. Y TMAlMEHTOB C
M/ muctpodun He BeipadarkiBaeTcs, B ciiydyaec M/Ib
JUCTPO(MUH CHHTE3UPYETCSI, HO CTPYKTypa M (YHKIHS
3TOrO O€JKa HapyIICHBI.

Ha pannux sranax passurusg M/l ormeuaercs Ha-
pyLIEHHE TOXOIKH, TPYIHOCTH MPH MOIBEME IO JIeCT-
HUIIE, MallUeHTaM TPYJHO BCTATh U3 TOJIOKEHUS CUSL.
[Mo3aHee npucoequHSIETCS CIa00CTh MBI TYJIOBHIIA
M BEPXHHUX KOHEYHOCTEH, YTO MPUBOJUT K CKOIHMO3Y C
BBIPOKEHHOM JieopMaliiell rpyIHol KIeTKH. Y 00Ib-
IIMHCTBA IAallMEHTOB DPAa3BUBAETCS ICEBIOTUIIEPTPO-
(st mbIL oenep.

ITpu MIJI nopakatoTcs HE TOJBKO MONEPEYHOIO-
JlocaThle MBIIIIBI Tella, HO U MHOKapJl, ¢ Pa3BUTHEM
TUISTAIMOHHON KapauoMuomnaTiuu. B Haubomee Tsxe-
JBIX cIyvasx Ha GoHe AUCTPOPUICCKIX NU3MECHECHUH B
MHOKap/ie OTMe4aeTcs BhIpaKeHHasl cepAedHast HeJ0-
CTaTOYHOCTb, CONPOBOXKIAIOIIAACA >KEIYIOYKOBBIMU
aputMusmMu. [IpuMepHO B MOJIOBHHE ClIyyaeB CMEpPTh
naureHToB ¢ MJIJI conpoBoxaaeTcss ocTpoil cepaey-
HOH HEJIOCTAaTOYHOCTBIO.

Hapyuienne ¢yHKuuu AbIXaHUs, HApsAy C cep-
JIEYHONW HEIOCTATOYHOCTBIO, SIBISIETCS IMPUUUMHOU
AHECTE3UOJIOTHYECKUX OCIOKHEHUN U JUAUpYroUen
IIPUYMHON JleTaIbHOCTH y nanueHToB ¢ M/IJI. Ha-
pyIIEHHE TIOTAaTeJbHOTO M KallIEBOTO MeXaHH3Ma
MOTYT NPHUBOJUTH K Pa3BUTHIO XPOHHYECKUX PELHU-
JUBUPYIOLIMX JIETOYHBIX WHpEKUud. Bripaxennas
nedopManusi TPyJHOW KJIETKH CHHUXKAeT (YHKIIHO-
HaJbHBIE PE3EPBBI JIbIXaHUS, a CMEIIEHHE Cpeao-
CTEHHSI MOXET MPUBOAUTH K AePopMallK TPaxeH H
OpOHXHMATHLHOTO JepeBa.

Y HEeKOTOPHIX MAIMeHTOB OTMEYaeTcs 3aJepiKKa
MEHTAJIBHOTO Pa3BUTHUs, 00YCJIOBJIEHHAs, [1O-BUIUMO-
MY, POJIBI0 AUCTPOPHHA B (QYHKIMOHUPOBAHUH IICH-
TpajbHOW HEPBHOM CUCTEMBI.

Hns panneit auarsoctuku MJI/] moxxet moTpedo-
BaThCsl OMOTICHS TTOTIEPEUHOIIOIOCATON MYCKYIaTyPhI.
Jlyisl OLICHKH BBIPAXKEHHOCTH padoMuoIin3a HeoOXo-
quMo u3MepsaTh ypoBeHb KOK B auHamuke, T. K. OH
HE BCErJa KOPPEIHPYET C BBIPAKCHHOCTHIO aTPOPHH.
O0s13aTeNIbHON B MPEIOINEPALIMOHHOM 00CIICI0BaHUN
SBIISICTCSl OIICHKAa (D)YHKIIMW BHEIIHETO JbIXaHUs, W,
OpH BO3MOXKHOCTH, dlekTpomuorpadus. [Ipu Hamu-
yuu aputMun Ha OKI' mokazaHo mpoBeneHHe XoiTe-
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POBCKOTO MOHUTOPUPOBaHMS, a MPU BO3HUKHOBEHUHU
CHUMIITOMOB CEPJICYHON HENOCTATOYHOCTH — 3XOKap-
nuorpadusi.

IIpy Ha3HaYeHUU NOpPEeMENUKALUU CIEIYET MHUHU-
MHU3HUPOBATh J03bI IPENaparToB, yTHETAKOMIMX (YHK-
LMIO JIbIXaHUSl. YUWUTHIBASI 3aMEJICHHYIO 3BaKyalluio
MUIIA U3 KETYAKa, CTOUT YMJIMHUTH MEPUOJ NPEo-
MEPAMOHHOTO TOJIOaHUs, o0s3aresibHa MMOCTaHOBKA
HAa30raCTpPAJIHOIO 30HJ1a Ha BECh IIEPHUOJ OIEPALMH.
B cnydae conyTCTBYIOLIEH TMIOILIA3UM HAANOYEUHU-
KOB II0OKa3aHO NIEPUOIIEPAMOHHOE Ha3HAYEHUE TTIFOKO-
KOPTUKOUJIOB.

MoryT BO3HUKHYTh TPYAHOCTH NPH HHTYOAIUH U
anmaparHO-MacOYHOM BEHTWISLIUM, OOYyCIIOBJICHHBIE
BBIpOKEHHOHN Makporoccueid. Onmcanbl ciaydan 00-
Typaluy TPaxew Y MHTYOUPOBAHHBIX MAIMEHTOB C BEI-
paKeHHOU AedopManeil TpyaHOW KIETKH U CMelle-
HUEM CPEJOCTCHNUS, B CBS3H C YEM CIIeIyeT COOII0aaTh
OCTOPOXKHOCTH TPHU OTEparmoHHON ykmanke. Kpaitne
OJIC3HBIM OY/IET MPOBEICHUE KAaTHOIPa(hUISCKOro MO-
HUTOPHUHIA BO BPEMS AaHECTE3UHU.

CyKIMHUIIXOIUH CTPOTO MPOTUBOIOKA3aH MaIlUCH-
Tam ¢ MJIJ] B CBS3U C OMAacHOCTBHIO pabIOMHOIU3A U
YIpO30i pa3BUTHUS 37I0KAYECTBEHHOW TMIIEPTEPMUH, a

Jluteparypa

MpU HEOOXOAMMOCTH MEIWKAMEHTO3HON MBIIICYHON
penakcanuu cienyeT MUHUMU3HPOBATh JI03bl HEJEIIO-
JISIPU3YIOIMX MBILIEYHBIX PEIAKCAHTOB, JUIS TOTO YTO-
OBl M30eXkKaTh JUTUTCIILHON JIBIXaTeJILHON JICTIPECCHU B
IIOCJIEOIEPALIUOHHOM [EPUOJIE.

IIpy nnaHUpOBaHMM AHECTE3UH Y MALMEHTOB C
M1 npeanoyruTensHee U30parh TOTAIBHYIO BHYTPHU-
BEHHYIO aHECTE3UI0. HraJsIIIMOHHBIE TaJOreHCOAep-
JKamue aHectetuku npu M/ cienyer npuMeHsTh ¢
00JIBIION OCTOPOKHOCTHIO, MPUHHUMAs BO BHHUMAaHHE
BO3MOKHYIO aCCOIMAIIMIO JAHHOTO 3a00JICBaHHS C CUH-
JIPOMOM 3JI0Ka4€CTBEHHOU r'MIIEPTEPMUM.

Pernonapnasi aHecTe3uss HE TOJIBKO MOXKET IIpPO-
BoauThCA y nanuentoB ¢ M/ u MJIB, Ho u umeer
CEpbE3HbIC NPEUMYLIECTBA, 03BOJISAS CHU3UThH J03bl
OOIINX aHECTETUKOB W HAPKOTHYECKHX aHAJIBI€THUKOB.
Koppexkiust 103 MECTHBIX aHECTETUKOB HE TpeOyeTcsl.

3akirouenne. 3HaHue NMaTOQU3NOIOTMICCKHX Me-
XaHU3MOB U OCOOCHHOCTEH HEPBHO-MBIIIEYHOH TaTo-
JIOTHU U COOJIOZIGHUE OIPECTICHHBIX MPaBUII IPOBE-
JeHust oOIIel aHecTe3Wu TO3BOJSIOT d(P(PEKTHBHO H
Oe3onacHo 00e300/1MBaTh MAIMEHTOB C PEAKUMH 3a00-
JIEBAaHUSMHU TIPU MIPOBEACHUN Pa3IMYHBIX XHpPYyprude-
CKMX BMELIATEJIbCTB U AUATHOCTUYECKHUX IIPOLEAYD.
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9HOOCKOMUYECKN ACCUCTUPOBAHHAA NMYHKLUWOHHASA

FACTPOCTOMUA Y OETEN

BY3 «HayyHo-NpakTU4eCKnin LLeHTp creLmanu3MpoBaHHON MegULMHCKON NoOMOLLM AeTam um. B. ©. Bon-

Ho-AceHeukoro» [lenaptameHTa 3apaBooxpaHeHus r. Mocksbl

Bondarenko S.V., Burkov 1.V., Sharoev TA.

ENDOSCOPIC ASSISTED PUNCTURE GASTROSTOMY

IN CHILDREN

St.Luka's Clinical Research Center for Children

Pesrome

[IpoBeaen ananu3 pe3ynbTaToB HIOCKOIMYECKH aCCH-
CTUPOBAHHOHN ITyHKIIMOHHOM TI'aCTPOCTOMHH Y JIETEH,
HaXOJAIINXCA Ha JUINTEIHHOM 30HJO0BOM NMUTAHWUHU, HA
ocHoBe 80 cimydaeB YCTaHOBKH T'acTpOCTOM. BrisBie-
HBI TIPEUMYIIECTBA U HEOCTATKH JIByX OCHOBHBIX Me-
TOIUK MTyHKIIMOHHOW racTpocToMun. OObsSICHEHBI MO~
XOJIbl K BBIOOPY ONEPAallMOHHOW TaKTUKU Y OOJBHBIX
C M3MEHEHHOW aHaToMHMeH Ha (OHE COIYTCTBYIOLICH
natosioruu. OnpeseneHsl IPOTUBOIOKAa3aHUA K TPUMe-
HEHUIO JAaHHOU METOIUKHU.

Knroueswie crnosa: cacmpocmomust, oemu

Abstract

We analyzed the results obtained during the endoscopic
assisted puncture gastrostomy in children receiving en-
teral feeding for a long time based on 80 cases of g-tube
installation. Advantages and shortcomings of two main
methods of puncture gastrostomy are found. Approach-
es to the choice of a surgery in patients with anatomical
alterations and co-morbidities are explained. Contrain-
dications to the method usage are determined.

The purpose is to prove the effectiveness of puncture
gastrostomy.

Key words: gastrostomy, children

HCJ'ILIO pa6OTLI SIBJIACTCA AO0Ka3aThb IMPCUMYICCTBA
HyHKHHOHHOfI racCTpoCTOMMUHU.

Beenenne

OnHolt M3 BaKHEHIIMX MpoOJIeM MpH JICYCHUH
OOJIBHBIX C HapyLICHHEM IJIOTaHUS SBISIETCS COXpa-
HEHHUE WJIN BOCCTAaHOBJIEHHE MTOJHOLIEHHOTO SHTEPab-
Horo nuranus. IlapeHTepanbHOE NUTaHUE SBISIETCA
3aTpaTHBIM M HEJOCTAaTOYHO 3(PPEKTUBHBIM CIIOCOOOM
MOJAEPKaHNUS HYTPUTHBHOIO CTaryca M HE MOXKET
OBITH PEKOMEHJIOBAHO JJIsl [UINTEILHOTO IPUMEHEHHUSL.
TpamuMoHHO Ul JOATOCPOYHOTO (MECSALBl M TOIbI)
oOecriedeHus] MUTaHHUs UCTIONB3YETCsl COXpAaHEHUE Ha-
30racTpajibHOTO 30HJA WM CTaHAApPTHAsS XUPYyprude-
ckas ractpoctoma. JIMTENbHOE MCIOJIb30BAHUE 30H-
Ja AUl IMTaHusl MOYKET IPUBOAMUTE K (DOPMHPOBAHHIO
XPOHHMUYECKOTO BOCIIAIUTENBLHOTO MPOIiecca B HOCOBBIX

60

X0Jzlax, a Takke, Ha cpokax Oonee 2 mec., y 100% mna-
MEHTOB (DOPMUPYIOTCS MIPOJICKHU 10 XOAY 30HIA H
CO3/1aI0TCs ONaronpUATHBIC YCIOBHS ISl apPO3UBHBIX
KpoBoTeueHuit. Kpome Toro, crosiHue 30H1a yCyryOus-
€T COLHMANbHYIO Ae3aJanTaliio MMallMeHTOB B CBS3U C
JIOTIOJTHUTEIILHBIM KOCMETHYECKUM AePeKToM [2, 4, 5,
7,10, 14, 18, 19].

T'acTpocToMus BriepBbIe ObLIa MPEUIOKEHA HOPBEXK-
CKUM BOGHHBIM Xupyprom Kpucrmanom OreGeprom B
1837 romy anst nedeHuss OOJILHOTO CO CTPUKTYPOH Iu-
IIeBO/IA, OTHAKO caM Ore0epr HHUKOTJA HE BBIMOIHSII
9Ty omnepaluio. BriepBbie 3TO onepaTuBHOE BMEIIATEb-
CTBO BBITIOJIHEHO Ha JKUBOTHBIX (cobOakax) B 1842 romy
OpIMHAPHBIM MPOPECCOPOM TEOPETHUYECKON XUPYpPrUU
MockoBckoro yHuBepcurera Bacuiuem Anekcanapo-
BuuyeM bacoBeiMm (1812—-1880), B HOsIOpe TOrO K€ roja
MIPOYUTABIINM B MOCKOBCKOM OOIIIECTBE UCIIBITATEICH
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TIPUPOJIBI TOKIAT «3amMedaHusi 00 UCKYCCTBEHHOM ITyTH
B JKEITYJIOK )KUBOTHBIX», a B iekadpe 1842 rona omnyomnu-
KOBABILIM PE3YJIBTAaThl AKCIEPHUMEHTOB W BBIBOABI M3
Hux B «Bulletin de la Société Imperiale des naturalistes
de Moscou», u B cOopuuke JlyOoBHIIKOrO «3amucku
Mo yacTH BpayeOHbIX Hayk». Pabora B. A. bacoma
Ha TOJ ONepeauiIa CXOAHBbIE dKCIEepHMEHTHl BioHmo
(Blondlot) Bo ®paniyu u Yorcona (Watson) B CILIA,
a uepe3 4 roma mocie paboTel bacoBa (paHIy3cKuii
xupypr u3 Crpacoypra Cemmuio (Sedillot) monan B [1a-
PYIKCKYTO aKaJIeMHIO HayK TpH JIokJaaa o «Gastrostomie
fistuleuse», B KOTOPBIX M3IIOXKWII TIOKa3aHUSI U TEXHUKY
racTPOCTOMHH, & TAKKE PE3YNILTAaThl CBOMX SKCIIEPUMEH-
TaJIbHBIX Ollepalnii Ha )KUBOTHBIX. B TTapuikckoii akaze-
MUH K 3TOMY JJOKJIaay OTHECIUCh PaBHOIYIIHO, 0100pe-
HUSL JJTsT anpo0Oaiiy 9Toi ornepanuy Ha jmosix Cenuiuio
HE TIOJTyYHJI, KaK ¥ Apyroi ¢paniry3ckuit xupypr — [le-
tenb ae Karo (Petel de Cateau). B atom ke 1846 romy
KpaliHe HeraTHBHO O TacTPOCTOMHHU BBICKA3aiCsl KpyII-
HEUIIMKA IepMaHCKUM XUpypr Toro BpemeHu Ioranx
Opunpux Auddendax (Johann Friedrich Dieffenbach,
1792-1847) [1, 9, 16, 17, 20].

OnHaKo HECMOTPS Ha OTH CKENITHYECKUE 3aMeUaHts
Cenuiio BIEpBbIE B MUPE BBIMOIHII TaCTPOCTOMHUIO
Ha desioBeke. 13 Hos0ps 1849 roma oH mpoonepupoBa
OOJILHOTO C PaKOBOH HEMPOXOIUMOCTBIO THIIEBOJIA.
Yac criycTs TOT CKOHYAJCS H3-3a OCJIOKHEHMM, BO3-
HUKIIAX BO BPEMsl XHPYPIHUECKOTO BMEIIATEIbCTBA.
Cenuiuio BBIMOMHSIT TaCTPOCTOMHUIO TTYTEM MPOCTOTO
MOAIIMBAHUS TIEpeIHE CTEHKH >Kelly/lKa K OpIOLIHOM
cTeHke 0e3 oOpa3oBaHus Kiarana. [lepBoro ycreniHo-
TO pe3ynbTaTa J00WICsS JUIlb B 1875 roay aHmuiickui
xupypr Cugneit Ixonc (Sydney Jones) B rocrurane
Cesroro Tomaca B JIonnone (6onbHOU ymep ciiycts 40
JHel), a 9yTh no3aHee — (paHIy3ckuil xupypr Bep-
Hedt (Verneuil) B 1876 roay (mamueHT ¢ pyOLIOBBIM CY-
YKCHUEM ITUILEBO/A BCIICACTBUE 0XKOTa MPOXKUI 1 rox 1
4 mecsia, ymep ot TyOepkyiesa jerkux). B 1877 rony
nepsasi racTpocroMusi B Poccun Oblia BBITIONHEHA B
Mockse Bragumupom denoposuyem CHernpessiM [1,
9,11, 12,13, 15, 16, 17, 20].

B HepmanekoMm mpouuioM Mporeaypa racTpoOCTOMUH
HOCHJIa XapakTep IMOJHOLECHHOH MOJIOCTHOW Onepaluu
Ha opraHax OpIOUIHOW MOJIOCTH CO BCEMU HEMallOUHC-
JICHHBIMU €€ OCJIOKHEHUSIMU: IEPUTOHUT, TTOCIIeoIepa-
LUOHHBIC KPOBOTEUCHUS, JJTUTEIBHOE BpeMs BOCCTa-
HOBJICHHSI B TTOCTICOTIEpAIIMOHHOM Tiepuoze [3, 6, 8, 10,
16].

BriepBbie 4peckoKHAs SHIOCKOIHMYECKasl TacTpo-
cTomusi Obuta nipousBeneHa B 1979 rony B Kiusnenue

snnockonrcToM Ponsky 1 nerckum xupyprom Gauderer
y 4,5-MecsqHOTO pedeHka. MeTouKa BriepBble OImyOiu-
koBaHa B 1980 rony kak ajgsTepHaTHBa TaCTPOCTOMUH U3
JIanapoTOMHOTO JIOCTYTIAa ¥ TIONTy4riia Ha3Banue pull-me-
Tox (Meron BBITATMBaHHS TPYOKW). Bmocnencreum
ObuIM pa3paboTaHbl MOAU(UKAIIMK JTAHHOW METOIUKU:
push-meron (Sacks-Vine), nmpu KOTOPOM racTpOCTOMH-
yeckast TpyOKa MOXKET ObITh BTSIHYTa WJIA BCTaBJICHA B
JKEJTYIIOK M3BHE, U Metoiaurka Russell ¢ ucmnons3oBaHu-
€M MPOBOJIHUKA U PsiJia PACIIUPUTENCH JUISl YBETHICHUS
pasMepa TacTpOCTOMHUYECKOTO CBHINA, IMPU KOTOPOH
BO3MO)KHA ITOCTaHOBKa OoJiee ToJICcTol TpyOKH (KareTep
®ornes) [1, 4, 5,6,7,10, 16, 19, 21].

Hawubonee yacto ncrnonbzyemasi TEXHHKA YPECKOK-
HOMW 9HJIOCKOIIMUYECKOH racTpocToMun — 310 pull-me-
ToauKa (TSAHyIIas), BBEACHHAs B NpakTUKy B 80-X
ronax Gauderer u Ponsky. Ceiiuac tosnbko B CILIA B
rojx BbINONHSAETCS Oojiee 216 ThICAY HHIIOCKOIIMYE-
CKUX TacTPOCTOMHHA. DHJOCKOIUYECKasi TacTPOCTO-
MU CUUTACTCSI METOJIOM BBIOOpA ISl OCYIIECTBICHHS
MPOJUIEHHOTO YHTEPAJIHLHOTO MUTAHUS Y OOJBHBIX C Ha-
pyLIEHUEM TIOTaHHs, 00ecreunBas JTyqlIyo MnepeHo-
CHUMOCTb MalMEHTAMH 110 CPAaBHEHHUIO C HA30TacTpalib-
HBIM 30H/IOM.

Marible OCIOKHEHUSI, CBSI3aHHBIC C YCTAHOBKOM JH-
JTOCKOITMYECKOM TacTpOCTOMBI, BecTpeyarorcst oT 13%
10 43% cny4aeB U BKJIIOYAIOT B ce0sT OKKITIO3HIO TPYO-
KM, Malepaluio KOKH W3-32 MOATEKAHMS JKETYI0YHO-
r0 COJACPKUMOTO BOKPYT TPYOKH W NEPHUCTOMAJIbHBIC
Oosin. boJbine OCIOKHEHUsI U3 JOCTYITHBIX HCTOYHU-
KOB ObUTH oTMeueHbl B 0,4—8,7% mpouenyp 1 BKIoua-
nu B ceOs paHeByl0 MH(EKINIO, HEKPOTU3UPYIOIIUHA
dacuuut, acMpanuio, KpoBOTedeHue, mepdoparmio,
MNEPUTOHHT, KHIICYHYIO HEIPOXOJUMOCTb, MTOBPEKIE-
HHUE BHYTPEHHUX OPTraHOB, IUCCEMUHAIIHIO OITYX0JIEBO-
ro mpoiecca U cMepTh. KonndyecTBo cirydaeB cMepTH,
OIMCAHHBIX B TUTEPATYPE, CBA3aHHBIX C HAOCKOIHYE-
CKOM TacTpocToMueit, Bappruponanock oT 0% mo 2%, ¢
30-gHEBHOM CMEPTHOCTHIO OT 6,7% mo 26%, 4To MO-
JKET OBITh TAK)KE CBA3aHO C HAMUUEM TSKEJIOH COMMyT-
cTByIoIIe maronoruu 1,4, 5, 6, 7, 10, 16, 19, 21].

MarepuaJjibl 1 METOIbI

B nare#t kimnuke ¢ ceHtssopst 2012 roaa 1o Hos0pb
2015 roma BeimosiHEHO 80 AHIOCKONHMYECKH aCCUCTH-
POBaHHBIX TacTpocToM. Bo3pacT manueHToB Obu1 OT 7
MecsieB 10 17 jer.

ITo pull-meTony mpousBeneHo 28 oneparuii.

Texnuka evinonnenus pull-memooa: IlepBbiM 3Ta-
MOM TIPOBOAUTCS (HPUOPOTaCTPOCKOIHUS, BO BPEMs KO-
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TOpPOH BBIOMPAIOT HaUMEHEe M3MEHEHHBIM U BaCKYIsi-
PU3MPOBAaHHBIN YYaCTOK Ha MEepeIHE CTEHKE JKellyaKa.
B xenmynok HarueraroT BO3JyX, 3aT€M IIOMEIIEHUE, B
KOTOPOM TIPOBOJAT MaHUIYJALUIO, 3aTeMHSIOT. KoH-
YUK 9H/I0CKOIIa YIIUPAIOT B MEPETHIOI0 CTEHKY KEeIy/IKa
C LIEJIBIO OTIPE/IENIEHUSI MECTa HaJOKEHHUS FaCTPOCTOMBI
3a cueT nuadaHOCKONHU NepelHe OPIONTHON CTEHKH
(0ObIuHO 32 IpenenamMu 0ol IMHUN )KUBOTA).

Hns yTouHeHus JIoKaJM3aluu 3TOM TOUKHU Mepea-
HIOIO OpIONIHYIO CTEHKY MPUAABIMBAIOT HabiieM. [1o-
ciie 00pabOTKH ONEPAIMOHHOTO TOJSI aHTHCEIITHKOM
Y BBITIOJHEHUS MECTHOW aHeCTe3MH Ha BCIO TOJIIH-
Hy Tiepe/lHell OpIONIHOW CTEHKH B BBHIOPAHHOW TOYKE
TOHKUM CKaJbIIEJIEM MPOU3BOJIUTCS HAACEUKa KOXKH
mmHONH 3 MM. CrenuanbHBIM TPOAKapoM IO DHIO-
CKOITMYECKUM KOHTPOJIEM ITyHKTHPYIOT JKETY/I0K uepe3
koxy. Ilocne ynaneHust cTuiiera 4yepes KaHIOI TPo-
aKkapa B JKeIyJIOK 3aBOAMTCA JJIUHHAs HUThb, KOTOpas
3axXBaTbIBaeTCs OWOICHMHHBIMU INUIIAMH, 3HI0CKOII
n3Biekaercs. IIpoBe/leHHbI Yepe3 KAHIOII0 U U3BIIE-
YEHHBII Yepe3 pOT KOHEIl HUTH CBS3bIBAETCA C HUTBHIO
Ha KOHYCe racTpOCTOMHYECKOTO KareTepa, MOCIeAHUN
MPU TIOMOILM HUTH 3aBOJAUTCS B JKEIYIOK TaKUM 00-
pa3oM, 4ToOBI €ro KOHYC yIepcsi B KaHIONIO Tpoakapa.
Tl'acTpocToMHuueckuil KareTep BMECTE C KaHIOJIEH Mpo-
BOJISIT Yepe3 CTEHKY KEyJKa U MEepEeIHIO OPIONIHYIO
CTEHKY JI0 yIopa €ro TOpLEBOW ONOPOi B NEPEIHIOD
CTEHKY »keiyzaka. [ImacTUKOBBI KOHYC IacTpOCTOMH-
YECKOI0 30HJA IPOIYCKAKT 4Yepe3 LIEHTPAJIbHOE OT-
BepcTUe GUKCHUPYIOIEH TUIAThI, a TIOCJIE ATOT0 Yepes3 ee
TyHHeub. [InaTy cMemaroT 1o karerepy A0 €€ INIOTHOU
(uKcanuy, mociae 4ero KOHyC OTCeKaeTcsl U Ha BHEI-
HEM KOHIIE CTOMBI IPUKPETIISETCS] KaHIOMNS /711 BBEIe-
HUS CMECH VISl DQHTepaiIpbHOTOo utanus (puc 1, 2).

[To meronuke Russell namu ycranornenst 46 ra-
CTPOCTOMHYECKHX TPYOOK.

Texnuka BbinoiaHenus Mmetoxa Russell: [lepbiM
9TaroM NPOBOIUTCS (PUOPOTacCTPOCKONHS, BO BpPEMsI
KOTOpOI BBIOMPAIOT HAaMEHEE M3MEHEHHBIH M BacKy-
JISPU3UPOBAHHBIN YUaCTOK Ha MepeIHel CTeHKE JKeTy/I-
Ka. B jxeny oKk HarHeTaroT BO3IyX, 3aT€M ITOMEIIEHHE,
B KOTOPOM TPOBOAAT MAaHUMYJIALMIO, 3aTeMHSIOT. KoH-
YUK 9HJI0CKOIA YIUPAIOT B MEPEIHIOI0 CTEHKY JKeIya-
Ka C LICJIBIO ONPEJEICHUS] MECTa HAJIOKEHUS racTpo-
CTOMBI 3a cueT auadaHOCKONUU TepeHeil OpIONIHOM
cTeHKHU (0OBIYHO 3a MpeaesaaMu Oeloil JIMHIH )KUBOTA).
Jns yTouHEeHHUs JoKalIu3aluu 3TOW TOYKU MEPEIHIO0
OpIOIIHYIO CTEHKY MNpHJIABIMBAIOT MajiblieM. [locie
00pabOTKH OINEPAIIOHHOTO TIOJIsSi AHTHCENTHKOM H
BBITIOJTHEHUSI MECTHOW aHEeCTe3MH Ha BCIO TOJIIUHY

62

nepeHel OPIOIIHOM CTEHKU IMPOWU3BOIUTCS IYHKIIH-
OHHAsl YCTAHOBKA TPEX SIKOPEH, TPEYTrOIbHUKOM C IPO-
MEXYTKOM OKOJIO 2 CM, Ha HUTSX, MOJTSITHBAIOIINX
CTCHKY JKEJIy/IKa K MIEPEIHEH OPIOIIHON CTEHKE, CIICIIH-
ANbHBIMU (PUKCATOPAMU MOATSHYTasi CTEHKa (PUKCUPY-
eTcsl, Aajiee B BRIOPaHHON TOYKE TOHKUM CKallbIIeleM
MIPOU3BOJIUTCS HAJICEUKA KOXKH JUTMHOMN 1 MM.

CrieniajbHBIM TPOAKAPOM I0J] YH/IO0CKOTTHYECKUM
KOHTPOJIEM ITyHKTUPYIOT KEIyJ0K depe3 Koxy. Uepes
Tpoakap MPOBOJMUTCS MPOBOJHUK, M TpOAKap yaajser-
csi. [To MpOBOTHKKY OTBEPCTHE C MOMOIIBIO CHCTEMBI
Oy’Kell pacHIMpsieTcsi, U B HEr0 HU3BOAUTCS paspylia-
emas cucteMa, 1o KaHaly KOTOpOW BBOJHUTCS racTpo-
CTOMHUYECKash TpyOka HHU3KOro npoduiist. dukcaropom
B TIOJIOCTH JKEJIYJIKa JUIsl Hee CITyKUT 0ayutoH tuna ®o-
nest. GUKcaTophl KedyJKa Ha paccachlBalOLUIMXCS HU-
TAX OTXOAST CAMOCTOSITENIbHO Ha 2—3-1 Hezene mocre-
OTIepalMOHHOTO Tiepuoa (puc. 3, 4).

PesyabTarsl

Metonuka pull B TEXHUYECKOM HCIIOJIHEHUH JIOCTa-
TOYHO TPOCTa, 3aHUMAET B CBOCH peaM3allil OKOJIO
1015 muHYT. XUpypruueckux OCJIOKHEHHH HE HMe-
na. Onnako B 100% ciydaeB oTMe4asloCh NMepHoaAnYe-
CKOE UCTEUEHHE JKEITYIOUYHOTO COKa 10 KaHAy CTOSHHS
TpyOKH, YTO HACTOPAXKHMBAJIO yXaKuBaromux. OgHOMY
MAIMEHTy TacTPOCTOMAa YCTaHOBJCHA B HETHUIIMYHOM
MecTe, chpaBa. Y TMalMeHTa WMeNl MECTO BBIpakKeH-
HBI CKOJINO3 C HapylIEHHEM Tomorpaduu Keryaka.
[TanueHTh HAYMHAIIM KOPMHUTBCS Yepe3 CyTKu ¢ 1/3 oT
CYTOYHOTro 00beMa, C paciIupeHueM Ha 1/3 3a CyTKH.

Puc. 1. Bug ractpocTomuyeckoi TpyGku 13 xenyaxa
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-

Puc. 3. BHeLuHuit Bup H3KonpodybHOI racTPOCTOMIYECKOT TPyGKM

Puc. 4. HuskonpodrbHas Tpy6Kka Ha nepeateit GpioLuHoi CTeHke

VXa)KMBaroIMe 0CBaUBAJIN METOAUKY I10 YXOAYy 3a ra-
CTPOCTOMOI C TIEPBBIX CYTOK U UM BBIJJaBaJIaCh MaMsIT-
Ka 10 JaHHOMY IpOIecCy. DCTETUYECKUI acleKT CTo-
SIHUSI 9TOM KOHCTPYKLIMM OCTaBIISUI JKENATh JIYYIIEro.
TpyOKy JOCTaToYHO CIOKHO OBLIO CHPATATH IOJ OJle-
K10, M3yvasi TEXHOJIOTUM racTpOCTOMUU, UCIIOIb3Yye-
MBbI€ B MUpPE, MBI IpULILITH K MeTonuke Russell.

B push-Mertonnke ncnonb3oBaii pacxolHble Ma-
TepUaJibl aMEPUKAHCKUX Ipou3BoauTerneil. B nByx
clly4yasiX H3-3a YBEJIWYEHHOM JIEBOW JOJIM II€YEHH,
MPUKPBIBAIOIIEH JKETYIOK, W BBIPAKEHHOIO CKOJIH-
03a, U3MEHSIONIETO Tonorpaduio >KeiaylaKa, cMelast
€ro BJICBO, CTaHJAPTHAs METOAMKA Oblla JOMOJHECHA
JIAIIapOCKOIIMEN, YTO 3aLIUTUIIO TAIIMEHTOB OT OCJIOXK-
HeHui. B onHOM cilyyae Mbl IPOU3BEIU KOHBEPCHIO
B JIAIIAPOCKONMYECKYI0 TACTPOCTOMHUIO Y IMALIUEHTA C
BBIPQYKCHHBIMU CKeJIeTHbIMH Jedopmarusamu. JKeiy-
JIOK pacrioyiarajicsi y 9Toro manueHTa 3a pedpaMu u
rpyauHoii. ['acTpocToMuueckue TpyOKH TUM Mallu-
eHTaM ObUIM YCTaHOBJICHbl B HETHUIIMYHBIX MECTaX.
Bannonsie TpyOku u3 HaOboOpoB jist MeToauku Russell
MBI TaK)Ke€ MEHSUTH MTAallueHTaM, Y KOTOPBIX TacTPOCTO-
MHsI IPOU3BOJIUIIACE PAHEE 10 APYTUM METOIUKAM, —
26 GonpHBIX. BO Beex cirydasx OCIOKHEHUH HAMU HE
oTtMeuaniocb. B cetn MHTepHET nmeercs calT moj-
JEPKKU MAIMEHTOB M MX POAMTENCH C MOJPOOHBIMH
MHCTPYKIMAMH TI0 yXony. Marepu oTMe4aroT 3Hauu-
TeJbHOE O0JIErYeHNE B YXOJC 1 MOBBIIICHUE KAa4yecTBa
JKU3HH OOJIbHBIX.

Oo6cy:xneHue
Jlyist 00enx METOIMK XapaKTePHO:

Ilpeumywiecmea:

*  BOZMOJICHOCHIb GbINOIHEHUS. Y NAYUCHINOSE C GblCO-
KUM ONepayuoOHHbIM PUCKOM,

°  mpebyem moabKo MUHUMATbHOU cedayuu (Hem He-
06x00umMocmu 6 obuem HapKose),

*  Modcem Obimb npouszeedena 6 meyenue 15—30 mumn;

*  BO3MOICHOCb NPOGEOCHUsL Y NOCmenu O0IbHO20,

°  UMeem MEHbULYIO CHOUMOCHIb, YeM 2ACMPOCTOMUU
U3 IANapoOmMoMHO20 OOCMyna,

° YX00 3a 2acmpOCmOMOl, HALONCEHHOU IHOOCKONU-
YeCcKUM MemoooM, He mpedyem HUKAKUX OONOJHU-
MENbHBIX MEPONPUSMULL, NPocm u Oe3onacex 0is
bonbHO20.

Heoocmamku:

*  HEBO3MOJNICHOCL BLINOTHEHUSL NPU  BbIPANCEHHBIX
HAPYUEHUAX NPOXOOUMOCTNU POMO2LOMKU U NULje-
800a;
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*  HeobX0OUMOCMb COBMECmUmMb NepeoHIoy CMEHK)
JrcenyoKa ¢ nepeonell OPIUIHON CIMEHKOL, 4mo 3a-
MPYOHUMENbHO ) NAYUEHMO8 C npeduiecmayiouyetl
CYOMOmMAnbHOU  2aCmpodKmomuetl, acyumom uau
3HAUUMENbHOU 2enamome2anuetl, d maKxice npu ul-
DAXHCEHHOM OXHCUPEHUU, CKOTIUO3E.

O0e KOHCTPYKIIMH TacTPOCTOMHYECKHX TPYOOK
TpeOYIOT CMEHBI C IEPUOTUUHOCTHIO 6—8 Mec., HO MO-
TYT HaxoAuThes U A0 2 net. [lo Bropoit MmeToanke gaH-
HBI TIPOIECC MOXKET OBITh OCYIIECTBJICH HA JIOMY, B TO
BpeMsI KaK JIJIsl peain3aiuy epBOil METOMKU HEO0X0-
JTIUMO TOCIHMTAJIU3UPOBaTh PeOCHKA B JIHEBHOM CTaIlM-
OHap.

[Ipu ucnonp3oBaHuU MeToAa push ycraHaBiuBa-
eMas TpyOKa HE3HAUYMTEJIbHO BO3BBIIIACTCS HAJ IM0-
BEPXHOCTBIO KOXKM M MMEET KJIallaH, 3allUI[aionui
OoT 3a0poca COACPKUMOTO JKEJIyJIKa BO BHEIIHIOI

cpeny.

Jluteparypa

W B curyanuu, xorma HaOmonaercs W3MEHEHHas
AHaTOMUs KCITyAKa, NIPUMCHCHHUE JIallapOCKOIIUNU CHH-
TaeM 00s13aTeIbHBIM.

3aHUMasACh BONPOCAMH TacTPOCTOMHH, MBI TIpH-
IJin K BbIBOAY, YTO CAWHCTBCHHBIM OTHOCHUTCIIbHBIM
MPOTHUBOIIOKA3aHUEM SIBIISIETCS YacTasi CyJI0pOXKHasI aK-
TUBHOCTb, YTO B MOCIICONEPAIIHOHHOM NIEPHOIC MOKET
NPUBECTH K BHYTPUOPIOIIHBIM OCJIOKHEHHUSIM 32 CYET
pHUCKa TMEPUTOHUTA HA (OHE TOABMIKHOCTH TKaHEH B
005lacT BMELIATENbCTBA BCIIEICTBHE BHICOKOTO PHCKa
npope3biBaHus (PUKCATOPOB.

3akaouenue

O6e MEeTOIUKN PEeKOMEHIYIOTCS K IIMPOKOM Mpak-
THKE HCIIOJIb30BAaHMS KaK JTOCTATOUHO IMPOCTHIC M Ha-
nexnbie. Metonuka Russell umeer npeumyiiecTso 3a
CUET IMOBBIIICHHS KaueCTBa KM3HHU MAIlMEHTOB H IPO-
CTOTBI yXO/ia 32 TaCTPOCTOMHUYECKUMH TPYOKaMH.
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Pesome

PexomeHnaanuyu npegHa3HaueHbl ISl CHELHATUCTOB C
BBICIIMM MEAMLMHCKMM 00pa3oBaHHEM, OTBEUAIOIINX
3a pa3pabOoTKy WHAMBUAYaJIbHBIX NpOrpamMM peadu-
JUTALUK (IETCKUX HEHPOICUXHUATPOB U IICUXHATPOB),
TEPaneBTOB M MPOYMX MEAMLMHCKHX CIHEIHAIHCTOB,
3aHUMAIOLINXCSA OLEHKOW COCTOSIHUSI U JICUEHUEM Jie-
teit ¢ AL (opTonensl, nenuarpel, oPTaIbMOIOTH, He-
BPOJIOTH U T. J1.), ICUXOJIOTOB, COLIMAJIbHBIX PaOOTHU-
KOB, TEXHMYECKUX CIECLUAINCTOB PeadbnINTAHOHHOMN
IPYIIBl  MEXIPOPECCHOHATBHOTO  B3aUMOJCHCTBHS
(TeXHUK-OPTOIIEl, OPTONTHUCT, CIICLIMATHUCT IO BU3yaJlb-
HOW peabuIMTalH, MEACECTPHI U T. A.), CEMEH, UMelo-
mwx gereit ¢ JILI, a Takke yunreneir 1 paOOTHUKOB
o0Opa3oBaHus, pabOTAIINX C OONBHBIMH AETEMHU KaK B
LIKOJIE, TaK M 32 ee MpeAeIaMu.

PexomeHnzanuu cocToaT U3 mATH paszaenos. Bo BBene-
HHUH JJaHO YETKOE OINPEAEICHNE pacCMaTpUBAEMOro 3a-
OosieBaHMSI M MOMYEPKHYTa BaXHOCTb PexoMeHpmaruii
C KJIMHUYECKOM M OpPraHM3alMOHHON TOYKH 3PEHUS; B
HEM TaKKe COAEPKHUTCSA 0053aTelbCTBO MO pazpadorT-
Ke Takux PexoMeHmanuii OByMsI HaydHBIMH COOOILE-
CTBaMH, IIPEACTaBJICHBl CIUCOK wieHOB Komwmccuw,
HCTIOJIb3yeMbIE METObl paboThl, aapecarsl PexomeH-
nauui, o0lacTH NPUMEHEHHsI, METOAbl MOHUTOPHHIA
n OOHOBIECHMA. 3a BBEACHUEM ClleyeT TeKcT Peko-
MEHJIALMH, COCTOSIIIUX U3 TPEX CICAYIOIINX PA3IeIOB:
ornpezeneHrne GyHKIMOHAIBHOTO IPOQUIIS MALKEeHTa ¢
Y4ETOM IBHTaTeJIbHBIX PACCTPONUCTB W MPOYUX HApY-
LICHUI; LeJIN IPOBEACHHs CaMOOOyYaOLIMX MTPOLETYD
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Abstract

The Recommendations are aimed at the specialist med-
ical doctors responsible for individual rehabilitation
plans (child neuropsychiatrists and physiatrists), at
therapists, and at the other medical specialists involved
in the evaluation and treatment of children with CP (or-
thopaedists, paediatricians, ophthalmologists, neurol-
ogists, etc.), as well as psychologists, social workers,
the technical members of the interprofessional rehabil-
itation team (orthotist, orthoptist, visual rehabilitation
therapist, nurses, etc.), the families of children with CP,
and the teachers and educators involved in managing
affected children, both at school and outside school.
The Recommendations are structured in five parts. The
introductionprovides a clear definition of the disease
in question and outlines the importance of the Recom-
mendations from a clinical and organizational perspec-
tive; it contains the mandate to draw them up, conferred
on the two scientific societies involved, and it also lists
the members of the Commission, the working methods
followed, the addressees of the Recommendations, the
areas of application, and the monitoring and updating
methods. The introduction is followed by the Recom-
mendationsthemselves, which are organized in three
sections: the definition of the patient’s functional pro-
file, according to motor and non-motor axes that de-
scribe his/her disability; the fields (aims) of the re-edu-
cation intervention (differentiated by patient age); and
finally the operating methods to be used in the re-ed-
ucation intervention. In the light of recent research, a
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(c yueToMm Bo3pacTa MalMeHTa) 1, HaKOHELl, OTlepaTnuB-
HbIE BMEILIATENbCTBA, KOTOPBIE TOHKHBI TPOBOUTHCS B
X0JIe TIPOBEJICHUsT caMo00yJaronux mnponeayp. B ce-
T€ TOCIEIHUX HCCIeAoBaHui qo0aBunu pasaen llox-
POOHBII aHamu3, Uil TOrO YTOOBI JaTh ONpE/CICHUE
1 YTOYHUTH HEKOTOpBIE BONPOCHI U TEPMHHBI, Kacaro-
mecs JedeHus nerei, crpagaronux AT (mampumep,
Hapymenue 3penus npu LI, kauecTBo )u3HH, 0OIb
Y UHHOBAI[MOHHBIC PeaOMIMTALMOHHBIC MPOLEAYPHI).
Haxkownetr, 32 OOHOBJIEHHBIM CITUCKOM JINTEPATYPHI Clie-
JyeT MPUIIoKEHNE, CoJeprKalllee peKOMEHIallul OTHO-
CUTEJILHO COJIepKaHMS TPOrpaMMBbl IO CaMOOOyUEHHUIO
JUTS Pa3IMYHBIX BO3PACTHBIX TPYIII.

Knrouesvie cnosa: peabunumayus, mexcnpogeccuo-
HANbHBLI, HeUponcuxuamp, ooyyenue, npumeHeHue
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section of in-depth analyses has been added with the
aim of defining and clarifying certain topics and terms
relevant to the care of children affected by CP, such as
cerebral visual impairment, quality of life, pain and in-
novative rehabilitation procedures. Finally, the updated
bibliography sectionis followed by an appendix con-
taining suggestions on the content of the re-education
plan, differentiated by age group.

Key words: rehabilitation, interprofessional, neuropsy-
chiatrists, education, application

INTRODUCTION

The Recommendations are aimed at the specialist
medical doctors responsible for individual rehabilita-
tion plans (child neuropsychiatrists and physiatrists), at
therapists, and at the other medical specialists involved
in the evaluation and treatment of children with CP (or-
thopaedists, paediatricians, ophthalmologists, neurol-
ogists, etc.), as well as psychologists, social workers,
the technical members of the interprofessional rehabil-
itation team (orthotist, orthoptist, visual rehabilitation
therapist, nurses, etc.), the families of children with CP,
and the teachers and educators involved in managing
affected children, both at school and outside school.

The Recommendations are structured in five parts.
The introduction provides a clear definition of the dis-
ease in question and outlines the importance of the
Recommendations from a clinical and organizational
perspective; it contains the mandate to draw them up,
conferred on the two scientific societies involved, and it
also lists the members of the Commission, the working
methods followed, the addressees of the Recommenda-
tions, the areas of application, and the monitoring and
updating methods. The introduction is followed by the
Recommendations themselves, which are organized in
three sections: the definition of the patient’s functional
profile, according to motor and non-motor axes that de-
scribe his/her disability; the fields (aims) of the re-edu-
cation intervention (differentiated by patient age); and
finally the operating methods to be used in the re-ed-
ucation intervention. In the light of recent research, a
section of in-depth analyses has been added with the
aim of defining and clarifying certain topics and terms
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relevant to the care of children affected by CP, such as
cerebral visual impairment, quality of life, pain and in-
novative rehabilitation procedures. Finally, the updated
bibliography section is followed by an appendix con-
taining suggestions on the content of the re-education
plan, differentiated by age group.

We did not cover issues (such as orthoses, functional
surgery, drugs, botulinum toxin, etc.) for which specif-
ic guidelines are needed or already available; neither
did we cover in detail the merits of the treatment (this
would require the collaboration of therapists).

The SINPIA-SIMFER (Italian Society of Child and
Adolescent Neuropsychiatry-Italian Society of Physi-
cal Medicine and Rehabilitation) Intersociety Commis-
sion was set up in December 2000 and is made up of
members of each of these two scientific societies, all
experts in the field of rehabilitation of patients with ce-
rebral palsy (CP). In accordance with the indications
of the Italian Health Ministry’s Planning Department,
in 1999 this Commission was entrusted with the task
of drawing up «Guidelines for the Rehabilitation of
Children Affected by Cerebral Palsy» and to revise and
update the same at five-yearly intervals.

The present document is a summary of the latest
update, drawn up through meetings of the Intersociety
Commission.

The document as a whole is not so much a proposal
for treatment updated on the basis of advancing knowl-
edge in the field of rehabilitation of CP, as a presentation
of the method that should be applied by professionals
seeking to define the most appropriate intervention and
treatment strategies. The text is the product of a process
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of careful exchanges, conducted in a collegial and col-
laborative fashion, between professionals working in
different fields (rehabilitation medicine and child neu-
ropsychiatry) and in healthcare settings of different lev-
els (ranging from first-level local settings to third-level
national ones) and different types (affiliated outpatient
clinics and centers, local health authorities, hospitals,
«IRCCS» research hospitals, universities).

The update was developed bearing in mind the cul-
tural revolution triggered by the introduction, by the
World Health Organization (WHO), of the Internation-
al Classification of Functioning (ICF) [1, 2] and the
Child and Youth version of the ICF (ICF-CY, 2007),
a system for classifying functional abilities, disability
and health in developmental age. Even though an eco-
logical and holistic view of the rehabilitation process
was already incorporated into the content of the pre-
vious guidelines, the ICF highlights a conceptual and
structural model that it is necessary to take into account
in the planning of care. Since the process of applying
the ICF and the ICF-CY in the rehabilitation field is un-
doubtedly complex, due to problems relating not only
to the method of use of this instrument, but also to dif-
ferent models of service organization, a secondary ob-
jective of these Recommendations, in order to facilitate
their progressive application and use of the ICF, is to
encourage reflection upon these aspects.

The statements contained in these Recommendations
are founded on scientific evidence, a large quantity of
descriptive studies, and working practices supported by
the expert consensus (always unanimous) of the mem-
bers of the two sections of the Intersociety Commis-
sion. The proof of efficacy («levels of evidence») and
the strength of the resulting Recommendations have
been graded in accordance with the most recent indica-
tions on the topic present in the literature. The present
Recommendations include only those whose level of
evidence is rated as STRONG + (the recommendation
must certainly be followed) and WEAK + (the recom-
mendation should probably be followed).

Recommendations are an important instrument for
promoting uniformity of rehabilitation interventions
provided by different services. Indeed, the therapeu-
tic, educational and healthcare interventions currently
proposed are still extremely heterogeneous, a situation
partly related to the extreme clinical variability of chil-
dren with CP, the complexity of the functions involved,
and the varied and dynamic evolution of these patients’
abilities. With a view to monitoring the clinical, social,
family and individual costs of healthcare interventions,
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it is essential to unify rehabilitation processes and prac-
tices according to pathways founded on evidence-based
medicine (EBM). In addition, the accreditation of child
rehabilitation facilities should depend on their fur-
nishing a declaration of their treatment processes and
pathways relating to this disease, as well as an explicit
statement of the rationale behind the choices made, the
expected results and the costs. Thus, the Recommen-
dations also constitute an instrument on which to base
procedures for the accreditation of health facilities.

These Recommendations are aimed at the special-
ist medical doctors responsible for individual rehabil-
itation plans and at all those, health professionals and
others, who are involved in the complex process of re-
habilitation of children affected by CP.

Definition

Cerebral palsy (CP) is defined as a group of per-
manent disorders of the development of movement and
posture, causing activity restriction, that are attributed
to non-progressive disturbances that occurred in the
developing foetal or infant brain. The motor disorders
in CP are often accompanied by sensory, perceptual,
cognitive, communication and behavioural disorders,
epilepsy and secondary musculoskeletal difficulties. [3]

Cerebral palsy is therefore a condition due to alter-
ations of the central nervous system resulting from pre-,
peri- or postnatal causes that occurred before the com-
pletion of the individual’s growth and development; CP
is extremely heterogeneous in terms of its aetiology and
the type and severity of the disorder itself. [4—6]

The use of the adjective «permanenty rules out tran-
sient disorders in CP, but not changes in the clinical
manifestations, which alter over time and may show
spontaneous or induced improvements or worsening.

An innovative aspect of the new definition lies in the
recognition that, as well as activity restriction and motor
control disorders (components that are always present in
CP), the condition includes frequent and equally prom-
inent associated disorders such as sensory-perceptual
deficits, praxic and gnostic disorders, learning difficul-
ties, and cognitive and relational disorders, all of which,
while variable in frequency and severity, are explicit and
investigable phenomena, even at a very young age.

By convention, CP is diagnosed only in cases in
which the underlying lesion occurred within the first
year of life; after this time limit, the specific diagnosis
(head injury, brain tumour, stroke, encephalitis, etc.)
must be applied and the rehabilitation plan will con-
sider the peculiar characteristics of the specific disease.
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Diagnosis

Guidance in diagnosing CP can be obtained from
dedicated studies (Surveillance of Cerebral Palsy in Eu-
rope, SCPE) [7], remembering that the present recom-
mendations apply mainly to spastic forms of CP, which
account for around 80% of all cases. For the diagnosis
and treatment of the dyskinetic and ataxic forms of CP,
which currently account for around 20%, and of the
mixed forms, another document is necessary.

The findings of neuroimaging studies (preferably
brain MRI) can be helpful for diagnostic purposes
(SCPE 2000). Krageloh-Mann et al. [8] found MRI
to be normal in around 13% of children with bilater-
al forms and in 10% of children with unilateral forms;
in their series, correlation with gestational age showed
that normal findings were more common in infants born
at term than in those born preterm.

Towsley et al. [9] found that severe CP (GMFCS
level 4-5), especially quadriplegic forms, was signifi-
cantly associated with MRI showing cortical involve-
ment; the hemiplegic forms were more often associat-
ed with vascular accident; the dyskinetic and diplegic
forms in addition to traditional lesion patterns (basal
ganglia lesions or periventricular leukomalacia) were
sometimes associated with normal or non-specific
MRI findings.

It is suggested that metabolic and/or genetic screen-
ing can be performed in cases with normal MRI find-
ings, although the usefulness of this is still debated.

Classification

Different types of classification can be used in order
to differentiate between the various clinical forms: the
international ones based on epidemiological data, the
neuroradiological ones based on neuroimaging find-
ings, and the rehabilitation ones that focus on function-
al and prognostic aspects. [7] It must be recalled that
the SCPE classification has no impact on rehabilitation.
This is the reason why other types of classification,
more useful for prognostic and rehabilitation purposes,
have for years been used in Italy. [10]

The 2006 international classification may be seen as
an attempt to unify the different approaches. It consists
of four distinct parts, within which references to exist-
ing classifications are found:

— Motor abnormalities:

a. Nature and type of motor disorder (SCPE);

b. Functional motor abilities (GMFCS — postural-
kinetic functions; MACS — manipulative-praxic
functions);
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— Accompanying impairments. sensory-perceptual,
cognitive, communication and behavioural issues,
epilepsy and later-developing musculoskeletal
difficulties;

— Anatomical and neuroimaging findings (the SCPE
differentiates between unilateral and bilateral brain
lesions);

— Cause and timing.

Also in use alongside these classifications since
2007 is the ICF-CY (the child and adolescent version of
the WHO’s International Classification of Functioning,
Disability and Health). In Italy, Hagberg’s classification
(1975) [11] is still very widely used; this classification
distinguishes between the different clinical forms of
CP on the basis of the prevailing motor disorder and
its topographical distribution (spastic forms, subdivid-
ed into hemiplegia, diplegia and quadriplegia; ataxic
forms, subdivided into simple congenital ataxia and
ataxic diplegia; and dyskinetic forms, subdivided into
choreoathetotic and dyskinetic CP).

In Italy, Ferrari’s classification, [10] based on adap-
tive motor functions (posture, walking and manipula-
tion) is also used for rehabilitation purposes in the field
of the spastic forms of CP.

It must be remembered that no classification can
be dissociated from an individualised and multidimen-
sional approach that takes into account the functional
status of the person and his needs. [3]

Fields of application

The present Guidelines accept and share the state-
ments made in the «Manifesto on Child Rehabilitationy
drawn up by the Italian Group on Cerebral Palsy (GIPCI,

Gruppo Italiano per la Paralisi Cerebrale Infantile): [12]

— Rehabilitation is a complex process aimed at pro-
moting the best possible participation and quality of
life for the child and for the family. Through direct
and indirect actions, it focuses on the individual
in all his dimensions, physical, mental, emotional,
communicative and relational (holistic approach),
and it involves the [child’s] family, social and envi-
ronmental context (ecological approach).

— Itis achieved through the formulation of the rehabil-
itation plan and of the various treatment programmes
for three areas: re-education, care and education.

— Re-education is a responsibility of health workers
and its aim is to promote the development and im-
provement of adaptive functions. It is a discontin-
uous process that is limited in time and must nec-
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essarily come to an end when it is ascertained, in
relation to the most up-to-date knowledge of biolog-
ical processes of recovery, that the patient has not,
over a reasonable period of time, shown any signifi-
cant changes in either the development or the use of
adaptive functions.

— Education is a responsibility that lies with the fam-
ily, with health workers, and with teachers and ed-
ucators. The aim is twofold: to prepare the child to
play his role in society (i.e. to educate the disabled
person) and to teach the community, beginning with
schools, to welcome and integrate him (i.e. to edu-
cate about disabled people), so as to increase his re-
sources and increase the effectiveness of the re-ed-
ucation treatment. Social integration is, throughout
the rehabilitation process and at all ages, a prior-
ity objective that must not be subject to the prior
achievement of certain therapeutic goals.

— Care is a responsibility of health workers and so-

cial workers and it must be aimed at promoting the
wellbeing of the child and his family. It must be
provided to the child and his family uninterruptedly
from the moment they are informed that he has been
diagnosed as disabled. The resources for the family
must be calibrated according to the needs expressed
and not the modifiability of the child’s paralysis.
At the end of the rehabilitation programme, or when
the child with CP is no longer of developmental
age, the services must ensure continuity of care in
order to avoid leaving the family disoriented and the
patient abandoned. Pending specific national stan-
dards, the care pathways for these (now adult) pa-
tients need to be defined in each local setting, on the
basis of the available resources and expertise.

The rehabilitation plan and the various treatment
programmes formulated must naturally include inte-
grated interventions to be made, necessarily, in the three
areas mentioned: re-education, education and care. We
wish to emphasize, however, that it is not re-education
(physiotherapy, speech therapy, etc.) that represents the
element of continuity in the entire rehabilitation pro-
cess, but rather care; this is particularly true in «severe»
cases, in which, very often, re-education rapidly proves
ineffective and there emerges a growing need for a
care-based approach implemented through sometimes
complex interventions. This distinction is crucial as it
justifies the difficulty in evaluating the work of health
and social service technicians (effectiveness, efficiency
and appropriateness).
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THE RECOMMENDATIONS
The Recommendations for the Rehabilitation of

Children with Cerebral Palsy are organized, conceptu-

ally, in three sections that consider:

a) who they are for (the patient s functional profile, de-
fined according to motor and non-motor axes; the
set of data describing the essential dimensions of his
state of health);

b) the abilities/activities, in relation to the child’s age,
needing to be developed (the functional area, or field
of intervention differentiated by age);

c¢) the way in which to proceed (the operating methods
to be used).

The patient’s functional profile

A precise profile of the patient’s functioning should
be traced using, in order to facilitate the collection and
processing of data, using a nine-axis «multiaxial» or
«multidimensional» system. Each axis covers different
parameters. Alongside the crucial «motor» axes, there
are other axes describing «non-motor» conditions and
contextual factors capable of impacting significantly on
the individual’s scope for «motor» recovery.

The functional profile can be organised according to
the taxonomy of the ICF-CY, codifying the data accord-
ing to the following categories:

— Bodily functions: meaning the physiological func-
tions of the body’s systems (including psychological
functions).

— Body structures: meaning the anatomical parts of the
body such as organs, limbs and their components.

— Activities: meaning an individual’s execution of
tasks or actions.

— Participation: meaning involvement in a life situa-
tion.

— Environmental factors: meaning attitudes and the
physical and social environment in which people
conduct their lives.

The patient’s functional profile must be precise
enough to allow correlations to be established between
the nature of the defect and its natural history (paraly-
sis), the re-education plan and relative programmes, the
instruments used and interventions performed (treat-
ment programme), and the change ultimately obtained
(measurable outcome).

Description of the axes

For each patient, the practitioner will choose the
most appropriate category or subcategory and identify
the individual qualifiers.
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AXIS I: MOTOR SKILLS

This axis describes the components of the disabili-
ty. Within the ICF-CY, the collected data can be coded
as impairments of movement-related musculoskeletal
functions, and as mobility limitations.

— the localization of the paralysis according to Hag-
berg’s topographic criteria: tetraplegic, diplegic,
hemiplegic.

— the nature of the paralysis: flaccidity, spasticity,
spasms, dyskinesia, hyperkinesia, ataxia, associat-
ed reactions. It is possible to report the simultaneous
presence of different elements (mixed forms).

— the presence of muscle shortening, joint or skeletal
limitations or deformities

— the degree of postural organization

— the degree of organization of locomotion

— the degree of grasping - manipulation

— the degree of buccofacial movement;

— the efficiency of the respiratory system;

— characteristics of postural and action errors commit-
ted:

AXIS II: LESION HISTORY
This axis describes the most significant data in the

patient’s clinical history. Within the ICF-CY, the re-

sults of diagnostic investigations can be coded as im-

pairments of body structures (structures of the nervous

system, eye, ear and related structures). The most sig-

nificant lesion history parameters include:

— the hypothesized time of lesion occurrence: prena-
tal, perinatal, postnatal;

— the site of the lesion; extension of the lesion;

— the nature of the lesion: anoxic, ischaemic, haemor-
rhagic, infectious, toxic, malformative;

— the time of delivery (weeks of gestation);

— the birth weight: < 1500 g; 1500-2500 g; > 2500 g;

— intrauterine growth (hypotrophic, small for date,
macrosomic, etc.);

— indicators of perinatal encephalopathy (Apgar in-
dex, umbilical pH);

— disorders of pregnancy: threatened miscarriage, pla-
centa previa, intrauterine infections, etc.;

— diagnostic investigations performed to confirm the
lesion (neuroradiological, electrophysiological and
laboratory examinations).

AXIS III: REHABILITATION HISTORY

Some of the data collected can, providing the accom-
panying information is sufficiently detailed, be coded ac-
cording to the ICF-CY environmental factor codes.
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— the ratio of medical doctors to therapists;

— the ratio of therapists to patients (frequency and du-
ration of treatment sessions);

— the availability of suitable environments and appro-
priate equipment (aids, auxiliaries, toys, etc.);

— the accessibility of the rehabilitation service and the
availability of transport systems serving it;

— the re-education method adopted and workloads;

— the possibility of continuous medical education
(CME) and further targeted training (masters degree
course in child rehabilitation, specialization cours-
es);

— the possibility of ongoing access to specialist opin-
ions on different aspects (ophthalmological, ortho-
paedic, internal medicine, psychopathological, etc.);

— the possibility of collaboration with at least one pae-
diatric orthopaedic workshop;

— the presence of staff undergoing training or further
training (physiotherapists, neuropsychomotor ther-
apists, speech therapists, resident physicians, psy-
chologists, professional educators, etc.).

AXIS IV: COMPLEXITY

This axis describes the associated disorders capable
of significantly influencing the process of motor re-
covery. Within the ICF-CY, the following information
can be coded using the codes relating to impairment of
bodily functions (sensory functions, mental functions,
visceral functions, pain):
a) Sensory functions:

* disorders of visual function (e.g. refraction, visu-
al acuity, ocular motility, visual field, eye-hand
coordination, etc.), particularly cerebral visual
impairment;

* disorders of auditory function (e.g. auditory acu-
ity, attention and orientation to auditory stimuli);

* impaired olfactory function (recognition of
smells);

* impaired gustatory function (recognition of
tastes);

* impaired tactile function (exploration through
specific movements);

* impairment of sensory functions related to tem-
perature and other stimuli;

* impaired proprioception (sense of position, sense
of movement, sense of pressure).

b) Mental functions:

e attention disorders;

» perceptual disorders (discrimination, attention,
tolerance, perceptual coherence, etc.);
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d)

* memory disorders;

» gnostic disorders (somatoagnosia, spatial disor-
ders);

» praxic disorders;

» learning disorders at school (dyslexia, dysgraph-
ia, dyscalculia, etc.);

* cognitive and motor learning disorders (ide-
ation, understanding of events, logic, initiative,
curiosity, participation, pro-activeness, etc.);

» communication disorders (reception, expression,
understanding of codes, production, etc.);

» mental and affective-relational disorders,

* impairment of the acquisition and generalization
of motor skills (ranging from imitation and per-
formance of a task on demand and «voluntarily»
to the «spontaneous» use, in different daily life
contexts, of the skill learned).

Visceral functions:

* eating disorders: dysphagia, gastroesophageal
reflux disease, «PEG» (percutaneous endoscop-
ic gastrostomy, see in-depth analyses), «PEJ»
(PEG that extends to the duodenum and the je-
junum).

* breathing disorders («PAP Masky»: positive air-
way pressure mask)

» bowel regulation and diuresis disorders

Pain:

Pain management is a crucial part of the care of

children with CP. Efforts should be made to achieve

more methodical application of evaluations and
treatments, adopting a comprehensive and interdis-
ciplinary approach.

AXIS V: COMPLICATIONS
These include other medical conditions associated

with CP and certain environmental factors that can be
coded within the ICF-CY:

high morbidity, of any cause;

epilepsy, especially severe and drug-resistant forms;
obesity and malnutrition; it is necessary to use spe-
cific height-weight growth curves in children with
CP, differentiated by GMFCS class; [13]
odontostomatological complications;

compressive neuropathy and vascular disorders;
continuous intake of drugs (e.g. antiepileptic drugs,
psychoactive drugs, steroids, etc.);

situations of severe emotional deprivation (paren-
tal depression, frequent recourse to social services,
temporary institutionalization, need to have recourse
to foster families, etc.);
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— major traumatic circumstances (abuse/mistreat-
ment);

— other internal complications (osteoporosis, etc.);

— sleep disorders.

AXIS VI: FAMILY
The data collected can, again in reference to the

ICF-CY, be coded as environmental barriers or facilita-

tors. In this regard, some of the most important aspects

to consider are:

— the agreement, between the service and the family,
on the rehabilitation plan (concordance), in line with
the Family-Centred Care approach [14]

— the parents’ compliance (i.e. their level of reliability
in terms of adherence to the agreed treatment plan
and use of the instruments provided);

— the parents’ capacity to adapt to their child’s disabil-
ity and to their difficulties;

— family or social problems (impossibility of regularly
attending the rehabilitation service, absence of suit-
able spaces in the home for the proposed therapeutic
activities, etc.);

— cultural differences;

— the adequacy of the child’s living environment and
any problems it presents;

— the presence of architectural barriers in the home;

— the possibility of using, at home, the rehabilitation
aids offered.

AXIS VII: REHABILITATION SERVICES
The data collected can be coded, with reference to
the ICF-CY, as environmental barriers or facilitators.

— the ratio of medical doctors to therapists;

— the ratio of therapists to patients (frequency and du-
ration of treatment sessions);

— the availability of suitable environments and ade-
quate equipment (aids, auxiliaries, toys, etc.);

— the accessibility of the rehabilitation service and the
availability of transport systems serving it;

— the re-education method adopted and workloads;

— the possibility of continuous medical education
(CME) and further targeted training (masters degree
course in child rehabilitation, specialisation courses);

— the possibility of ongoing access to specialist opin-
ions on different aspects (ophthalmological, ortho-
paedic, internal medicine, psychopathological, etc.);

— the possibility of collaboration with at least one pae-
diatric orthopaedic workshop;

— the presence of staff undergoing training or special-
ist training (physiotherapists, neuropsychomotor
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therapists, speech therapists, resident physicians,
psychologists, professional educators, etc.).

AXIS VIII: CHILD COMMUNITY
The data collected can be coded, with reference to

the ICF-CY, as environmental barriers or facilitators.

— the possibility of attending school or other child care
settings;

— the availability of play/sports facilities;

— the presence of a special needs teacher and/or spe-
cially appointed educators;

— the presence of personal assistant to help the child;

— the presence of architectural barriers at school;

— the behaviour of the peer group (welcoming, accept-
ing, rejecting etc.);

— the behaviour of the teachers (level of involvement,
delegation to others, renunciation, etc.).

AXIS IX: QUALITY OF LIFE

The Manifesto on Child Rehabilitation (GIPCI,
2000) [12] defines rehabilitation as a process ultimately
aimed at promoting the best possible quality of life for
the child and for the family.

The past decade has seen rehabilitation ideas and
practice evolving considerably, in precisely this direc-
tion.

ESSENTIAL BIBLIOGRAPHY
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Several concepts have been redefined, such as:
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Pe3rome

[IpoGiiema pa3paboTku PeadUIIUTAIMOHHBIX IPOTPAMM
JICUCHU S ,[[eTef/'I, NepeHeCUInX OICPAaTUBHLIC BMEIIa-
TENbCTBA, CTAHOBUTCS BCE Ooylee OCTPOH B CBS3H C
YBCIMYCHUEM KOJIMYCCTBA U POCTOM Kady€CTBa BBLICO-
KOTECXHOJIOTHYHBIX onepaum‘/’l, BBITIOJIHEHUEM OpraHo-
COXPAaHSIOIIETO JICUCHHSI, B TOM YHCIIE ¢ IPUMEHEHUEM
Pa3IMYHbIX MMIIJIAHTOB, @ TaKXXE€ C HCIIOJIb30BaHHUEM
CITOYKHOTO WHHOBAIIMOHHOTO 000PYIOBaHHS.

Iesib: CHIKEHHME KOJMYECTBA OCIIOKHEHUI B paHHEM
MOCIICOTNICPAIIMOHHOM TIEPHOJIE.

MarepuaJi M1 METOABI: [T KQXK/I0TO MAlueHTa, nepe-
HECIIIET0 OMEPaTHBHOE BMEIIATEILCTBO, (POPMHUPYIOT-
Csl MHIUBH/IyalbHbIC PEAOMIHUTAIMOHHBIC MPOrpam-
MbI. PeaOuIuTalHOHHBIC MEPOTIPHUSITHUS JIOTDKHBI OBITH
MaKCHMAJbHO PAHHHUMU U aKTUBHBIMH. CBOEBpEMEH-
HO Ha3HAuCHHAsh BOCCTAHOBUTENIbHASI TEPAITUs B KOM-
MJIEKCHOM Teparuu MO3BOJISET CYIIECTBEHHO MOBBICUTh
PE3yNIBTATHI JICUCHHS JACTEH.

Pe3ynbTarhl: peabUINTAIIMOHHBIC MPOrPAMMBbI TTOKa-
3a7TM XOPOIIIYIO MEPEHOCUMOCTD, B TOM YHCJIC Y HOBO-
POX/ICHHBIX ¥ MAJTMATHBHBIX MAI[HCHTOB.
3akiIiouenne: aJeKBaTHOEC PEaOHIUTAIMOHHOE Jieye-
HUE, MPOBOMMOE B PAHHUI MOCICONECPAIIMOHHBIN TTe-
PHOJI, TO3BOJIACT CHU3UTH KOJIMYECTBO OCTIOKHCHHH,
TaKUX KaK TUIOCTATUYeCKas MHEBMOHHMS, HAPYIICHUE
TPO(DUKH, MTPOJICHKHH, TYTOTIOJBUKHOCTE CYCTaBOR.

Knioueewie cnoea: pannuii nocieonepayuonusiii nepu-
00, peaburumayus, oemu, pusuomepanus, JIOK
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Abstract

The issue of development of rehabilitation treatment
programs for children who have undergone surgery is
becoming more pressing due to the increased amount
and growing quality of high-tech operations, organ-pre-
serving therapy including the one using various im-
plants and complex innovation equipment.

Purpose: decreased number of complications in the
early post-operation period.

Material and methods: individual rehabilitation pro-
grams are formed for every patient who underwent a
surgery. Rehabilitation actions must be carried out as
early as possible and be active. Timely restorative com-
plex therapy helps to improve the results of pediatric
treatment considerably.

Results: rehabilitation programs showed satisfactory
tolerance including newborns and palliative patients.
Conclusion: adequate rehabilitation treatment carried
out in the early post-operation period decreases a num-
ber of complications such as hypostatic pneumonia,
trophy disturbance, decubital ulcers and joint stiffness.

Key words: early post-operation period, rehabilitation,
children, physiotherapy, physical therapy
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Beenenne

OmnepaTtuBHOE JIeU€HUE — 3TO BaKHEUIIIast COCTAB-
JISIFOLLAs JICYEHUS IETEN C OHKOJIOTMYECKOM, OPTOIIE -
YECKOW, HEUPOXUPYPTrUYECKOW U YETIOCTHO-TUIIEBOM
narosiorueit. IlocneonepaiMoHHbIA TIEPUOT — BpeEMs
OT MOMEHTa OKOHYAHHSA OIEPallH A0 3aKHUBICHHS
paHBl ¥ HOPMAJIHU3AIUN COCTOSHUS TIOCTIE OTIePAIlHOH-
HOH TpaBMbI. OOBIYHO TIpomoIDKaeTcst 7—14 mgHe#, Ho
JUTHTEIHHOCTh TTOCIEONEPATMOHHOTO TIEPHUOoIa MOXKET
YBEIMYUTHCS, €CITN y TAIMeHTa MPHUCYTCTBYET OTSATO-
MEHHBINA TTpeMopounubiii hoH. [Ipobiaema pazpaboTku
peabuINTaMOHHBIX MTPOTPAMM JICUCHHS JETeH, mepe-
HECIINX OTIepaTHBHBIE BMEIIATENHCTBA, CTAHOBHUTCS
Bce 0oJiee OCTPO B CBS3M C YBEITMYEHHUEM KOIMYECTBA
M POCTOM KaueCTBa BHICOKOTEXHOJIOTHYHBIX ONepaItiii,
BBITIOJTHEHHEM OPTaHOCOXPAHSIONIETO JIEYeHHUs, MPH-
MEHEHHEM Pas3INIHbIX UMIUIAHTOB, a TAK)KE C UCIOIb-
30BaHMEM CJIOKHOTO HHHOBAIIMOHHOTO 000PYI0BaHUSI.

CBOeBpeMEHHOE 1 aJIeKBaTHOE BOCCTAHOBUTEIHHOE
JieueHNe B paHHEM TIOCIIEONIEPAIIOHHOM ITEPHO/IE CIIO-
COOCTBYET COKpAIIEHUIO MOCIEONEePAIIMOHHBIX OCTIOXK-
HEHUH TI0CIIe OOIIMPHBIX OITepaIiuii y HOBOPOXKIEHHBIX
JIleTel Mocyie KOPPEKIIMHU BPOKAECHHOM narosioruy. B to
Ke BpeMs MpOo(UIaKTHKA ¥ YMEHBIIEHHE KOIHYEeCTBa
MTOCJICOTIEPAIIIOHHBIX OCIIOKHEHHH OKa3bIBAET 3HAYH-
TeJIbHOE KIMHUYECKOe U SKOHOMHYECKOE BO3/ICHCTBIE,
0OyCJIOBJIEHHOE  CHIDKEHHEM  IPOAOIDKUTEIFHOCTH
MpeObIBaHNS Ha KOMKe M, KaK CIEICTBHUE, CBSI3aHHBIX C
9TUM pacxomos [1].

Leap uccinenoBaHusi: CHIKEHHE KOJIUYECTBA OC-
JIOKHEHUH B PaHHEM TIOCIIEOTIEPAIOHHOM TIEPHOIE.

Martepuainl u Metoabl: B ['bY3 «Haygano-mpaxk-
TUYECKUM LEHTP CHEeNUATU3UPOBAHHON MEIUIIMHCKOMN
momomu ngersM um. B. ®. BoiiHo-Scenenkoro /13
. MOCKBBI» MONTYyYal0T XUPYPrHUECKOE JICUEHHUE JETH
B BO3pacTe OT 3 Hemenb A0 18 JeT, B TOM Ymcie: Ho-
BOPOKJICHHBIE JETH, JETH C OIyXOJeBBIMU 3a0oieBa-
HUSMH, pacIieTnHoN ryosr u Heba, JIOP-maromoruei,
natosnorueit [THC, LI, Helpo-MBIIIETHBIMHA CKOJINO-
3aMH, PEe3UCTEHTHBIMU (POPMaMU DIUJIETICHH, & TaKXKe
WHKypaOeIbHbIe JETH, KOTOPHIM BBITTOIHSAIOTCS OTepa-
THBHBIE BMEMIATENbCTBA C MMAJUIMATUBHOMN IEIBIO.

st monmydeHnss MakcuMaibHOTO d(dexTa B paH-
HEM TIOCIIEONIEPAIMOHHOM TIEPUOIE MBI HCIIONIb3yeM
CWJIBI MYJNBTHANCIUTUIMHAPHON KOMaHJIbl CIeIHan-
CTOB: Bpad-oHKOJOT, Bpad JIOK, Bpau-husnoreparenT,
Bpa4y-opToOIel, Bpau-peaHuMaTosor, uHCTpykTop JIDK.
Jtst xaxmoro pedbeHka (GOopMUPYIOTCS WHANBUIYATh-
HbIE peabMITUTAIIMOHHBIE TTPOTPAMMBI, YUUTHIBAIOIIIE
HCXOIHBIN cTaTyc marueHTa 10 00Je3HH, BUI B 00b-
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€M ONEPaTUBHOTO BMEIIATEILCTBA, ABUTATEIHHBIC Ha-
pyuieHust, (QyHKIIMOHAJIBHBIC MOTPEOHOCTH, KOTOPBIX
JKeJIaeT J0CTUYb MAIMCHT B OJMKaiiiieM mnocieonepa-
IUOHHOM Tiepuoje. [t orieHKH 3 GEKTUBHOCTH BOC-
CTaHOBUTEJIHHOTO JICYCHUSI MBI UCIIONB3YEM CTaHIAPT-
HBIE CHCTEMBI OIIEHKH, Takue Kak mkana MSTS [2].

PeabunuranonHoe JeueHrue B PaHHEM IOCIIEOoIe-
pauroHHOM TiepHuoze (C HyJIS J0 TPETbe HEAenu OT
MOMEHTA OIepaIlii) HAMPaBICHO Ha MPEAYIPEKICHNE
MOCJICONIEePAIIMOHHBIX OCIIOKHEHUH, YIydIlIeHUE 00I11e-
IO COCTOSIHUSI OOJIBHOTO M (DYHKIIMH KU3HCHHO BaXKHBIX
OpraHOB, CTUMYJIIIUIO PETCHEPATOPHBIX IIPOIECCOB,
YCTpaHEHHE WJIM YMEHBIICHHE OOJICBOrO CHHIpOMA,
MPEIYIPESKICHUE 00pa30BaHUs KOHTPAKTYP, YJIydllie-
HUE JIbIXaTeIbHON (PYHKIIUU JIETKHUX.

Bo Bpems mpoBeacHHs peaOUIUTAIMOHHBIX Me-
ponpusITHIA B paHHEM IOCICONEPAIIIOHHOM TEPHOJIEC
HEOOXOMMO 00eCIIeUnBaTh TIIATSIIHBI MOHUTOPUHT
COCTOSIHUS MAIIEHTA, KOHTPOJIUPOBATH YACTOTY ITyJIbCa
u AJl, ajieKBaTHO OIIEHUBATh CAMOYYBCTBUE OOJILHOTO,
0oneBoil cWHIpPOM, TpHU3HAKH ycTanocTu. OCHOBHAas
3a/laya paHHEr0 BOCCTAHOBUTEIBHOTO dTama — IMpo-
BEJICHUE €r0 B CCTCCTBCHHbBIC OMOJIOTMYCCKUE CPOKH,
6e3 cpeiBOB [3]. BoccTaHoBUTENbHOE JICUCHUE IeTEH
B paHHEM TMOCJICONECPANMOHHOM TIEPUONIC MTPOBOTUTCS
Ha (hoHE 00e300JIMBaHUS, CEIIAI[MH, MEIUKAMEHTO3HON
Tepamuy ¥ UMEET CTPOTrO MHAMBUAYATHHBIM XapakTep
MPOBENICHUS PEAOMINTAIIMOHHBIX MEPOIIPUSITHI.

B pannem mocneonepaliioHHOM TEPUOJE MPHOPH-
TeTHas posib oTBoauTcs Meromam JIDK, nHampasieH-
HBIM Ha MPOQUIIAKTUKY OCICONEPAIIMOHHBIX OCIOXK-
HEHUH, yIy4dIICHUE JCATEIHPHOCTH OPTaHOB M CHUCTEM
JIETCKOTO OpPTaHu3Ma, YIYUIICHHE TICUX0IMOIINOHAb-
HOTO COCTOSIHUSI peOeHKa, MPOQUIAKTHKY CHACUYHOIO
nporecca, GOpMUPOBAHUE TACTUYHOTO, TTOJBUIKHOIO
py6ua. Ilpu orcyTcTBUM NPOTHBOIOKA3aHHWN T'MMHA-
CTHKa HAa3HAYAETCS C MEPBBIX YACOB IOCJC OMEpaIuu
[4]. K oToMy MOMEHTY MO>XHO HAYMHATH 3aHSATHUS Jie-
4eOHOM T'MMHACTHKONH B MaKCHMAaJbHO YJIOOHOM Jiist
0OTBLHOTO TIONIOKEHUU W HAYMHATH PAHHIOI BEPTHKA-
JIU3AIUIO MAIUEHTa, 0053aTeJIbHO KOHTPOJIUPYS COCTO-
STHIE U CaMOYyBCTBHE 00JbHOTO. Harpyska mpu mpose-
JICHUM 3aHATUN 1e4eOHON TMMHACTUKOU OJKHA OBITH
TIIATEIEHO TTOA00PAHHOM.

[Ipu oproneauueckux 3a00JICBaHUSIX, B TOM YHUCIIC
OHKOJIOTHYECKUX, HEOOXOAMMO obOecrneyuBaTh IIpa-
BHJIBHYIO YKJIQJKy OIEPUPOBAHHON KOHeuHOCTH. IIpun
HEOOXOJMMOCTH JIOJDKHA TIPOBOAMTHCS OPTOIEIUYC-
CKast KOPPEKIUs — OPTE3UPOBAHUE H KOPCETUPOBAHHUE.
ITanmentam B paHHEM MOCICOMEPATMOHHOM TIEPHUOJIEC
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HEOOXOMMO JJOOUTHCS YITYUIICHUS! MUKPOLUPKYIISLIUAH
B JIETKHX, YCUJICHUS SKCKPETOPHOH (DYHKIIMN OPOHXOB,
OTXOXKJICHHS MOKPOTHI U MPOBOAUTH NPO(UIAKTUKY
oOpazoBanus nponexHed. Paznuunbie Gusnorepanes-
TUYECKHE METOJUKH, B TOM YHCJIE alllapaTHble, HaIllIH
LIMPOKOE PUMEHEHNE B PaHHEM I0CIIE0TIEPAIITOHHOM
nepuoze. [IpoBeaeHne KOPOTKOBOIHOBOTO YabTpadu-
0JICTOBOTO OOJyYeHHUs BO3MOXHO C TEPBBIX CYTOK, a
MarHuToJa3epoTepanuy ¢ TPETbUX CYTOK IOCIe OIle-
pamuu.

Ha nepBbie—TpeTbu CyTKH TMOCJ€ ONepanuu pea-
OuMTaIys TPOBOIUTCS B OTACICHUN PEaHUMAIIUH TI0
CIeAyIolell mporpamMme: JbIXaTeslbHas TMMHACTHKA,
yHOpaBiIsieMoe [bIXaHWe, KUHECTeTHYecKas Teparus,
MACCUBHO-aKTHBHBIE KOMIUIEKCHI JIedeOHONH TMMHACTH-
KM, paHHSs BEepTHUKANIMU3alusd, O00JydyeHHe KOPOTKUM
yABTpaduOIeTOM, MarHUTOJIA3EPHAS Teparus arnmapa-
toM PUKTA-DCMUIJI, ecnmu HEOOXOAMMO — TIpUME-
HEHHE OPTE30B, KOPCETOB, OaH/IaXeH.

PeabunuranoHHbIe MEPONPUSTHS MPOIOIDKAIOTCS
B KOGYHOM OTJEJIEHUH, C TPETHUX M0 21-e CyTKH paH-
HEro MocCJeoNnepalMoOHHOro nepuoja. Y AeTei, onepu-
POBAaHHBIX IO MOBOAY KOCTHOM MarojioTHUH, cpasy Io-
clie TepeBo/ia U3 peaHuMallny, HaYnHAeTCsl pa3padoTKa
JBM)KEHUH B CycTaBax B YCJIOBHAX aJ€KBaTHOTO 00€3-
OOJIMBaHMSI, €CIIM MPOBOAMTCS Pa3paboTKa JIBMIKEHHH
B OTIEPUPOBAHHOM cycTaBe. [Ipu HamMuIuum UMMOOWITH-
3alluy MPOBOATCS peaOUIINTAIIMOHHBIC MEPOTIPHSTHS,
HalpaBiieHHbIC Ha YiydlleHHe (YHKIUH CBOOOIHBIX
CYCTaBOB, YJIyUllICHUE JIPCHAKHOW (QYHKIIUU JIETKUX H
MPOQUIAKTHKY ITPOJICKHEH.

[Tocne cusitus mBoB, Ha 10—14-¢ CyTKH, HAYMHACTCS
MaKCHUMaJIbHO aKTUBHAs BOCCTAaHOBUTENIbHAS Teparus,
HarpaBJicHHas! HA BOCCTaHOBIICHHE (DYHKIINY TIOpayKeH-
HOTO CETMEHTa C LIEbI0 JOCTHKEHNUS YPOBHS, MpeLe-
CTBOBAaBIIIETO0 OOJIE3HU: KHWHE30Tepanus C HUCIONIb30-
BaHHeM uieMeHTOB Mmertoauku PNF, Boiita-tepanus,
nazeporepanus JUis yaydileHus TPOQUKH U percHe-
paiuy TKaHeH, IPOPUIAKTUKYA BEHO3HOM HEIOCTaTOu-
HOCTH, TPO(UIAKTUKN MPOJICKHEH, YMEHBIICHUS TIO-
CJIEOTIEPAIIIOHHOTO OTeKa. [ HIpoKHHe30Tepanus |
3aHATHS B OacceifHe TPOBOISTCS cpasy MOCIHe CHSTHS
mBoB. [IpoBoAsATCS aKTHBHBIE KOMILIEKCHI JIE4eOHOM
TMMHACTUKH, HalpaBlIEHHbIE Ha KOPPEKIUIO KOOPIH-
HATOPHBIX HApYLICHUH W CTaOWIN3AlUI0 ITOXOJKH,
MPOIOJKAIOTCS 3aHSTUSL JIbIXaTE€JIbHOM TMMHACTUKOM,
MIPUMEHSETCS pOOOTU3MPOBaHHAS MEXaHOTEpaIus, 3a-
HSTHS Ha BEJIOTPEHaXKepe U OEroBOi JOPOKKE.

Cy1ecTBYIOT 0COOCHHOCTH MPOBEICHUS PeaOun-
TalMu B PaHHEM ITOCJIEONEPAMOHHOM MEPHOIE y Jie-
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Tel ¢ pa3nuuHoi narosiorueil. eram B nepuone Ho-
BOPOKJACHHOCTH, MEPEHECIIUM OIEPalUU O MTOBOAY
BPOXKJCHHOW PAacCIICIMHBI BEPXHEW T'yObl, MHEJIOAUC-
TUTa3HH, C TIEPBBIX MMOCIEONEPAMOHHBIX CYTOK IPOBO-
JSITCS anmapaTHble METoAbl (PHU3MOTEPaneBTUIECKOTO
nedyenusi. Koporkue ynsrpaduoneToBbie BOJIHBI € Mep-
BOTO I10 TPETHUH JACHb Ha 00JIaCTh MOCIIEONEePaMOHHON
paHbl ¥ C TPETHUX MO CeIbMbIe CYTKH — Jla3epoTepa-
nust anmapatoMm PUKTA-DCMMUAJI Ha obnacth mocie-
ONEpallMOHHON paHbl U YPECKOKHOE BO3/ICUCTBUE Ha
KPOBb B 30HE JIOKAJTU3AIIUHU KPYITHBIX COCY/IOB IJIs IPO-
(UITAKTHKH JTOKaJIbHBIX WH(QEKIMOHHBIX OCJIOKHEHHN
U YIIy4IIeHHs pereHepalui TKaHel, 4To CIoCOOCTBYET
OBICTPOMY 3aXKHBIJIEHHIO TOCIIEONEPAMOHHON paHbI,
HOpMaJIM3alliy Tpollecca BCKapMIIMBAHUS U yCTpaHe-
HUIO KOCMETHYECKOTO Je(eKTa, MPUBOASIIMM K HOp-
MaJIM3aliuK Pa3BUTHs peOCHKA.

JersM, mepeHeclInM HEeHpOXUPYPrU4eCKUEe BMe-
II1aTeNbCTBA, B PAHHEM IOCIIEONEPALMOHHOM IIEpHO/Ie
NPOBOMATCS CICAYIOUIME INAASIINe PeaOuIUTalOH-
HBIE MEPOTIPUATHS: JbIXaTelIbHAs THMHACTHKA, YIIPaB-
JsieMoe JbIXaHue, KUHeCTeTHUeCKas Teparusi, Maccax
(o mepe Heobxonumoctn). Crenyer MOMHUTH, YTO K
0COOCHHOCTSIM YX0/Ia ¥ TIOCJICONEePALIMOHHOTO BEICHHS
OOJILHBIX HEHPOXUPYPTUUECKOTO MPOQHIS OTHOCUTCS
HEBO3MO)KHOCTh PaHHEW BEepTHKAJIN3ALMU, HEOOXOAH-
MOCTh CTPOTOTO COOJIONCHUS BBIHYKJCHHOTO TOpH-
30HTAJBHOTO IMOJIOKEHHSI, HEYCTOMUYUBOCTh (YHKIIUH
JKU3HEHHO BaYKHBIX OPTaHOB, CBsI3aHHAsI C OTIEpaIMOH-
HOM TpaBMOI rOJIOBHOTO MO3Ta U €ro 000JI0YeK.

VY jereld, CTpajarmolUX KOCTHBIMM CapKOMaMU,
BBITIOJIHAETCS SHAONPOTE3UPOBAHNUE, B TOM YHUCIIE TO-
TaJbHOE, C 3aMeIleHHEeM Ta300eJpEHHOTO U KOJICH-
HOro cycraBoB. Cienyer OTMETWUTh, YTO MAacCHBHAs
MeXaHOTepanusl y JAAHHOTO KOHTHMHTEHTa IMalMeHTOB
3¢ (eKTHBHA TOJHKO B PAHHEM IOCJICONEPAIHOHHOM
nepuoze, a B MO3JHEM U OTAAJICHHOM Iepuoaax Oomee
3((PEeKTUBHBI AKTUBHBIC METO/IUKH.

V nereil, OOJBLHBIX COJMAHBIMU 3JI0KAYECTBEHHBI-
MH OITyXOJISIMH, BOCCTAHOBHUTENbHAs TEparusi B paH-
HEM TIIOCJIEONEPAMOHHOM IIE€PHO/Ie MPOBOJUTCS Ha
(hoHE MONMXUMHOTEPIIUH, COMPOBOXKAAIOLICHCS pa3-
JUYHBIMM BUJAMU TOKCHYHOCTH: T€MaToJIOTHYECKOH,
He(PpPO- U TEeNaTOTOKCHYHOCTHIO, MOXKET BCTPEUATHCS
HEHPOTOKCHYHOCTh, KapJUOTOKCUYHOCTh, pa3IMyHbIC
(bOpMBI KOXKHON TOKCHYHOCTH. B mpemonepannoHHoM
MepUoJIe Y HEKOTOPBIX JIeTell Oblia MpoBeAeHa JiyueBas
Teparus, OKa3bIBaloIlasi CyIIECTBEHHOE BO3JEHCTBHE
Ha TKaHU ONEPUPYEMOro OopraHa, 4yro TpeboBajo pac-
HIMpEHHs] PUMEHSIEMOro apceHajla METO/I0B BOCCTa-
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HOBUTCJILHOI'O JICUCHHA [JId JOCTHWIKCHUA JIy4YlICro
3axxuBlieHns. K 0cOOEHHOCTSIM JieTeid ¢ Helpo-Mbliey-
HBIMHA 336OHCB3HI/I5{MI/I OTHOCHUTCA AbIXaTCJIbHAsA HEI0-
CTaTOYHOCTh, YCYTYOJSIOIIASACS HEMOTHOIEHHOCTHIO
JIBIXaTeIbHOM MYCKYJIATyphl: MEXpeOepHBIX MBI,
nradparMbl ¥ BCIIOMOTaTeIbHOW MYCKYJIaTyphl, Kak 3a
CUHCT HaApYyIICHUSA MIPOBCACHNA HCPBHOT'O UMITYJILCA, TaK
1 3a CUCT ACTCHCPpALIUN MBIINICYHBIX BOJIOKOH.

Benymast poib B 60ps0Oe C IpIXaTeiabHOM HeIocTa-
TOYHOCTBIO B ITOCIICONEPAIIMOHHOM TEPHOJIE y Tallu-
CHTOB C TAXKCEIbIMHU He(i)OpMaHI/ISIMI/I IIO3BOHOYHHKA
OTBOAUTCHA PA3JIMYHBIM METOJUKaM Z[BIX&TCHLHOﬁ TUM-
HacTukd. K mepBoodepeHbIM 3a1a4aM peaOuiIuTalm-
OHHOTI'O JICHCHUS Y MNaJlNIMaTUBHBIX IMALIMCHTOB CJICAY-
€T OTHECTHU YJIYUIICHUC KayCCTBa OCTaBIIEHCS JKU3HU
0OJNIBHOTO peOeHKa, MPEeayNpekIeHUe U OOJIeryeHue
CTpaJaHuM.

Jertun, monydaromue NaijiaTHBHOE JICYCHUE, Kak
MPaBUIIO, ONIEPUPYIOTCS B 00BEME TPaXeOCTOMUU JIJIsI
npouieHHoi MBJI o noBogy XpOHHUYECKOH pecnupa-
TOPHOH HEIOCTaTOYHOCTH U TAaCTPOCTOMHUHU C IIEJBIO
KOPPEKIUH KeTyJOUHO-ITUILEBOAHOTO peduitokca y Jie-
TeH ¢ TSHKEJIBIMM HEBPOJIOTMUECKUMU HAPYIICHUSMM.
V Takux AeTeil Mbl IPUMEHSIEM B pAHHEM IOCJIEONEpa-
IMUOHHOM II€PUOAC AbIXATCIIbHYIO THMHACTUKY, KUHE30-
Tepanuio, Mmaccax, KY® u nazeporepamnuio [5]. OcHOB-
HbIe OCOOCHHOCTH TPOBEICHUSI BOCCTAHOBUTEIHHOTO
JICYCHUs] — CTPOTO HHAMBUAYaIbHOE OMpe/CiIeHUe
KOJIMYECTBA M MPOIOJIKUTEILHOCTH MPOLEIYP, BEIOOD
METOAAa U COYCTaHUA METOAOB IMTPOBOAATCHA 110 CTPOTUM
MOKA3aHUSIM.

Pe3ynbrarpl: peaOMIMTAIMOHHBIE  MPOTPaAMMBI
MOKAa3aJi XOPOUIYIO MEPEeHOCHMOCTh, B TOM YHCJC Y
HOBOPOXACHHBIX W NAJUIMATUBHBIX MaIUCHTOB. OTtmMme-
YaeTcsl CHIDKCHHE KOJIMYECTBA IOCIICONEPauOHHBIX

Jluteparypa

OCJIOKHEHUM B BUJIE 3QKUBICHUS PAH «IEPBUYHBIM
HaTSOKEHHEM». YJIyYIIeHHE [bIXaTelbHOH (yHKIWH,
o0miero coctosiHus W (DYHKUUHM SKU3HEHHO Ba)KHBIX
OpraHoOB OTMEYAeTcsl y BceX OONbHBIX. Y MalMEHTOB,
IIEPEHECIINX OIEpaTUBHbIE BMEIIATEIbCTBA Ha OIOP-
HO-J/IBUIaTeJIbHOM allllapaTre, B TOM 4YHCIIE 3HAOIPO-
Te3UpoBaHUe, HaOIIOJAeTCs BOCCTAHOBJIEHUE JIBUIa-
TEJIbHBIX HaBBIKOB, KOHTPAKTYp OTMEUYEHO He ObLIO.
Bce neru, nosydasiye BOCCTAHOBUTENIBHOE JICYEHUE B
paHHEM IMOCJIEONEPALUOHHOM MEPUOJE, FEMOJUHAMU-
YECKH CTAOUIIBHBI.

BbiBoabI:  peaOWIMTALMOHHBIE  MEPONPUATHUSA
JOJDKHBI OBITh MAKCUMAaJIbHO PAaHHUMH U aKTHBHBIMHU.
BoccranoBuTenpHas Tepanus B paHHEM I0OCIIEONepa-
LIUOHHOM IIEPUOJIE, MTO3BOJISET YMEHBIIUTh PUCK pa3-
BUTHS HEONIAronpusITHBIX MOCIIEACTBUI ONepaliHOHHOM
TPaBMBI.

IIpumenenue OTJI B paHHEM NOCIIEONIEPALIUOHHOM
IIEPUOJE TOBBILIAET CONPOTUBISEMOCTh OpraHU3Ma
OPBU u npyrum uMHQEKIUsSM, TO3BOJSET TPOBOIUTH
NPOQUIAKTHKY 3aCTOMHBIX SIBICHH, TPOPHUIAKTUKY H
JiedeHrnEe HEHPOTPOYUIECKUX HAPYIICHNH.

IIpumenenne JIOK ykperiser MbIIIEUHYIO CHUCTe-
My, YTO OCOOEHHO Ba)XKHO Yy JeTell ¢ OorpaHHYeHHON
IIOJIBUYKHOCTBIO, CHUKAET SIBIICHHSI OCTEOIICHUU.

3akirouenne: HeoOOXOAUMO OTMETUTh, YTO PaHHEE
Hayajio, aJIeKBaTHOCTb, MYJIBTHUCHUIIMHAPHOCTD,
WHJIMBUIYaJbHBIA M KOMIUIEKCHBIA MOAXON B (QOpMU-
poBaHUM peadMIMTAIMOHHBIX MEPONPHUSITHI CHOCO0-
CTBYIOT YIYYIICHHIO DPE3YJBTaTOB JICUeHHs, MpOopu-
JIAKTUKE IOCIEACTBUM, a TAKKE CHHUKEHUIO CTEIECHU
WHBAJIMJAHOCTH, YTO IIPUBOJAUT K COLIMAJIBHOMN ajarra-
[IUYM, UHTETpally TalMeHTa B O00IIEeCTBO U, KaK Clej-
CTBHE, CIIOCOOCTBYET CYIIECTBEHHOMY TIOBBIIICHUIO
Ka4eCTBa JKU3HHU.
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Pritiko A.G., Prityko D.A., Palagin V.V., Skoryukina Yu..G., Tatarinov P.A., Kuznechenkov D.V.

10 YEARS OF FORMATION AND DEVELOPMENT PADIATRIC
PALLIATIVE MEDICAL CARE IN ST.LUKA'S CLINICAL RESEARCH

CENTER FOR CHILDREN

St.Luka's Clinical Research Center for Children

Pesome

OnHol U3 aKTyaJdbHBIX MPOOIEM, CTOSAIMIMX MEPEd COo-
BPEMEHHON MEAWIMHOM, SIBISETCS OKa3aHUE Naslina-
TUBHOHM MOMOILM JeTsAM. B cTarhe mpeacraBieH HCTO-
PHUECKUI SKCKYpPC Pa3BUTHSI MaJUIMATUBHOM (B TOM
quciae MeIUaTpuyecKoi) TOMOIIN B Pa3HBIX CTpaHax
mupa u Poccun. Onucanbl METOOUKH M MPUHIMIIBI
paboThl MEKXAMCUUITIMHAPHBIX KOMAaHJ IO OKa3aHHIO
NaJIMaTUBHON momoiu aetsiM. [Ipeacrasnens omiu-
YHUTENbHBIE 0COOCHHOCTH MaJUIMATUBHON MOMOIIH Jie-
TSIM B CPAaBHEHUH CO B3POCJIBIMU MAaEHTaMH. ABTOPbI
MPEAIaraloT CTPATErHio CO3aHus U pa3BUTHA NaJlIna-
TUBHOHN MOMOIIH JIETCKOMY HACEJICHUIO Ha OCHOBAHUH
COOCTBEHHOTO ONBITa U PabOTHI JETCKOTO MaJINaTHUB-
HOTO IIeHTpa B I. Mockae.

Knrouesvie cnosa: neduampuﬂ, naiiuamueHas no-
MOUb, UCmopusi MeauHqul, opearuzayus 3()pa600xpa—
HeHUsl
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Henpzs TOBOPUTH «MBI»,
KorJa CTOUIb B CTOPOHC.

Anumyan de Cenm-Ix3tonepu

Abstract

One of the urgent problems facing modern medicine is
the provision of palliative care for children. The article
presents a historical overview of the development of
palliative (including pediatric) care in different coun-
tries of the world and Russia. The methods and princi-
ples of the work of interdisciplinary teams on providing
palliative care to children are described. The distinctive
features of palliative care for children in comparison
with adult patients are presented. The authors propose a
strategy for creating and developing palliative care for
children based on their own experience and the work of
a children’s palliative center in Moscow.

Key words: pediatrics, palliative care, medical history,
health organization
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10 YEARS OF FORMATION AND DEVELOPMENT PADIATRIC PALLIATIVE MEDICAL CARE
IN ST.LUKA'S CLINICAL RESEARCH CENTER FOR CHILDREN

TepMUH «IaNIMaTUBHBII MPOUCXOAUT OT JIATHH-
ckoro «palliumy, 4To O3HaYaeT «MacKa» WA «ILIaly,
«1okpoBy. [laymMaTuBHas OMOIL — 3TO Jir00as 1Mo-
MOIIIb TSDKETOOO0TBHOMY YETIOBEKY, KOTOpasl yIIydIaeT
Ka4eCTBO €r0 KU3HH. XOCIHC — 3TO MECTO, TTIC )KUBYT U
YJBIOAOTCSI, yMUPAIOT U CKOPOST HEU3JICUUMO OOJIbHBIC
MaIMeHThl B TEPMUHAIILHOMN CTa (UK 3a00JICBaHUS U TJIe
MX ceMbH oOpeTaroT BTopoi goM. B Poccuu monsitust o
XOCIIMCHOM Y IMaJUIMAaTUBHOM ITOMOILM U3BECTHBI 00JIee
25 nert, ¢ momenTa OoTKpbITHA B 1990 rony B Cankr-Ile-
TepOypre MepBoro Xocmuca 10 HUHUIMATHBE Bukropa
3op3a. Benen 3a vum B 1994 rogy mosBuiica mepBbIi
xocriuc B Mockse [1]. B Hacrosiee Bpemst B Poccun
¢dyukuonupyer Oonee 130 moapasieseHuil CUCTEMbI
NaJUIMAaTUBHONW TIOMOIIM. XOCIHCHAs IMOMOLIb CylIe-
CTBYET JJIsl B3POCIIbIX OOJIBHBIX B TPMHUHAIBHOM CTaIUN
3a00JICBaHIN PA3TUIHBIX HO30JIOTHUECKHUX CTUHHUIIL.

B Poccuu B Hactosiiee Bpemsi NajuiMaTUBHAs IO-
MOIIIb JACTSAM HaXOAUTCS TOJBKO B MPOIIECCE CTAHOBIIC-
. [lanmuaruBHas mequaTpus Havaida pa3BUBATHCS B
mupe jumbs B 70-80-x rofgax mponuioro Beka W B Ha-
cTosiIee BpeMs pa3BUBaeTCsi 000COOIEHHO OT B3pOCIIO
NaJUIMATUBHON MEIUIIMHBI, KaK CIy)0a ¢ HIHMPOKUM
TIOJTXO/TOM K CUMIITOMATUYECKOMY JICUCHUIO U PEIICHUIO
COLIMAJIBHBIX, TICUXOJIOTMYECKUX U AYXOBHBIX IIPOOIIEM
y neteil u ux cemeit [1]. B xonme 1970-x — navaine
1980-x rr. B CIIA u BenukoOputanuu ctaim cosua-
BaThCs TIEPBBIC TOCYIAPCTBEHHBIC CITYKOBI 110 YXOIY 32
TsKEII000JbHBIMU JIeThbMU. [laliieHTaMu 3TUX CITyKO
CTAaHOBWJIHNCH JCTH, CTPANAIOIINE OHKOJIOTHUECKUMU
3a00eBaHUSIMU. DJTO TaKue YUPEKACHUS, Kak -
Mapkckuit gerckuit xorcuc (CHIA), derckas 60ibHU-
na Cesroit Mapuu (CHIA), Xenen-Xayc (BennkoOpu-
Tanwus) [2].

B Poccuun nosiBieHue najuIMaTUBHOM NEAMATPUU
MOXKHO CBSI3aTh ¢ opranuzanueii B Mockse B 1993 rogy
Xocnuca Ha IOMY JIst IeTel ¢ OHKOJIOTUYeCKHMU 3a00-
JIEBaHUSMH TI0 MHUIIMATUBE Bpada-OHKOJIOTa-TIeAnaTpa,
npogeccopa E. 1. Mouceenko. B nanbHeiiiem Ha ero
0a3e BO3HUKJIA aBTOHOMHAsi HEKOMMEpUeCcKasi OpraHu-
3anus [lepBblil Xocnuc i1 1€Te ¢ OHKOJIOTUYECKUMHU
3aboneBanmsimu. 3areMm B 2003 rogy B Cankr-Iletep-
Oypre Hauaja paboTy OJaroTBOPUTEIbHAs OpPraHu3a-
uus «Jlerckuii xocnuey.

B mporecce paboThl MEXAUCIHUIUIMHAPHBIME KO-
MaHJIaMH 0 OKa3aHHUIO MAJUTMATUBHON TTOMOIIIH ICTIM
OBUIH CO3J1aHbI METOJAMKK PAOOTHI M OKa3aHUS IMMaJUIH-
ATUBHOMW MOMOIIM JIeTAM. B cOOTBETCTBUM ¢ MUPOBOM
MPAaKTUKON OKa3aHHUE JETSAM MaJUIMaTUBHOW MOMOILH
OCHOBBIBACTCS HA TAKUX MPUHIUIIAX, KaK:

* HCIIOJIb30BAaHHUE 3HAHUN W OMBITa PA3TUIHBIX
CIICIUATIICTOB (MYJIBTHANCIUILINHAPHOTO TO-
X0J1a) JUIsl HOCTpOeHUsT Hanbosee dPPEeKTUBHON
CHUCTEMBI TTOAJICPIKKU CEMBH;

* JIOCTYNHOCTh 24 4aca, 7 IHEH B Heleso u Oec-
IUIAaTHOCTB;

* KadeCTBO;

* TyYMaHHOCTB;

* BOBJICUCHHE CEMbU B KOMAHIY;

*  WHIWBUIYaJIbHBIN TOAXO;

*  KOOPAHMHAIMS U HETIPEPHIBHOCTE;

*  OPOAOJKUTEIBbHOCTD;

* 3aKOHHOCTb;

* [PEEMCTBEHHOCTb;

* COTPYIHHYECTBO  TOCYIapCTBEHHBIX,  OOIIe-
CTBEHHBIX W JAPYTUX OpPraHU3ALHUNA B PEIICHUU
BOIIPOCOB OKa3aHHUA NaJUIMATUBHON NIOMOILH JIe-
TSM M BX ceMbsM |3, 4].

OnHO W3 TIABHBIX HANpPaBICHUN OEATEIbHOCTH
MAJUIMATUBHOM MeIMaTpUu — CBOEBPEMEHHOE U a/IEK-
BaTHOE OOJIErYeHHEe O0JIM U JIPYTUX CUMIITOMOB, TIPH-
HOCAIUX PeOCHKY cTpamaHus. Takyke BaKHBI CIETY-
IOIIHE TTOCTYNATHL: YTBEPKACHUE KU3HU U MPUHITHE
CMEPTU KaK €CTECTBEHHBIX IPOLIECCOB; MPHU3HAHUE
peuieHust He TOPOIUTh U HE OTKIIAbIBATH CMEPTh; OT-
CYTCTBUE MEPOIPUSTUN, CIHOCOOCTBYIOIIUX YCKOpE-
HUIO yXoaa OOJBHOTO W3 JKU3HU WU MPOIJICHUIO €TO
’KU3HU; BKIIOUCHHUE B KOMILJIEKC OCHOBHBIX MEPOTIPH-
ST TICUXOJIOTUYECKUX U TYXOBHBIX ACIIEKTOB MTOMO-
i [5].

«[lanmuaTUBHOE JICUCHHE — OTO aKTHUBHBIM, BCE-
CTOPOHHHUI yXOJ 3a OOJIbHBIM C JIAJICKO 3allIC/IINM
HEU3JICYMMbIM 3a00JICBAHUEM, YCTPAHCHUE B IEPBYIO
ouepenb O0IH U IPYTUX TSATOCTHBIX CHMIITOMOB, OKa3a-
HUE TICUXOJOTHUYECKOM, COLMaIbHONW U TYXOBHOM MOjI-
JIEpKKU O0obHOMY. Llenb majuaruBHOTO JICUCHUSI —
00JIerYnTh XKU3Hb OONBHOMY M ero Omm3kum». BO3
(1990 1) [6, 7].

CrenmanucraMu MaUTHATUBHONH ToMomiu B EBpo-
MEHCKUX CTpaHax MPU3HAHBI HEKOTOPBIC OOIINE IICH-
HOCTH, K KOTOPBIM OTHOCATCS: YBaKCHHEC aBTOHOMUU
Y TOCTOWHCTBA MAIMEHTa, HEOOXOAUMOCTh UHIANBUIY-
aJBPHOTO TUIAHUPOBAHUS TAIIMCHTA U MPUHSTHUS pellie-
HUHI U XOJIUCTUYECKUHU ITOIXOI.

JIJ1sT KaueCTBEHHOI'O OKa3aHMs MaJIMaTUBHON TO-
MOIIU CIICIUAMCTBI JOJDKHBI 00J1a/1aTh OIPE/ISICHHbI-
MM KOMIICTCHIMSIMU:

1. Peamn30BBIBAaTH OCHOBHEIE COCTABIISIOIINE/KOM-

IIOHEHTHI [TaJUIMaTUBHOM IIOMOILM TaM, IJI€ HaXo-
JIUTCS IMAIUCHT U €ro CEMbS;
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2. ObecneuynBaTh MaKCHUMaJbHbIH  (U3NUECKUN
KOM(OPT MAIUEHTY Ha BCEX Tanax O0JIe3HH;

3. YIOBIETBOPATH TICHXOJOTUYECKHE TOTPEOHO-
CTH;

4. VYIoBIETBOPATH COLMANBHBIC MOTPEOHOCTH;

5. YIOBIETBOPSATH JyXOBHBIE U DK3UCTEHLIMAJIbHBIE
MOTPeOHOCTH;

6. YIOBJIETBOPSATh MHOTPEOHOCTH  OCYIIECTBIIS-
IONUX YXOJ 3a MAalMEHTOM YJICHOB CEMbU B
paMKax KpaTKOCPOYHBIX, CPEIHECPOUYHBIX U
JIOJITOBPEMEHHBIX I[eJICH OKa3aHMsl IOMOIIH Ta-
LUCHTY;

7. Oco3HaBarh CIOKHOCTb MPUHSATHS PEHICHUN 110
KIIMHUYECKUM U STHYECKHM BOIIPOCaM Maljiva-
TUBHOW TTOMOIIH;

8. KoopamaupoBaTh mporiecc oka3zaHus KOMILIEKC-
HOM T[OMOUIM CHJIaMH MEXIUCUUILIMHAPHON
Opurajibl Be3jie, IJie OKa3bIBaeTCs MajIHaTUBHAS
[IOMOIIIb;

9. Pa3BuBarh HaBBIKM MEKIUYHOCTHOTO OOIICHMUS,
HEOOXOMMBIC JIJIsl OKa3aHUs MMaUIMaTUBHOH I10-
MOIIIY;

10.1IpoBOIUTE CaMOAHAIH3 U TOCTOSTHHO MOBBINIATH
CBOIO MPOQECCHOHANBHYI0 KBaTH(UKAIHIO [8].

B cBsi3u ¢ aHaTOMO-(DU3HOIOIMYSCKUMHU, TICUXOJIO-

FMYECKHUMHU M COIMAJIbHBIMH OCOOCHHOCTSMHU JCeTeH
HMMEIOTCS Pa3inuusl MEKIY OKa3aHHEM MaJIMaTHBHON
[TOMOIIIX B3POCIIBIM U JACTSAM:

* KOJMYECTBO JIETEH, HYXIAIOIIMXCS B IaJlIva-
TUBHOM IOMOIIY, 3HAYUTEIHHO MEHBIIE, YeM
B3POCIJIBIX;

* OQOJBIIMHCTBO JIETEH, HYKIAIOIIUXCI B OKa3a-
HUY NaJUTMATUBHOM MTOMOIILH, CTPAJIAI0T CAMBIMU
Pa3HOOOPa3HBIMU HEOHKOJIOTUYECKUMHE 3a00I1e-
BAHUSIMH, JOJISl CIIy4aeB OIyXOJiel y JeTel 3Ha-
YUTEIHHO MEHBIIIE, YEM Y B3POCIIBIX;

e oOmiee KOIMYECTBO 3a00JeBaHMH, KOTOpHIE
OTIPEICISIOTCS KaK OrpaHUYMBAIOIIME MPOJIOJI-
JKUTEIILHOCTh JKU3HU pEOCHKA, B HACTOSIICE
Bpems B nepeune 6onesneit MKb-10 cocrasisier
574 nuarnosa [9];

*  PEOCHOK HAXOAUTCS B [IOCTOSIHHOM Pa3BUTHH, YTO
TpeOyeT HenpepbhIBHON MOIU(UKAIINT U ITPUCTIO-
cOOJICHHST TIOIXOJIOB B OKa3aHMM NaJUTMATUBHOU
TIOMOIIH K TOTPEOHOCTSIM peOCHKA U CEMBH;

* CYIICCTBYET HEXBaTKa HEOOXOAMMBIX M MOIXOsI-
mmx (GopM M /103 JIEKAPCTBEHHBIX CPEICTB JJIs
MCIIOJIb30BAHUS Y JIETEH; JICKapCTBEHHbBIC Mpera-
parthbl 4acTo pa3padaThIBAOTCS JIJISl B3POCIIBIX H Y
neTeit ucnosb3ytores off-label;
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* (apmMakoKMHETHKa U (apMaKOJHMHAMUKA JIeKap-
CTBEHHBIX CPEJCTB y J€Teil BO MHOTOM OTJINYa-
€TCs1 OT TAKOBOM y B3pPOCIIBIX;

* poOJb CeMBbH Ul peOCHKa Topa3/io Ba)KHEe, YeM
JUTS B3POCIIBIX;

* O0OIIeHHE C JIETBMU MOXKET OBITH CIIOXKHEE, YeM
CO B3pOCIBIMU, U TpeOyeT COBEPIIEHHO HMHBIX
IOJIXO/IOB;

* TIOHMMaHHE JIETbMHU CMEPTH U Ipoliecca yMupa-
HUS OTIIMYAETCS OT TAKOBOTO Y B3POCIBIX U MO-
JKET MEHSTHCS C Bo3pacToM manuenta [10].

[NannuaruBHas MmoMolls pPEOEHKY Mpeanonaraet
KOMIUICKCHBIH MOJIX0/1 K 00JIbHOMY PeOCHKY, HMEHOIIIe-
My OTpaHMYEHHBIN CPOK KU3HU BCIIEACTBUE HEU3IIEUH-
Moro 3aboneBanus. OHa HampaBiieHa Ha YITydlICHHE
KauecTBa KHU3HU JETeH C TSHKEIBIMU XPOHMYECKUMU
3a00JICBaHUSMH, TIPH KOTOPBIX KpaiHe HHU3KUH HIH
MOJTHOCTBIO OTCYTCTBYET PeaOHMIMTAIMOHHBIN MMOTEH-
[[UaJl, a TaKK€ Ha MCUXOJOTHYECKYIO MOJAEPIKKY €ro
cembu. 1o onpenenennto BO3: «KauecTBo xu3Hn —
3TO COBOKYITHOCTh OOBEKTHBHBIX U CyOBEKTUBHBIX Xa-
PaKTEepUCTHK, OTPAKAIOUIUX OIIYIIEHNE XHU3HEHHOTO
KoMdopTa U OIaromnonyyusi, a TaKKe YUUTHIBAIOLINX
MICHXOJIOTHYECKUE OCOOCHHOCTH JTMYHOCTH, MPOSIBIIS-
IONIMECST B BO3MOYKHOCTH OCYIIECTBIIATH OBITOBYIO H
TPYZIOBYIO aKTUBHOCTH». OCHOBHBIMH CPEACTBAMU I10-
BBIIICHUSI KQYeCTBa YKU3HU «IATHATHBHBIX» JETCH U
YJIEHOB UX CeMEH SBJSAIOTCS KyNHPOBAaHNE U KOHTPOJIb
CUH/IPOMOB 3a00JI€BaHMs, MPUUUHSAIONIUX CTPATAHUSA,
o0ecrieueHne «COLUNaTbHON MEepPEeNbIKu» s YICHOB
CEMbH, JUTUTEIBHO YXKUBAIOIINX 32 TSHKEI000TbHBIM
peOeHKOM, TICHXOJIOTHYECKast, COUabHAst U JyXOBHAs
MoJIep)KKa peOeHKa U ero OJIM3KHUX.

o 2006 roma B MockBe HE CyIIECTBOBAIO JCTCKUX
YUPEXKICHUH, OKa3bIBAIOIINX MAJUTMATUBHYIO TOMOIIIb.
Xots npobiaeMa oKa3aHus NaJUTHATHUBHOW ITOMOIIH Jie-
TAM CTOsJIa O4YeHb OCTpo. Ha TOT MOMEHT eXeroiHo B
MockBe OT IpOrpeccCUpOBaHNs OHKOJIOTHYECKUX 3a00-
JeBaHUN ymupao okojo 90 mereit.

B centsidope 2006 rona npu noauepxke [IpaBurens-
cTBa ropoga MockBsl 1 [lemaprameHnTta 31paBooxpa-
HeHus1 Topoaa MockBbel Ha 0asze «HayuHo-npakrtuue-
CKOTO IEHTpPa MEIUIIMHCKOH MOMOIIM JeTsM» ObLIO
OpPraHW30BaHO EIUHCTBEHHOE B CTOJHIIE OT/EJICHHE
NAJUIMATUBHOIO JIEYEHUs JeTell Ha JoMy. B To Bpems
Mo/l HAOMIOACHUEM BBIC3THONW CIY>KOBI HaXOAMIOCH
150 mamumentoB, xuteneil ropoga MockBbl. OgHaKo
NOTPEOHOCTh B CO3/IaHUM CTAllMOHAPHOTO TMaJTHATHB-
HOTO OT/I€JIeHNS, Ky/ia Obl TOCITUTAIN3UPOBAIINCH JETH,
COCTOSIHHE KOTOPBIX TpeOyeT CHelHuaTn3upOBAHHOM
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MYJIBTHIPO(ECCUOHATIBHON ~ MEIUIIMHCKON — Tajliua-
TUBHOW IOMOIIH, C KXIBIM TOIOM Bo3pacrtana. Ot-
nenenue paspuBasiocsk. B suBape 2010 roxa [Ipukazom
JenapramenTa 3apaBooXpaHeHus] ropoga MOCKBBI Ha
0aze «HayuHO-IIPaKTHYECKOTO I[EHTPAa MEIUIMHCKON
TIOMOIIK JIETSIM» OTKPBLJIOCH TEPBOE CTAIMOHAPHOE
OTIEJICHNE MaJUTMATUBHON OMOIIH aeTIM Ha 10 Koek.
B otnmenenun pebeHKy moaoHpanoch 3PQPEKTUBHOE
00e300MBaHMe, MPOBOJMIOCH OOy4YEHHE POIUTEICH
yXomy 3a peOEHKOM: OTCACHIBAHUIO CIU3U, CaHAIUU
IBIXaTCNbHBIX IMyTEH, KOPMJICHHIO Yepe3 30HM, Ta-
CTpocTOMY, IpOoQHIaKTHKE TpoJiekHel u T. 1. [locie
3TOr0 MalMEHT BLINUCHIBaeTCsT foMou. Ho u 31mecrs o
HE ocTaercs 0e3 MOMOIIHU, €ro KypHpyeT OTACIICHUE
MaJUIMaTUBHOTO JICYCHHUS HA JOMY, a IPU HEOOXOIH-
MOCTH, HalmpuUMep MPU PE3KOM YXY/IIICHUH, peOCHKA
BHOBb MOMEIIAIOT B cTalMoHap. B mporecce paboTh
CTaJIO SICHO, YTO MaJIJIMaTUBHOE oTAeieHne Ha 10 koek
HE MOXXET IMOJIHOCThIO 00ECIICUYUTh HAPACTAOILYHO aK-
TyaJIbHYI0 TOTPEOHOCTh B OKa3aHUU KPYIJIOCYTOUHOM
CIELMAIIM3UPOBAHHON MEIUUMHCKONW NaJIMaTUBHON
nomol aetaM B Mockse. Bo3HuKIIa HEOOXOIUMOCTh
B co3nanuu LlenTpa namimaruBHON MEAUMIMHCKON TO-
Momu netsM. Ilpu mommepskke W aKTMBHOM y4YacTHUU
IIpaBurenscTBa ropoga MockBel U JlenmapraMeHTa
3/[paBoOXpaHeHusi ropoga MockBel B Hos0pe 2012
rozia B 31aHuu «CrienuaaIn3upoBaHHOrO JoMa peOCHKa
No 17» otkpsuicst « MOCKOBCKHUI IIEHTP MaJTHATHBHOM
oMoty aetssm» — ¢uman Ne 3 «Hay4yHo-npakTu-
YECKOro LEHTpa MEIUUMUHCKOW MOMOIIM JeTAM». Tak
B CTOJIMIIC TOSIBUJIOCH TIEPBOE YUPEIKICHUE, OKA3bIBA-
IOIee CTANMOHAPHYIO MAJUTMATUBHYIO METUIIUHCKYIO
TIOMOIIH JACTSIM.

OCHOBHBIMH  CTPYKTYPHBIMH  TTOJIPA3ACIICHUSIMHU
LlenTpa sBISAIOTCS CTAIlMOHAPHOE OTACICHUE IMajuIHa-
TUBHOTO JICYCHUSI ¥ OTJICICHHIEC AJLUTHATHBHON TTOMOIIIH
JETSIM Ha JOMY — BBIC3[HAs CITy>kK0a CIIEeIHUATUCTOB.
CrannoHapHOE OTACTCHUEC MAJUIMATUBHOTO JICUCHUS
MOCKOBCKOTO IICHTpa MaUTHATUBHON MOMOIIH JIETSIM
(mamee — MUIIII/) paccuntano Ha 30 koek. OCHOBHBI-
MU Ty TSMU TOCTIUTATH3AIUH eTei B LIeHTp sSBstoTes:
MEPEeBOJI M3 CTAIMOHAPOB JIe4eOHO-TIPOPUITAKTHYC-
CKMX YUpEe)JeHUM ropona MOCKBBI, rOCHUTAIU3AIUS
13 IOMa TI0 HAIIPABJICHUIO JICUAITUX Bpadeh-CreI[uain-
CTOB JICTCKUX MOJUKIMHUK ropojga MOCKBEI, a TakKe
MIPU HEMOCPEICTBEHHOM OOpAIICeHUN POTUTEICH WU
MHBIX 3aKOHHBIX IpejcTaBuTelieli pedenka B LleHTp.
[Tocne mepenIaHupPOBKH U KOCMETHIECKOTO PEMOHTA B
3nanuu LlenTpa ymanock opranm3oBarh 16 mamar-cry-
JIUH JUIsE COBMECTHOTO ITpeObIBaHUs PeOCHKA U MaTepH.

«QUANTUM SATIS»

B coorBerctBuM co CraHAapTOM OCHAIIEHUS OTJIENe-
HUS TAJUTMATUBHOTO JIEYCHUS B YIOTHBIX Ui MallleH-
TOB Majarax OpraHW30BaHa IEHTpPaIU30BaHHAs Moja-
Yya KHCJIOpoJa, UMEeTcsi HeOOXOAUMOe ISl OKa3aHHs
NaJUTMaTHBHOW TOMOIIM MEIUIIMHCKOE 000pyIOBaHHE.
O06opynoBaHbI 3 KPYTIIOCYTOUYHBIX TTOCTa MEAUIIMHCKON
CecTphl U3 pacuera 5—6 majar Ha OfuH MocT. Beck Me-
JTUITMHCKUM TepCOHA OTJIENIEHUs MPOIIe Clelnnalb-
HOE OOyuYeHHE M0 OKAa3aHHWIO MaUTHaTUBHON MOMOIIH
netsiM. Opranu3oBaHa KpyIIoCcyTo4Has paboTa crieru-
ANBbHOW MEIMIMHCKON CITy’KOBI 10 TIepeBO3KE, XpaHe-
HUIO, BBIJ]a4e U Ha3HAYCHHIO JETSIM M0 MEAMIUHCKUM
MOKa3aHUsIM HAPKOTHYECKUX CPENICTB U MICUXOTPOITHBIX
BemiecTB. [Ipy kak710M OCTYy UMEIOTCS CaHy3ell, Ay,
OyderHas, rapiepoOHas. Bee nanuenTsr obecrneunpa-
I0TCSI HEOOXOZMMBIMU CPEJCTBAMHE JINYHOW TUTHUEHBI B
NOJHOM o0Bbeme. KaxmoMmy peOeHKY U ero pomuTessim
B CTAI[MOHAPHOM OT/eleHnu LlenTpa mo Bo3MoKHOCTH
CO3/1aHbl YCJIOBHS, MAaKCUMaJIbHO OOeCIeynBaroIine
(bu3NUECKU ¥ TICUXOJIOTHYESCKHIA TOMAITHIH KOM(OPT.
Ouznueckuit KoMpopT AOCTHraeTCsl CO3aHUEM B CTa-
[OHApe YIOTHBIX YCIOBUH, MAKCUMaIbHO MPHOINKEH-
HBIX K IOMAITHUM, He pa3iydasi peOeHKa C POAUTEISIMH
U C BO3MOKHOCTBIO TMOCEIIEHUSI APYTUMH POJICTBEH-
HUKaMu 1 Onm3kuMH. OOecriedeHre TICHXOI0THYEeCKO-
ro komdopra OoCyIIecTBISIETCSI HA OCHOBE MPUHIIMIIA
WHJIMBUIYaTbHOTO TOAXOJMA K KaXIOMY OOJBHOMY
peOCHKY | ero pOJMTENSIM C YYETOM MMEIOIIErocs 3a-
0osieBaHus, TSKECTH COCTOSHHS, BO3pAcTa, UTPOBBIX,
JTyXOBHBIX, PEJIMTHO3HBIX U COIMAIBHBIX HYXJ MaIy-
enTa. Jlns1 aTHX 1eneit B centsiope 2015 roga Obu1 0TpE-
MOHTHPOBaH U OcCBslleH Murpononaurom McTpuHckum
Apcennem xpam «Bo Nmst Cearteix XKen-MupoHocuin,
KOTOPBII pacloiOKEeH Ha MEPBOM 3Taxke 31aHus LleH-
Tpa. Becero ¢ MmoMeHTa oTkpeITHa LleHTpa B oTAeneHHE
ObLI TOCTIMTANIN3UPOBaH 581 peOeHOK.

Bech nepconan MIUIIIT/I sicHo noHUMaert, 4to pe-
3yJlbTaT Hallell COBMECTHOW paboThl — 3TO HE BHI-
3/IOPOBEBIIMI TMAlMEHT, a TO, HACKOJIBKO MOJHO U
CBOEBPEMEHHO MBI CMOIJIH OOCCIEUYUTh €My MAaKCH-
MaJbHO BO3MOXKHOE Ka4e€CTBO XM3HU Ha MOCIEIHEM
sTare 3a00JeBaHus U KaK KOM(OPTHO U CIIOKOMHO OH
YyBCTBYeT ce0sl, OKPYKCHHBbI Hamiel mnpogeccuo-
HaJIbHOW OIIEKOM, HE pa3iydasicb CO CBOUMM POJUTE-
assvmu. B MIUTIITJ] co3nana Ge3bapbepHas cpena Jyis
JleTeli-nHBaJIN/I0B, OPraHW30BaHa 30HA OTAbIXa B Oia-
TOYCTPOEHHOM TapKe Ha MpHJIETAIONIEH TeppUTOPHH.
B namewm LleHTpe Taxxke OKa3bIBaeTCs aJpecHas Mo-
MOIIb JeTSIM-UHBaJIHIaM I. MOCKBBI B 0OeCIeUeHUH
JIEKapCTBEHHBIMU TIpenapaTamMy, CHelHaIn3upoBaH-
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HBIM TUTAHUEM, PACXOIHBIMU MaTeprajaMu U U3/ICIH-
SIMH METUIIMHCKOTO Ha3HAYCHUSI.

CoTpyIHUKH OTACICHHUS NaJUTMATUBHOW ITOMOIIH
JETSIM Ha JOMY OCYIIECTBIISIOT CIICIUATH3UPOBAHHYIO
MaJUTMATUBHYIO MOMOIIb JIETSIM Ha JOMY U TOIICPK-
Ky 4ICHOB MX ceMeil. Bbie3iHbie Opurajipl Crieiuaim-
CTOB TIOJMHOCTHIO YKOMILICKTOBAHBI B COOTBETCTBHUU
co CraHgapToM OCHAIlleHHA BBIC3HOM MaTpOHAKHOMN
CITY)KOBI MAJJIMATUBHON MEIUIIMHCKON TTOMOIIHU JICTSIM.
Bce coTpyiHUKY BBIC3IHBIX OpUra 1 POILIN CIICIIHAITH-
3UPOBAHHYIO MOATOTOBKY IO OKA3aHUIO MAJTMATUBHOU
MOMOIIH JeTSIM. MeIUIMHCKHUE PAaOOTHUKU OT/CIICHUS
MaJUTMATUBHOM TIOMOIIH JICTSIM Ha IOMY HE TOJIBKO KOH-
CYIITHPYIOT WU OCYIIECTBIIIIOT HACTABHUYECTBO, HC-
TOJTB3Ys CBOM OOTaThIi OMBIT B 00JIACTH TEPaIUU XPOHHU-
YeCKOi 00JH, KyITMPOBAHUS CUMIITOMOB, AJITMATUBHOM
MIOMOIIIM ¥ TICHXOAMOITMOHATFHON TOMACPKKH, HO U
MOJTHOCTHIO CAMOCTOSITEIIbHO 00ECIICUMBAIOT CUMITTOMA-
TH4eckoe jeueHue pedenka. Ha 01.10.2016 roma nox Ha-
OJIFOZICHUEM CICHUAIMCTOB OTJCICHUS MMaJUIMaTUBHON
TIOMOIIIH ICTSIM Ha IOMY HAXOAUTCSI 266 MAIlMeHTOB, YTO
Ha 11% OompIire, yeM B koHIte 2015 roga. M3 atux nerei
55 — HOCHUTENN TPaxeocToM, 53 — HOCHTENN TracTpo-
cToM, 19 — HocHTEeNn BEHTPUKYJIO-TIEPUTOHEATEHOTO
urynta. OCHOBHasI Tpymna AeTedd C pa3IudHbIMU TICH-
XOHEBPOJIOTHYCCKUMH 3a0oyieBaHUsAIMU — 235 jeTeid,
¢ OHKO3a0osIeBaHUsIMU — 6 Aerel, 4ro cocraBisieT 2%
OT OOIINEero 4mciaa AETeH, HAaXOMSIIMUXCS 07 HaOIro-
JICHUEM OTJCIICHUS MaJUTMATHBHOW TIOMOIIU NIETSIM Ha
noMmy. Ha XpoHuueckod HMCKYCCTBEHHOM BEHTWJIALIMH
HaxomaTcss 20 getel ¢ XpOHHUYECKOW pPecIpaTopHOU
HEA0CTAaTOUHOCThI0. B IleHTpe yxke He nepBblil ron
MIPAKTHKYETCSI TIEPEBOJ] IETCH, HAXOMSAIINXCS Ha XPOHH-
YECKOW PECIUpPATOPHON MOAJACPIKKE, MOCIE CIIeIHATh-
HOro oOyueHHs pomuTencii Ha momarmauid »tan WBJL.
CemeitHasi 00CTaHOBKA MMOJIOXKUTEIILHO CKa3bIBACTCS Ha
COCTOSIHUM TIAITUCHTOB, HAXOISIINXCSI HA HEWHBA3WB-
ot MBJI. MemunuHCKuil NepcoHan BbIC3THBIX OpH-
ran LleHTpa COBMECTHO ¢ BpauyaMH-pEaHHMMATOIOTaMU
«HayyHO-TIpaKTHYEeCKOTO IICHTpa CHEI. MEJ. MOMOIIU
JETSIM» OCYIIECTBIISIOT PETYISAPHBIA KOHTPOJIb H TIO-
CTOSIHHOE HaOJIIO/ICHHUE 32 TaKMMHU HanueHTamu. B 2014
rony BeimonHeHo 1033 Beie3ga Opuran, B 2015 romy —
1861 BrIe3n, 3a 9 mecsmer 2016 roma — 1392 Brie3na.
Bcero 3a Bpemst paboThI IIEHTPA BBIC3IHBIMU OpUrajia-
MU ocymecTBiIeHo 16559 Brie3nos. C uronsa 2014 roma
K MAaI[EHTaM BBIC3KAIOT TAKIKE OpUTa bl METUIIMHCKUX
cectep MUIIII/. 3a 6 mecsmes 2014 roga BBITIOTHEHO
438 BbIe3710B, B 2015 romy — 596 BbIe3/10B, 3a NepBbIe
9 mecsaneB 2016 roma — 494 Briezna. Takxke cremnma-
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JIMCTaMH BBIC3THOH CITyKOBI IIPOU3BOIUTCS PETYIISIpHAS
3aMeHa YCTaHOBJICHHBIX MAIllUEeHTaM CTOM, 30HOB, MO-
yeBbIX KarerepoB. B 2014 roxy npousseneno 48 takux
MaHumymanud, B 2015 rogy — 111 manumynswmii, 3a 9
MecsteB 2016 roga — 52 MaHUITYIISIIAH.

MoOCKOBCKH LIEHTP NAIJIMATUBHONW MOMOIIHU JIETAM
AKTUBHO COTPYJIHHUYACT C OJIATOTBOPHUTEIBHBIMHU (hOH-
JaMd W JAPYTUMH HEKOMMEPYECKUMH OpTaHU3aIIHsI-
MU. BosoHTEepBI 0Ka3bIBAIOT IOMOIIB B 00YCTPOWCTBE
LenTpa n npuneratomiei teppuropun. C MX MOMOIIBIO
oopMIIEHBI XYJI0’KECTBEHHOH POCIHUCHI0 BHYTPEHHHUE
CTCHBI 3/1aHUs U 3a00p MapKa, MPOBOAUTCS yOOpKa Tep-
PUTOPUU U MEPOTIPHSITHS MO YITYUIICHUIO ICUXOJIOTH-
YECKOI'0 COCTOSIHUS IETEN U UX POJIUTEIIEH.

C 1enpio MOBBIIICHUS TPO(HECCHOHATLHOTO YPOBHS
peryasipHO TPOBOAATCS TEOPETHUECKHUE 3aHATHUS C CO-
TpyaHukamu LlenTpa.

IIo nHnnmaruse nupekropa HaydHO-IIpakTH4eCcKo-
ro UEHTpa CHEUUATN3UPOBAHHON MEIUIIMHCKOMN TOMO-
mM JeTsM JlemapraMeHTa 3ApaBOOXpaHEHHs Tropoja
Mockgel A. I'. [lputbiko Ha (akyabTeTe yCOBEPIICH-
ctBoBanus Bpaueit ' bOY BIIO PHUMY um. H. U. [1u-
porosa B 2015 rony otkpsita kadenpa «[lammnaruBaoi
NeIMaTPUN», KIMHUYECKOW 0a30il JUIs KOTOpOH cTal
MoOCKOBCKHI LEHTP NAJJTMATUBHOW IOMOIIH JAETSIM.

[TonyueHnne BceoObEeMITIONICH M MOJHOLECHHON
MOMOIIM B (DPUHAJILHBIA MEPUOJ] JKU3HU JOJDKHO pac-
CMaTpUBaThCs KakK OIHO M3 OCHOBHBIX IIpaB YeJIOBE-
Ka, a TPUHIMIBI OKa3aHWS MaJUIMATUBHON ITOMOIIN
HEOOXOJMMO pa3palaThiBaTh KakK 4YacTh II00aIbHOM
WHHOBAIlMOHHOM TOJUTUKN OOIIECTBEHHOTO 3/paBo-
OXpaHEHUS, M 3/1eCh YeJOoBeuecKas YOekKICHHOCTh W
NPUBEPKEHHOCTH 3HAYaT OOJIbIIE, YEM IOPOTOCTOSIIIIE
JIEKapCcTBa M BHICOKOTEXHOJIOTUYHBIE TIpodeccuoHalb-
HbIe BMemareabcTna [11].

MoOCKOBCKUI LIEHTP NAIJIMATUBHONW MOMOIIHU JIETAM
MIPOMIOJIKAET PAa3BUBATHCA M COBEPIICHCTBOBATHCA, B
HEM TPOJOKAETCS BHEJIPEHHE MPOTPECCUBHBIX Me-
TOJIOB OKa3aHUs TMAJUIMATUBHON MEIUITMHCKOM ITOMO-
IIU JETSM, OCHOBaHHBIC HA MEPEIOBBIX TOCTIKCHUIX
OTEUECTBCHHOW MEIHMIIMHCKOW HayKu U S(PPEKTUBHO
3apeKOMEHJIOBAaBIINX ceOsl pa3zpaboTKax 3apyOesKHBIX
YUEHBIX-CIIEUATNCTOB 0 MAJUIMATUBHON METUIIHE.
PyxoBoacteom HIILI cnienimanu3npoBaHHOW MEIUIIVH-
CKOM IOMOIIU ACTAM IUIAHUPYETCS MPOTOJIKUTH IIH-
pokoe oOleHre ¥ B3aWMOACUCTBHE 10 OOMEHY KIIHU-
HUYECKUM MPAKTUYCCKUM H TEOPETHUECKUM OIIBITOM C
MHOTOUHUCJICHHBIMA OPTaHU3AIUSIMA MEIUIIMHCKOTO U
WMHOTO MpOo(dWIIs, OKa3bIBAIOIIMMY MAJUIMATHBHYIO T10-
MOII[b IETSIM, Ha OCHOBE JI0Ka3aTeIbHOM MEAUIINHBI.
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CNYYAN U3 MPAKTUKU

Wapoes T. A., Mewwepsikosa T. U., Poxoes M. A., PomaHos I1. A.

HE®POBJIACTOMA B CO4YETAHUM C CUHOPOMOM WAGR

Y MNAQEHLUA

BY3 «HayyHo-NpakTU4eCKnin LLeHTp creLmanu3MpoBaHHON MegULMHCKON NoOMOLLM AeTam um. B. ©. Bon-

Ho-AceHeukoro» [lenaptameHTa 3apaBooxpaHeHus r. Mocksbl

Sharoev T.A., Mesheryakova T.I., Rokhoev M.A., Romanov P.A.

NEPHROBLASTOMA COMBINED WITH WAGR SYNDROME

IN AN INFANT

St.Luka's Clinical Research Center for Children

Pe3rome

Hedpobmnactoma (HB) — wacro BcTpeuaromascs
3JI0KQYECTBEHHAs! OIlyXOJb JeTcKoro Bo3pacra. Hb
CYLIECTBYeT B BHJE CIOPaJNYECKUX, CEMEHHBIX U
ACCOIIMMPOBAHHBIX ¢ CUHIpoMamu ¢opm. YacTto peru-
ctpupyercs couetanue Hb ¢ BpoxaeHHbBIMU TOpOKaMu
passutus. [IpuBeneHo cobcTBeHHOE HalnonEeHHE Jie-
Bouku | roga 8 mMec., y KOTOpOii B mpolecce 00cieno-
BaHue ObUT BhIsiBIeH cuHIpoM WAGR B coueranuu c
HB. IIpuBenens! pe3ynsraTsl 00ciaejoBaHus peOCHKa 1
OIIMCAaHBbI OTaIlbl OI[HOMOMGHTHOﬁ orepanuu Ha OGCI/IX
MOYKaXx.

Knroueeuvie cnosa: onyxonu y oemeii, negppodracmoma,
eenemuka onyxonet, WAGR-cunopom, ouacnocmuka
Heghpobracmomvl, Xupypeuieckoe ieuenue

Abstract

Nephroblastoma (NB) is a malignant tumor that fre-
quently occurs in children. NB exists in sporadic, fa-
milial and associated forms. NB is often combined with
congenital abnormalities. The authors give their own
observation of WAGR syndrome concurrent with NB
at a girl who was 1 year and 8 months old. The ob-
servation results are presented and phases of one-stage
operation for both kidneys are described.

Key words: tumors in children, nephroblastoma, tumor
genetics, WAGR syndrome, diagnosis of nephroblasto-
ma, surgical treatment

Hedpobnactoma (omyxons Buimca) — wacto
BCTPEUYANOINASICS U OJ[HA U3 HanboJIee U3YUCHHBIX 3J10-
Ka4eCTBEHHAs OIyXO0JIb JICTCKOTO Bo3pacTa. Pe3ysbra-
ThI JICYCHHsI HEPPOOIACTOMBI TOUCTUHE BIICUATIISIOT.
Tak mpu 1-it u 2-i cragusax 3a00JIeBaHUS BBI3TOPAB-
JIUBAIOT MpakTH4ecku Bce aeT (98 m 95% coorseT-
CTBEHHO).

Yaie Bcero 3a0ojieBaHUE PETUCTPUPYETCS B BO3-
pacte ot 2 mo 5 net. Hb cymectByer B Buae criopa-
JUYECKUX, CEMEHHBIX M aCCOIMUPOBAHHBIX C CHHJIPO-
MaMu (OpM. BOJIBIIMHCTBO MAIMEHTOB C OMYXOJIbIO
HMEIOT HOPMAaJIbHBIN KapUOTHII, OJHAKO B PsJIC CIy-
4aeB eCTh CBA3h ¢ menenueit 11pl3, roe pacmonoxkex
ACCOIMUPOBAHHBIN ¢ omyxonbio TeH WT-1. WT-1 —
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TeH OITyXOJIEBOH CYNPECCHH, €ro MPOAYKT — pery-
naTop (axTopa TPAHCKPHUIIIUH, CBS3BIBAIOMIETOCS C
JHK. benox WT-1 sxcipeccHpyIOT TOYKH U TTOJIOBBIC
JKeJe3bl TuIofia. TpaHCTeHHBIE MBIIIN C OTCYTCTBHEM
obenx komuii Jokyca WT-1 mmeroT areHe3uto movex.
IIpu Hb oGHapykeHbI u Apyrue aHOMaJuu: MyTalus
rena WT-2, pacmoiaoXKeHHOTO B KOPOTKOM TIIeYEe XPOo-
Mocombl 11 nucrampnee nokyca reHa WT-1, moreps
TETEPO3UTOTHOCTH IMHHOTO TUIEYa XPOMOCOMBI 16.
Yacto couetanure Hb ¢ BpoxkaeHHBIMU IOPOKaMHU pa3-
BUTHA.

B 1978 1. rpynna wnccnenoBateneii Hamuia WHTEp-
CTHUIMAIFHYIO JIETICIIHI0O KOPOTKOTO TUIeYa XPOMOCOMBI
11 y nmereii ¢ BpoxnenHo anapunueii u Hb B couera-
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HUU C MOPOKaMH Pa3BUTHS MOYEITIONIOBON CHCTEMBI U
YMCTBEHHOU OTcTanocThio [1]. OnucanHbl CHHIPOM
nonmyuymn HazBaHue WAGR oT nepBbix OyKkB aHIIHi-
CKHUX CJIOB;

*  Wilms tumor (Hedpobiiactoma);

e Aniridia (aHupuIus);

e Genitourinary anomalies (TIOPOKM pa3BUTHSI

MOYETIONIOBOM CUCTEMBI);

* mental Retardation (yMCTBEHHasi OTCTaJIOCTh).

Cungpom WAGR (OMIM: 194072) sBasiercs no-
CTAaTOYHO PEIKUM 3a00JIeBaHMEM U BCTPEUACTCS JIMIIb
B CHIOpaIndYecKuX cirydasx ¢ yactoroit 1:500 000 HoBo-
POXIeHHBIX [2]. ¥ manueHToB 00BIYHO HET CEMEHHOM
uctopun 3aboneBanus. OAMHAKOBO MOPAKAIOTCS Kak
MaJBYUKH, TaK U JIEBOYKH.

Coueranne BpoxxaeHHOM anupuanu 1 Hb B cocra-
Be cunapoma WAGR o0ycioBneHo nenenusiMu pa3Hon
MPOTSHKEHHOCTH XpoMocoMHoro cermenra 11pl3, 3a-
XBaThIBAIOIIMMHU OTHOBPEMEHHO JIOKYChl aHUPUAUHHO-
ro rena PAX6 u rera-cympeccopa OmyXoJIeBOro pocra
WT-1 (nmpuuriHa pa3BuTHs HePPOOIACTOMBI).

VY 70% G0ABHBIX C BPOXKACHHON aHUPUINEH, IMETO-
X xpomocoMHuyto aenenuto 11p13, passuBaercsa Hb.
OnyxoJib MOXKET MOSIBUTHCS B IEPBBIE 2—3 ro/ia )KU3HH.
pu cungpome WAGR Hb B 36% ciyuaeB sBnsercs
JIByCTOPOHHEH.

Hapsiny ¢ anupuaueld MOryT BCTpEYarbCsl T'MIIO-
IIa3usl 3PUTENBHOTO HEpBa, KaTapakTa, I10JIBBIBUX
XpyCTaJIMKa, TJIayKoMa, HUCTArM, MTO3, aMOJHOIHS M
Kocorasue. Jlpyrue miasHble aHOMAJIUM BKJIIOYAIOT
MUKPOPTaIBMHIO, aHOMAJIHHU TIEPEHEr0 OT/eNa Iyas3a
Y AUCIUIA3UI0 CEeTYaTKH IJ1a3a.

AHOManMM pa3BUTUS MOYEIIONOBONH CHCTEMBI Y
MaJBYMKOB MOTYT BKJIIOYATh TMIIOCHAJNIO, KPUITOP-
XHM3M U THIOIUIa3UI0 MOIIOHKHU. B To ke Bpems y ne-
BOUEK aHOMAJIMW PA3BUTHS BHEIIHUX TIOJOBBIX Op-
raHOB BCTPEYAIOTCS PEAKO, OJHAKO Cpely aHOMaTUH
BHYTPEHHHUX IIOJOBBIX OPIaHOB MO)KHO OOHapyXHTb
TSOKEBHUIHBIE TOHA/IbI, TOPOKH Pa3BUTHS Biarajuila
MaTKku. HekoTopele 1eTH MOTYT UMETh Hapy>KHBIE I10-
JIOBBIE OpraHbl MPOMEKYTOYHOTO THIA. YBOCHHE MO-
YETOYHUKOB M TMOJAKOBOOOpa3Hasi MOYKa BCTPEUAIOTCSI
Kak y MaJIbdMKOB, TaK W y jaeBouek. O0a mona uMeroT
MOBBIILICHHBIH PUCK Pa3BUTHUS TOHAI00IACTOMBL.

OnHUMH U3 9acThIX CUMITOMOB cuHIapomMa WAGR
SIBIIIIOTCS 3a7IepKKa pOCTa U YMCTBEHHasi OTCTaIOCTb
pa3IMYHON CTENEHU TAKECTHU.

VYuureiBast penxocth cunapoma WAGR y nereit,
KKl HOBBIM Cilydaid NpEACTaBISIET Hay4HbId U
PaKTUYECKUNA NHTEPEC.

«QUANTUM SATIS»

Hesouka K., 1 2. 8 mec., nocmynuna 6 oukonozuye-
ckoe omoenenue HIIL] 6 nauane singaps 2017 2. Pebenok
om 5-ui bepemennocmu, npomexKasuiell ¢ MoKCUKO30M 8
1-m mpumecmpe, 4-x pooos. Poounace na 36-ii Heoene
gecom 2650,0 2, onunout 48 cm. Borvna ¢ 2016 2., koeoa
npu naanosom Y3H-uccnedosanuu 6prowHot nonocmu
ObLIU BbIAGIEHBI HOBOVOPA306AHUS 8 NPABOU U €601l
nouxax. Ilpu obcredosanuu no mecmy HCUmMerbCcmed
(2. Kemeposo) nocne npou3sedenHol NyHKYUOHHOU
ouoncuu 6vira ouacnocmuposana HE npaeoil nouxu.
Ilo mecmy srcumenvcmea 8 yCciosusx CmayuoHapa npo-
sedero 2 Kypca npedonepayuoHHol XUmMuomepanuu no
npoepamme nevenuss Hb, nocne yeeo 6 sngape 2017 2.
pebenox vl eocnumanusuposar 01s ievenus ¢ Ha-
VUHO-NPAKMUYECKUL YeHmp Cneyuanu3suposanton me-
ouyurnckou nomowu um. B. @. Boiino-Aceneyxoeo /{3
2. Mockevt (HIIL]).

Cocmosmue npu nOCMynieHuu OYeHUBALIO0Ch KaK
cpedHell mscecmu, CYObEKMUBHO YYy8CmMe08ana ceosl
vooeiemsopumenvro. Co CmopoHvl 0peanos u cucmem
OvIxauus, Kposoodpawenus, nuujesapenusi Oe3 0co-
bennocmeul. Ilposedeno KomniekcHoe obciedosamue
pedenxa. Ilpu KomnviomepHol aneuocpaguu 8 HudIC-
HeM Romoce U YEHMPATbHOU Y4ACmU POMUPOBAHHOL
KHAPYJICU NPABOU NOYKU ONPeOesiemcs MHO20Y31080€
HOB00OPA308aHUEe C HEPOBHBIMU KOHMYPAMU, NPOPaAc-
marowee  10XAHKY, C1ADOUHMEHCUBHO U UOUPAMENLHO
HaKanaugaioujee KOHMPACMHBIL npenapam, pazmepa-
mu 60%27%33 mm. Jloxanka npagoil nouxku pacuiupenda.
Ilpasas nouxa cmewena enus. Huoicnuil nomoc nouxu
HAX00Umcst Ha YposHe 2pebHsi NO08300UHOU KOCHIU.
Touka pomuposana na 180°. B nudcnem nonioce j1egot
NOYKU, CYOKANCYISPHO, ONPEOeslemcst 2UN00EeHCHoe 00-
Pa306aHue ¢ HEPOBHLIM KOHIYPOM, pazmepamu 7,5 Mm 8
ouamempe, He HAKANAUBAIOULee KOHCMPACMHbLIL npena-
pam. Beioerumenvuas ghynkyus obeux nouex coxpanena.

3aknouenue: HOB0OOpaAz06anUe NPABGOU  NOUKU
(neghpobracmoma?) ¢ npopacmarnuem 6 noxanxy. Ku-
cma nesoti noyku (puc. 1 a, o, 8).

Heppocyunmuepagus c”"Te-Texnemae om
12.01.2017 2: 1) na momenm ucciedoganus onpeoes-
IOMCsL GbIPAdICEHHbIE CYUHMUSpapuyecKue NpusHaKu
CHUDICEHUSI (PUTLINPAYUOHNHO-BBLOETUMENLHOU (PYHKYUL
npaeoli nouxu, 2) onpeoeisiemcs HeKomopoe CHUdICe-
HUe QuUIbMpPaAyUOHHO-6bI0ETUMENbHOU QYHKYUU T1e6Ol
nouku, 3) pasoerumenvras gyuxyus novex. (%) L\R
=82/18.

Pebenox xoucynomuposan ogpmanvmonocom. Buisig-
JIeHA AHUPUOUSL, KOCO2LA3Ue CX00sijeecst, NOCOsHHOe,
anvmepHupyroujee, HUCmazm.
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Eis

Puc. 1a. KomnbtoTepHas aHrvorpads. OT4eTnvBo onpenensercs
0nyXorb NPaBOW NOYKA, 3aHVMAKOLLAS CPEBHIIA U HKHUI OTae-

Tbl, POpacTaloLLas noxaHKy opraHa. KOHTyp omyxonu HepOBHBIN,
[I0BOMBHO YeTKuiA. B 06nacTit napeHxMmbl HUKHEro Nontca MMeeTes
KiucTo3Has onyxonb 40 1 ¢ B Anametpe

Mos Kal iR EHES
(]

."\gl eI

Puc. 16. KomnbtotepHad aHruorpacua. PexoHcTpykums. Onyxonb
NPaBO/ NOYKY 3aHUMAET BCE OTAENbI MOYKM OT BEPXHETO [0 HIKHETO
MoNHCOB. B HikHEM nontoce NEBoil MOYKN KMCTO3HOE HOBOOOPa3o-
BaHve

Kowncynemayusa eenemuxa: ocobennocmu geromu-
na u xapaxmepHule NOPOKU paA3UMuUs 21d3 U NOYeK co-
omeemcmeyrom WAGR-cunopomy.

24.01.2017 e. npoussedero xupypeuueckoe emeuid-
menbemeo 6 obveme: 1anapomomusi, 0OHOMOMEHMHAs
1) ueppsxmomus cnpasa u 2) pesekyus ceemeHma
HUDJICHe20 Nooca 1eotl NoYKu (bpueada spaueti. npog.
IHlapoes T. A., acc. Poxoes M. A., Casnaes K. @.; ane-
cmesuonoe Unnapuonos IO. B.).
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Puc. 18. Ha komnbtotepHoit aHrviorpamme (3D-PekoHCTpYKLMS)
OMPENENAETCS HUKHMIA MOMKOC NPABOW NOYKI Ha YPOBHE rpebHst
NOAB3AOLLHON KocTy. [oyka poTvposaHa Ha 180°. Mpasas noyeyHas
BEHa BNadaeT B HUKHIOK MOyt BEHY, Orvbast BEPXHII NOMKOC NOYKM
N0 NepezHei NOBEPXHOCTH

[Ipu pesusuu opearos GPIOWHOLU NOIOCU NAMOLO0-
euu He svisasiieHo. Jlesas nouka cmeujena 6Hu3, pasgep-
nyma na 180°. Ommeuaemcs nenonnoe yogoenue no-
KU. 8bIABIIOMCSL 08€ COCYOUCHble HOJICKU, 00UH 00Ul
Mmouemounux. Onyxons umeem y3108amoe CMpoOeHue,
3aHUMaem npaKmuyecku 6ce omoeibl NOYKU OM 6epxHe-
20 00 HUICHE20 NONIOCO8, CPEOHU U HUIICHULL OMOebl
HONIHOCMbIO 3aMeujeHbl HOBO0OPAZ0BAHUEM, UMEIOUUM
docmamouHo naommuyto xkancyny. Mouemounuk 6 oona-
Ccmu 60pom NOYKU Pe3KO pAcCulUpeH 3da cuem ONnyxXoiu,
8bIX00AW el U3 JIOXAHKU U PACNPOCMPAHAIOUelics. no
MOYEMOYHUKY, 3AHUMAS €20 8EPXHIOI0 mpemb (puc. 2).

[locne svidenenus u nepessasKu cocyoos 0pom nou-
KU U MOYEMOYHUKA 8 00Iacmu e20 8NA0eHUs 8 MOYeBOU
nyssipb npoussedena neppoypemepaxmomus (puc. 3).

[Ipu pesusuu 7n1e6oii NOUKU OOHAPYHCEHO KUCHO3-
HOoe H08000pasosauue 8 0OIACMU HUICHEe20 NON0Ca
pasmepamu 0o 0,8 cm. [Ipouszsedena pesekyus nouxu ¢
KUCMO3HOU ONYXOIbl0 8 NPedenax UOUMbBIX 300POBbIX
mKaneu. Onepayust 8bINOIHEHA C UCNONb308AHUEM MO-
oynonou cmanyuu ERBE VIO 300D (komnanusi ERBE
elektromedizin, GmbH), I'epmanus): npumensnace 6o-
00CMPYIHASL OUCCEKYUSL, INEKMPO- U AP2OHONIA3MEH-
Has xupypeus. OclodxicHeHull 80 8peMs U nocie Xupyp-
2U1eCcKo20 BMeuamenbcmed He ObLlo.

[ ucmonoeuueckoe 3axirouenue: 8 npagou noyke —
Heghpobacmoma; 6 J1eBoll Nouke — KAHAIbYesds
Kucma.
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Puc. 2. 3ran onepatyui. MpaBast noyka BbAENEHa 13 OKPYXaloLLKX
TkaHen. Mo4EToHIK B3ST Ha epxarnky. Peskoe paclumpenme moye-
TO4HIKa CBSA3AHO C OMYXOMbl0, pACcMPOCTPaHSHOLLENCS 13 NOXaHKM Mo

MOYETOYHIKY Ha MPOTSHKEHIN €0 BEPXHEV TPETH

Teuenue nocneonepayuonno2o nepuoda 6e3 ocooem-
Hocmell. Jlegouxa gvinucana uz omoenenus 8 y0osiem-
B60PUMETHLHOM COCMOSHUU C PEKOMEHOAYUAMU NPOOO.-
JHCEHUSL XUMUOMEPANUU CO2NACHO NPOMOKOLY e4eHUs.
HPE no mecmy sxcumenvcmea.

Taxum obpazom:

* cBOeBpeMeHHoe BblsiBilecHHe HbB nMeer pemato-

1I€€ 3HAYEHUE B YCIIELIHOM JIEYEHUH MALIUEHTOB;

e 0OJIBHBIC C BPOXKICHHON aHUPUIUCH HYXKIAt0TCS

B JIMHAMUYECKOM HAOIIOJICHUHM M ONPEICICHUN
TCHETUYECKOM MPUYMHBI BO3HUKHOBEHHUsS 3a00-

Jluteparypa

Puc. 3. Makponpenapar ynanexHoit npasoii nodku. OTYETINBO Bu3y-
anu1anpyeTcs oMyXoneBbI TPOMD BHYTPY MOYETOYHMKA

JICBaHUS C LEJbI0 paHHel anddepeHnaIbHON
nuarHocTuku ¢ curapomoM WAGR u onenku
pucka passurus Hb;

sieueHue 0onbHBIX HB J0/mKHO TpOBOIUTHCS B
MHOTONPOMUIBHBIX JIETCKUX MEIUIUHCKUX Y-
PEXKIECHUSIX, UMEIOIINX B CBOEM COCTaBE CIICIIHU-
AJIMCTOB JICTCKUX OHKOJIOTOB, XHPYpPrOB, I'CHE-
THUKOB, O()TajIbMOJIOrOB, HEBPOJIOTOB, JIYYEBBIX
JIMaTHOCTOB, CIOCOOHBIX IPOU3BECTH HEOOXO-
JIMMOE KOMIUICKCHOE 00ciieioBaHre peOcHKa |
Ha3HAYUTH aJ€KBATHOE JICUCHUE.

1. Riccardi V. M. et al. Chromosomal imbalance in the aniridia — Wilms’ tumor association: 11p interstitial deletion.

Pediatrics 61:604, 1978.

2. Mapaxonos A. B., Bacunvesa T. A., Xnebnuxosa O. B. u op. Muxpozeneryun jgokyca rera WT-1 pe3ko MoBBIIIIAIOT PUCK
pa3BHUTHS OIyXoJid BriibMca y nanmeHToB ¢ BpOXK/ICHHOM aHnpuaAnei // Ycerexu MOJIeKy IsIpHOH OHKOJIOTHH. Marepuaisl

11 Bcepoccuiickoit konpepentun, 2016 — 4, Tom 3, ¢. 122-123.
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HYPERCHOLESTEREMIA IN CHILDREN

'Diagnostic center of St.Luka's Clinical Research Center for Children

2St.Luka’s Clinical Research Center for Children

Pe3rome

B CTaTbC NMPEACTABJICHBI JAHHBIC O 9 ACTAX C THIIepX0-
JecTepuHeMueH, (pakTopax puckKa ee pa3BUTHUS U MPO-
(UIIAKTHYECKUX MEPOIIPUATHSIX.

Knroueswie cnosa: oemu, eunepxonecmepunemust, ax-
mMopbl pucka

Abstract

The article states the data on 9 children with hypercho-
lesteremia, its risk factors and preventive activities.

Key words: children, hypercholesteremia, risk factors

Mo mamneiM BO3, ceprnedno-cocymucTsie 3a0olie-
BaHust (CC3) sBISIOTCS OCHOBHOM NPUYMHOW CMEpT-
Hoctu B Mupe. C HUMH cBs3aHo Oonee 17,3 muH Jie-
TaJIbHBIX MCXOA0B B Toji. 3HauutenbHas jgoias CC3
oOycroBieHa arepockiepo3om. B 2008 1. u3z 17,3 muH
JIETaJbHBIX HMCXOA0B HMH(MAPKTHI MHOKapAa SBUINCDH
MIPUYUHON CMEPTH B 7,3 MIIH CIIy4yaeB, a UHCYJIETHl — B
6,2 mutH [1]. B pesynbrare 0000mIeHusI JAHHBIX KPYyII-
HOMAcCIITaOHBIX MPOCHEKTUBHBIX SMHUIAEMHOJIOTHYC-
CKHUX HCCIIEe0OBaHUN OBbLIH BBIAEIIEHBI KOMIUIEKCHI (haK-
TOPOB, CIIOCOOCTBYIOILIME PA3BUTUIO aTePOCKIEpPO3a U
CC3. K ocHOBHBIM, WK «OOIBIIUMY, (aKTopam, IMo-
BbIIIAONIUM pUCcK Bo3HUKHOBeHus CC3 B 3—10 pas, ot1-
HocsaT runepxonecrepuneMuto (I'’XC), aprepuanbHyro
runeprensuio (Al') u xypenue. K dakropam, BiusHue
koTopblx Ha pa3Butue CC3 MeHee BBIpa)K€HO, OTHO-
CAT T10JI, BO3PACT, OTATOLIEHHYIO HACJIEACTBEHHYIO 110
CC3, runoguHamMuI0, M30BITOYHYIO MAaccy Telna, ICH-

XO0OMOLMOHAJIBHOE HalpsiKeHUE, MOBBILIIEHHE YPOBHS
TPUINIMLEPUIIOB, CHUKEHHUE XOJIECTEPUHA JIUIONPOTeE-
un0B Boicokoit mwotHocTH (XC JIBII), Hapytienue To-
JIEPAHTHOCTHU K [ITI0K03¢€ [2].

PanHue arepockiepoTnueckue M3MEHEHMs Pa3BH-
BAIOTCS YK€ B JETCKOM U MOJPOCTKOBOM BO3pacTe MOJ
BJIMSTHMEM OTMEUYCHHBIX pakTopoB pucka (DP)[1, 3-8].
B xozme nuHamuueckoro HaOMIONEHHS ¢ MHTEpBAJAMH
B 2-3 tona 3a ®P y nereii Obula OTMEUYEHa BBICOKAs
ycroitunBocTh ['XC, runepTpurivuepuieMud U H3-
OBITOYHOM Macchl Tella, MOATBEPXKIAIONIAsT «TUIIOTE3Y
MIPOCJIEKUBAHUIY, COMTAcCHO KoTopoil DP coxpansaroT
YCTOHYHMBOCTh B TE€UEHUE )KU3HHU.

Jng  cBOEBpPEeMEHHOW JUarHOCTHKHM HapyLIeHHUH
JUIHJHOTO 0OMEHa HeoOXOAMMO, B MEPBYIO O4Yepe/lb,
o0cJie1oBath AeTel, pOJUTENN KOTOPBIX UIMEIOT paHHee
(mo 55 ner) passutue CC3, BbicOKH ypoBeHb OXC
(>6,2 MMOIB/1T), CeMEHHYI0 PUPOLY HapyLICHUH JU-
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nuaHoro oomena. Taxke HEOOXOJAMMO TPOBECTH 00-
cleqoBaHue JerTel, uMeromux «oonpmuey O®P CC3
(AT, xypeHue, rUIOAMHAMUIO, OKUPEHHE, CaXapHBIN
auader ) Jake MpH OTCYTCTBHM CEMEWHOTro aHamMHe3a
CC3, 00yCIJIOBJICHHBIX aTepPOCKIEPO30oM [2].

Ciay4am U3 NPaKTHKH

B 2016 romy mon nammm HaOmronenuem B KJIL]
HIIL maxogmmock 9 meteit B Bo3pacte oT 4 1o 17 ner ¢
MOBBIIICHHBIM ypoBHEM 001ero xonecrepuna (OXC),
OOHapy)XEHHBIM B XOJi¢ IUIAHOBOTO OOCIEIOBaHUS.
Cpenn HuX ObUIO 4 MambUUKa W 5 EBOYEK. Y TPOUX
JeTel oTMevanack n30bITouHas Macca tena (SDS UMT
+1,2 — +1,8), y aBoux — HegoctarouHslidi Bec (SDS
UMT —1,1 — 1,2). Kpurepuu u30bITOYHON Macchl Te1a
Y OKUPEHUSA Y IeTeH MBI OIIPEICTISUTH 110 JAHHBIM CTaH-
JTAPTHBIX OTKJIOHEHHH MHJeKca Macchl Tena (SDS —
standard deviation score), B KOTOPBIX YYHTHIBAIOTCS HE
TOJIBKO POCT M BEC, HO TAK)KE IOJI U BO3pAcT peOeHKa.
C yuerom pexomenmanmii BO3, oxupenue y nereit
onpenensuiy kak +2,0 SDS UMT, a n36sITouny1o Maccy
tena ot +1,0 1o +2,0 SDS UMT [9].

HacnenctBeHHOCT, 1O 3a00JI€BaHHMAM — cepliey-
HO-COCYJUCTOH CHCTEMBI OKa3ajach OTAromeHa y 7
nerei. B 3 ciydasx ompenensics BHICOKUH YpPOBEHb
00I1IEero XOJIECTEPHHA U JIMTIONPOTEHHOB HU3KOH IJI0T-
Hoctu (XC JIHII) y poacTBennukoB 1-if cTenenu poa-
ctBa (pomutenu). Eme B 3 ciydasix oTMEUYeH BBHICOKHUI
ypoBeHb OXC y pOICTBEHHHUKOB 2-i CTEIIEHU POJICTBA
(0aby1Iku ¥ JACIYIIKK), B OJHOM M3 KOTOPBIX UMEJIACh
unemuyeckas 6osnesns cepana (MBC) u Tpuxabl me-
peHeceHHbIH nHpapKT Muokapnaa, B apyrom — MBC
Ha ()OHE OKUPEHUs U caxapHoro auadera Il crenenu B
Bozpacte oT 50 1o 60 ner. B 1 ciaywae y poncTBeHHH-
KOB 2-ii CTeleHu poJCTBa HaOmoIa1ach apTeprualibHast
runeprensus nocie 50 Jet.

VY 7 nerell KapUOJOrOM JHArHOCTUPOBAHbI Hapy-
IIEHNUS CepAECYHOr0 PUTMA U MPOBOJUMOCTH, CHHAPOM
BEreTaTUBHOW NUCHYHKIMU C PA3JIMIHBIMU KapInuaiib-
HbIMHM HApYIICHUSMHU (CHHYCOBas TaXWKaApJIUs, €IH-
HUYHAs TpelicepAHasl IKCTPACUCTONUS; AUCHYHKIHS
CHHYCOBOTO Y3Jla, MPOSBIIONIAsAcS OpaguapuTMHei,
MUTpaIeil BOAUTENS pUTMa, CHHOATpUAILHON OioKa-
Jou 2-i crernieHu 2:1; aTpUOBEHTPUKYIIsSIpHAs OJIoKa1a
I crenenu; BropuyHoe yuinHeHue uatepsana QT; 6110-
KaJa 3aJHCH BETBU JIEBOM HOXKH 1. ['mca), y ogHOTrO
pebeHka — mpojanc MUTPAJbHOrO KiamnaHa 1-2-if
CTETICHU C MUHUMAIBHOU PETypruTalnuei Uy AByX Jie-
Tell — aprepuanbHas runepreHsus (y 4-netneit JI. —
nabunbHast Al, y 17-netnero M. — nabunbHast Al ¢

92

14 nieT, neperie/iias B CTaOMIbHYO CTauio B 17 JieT, B
CBSI3U C YeM PeOCHOK IOJTydaeT IMIIOTEH3UBHYIO Tepa-
MU0 SHATIATIPUIIOM).

V uerelpex neTell UMeJach COIYTCTBYIOIIAS I1aTO-
norus. Y 17-netaero moapoctka M. THarHOCTHPOBAHBI
y3JI0BOH 300, IOHONIECKAasi THHEKOMACTHSI, TacTPO330-
(hareasbHBIA PE(UIIOKC C HE3PO3UBHBIM 330(arvTOM,
racTpoAyoJeHHT; y 9-nmeTHero A. — XPOHUYECKHI
ayTOMMMYHHBIN TUPEOUNT, METUKAMEHTO3HO KOMIICH-
CUpPOBaHHBIN (C 7 JET MOIy4aeT JEeBOTUPOKCHH). DTH
JIeTd HaOonarTcs dHIOKpUHONOroM. Manpuuk b.
13 ner HaOmIOmaeTCsi TaCTPOIHTEPOIOTOM C JHATHO-
30M XPOHMYECKHH TeMaTHT C MOAO3PEHHEM Ha CTe-
atorenmatutT. Mansuuk M. 11 mer Haxomutcs Ha ydere
y HEBpPOJIOTA IO MOBOAY MHENIOAUCIIA3UU TMOSCHUY-
HO-KpECTLOBOro otaena cnuHHoro mosra, JALII, npa-
BOCTOPOHHETO reMuIapesa.

Y Bcex JAerell onpenensics MOJMHBIA JIUIUIHBIA
cnextp kpou Haromak: OXC, TT, XC JIBIT u XC JIHII.
VYposenb OXC kinaccupuIrupoBay 1Mo TPEM KaTeropusiM:
HOPMAaJTBHBIN (ONITUMAITBHBIIN) <4,4 MMOJIB/JI, OBBIIICH-
HbIE — B npenenax 4,4—5,2 MMOJIB/JT M BBICOKHUH >5,2
mmonb/. Yposerb XC JIHIT Taroke kinaccuduumpona-
JIM TIO TPEM KaTErOpHsM: ONTUMATBHBIN <2,85 MMOJIB/II,
MOBBIIICHHBINA — 2,85-3,34 MMOIIB/1T ¥ BEICOKHI > 3,35
mmons/1. OntumansabiM ypoBHeM XC JIBIT cunranu
3HaueHue Bbimie 1,2 Mmoib/n. Yposenb TI y gereit 10
9 ner cuuTaercs ONTHUMAJIBHBIM INpH 3HaueHHH <0,85
MMOJIB/JI, TOBBIIICHHBIM MPU 3HAYCHUSX B IpeAeiax
0,85—1,12 Mmmomn/1 1 BEICOKHM >1,13 mmoine/n1. Y nerei
ot 10 1o 18 neT cooTBETCTRYOMINE 3HAUYCHHS COCTABIIS-
tot: 1) <1,00 mmone/n, 2) ot 1,0 10 1,46 mmous/in u 3)
>1,47 mmonb/i. Y tpoux aereit ypoBenb OXC okazascs
B nipezenax 4,8—5,0 mmoiw/i1, y 6 ypoBeHb OXC ObLI BbI-
COKHMM W HaxOJWJICS B Ipenenax 5,2—6,6 MMOJIb/JL., cpe-
JI1 HUX Y OJHOTO pebeHka — 3a cyeT MoBbIeHHoro XC
JIHIT (2,93 MmMmonb/i), y 3 — 3a cuet Boicokoro XC JIHIT
(3,64,91 mmonb/i1). B otHOM cilydae OTMEUEHO CHHKE-
aure XC JIBII (1,1 mmons/n) BMecTe ¢ roBbimenueM T
Jo 1,8 mmonb/n 'y 17-netnero M.

VY nByx pereit ¢ yposaem XC JIITH > 4,0 Mmmonb/n
(4,91 mmonb/ny 10-netreit A. u 4,36 MMOJIB/Ty 8-J1€T-
Heit O.) 0e3 comyTCTBYOIIUX 3a00JICBAHUI IIIUTOBHUI-
HOW >Kele3bl, MEeYEHN W MOYCK, YUUTHIBAs OTATOIICH-
HBIM ceMelinbIil anaMmue3 (moBblmenue ypoBHs OXC y
POICTBEHHUKOB 2-11 CTENEHH POJICTBA), HEIb3s UCKIIIO-
YUTh CEMEHHYIO THIepxoyiecTepuHeMuto. Heooxoammo
Oosiee TIIATENBHOE 00CIIEIOBaHIE POJICTBEHHUKOB 2-i
CTETIeHH POJICTBA U OIpeJeIeHNe JTUIUIHOTO CIEeKTpa
y poauTenei.
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3akaouenune

VY nmereit ¢ rumepxoiiecTepHHEMHEH oOparmaer Ha
cebs BHHMaHWE BBICOKas 4YacTOTa HapyIIeHWH cep-
JIEYHOTO PUTMa, a MpHu cOope aHamMHe3a: y POJCTBEH-
HUKOB 1-if m 2-ii cTrenmenu pomctBa — dacteie CC3,
THIIEPXOJIECTEPUHEMISI, COIMYTCTBYIONINE 3a00JeBa-
HUS ayTOMMMYHHOTO Xapaktepa. C 1enpio mpoduiiak-
THUKW aTepOCKIIepo3a HEOOXOIMMO paHHEE BBISBICHHE
W YCTpaHEHHE JIMMUAHBIX HApyIIeHWH B JETCKOM H
ITOIPOCTKOBOM Bo3pacTe. CremyeT THIaTelTbHO COOH-
parb aHamHe3 (BBISICHATH, UMEINCH JIN y ONMIKaNImx
POICTBEHHUKOB CEpACYHO-COCYANCThIE 3a00MeBaHMS
JI0 55 JeT, OTMEJaJINCh JTU BBICOKHA YPOBEHB OOIIETO
xonectepruna u XC JIHII, kcanTOMBI), 00CIIeI0BATh JIe-
Tei, uMeromux «oompimme» dakrtopsl pucka CC3 (ap-
TepHuaibHas TUTIEPTEH3Ms, OKUPEHHE, KypeHue, caxap-
HEIN ara0eT), MpUHUMATh MepHI (HEMEINKaMEHTO3HBIC
Y MEIMKaMEHTO3HBIE) ISl YCTPaHEHUs 3TUX (PaKTOPOB
pHUCKa, WCKIIOYATh APYTHE MPUYUHBI THUIEPXOliecTe-

Jluteparypa

HYPERCHOLESTEREMIA IN CHILDREN

puHeMuH (TUIIOTUPEO3, OOJIC3HH TIEUEHU U IO0YEK, Ha-

CJICICTBEHHBIC 00JIe3HN 00MEHA).

Jiist mpoMIIaKTHKKM THIIEPXOJIECTEPHHEMHH HE00-

XOJIUMO:

1) svisasname demeti c UMT 6onee 1,0 SDS 6 so3pacme
2-9 nem;

2) pexomenooeamev Oemsam 6—17 nem edxceOHegHble
Qusuveckue HaspysKu om yMEpeHHOU 00 8biCOKOU
unmencusHocmu He menee 60 Mun 6 oenv, OOIbLUIAS
YACmb KOMOPHIX Q0NAHCHA NPUXOOUMBCS HA A3PO0-
Hble,

3) uckmouams U3 payuoHa MPAHCHCUPBL U 3AMEHIMD
HACHIUeHHbIE JCUPHBLE KUCTOMbL NOTUHEHACHIU|eH-
HoIMU pacmumenvHuimu scupamu [10];

4) obecneuusamv epyoHOe BCKAPMAUBAHUE MUHUMYM
00 6 mecsayes, nposooums obyueHue OepemMeHHbIX
HCEHUJUH,

5) egecmu 3amsmus N0 NUMAHUWIO U PUIUYECKOU AK-
MUBHOCTU 6 WKOTAX.
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Pe3rome

Hcnonp3oBanrne HaydHO OOOCHOBAaHHON OpraHH3aINH
yOOpOUHOTO TIpoIiecca MO3BOJSET CHU3UTH MOTpeode-
HHUE MOIOIIUX U Ie3MH(DUIIUPYIOIINX CPEICTB, BOJOIIO-
TpebJeHne W YMEHBIINTh HArpy3Ky Ha MEIUITUHCKUI
MepcoHall.

Hean: mpodmrakTika WHGEKITMOHHBIX OCIIOKHEHUH
U BHYTPHOONBHUYHON WH(EKIINU, TPOMJICHUE CpPOKa
CITyOBI TIOBEpXHOCTEH.

Marepuaasl U Metoabl: B ['bY3 «HIIL] cmen. men.
romomty aetsiM JI3M» mpuMeHseTcs: cucrema O0e3Be-
JIepHOW yOOpKH, MpeqHa3HauYeHHAs IS MPOBEACHUS
BCEX BHJIOB YOOPOK W Ne3nH(peKInn. VIHBEHTaph BBI-
MOJTHEH W3 TIONMMEPHBIX MaTepHajioB, BBIACPKUBACT
MIpUMEHEHHUE Je3NH(UITUPYIOMINX CPEJICTB U aBTOKJIA-
BHpOBaHNE, MMEET I[BETOBOE KoampoBaHue. Cucrema
MOYKET TIPUMEHSATHCS C JTIOOBIMH CPEACTBaMH, MpeaHa-
3HAYEHHBIMH 11 YOOPKH OMIEPAIIOHHOTO OI0Ka.
Pe3yabTarbl: BBIOJHSIEMbIC B PErIAMECHTUPOBAHHBIC
CPOKH KOHTPOJIBHBIC CMBIBBI U ITIOCEBEI ITOKa3aJIk OTPU-
LATEeNHBIA Pe3yJbTaT BO BCEX CIIy4yasX — KOJUYECTBO
CaHMTapPHO-TIOKA3aTeIbHONH MHUKpPO(GIOPHl TpPH  BCEX
Bumax yoopku cocraBuio 0%, mpu Hopme 200 KOE/wv?
1o Hadaia pabotsr, 500 KOE/M? Bo Bpemst pabotsl. Oc-
JIOKHEHHSI, 00YCIIOBJICHHbIE MH()EKIIMOHHBIM IPOIIEC-
COM, OTMEUAINCh B 2,7% Citydacs.

3akiIlouenne: MHHOBAIMOHHAS cHcTeMa Oe3BeIepHOI
yOOpKM TIpenHaszHayeHa JUIsi NMPOQHUIAKTHKH Iepe-
KPECTHON KOHTaMHUHALUU, PACIPOCTPAHEHUS] BHYTPH-
OOJNILHUYHBIX MH(MEKIUH, MTO3BOISIET ONTUMH3HPOBATH
TIEPCOHA M BPEMSI YOOPKH U CYIISCTBCHHO YIIYUIIINUThH
snuieMuonoruiaeckoe cocrosuue JITY.

Knroueswie cnosa: 6ezsedepras yoopka, s3nudemuono-
euneckoe cocmosinue JIY, npoguraxmuxa enympu-
OONbHUYHOU UHDEKYUU

«QUANTUM SATIS»

Abstract

Use of scientifically proven harvesting process struc-
turing reduces consumption of cleansing agents and
disinfectants, water consumption and decreases the
load on medical personnel.

Purpose: prevention of infectious complications and
hospital-acquired infections, and surface life extension.
Materials and methods: a bucket-free cleaning sys-
tem intended for any types of cleaning and disinfec-
tion is applied at the State Budgetary Health Institution
‘Research and Practical Center Providing Specialized
Medical Aid to Children of Moscow City Health De-
partment’. The inventory is made of polymer materials,
resists disinfection agents and autoclaving and is col-
or-coded. The system can be applied with any agents
intended for cleaning of the surgery block.

Results: control washouts and cultures performed at
the specified term displayed negative results in any
cases as the amount of representative microflora in any
type of cleaning amounted to 0% with normal values of
200 CFU/m’? before the work and 500 CFU/m? during
the work. Complications that occurred due to the infec-
tious process were noted in 2.7% of cases.
Conclusion: the innovation system of bucket-free
cleaning is intended for prevention of cross contami-
nation and spreading of hospital-acquired infections.
It enables optimization of personnel and cleaning time
and significantly improves the MPI epidemiological
state.

Key words: bucket-free cleaning, MPI epidemiological
state, prevention of hospital-acquired infection.
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Bgenenmne: noajep;xanue YUCTOTHI M TATUECHBI B CEK-
TOpE 3PaBOOXPAHEHUsST TPEOYET CTPOTOro COONIIOICHHUSI
CaHWTAPHBIX HOpM W mpaBwi. [loMumo ynanenus: 3a-
IpSI3HEHU, 1eTb YOOPKH COCTOUT B MPENOTBPAILCHUH
pacrpocTpaHeHuss OOJIC3HETBOPHBIX OakTepuil. JKc-
MEepPTHI U3 HALMOHAJIBHBIX IIEHTPOB MO0 KOHTPOIIIO TUTH-
CHbl B MEJHUILUHCKUX YUPCIKICHUSAX YTBEPIKIAIOT, UTO
COKpallIeHHE CITyYyacB BHYTPHOOJLHUYHBIX WH(EKIHHA
MOXKET OBITh JJOCTHTHYTO 3a CYET COBEPIICHCTBOBAHUSI
npotiecca YOOpKH U OpraHu3alliy KOHTPOJIsI HaJl €ro Hc-
nosHeHrueM. Vcronp3oBaHne 3proHOMUYHOTO WHBEHTA-
psi, a TaKke HaydHO 0OOCHOBAaHHOW OpraHu3anuu yoo-
POYHOTO Tpoliecca ¢ MPUMEHEHHEM HHHOBALMOHHBIX
TEXHOJIOTHH MMO3BOJISIET CHU3UTH MOTPEOICHHE MOFOIIHX
U JIC3UHPUIMPYIOIIUX CPEICTB, BOIONOTPEONICHUE U
YMEHBIUINTh HATPY3KY Ha MEUIIUHCKUI IEPCOHAL.

Leas uccaenoBanusi: npopuiakTuka HHOEKIUOH-
HBIX OCJIO)KHEHHH W BHYTPUOONBHHUYHON WH(]EKINH,
MIPOJJIEHUE CPOKA CITYKOBI TIOBEPXHOCTEH.

Marepuanbl 1 MeTobI: B MHOTOITPOGMIEHOM T1e-
JUATPUIECKOM MEUIIMHCKOM YUPEKICHUN TPEIbSIBIIS-
I0TCS1 0cOOBIe TPEOOBAHUS K MOJACPIKAHUIO YHUCTOTHI U
COOJIOICHNIO TUTUEHNYECKUX HOPM U ITPABHUIIL, C LIEJIBIO
MPEAOTBpAILCHHS PACIPOCTPAaHEHUSI OOJIE3HETBOPHBIX
areHToB-0aKTepuid, BUPYCOB M rpuOOB. MeauunHcKme
yupexaeHust EBporbl  pa3paboTany  ONTHMAaTbHYIO
cxeMy yOOpKH, TapaHTHPYIOUIYIO BBICOKOE KaueCTBO
paboThl TIpU HEOONBIINX AOTOJIHUTEIBHBIX 3aTparax,
OCHOBAaHHYI0O Ha BHEJAPCHUU METOJa IpelBapUTEIIb-
Hoii noarotoBku — «CBEIT Xait-Criun» (SWEP High
Speed). B Haiiem yupexIeHUH Mbl TAK)KE IPUMEHSIEM
3TOT METO/I.

Tabnuua 1. Konturrent IbY3 «HIL cnew. mex. nomoLy Aetsm A3M»

B cTpykrypy I'BY3 «HayuHo-npakTudeckuii HeHTp
CIIEMAIM3UPOBAHHON MEAUMUMHCKON MOMOIIM AETAM
umenu B. @. Boitno-fcenenkoro /13 r. MOCKBBD) BXO-
AT cTanuoHap, KoHCynbTaTMBHO-AMAarHOCTUYECKHM
UEeHTP, MOCKOBCKHMI LEHTP NaJUIMaTUBHOM MOMOILU
JETSM, a TAaKXKe CO3/1aH U (PYHKIIUOHUPYET eIMHCTBEH-
Hbli B POCCHMM LEHTp pECHUPATOPHON MOIIEPKKU
JIETel Ha MPOJJIEHHOM HCKYCCTBEHHOW BEHTWJISILMU
JIETKUX, TOTOBUTCSI K OTKPBITHIO €Ile OIuH (QHIU-
an — lLleHTp goneuuBaHUS M peaOMIMTALUN JETeH.
CranuoHap mpeacTaBisier co00il MHOTONPO(UIBHBIH
MEJULUHCKUI IEeIUaTPUYECKUA LEHTp, I1Ie IPOBO-
JIUTCS. COBPEMEHHOE JICYECHUE CAMBIX CIIOKHBIX BHUJIOB
IIaTOJIOTUH JETCKOTr0 BO3pacTa. byayuun MHOrompo-
(unbHBIM 1IeHTpOM, ['BY3 «HIII crerr. Men. moMmoinu
netsim JI3M» okasbpIBaeT nmeauarpruuecKyro, XUpypri-
YEeCKyl0 M MaJTMATUBHYIO MOMOIIL HauOoiee CIOoXK-
HOMY KOHTHUHTEHTY MallM€HTOB, NMPEACTABIEHHOMY B
tabmnuue 1.

Cnyx0a npodeccuonanpuoro kiaununra JIITY co-
CTOMT U3 MJIAJIIETO MEAULIMHCKOIO U HEMEAUIIMHCKOTO
IIEPCOHAJIA, 33/1a4d KOTOPOI'O COCTOUT B BBIIIOJHEHUU
peraMeHTHUPOBAaHHBIX TUTHEHWYECKUX  MEpOonpusi-
tuii B pamkax CanlluH: momaeprkanue caHuTapHO-
SMUAEMUYECKOTO peknMa B cooTBeTcTBUU ¢ CanlluH
2.1.3.2630-10 m mpoBeneHHEe periaMeHTHPOBAHHBIX
CaHUTapHO-TUTHEHUYECKUX Mepompusaruid [1, 2, 3, 7].
Cayx0a cocTouT U3 AByX OpHral, ympasisieTcs cTap-
el CecTpol M HAXOAWUTCS MOJ KOHTPOJIEM IVIABHOU
MeULIMHCKON cecTpsl (puc. 1). CTpyKTypa KIMHHUHIO-
Boit cityx0bl ['BY3 «HIIL] cre. mMen. moMoru A€M
JA3M» mpexacrasieHa Ha puc. 2.

OTpeneHve peaHMMaLnn, UHTEHCUBHOW Tepanum
(OPUT) ¢ nanatamu st HOBOPOXAEHHbIX

OTageneHve NaTonorMm HOBOPOXKAEHHbIX U
HefgoHoweHHbIx geten (OMNHHIO)

OT1peneHune YyentocTHo-nuueBon xupyprim (UJ1X)

Hewpoxumpyprudeckoe otaenenune (HXO)
OpToneanyeckme Komku
OdransmMornornyeckme Konkm
OHKosoruyeckoe otaenexHne

McmxoHeBponorunyeckoe otaenenne (MHO)
anunencuu)

HepoHoLueHHble, HOBOPOXAEHHbIE AETU U AETU OT 6 Mec. o 18 net
HepoHoLeHHble U HOBOPOXXAEHHbIE AEeTH

[etn ot 2 mec. o 18 net ¢ paciuenvHon rybel n Heba, JIOP-natonorunen,
naToriornen YepenHo- 1 YernCTHO-NULEBON obnacTu

Oetn ot 6 mec. o 18 net ¢ natonorunen LIHC

OLUIM, HenpomblILeYHble CKONMO3bI

PeTuHonaTum HeQOHOLLIEHHbIX U HOBOPOXAEHHbIX AETEN

Oetn ot 1 mec. oo 18 neT co 3noka4yeCTBEHHbIMU OMyXOnsiMun

[Oetv ot 1 mec. oo 18 neT ¢ pe3ancTeHTHLIMU chopMamMu Nunencum (XMpyprus
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Puc. 1. Mpouecc y6opku nomeLLeHua B cooteerctanm ¢ CaxluH
2.1.3.2630-10

Jis KoppeKkTHOH paboThl pa3paboTaH MakeT JIOKY-
MEHTOB, PEIJIaMEHTUPYIOMIUX padoTy CIIy:KObI, — pa-
6oune nokymentsl (CanlluH 2.1.3.2630-10, n. 11.5)
[4,5,6,7]:

— 3onupoeanue nomewjenutl

—  Komnaexmayus pabouux menedicex

—  Peecnamenm evioauu u coauu yoopourno2o 060pyoo-
6aHUSA U UHBEHMADS

— Ilopsioox ucnonvbsosanusi UHeeHMapsi

— Topsaoox nodzomosku uneenmaps Kk pabome

— Ipagux cmen

VY Ka)KZ10ro COTpyAHUKA €CTh TEXHOJIOIHYECKast KapTa
C MHJIUBHUIyaJIbHOW KOMIUIEKTAIMel yOOPOUHOH TeNern
110 BU/Iy MaTepuaia, IBETOBOH KOAUPOBKH U KOJIMYECTBY
WHBEHTApsl, a TAKKE KapThl MOATOTOBKU MHBEHTAaps C
YKa3aHHEM BHUJIa, KOJINYECTBA, KOHLIEHTPAMU pabodero
pacTBOpa B 3aBUCUMOCTH OT 30HbI yOOopku. IIpaueunsie
30HBI OCHAILEHBI IPa)IKOM CTHUPKHU U KypHAJIOM IpHU-

'naBHas MepuuynHckas cectpa
(koHTpOrIb)

CrapLuas cecTpa KIMHUHIOBON CRyXObl
(MPOMEKYTOYHbIN KOHTPOb)

Bpuraga Ne 1 Bbicoko- Bpurapa Ne 2 LleHTpanu3oBaHHas
acenTuyeckme 30Hbl MpoYne 30HbI npavyeyHas
16 yenosek 38 yenosek 2 yenoBeka
2/2 no 12 yacos 2/2 no 12 yacos 2/2 no 12 yacos

Puc. 2. Crpykrypa knuHuHroBoi cryx6bl BY3 «HML creu. men.
nomoLLy aetam J3M»

«QUANTUM SATIS»

eMa W mepeaayn Msrkoro uHeeHTaps. K cranmaprHoin
JIOKYMEHTAIIUH, PerJIaMEHTHPYIOIIEeH YOOPKY, 100aBIIcH
JKYpHAJI aJIrOpuT™Ma 30HaJIbHOM yOOPKH.

B I'bY3 «HIIL] cnen. mea. momomu aetsm JI3M»
MPUMEHSCTCSl CUCTeMa Oe3BelepHON yOOpKH, mpej-
Ha3HAuUCHHAs U MPOBEJICHUS BCEX BUJIOB YOOPOK U
Je3uH(peKnud. YOOPOUHbIi MHBEHTAph BBINIOJIHEH U3
MOJIMMEPHBIX MaTECPUAJIOB, BBIICPIKUBACT PUMCHEHUE
JIe3UH(UIUPYIOIIUX CPEICTB M aBTOKJIABUPOBAHUE,
UMeeT 1BeToBoe KoaupoBanue. Cpezactsa s yOopKu
MCIOJIB3YIOTCS TOJIBKO Ha CTPOTO OMPEACICHHOH ILI0-
aJid, TMOIJICPKUBAKOT IMOCTOSHHYI KOHIICHTPAIIUIO
JIe3UH(UIUPYIOIIET0 PacTBOPA, YTO MPUBOIUT K TIPO-
(bMIIaKTHKE MEePEKPECTHON KOHTAMHUHAIIMU, a TAKKE K
OTCYTCTBHIO pPa30pbI3rUBaHMsI KOHTAMUHHPOBAHHBIX
xunkocrei (puc. 3). IHHOBalMoHHast crucremMa Oe3Be-
JIEpHO# yOOpKHM orepainoHHOro Oyoka (puc. 4) npe-
CTaBJIICT COOOH 3aMKHYTBIM IMKJIMYHBIA IPOLECC:
1 enuHMIIa WHBEHTAps pacCUWTaHa Ha IUIOMIAnb 15—
20 M2 TIpeaBapuTEeNbHO YBIAKHEHHBIE TEKCTHIIBHBIC
pacxXoiHble MaTepuaybl TPAHCIIOPTUPYIOTCS K MECTy
yoopku. [locie okoHuaHusl yOOPKH MHBEHTApPh MOJIJIC-
JKUT CaHUTApHOW 00pabOTKe JUIS MOCIIEAYIOLIETO0 UC-
MOJIb30BaHMs. BhICOKas MPOU3BOIUTEIILHOCTh CUCTE-
MbI YOOPKH JIOCTUTAETCS 3@ CUET BHICOKOKAYECTBEHHBIX
MarepuasioB. oHbI cepedpa, BXOASIIUE B COCTAB MH-
KPOBOJIOKOH YOOPOYHBIX MaTepHalioB, 00J1aJat0T CHITb-
HBIM aHTHOAKTEpUANIbHBIM AelicTBreM. [locie kKoHTak-
Ta MUKPOOPTaHU3MOB C TIOBEPXHOCTHIO TKAHH HOHBI
cepeOpa MOJABIAIOT Pa3sMHOKEHUE OakTepuii, depes
HEKOTOPOE BpEMs Ha MMOBEPXHOCTH TKAHU HE OCTAETCS
MHUKPOOpraHu3MoB. biaronapsi IpUMEHEHUIO CUCTEMbI
yIQJIOCh CHU3HMTH 3a00JICBAEMOCTh BO BPEMs CE30H-
HBIX 3MUJAEMUN B 30HaX HAUBBICIIEH MPOXOAUMOCTH.
VYnajaoch TakKe CHU3HUTH JICTAIbHOCTh B OTACICHHUH

Puc. 3. Y6opouHbiit uHBeHTapb
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Puc. 4. BessenepHast y6opka onepaLuoHHoro 6noka

OINHH/I ot mH(ekunoHHBIX 3a0oneBanuil (puc. 4).
B OHKOJIOrMYeCKOM OTJAEICHHH HEOOXOAUMOCTh CH-
cTeMbl Oe3Be/IepHON YOOPKH MIPOIMKTOBAaHA TEM, YTO Y
JIeTel, OOJILHBIX OIYXOJICBOU NMATOJIOTUEH, CHIIKEH UM-
MyHUTET. B oTAenennu naniuaTuBHOM MOMOIIHU OTCYT-
CTBYIOT JICTAIBHBIC CIy4aW, BbI3BAaHHBIC WH()EKIIMOH-
HbIM TpoueccoM. B OPUT oka3biBaeM METUIIMHCKYIO
MOMOIIb JIETSIM, HAXOAAIIUMCS Ha JJTUTEIBHOU pecu-
patopHoii noaaepsxkke. Inurensnocts UBJI cocraBnser
ot 1 gust 1o 4 net u 6onee. Co3AaHbI YCIOBUS IS ITPE-
OBIBaHUS JICTEH COBMECTHO C poauTensmMu. B omeparnu-
onHoM Ooke I'BY3 «HIIL] coert. Mea. mOMOIIK ETIM
J3M» 3a mepuon ¢ 2013-ro mo 2015 rog mpoBeaeHo
5421 onepanwmii y 2066 00IBHBIX, KOTUYESCTBO PAHHHUX
MOCIICONICPAIIMOHHBIX OCIIOKHECHHM, BEI3BAHHBIX WH(EK-
LMOHHBIM TpolieccoM, cocTaBuio 1,5%. Brrmeykazan-
Hasl cucTeMa yOOPKHU TIO3BOJISICT CHU3UTH BEPOSITHOCTH
MEPEKPECTHOTO 3apPaKEHUSI U PACHPOCTPAHCHUS MaTo-
TeHHBIX OaKTepUi, aHTHOAKTEpUAITLHBIC CBOWCTBA MaTe-
pHAJIOB TO3BOJISIIOT COXPAHATh CTEPUIILHOCTD B TEUCHHE
48 4acoB BO BIaXKHOM COCTOSIHHH. DTOT METOI II03BOJIS-
eT n30eKaTh ONIMOOK B TIPOIIeCCe YOOPKH: MOKHO TOYHO
OTCJEINTh JO3UPOBKY JE3UH(DUIIUPYIOMIETO CPEACTBa.
Cam mporiecc yOOpKY 3HaYUTEIBHO YIIPOIIAETCS 3a CYET
WCKJTFOYCHUST KaKOTO-JTUOO0 JIOTIOTHHUTEIILHOTO 000pYIIo-
BaHMs. Brimonneno 3 825 renepanbHbix 1 74100 Teky-
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Puc. 5. Mpouecc y6opky MOMELLEHUS B OHKONIOTUYECKOM OTAENEHI

mmx yoopok 3a roa. CucreMa mo3BoJIsieT KOHTPOJIUPO-
BaTh BJIAXHOCTH 1ojia U cTeH. [IpumeHeHne cucreMsl
II03BOJIMJIO COKPATUTh KOJIMYECTBO JE3MH(UIUPYIOLINX
cpeactB Ha 84%, 3aHATOrO nepcoHana Ha 67%, BpeMs
yOOpKH COKpaTmiIoch B 2,6 pasa.

Pe3ynbTarhl: BBINOTHICMbIE B peryIaMEHTHPOBAH-
HBIE CPOKH KOHTPOJIbHBIE CMBIBBI M TOCEBbI MOKA3aJIH
OTPHLATEIBHBIA PE3y/IbTaT BO BCEX CIydasX — KOJH-
YECTBO CAHUTAPHO-II0KA3aTENbHON MUKPOQIOPHI MPH
Bcex Buaax yoOopku coctasuio 0%, npu Hopme 200
KOE/M? no nagana pa6otsi, 500 KOE/M® Bo Bpewmst pa-
60Tb1. OCnoXHEHUsI, 00yCIOBICHHbIE HHPEKIIMOHHBIM
MPOLIECCOM, OTMEYAIUCh B 2,7% cllydaes.

3akJiroueHue: He0OOX0IUMO OTMETHTD, YTO HHHOBA-
LMOHHAsI cucTeMa Oe3BeIepHOM YOOpKH MpeaHa3Have-
Ha Uil TPOQUIIAKTHKY IEPEKPECTHON KOHTaMUHAIINY,
pacnpocTpaHeHHusT BHYTPUOOJIbHUYHBIX HMH(EKIUH U
MHQEKIUOHHBIX T0CJICONEPAOHHBIX OCIOKHEHUH.
Cucrtema oOecrieunBaeT BBICOKYIO CTEIIEHb TMTHEHBI,
9PrOHOMHMKY, BBICOKYIO 3(QEKTUBHOCTh IpoLecca
OYMCTKH, TOYHOE NOTpeOIeHNE Ne3UHPHULIUPYIOMUX
MOIOIMX CPEJICTB, AIUTEIbHBIA CPOK CIIy>KObI 000py-
JOBAaHHS M MAaTE€pPHUaJIOB, COKpALEHUE BPEMEHH YOOPKH.
Vcnonb3oBaHne COBPEMEHHBIX TEXHOJOTUH YOOpKH
MO3BOJISIET PEIIUTh IVIaBHYIO 3a1adyy — MpeJoTBpa-
TUThb MEPEKPECTHOE 3arpsiI3HEHUE [P UCTIOIb30BaHUH
3HAUUTEILHO MEHBILIET0 KOJMYECTBa 000pPYyHOBaHUS,
elle OJHUM Ba)XKHBIM MPEUMYIIECTBOM SIBISETCS CIIO-
COOHOCTb KOHTPOJIMPOBATh BIAXHOCTH MOJIOB. Kpome
TOrO, NMoTpediicHne Ae3MHOUIHUPYIOIUX CPEICTB TaK-
K€ 3aMETHO YMEHBIIMIACh, a CKOPOCTb YOOpKH 3Ha-
YHUTENbHO Bo3pocia. be3 comHeHus, 3Ta cucrema cy-
LIECTBEHHO 00Jerdmia padoTy CpeIHero ¥ MIiaIero
MEIUILHCKOTO IEPCOoHAIA.
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000pyIOBaHUIO M pabodeMy HHCTPYMEHTY».
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ABwuaropos, 38. E-mail: 0755758@mail.ru

«QUANTUM SATIS» 99
2017 + VOLUME | * No 1



UCTOPUA MEOULIUHBI

batoes C. [I.

NPEQNOCHLINKA 3APOXAEHNA OCHOB 3[1IPABOOXPAHEHUA
B 3ABANKAJLE B JOPEBONIOLMOHHBIN NEPUOL

BY3 «HayuyHO-NpakTUYeCKN LEHTP CneLManu3aMpoBaHHON MeaULMHCKON noMoLLy AeTam um. B. ©. Boin-

Ho-AceHeLKkoro» [lenapTameHTa 3apaBooxpaHeHuns r. MockBbl

Batoev S.D.

OPPORTUNITIES FOR FORMATION OF HEALTHCARE BASIS
IN TRANSBAIKAL BEFORE THE REVOLUTION

St.Luka's Clinical Research Center for Children

Pesrome

Opranuzanusi rocyIapCTBEHHOM METUIIMHCKONW MOMO-
iy B 3a0aiikanbe B JIOPEBOIOIIMOHHBIN TIEPUOJ] TIPE/-
CTaBJISIET HECOMHEHHBIM HAayYHO-IIPAKTUYECKUI UHTE-
pec. boraras o BHyTpeHHHUM pecypcaM U Kpacupas 1o
nei3axam TeppUTOpHsi OUITHMAIEHO Obla 3aKperyicHa
3a Poccuiickoit umnepueit B nagane X VIII Beka. Cua-
yaJja MpaBUTEILCTBOM CTPaHbl HE MPEyCMaTPUBAIIOCH
LIXPOKOTO COLIUATBbHO-3KOHOMHUYECKOTO U KYJIBTYPHOTO
pa3BuTus peruona. KopeHHoe U IpUIIIOE HACEICHHUE,
npokuBaBiiiee B 3a0alikajibe HA TOT UCTOPHUCCKUN TIe-
pHOJI, BIOJIHE 00XOWJIOCH 3HAHUSIMU U TIPUEMaMHU JI0-
CTymHOU ¥ 3(h(hEKTUBHOM HAPOTHOW METUITUHBL. [ pax-
JIAHCKOE 3[paBOOXPAHEHUE B CTPAHE TOJIBKO HA4yasuo
(hopMUPOBATHCS, U IEPBBIN JIeKaph MOsSBUICS B [opHOM
okpyre Boctounoro 3abatikanbsi. JIuie ¢ mosiBieHneM
TOPOJOB CO3/AKOTCS 3a4aTKU OPraHU30BAaHHOTO MENH-
LIMHCKOTO Jiena. Brpouem, pe3kuit aeduuut KBaiu-
(UIUPOBAHHBIX MEIAMIIMHCKUAX KaJIPOB U HEIOCTATOK
JIeueOHBIX 3aBCJICHUI Ha OTPOMHOM TEPPUTOPUH C
CYpOBBIMHM MPUPOJHO-KIMMAaTHUYECKUMHU YCIIOBHUSIMU,
IUIOXUMHU TPAHCHOPTHBIMH KOMMYHHUKAIUMsIMU U pa3-
JIUYHBIM TI0 ATHOKYJIBTYPHOMY, KOH()ECCHOHAIHLHOMY
MIOJIO’KEHUIO HACEIIEHUEM CO3Jal0T CEPbE3HBIE TPYAHO-
ctu. ITocTeneHHo, ¢ U3MEHEHUEM MOJUTUKO-IKOHOMH-
YECKOW CTPaTETUH JOPEBOIIOLMOHHOTO MPAaBUTEIBCTBA
Y BhIJIeNIeHneM 3a0aiikanbckoi oonactu u3 Upkyrckoit
ryOepHUM, THTAaHUYECKUM TPYJIOM Bpadei-3HTY3Ha-
CTOB CO3JAI0TCS NPEANOCHUIKH JIJIs1 3ap0XKIEHUSI OCHOB
31paBoOXpaHeHus B 3abaiikabe.

Kntoueevie cnosa: umnepus, 3abaiikanve, HapoOHas
MeOUYUHA, 20pOOCKAsL MeOUYUHA
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Abstract

Provision of state medical aid in Transbaikal before the
revolution becomes an important scientific and practi-
cal concern. The territory that was rich in internal re-
sources and had beautiful landscapes, was officially
acquired by the Russian Empire in the beginning of the
18th century. Initially, no extensive social, economic
and cultural development of the region was planned
by the Russian government. The natives who inhabit-
ed Transbaikal during that historical period were quite
satisfied with the available knowledge and techniques
of affordable and effective traditional medicine. Ru-
diments of organized medical care were formed with
emerging cities. However, dramatic deficiency in quali-
fied medical personnel and shortage of health institutes
on the huge territory with leak nature, bad communi-
cations and population of various confessions posed a
real challenge. By a gradual process of separation of
Transbaikal from Irkutsk province, opportunities for
formation of healthcare basis in Transbaikal were cre-
ated owing to titanic labor of medical enthusiasts.

Key words: empire, Transbaikal, folk medicine, urban
medicine.
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OcBoenune TeppuTopuu 3a0alKaibs HAUUMHACTCS B
1640-x romax ¢ AByX CTOpoH: u3 SIkyrcka u Bepxonen-
cKa 1o mpaBbIM nputokam Jlens:, Bepxueit Anrape u
Bbaprysuny, a u3 Exuceiicka mo Aurape u ganee uepes
baiikan. K mpucoeaunenuto 3eMens 3adaifikaibs B TOT
nepuon crpemuics u Kurait. Ho Hepunnckuii Tpakrar
1689 roma 3adukcupoBasl 3aKpervicHHE 3abalKasibs
moJ BiacTeio Poccuu, XOTsS BOMPOC O IOXKHOM TpaHH-
1Ie OCTaBaJICsl Hepa3penieHHbIM BILIOTh 70 20 aBrycra
1727 1., xorna ObuUT 3akitoueH bypuHCKWE morpaHuy-
HBIU TpakTart, a 21 okTs0pst — KsxTunckuii, paruduim-
poBaHHBIH B wioHEe 1728 . BMECTO MOHTOIBCKUX KHSI-
3eil Poccun nporuBocrout Teneps Kuraii, u pemienue
CIIOPHBIX BOTIPOCOB MEPEHOCUTCS B cpepy JUIIOMATH-
yeckux oTHomenui [1, c. 45-53]. Kpacora npuposs
Kpasi 3aBOpakuBaia Jitojiel. 3abalikaibe BeMYaeTCs
cubupckoit Uranmeii [2, c. 4]. A Tak mucan A. I1. Ye-
XO0B, nmyTemecTBys Ha Caxanun: «CeneHra — CILIONI-
Has Kpacora, a B 3a0aifKkajibe st HAXOHII BCE, YTO XOTEI:
n Kaska3, u nonuny Ilcna, u 3Benuropoackuit yesa, u
Hon. Taem ckadens mo KaBka3zy, Houbio 10 JloHCKOU
CTeMNH, a yTPOM OYHEIILCS OT IPEMOTHI, IIs1b, YK [loi-
TaBCKas ryOepHHs — ¥ TakK BCIO ThICSIUY BepcT. 3abaii-
KaJibe BeNuKoienHo. Jto cMmech llBenapun, JloHa u
Ounnsaaun» [3, ¢. 130]. 3amagHoe 3abalikaibe TECHO
reorpauyeckd, MCTOPHYECKH W ITHUYECKH COuJIe-
HeHo ¢ Bocrounbim 3abaiikansem [4, c. 5]. K XVIII
BEKy B 3aHATUSX KOPEHHOTO OypSTCKOTO HAaCEJICHUsI
MO-TIpe)KHEMY Tpeobiasago KOYeBOE CKOTOBOJICTBO,
KOTOpOE B CBSI3U C OCBOCHHEM Kpasi pyCCKUMHU JIFOAbMHU
nproOpeTaeT HOBBIE YEPTHI: OIPAHUIHUBAIOTCSI CPOKHU U
WMHTEpBaJbl EPEKOYEBOK, MOSIBISETCS TiAra K OCEIIIO-
cti. Heo0X0aMMoO OTMETHTB, YTO B CHITY CIOKHBIIHX-
Cs Ha TOT MEPUOJ] BEKOBBIX TPAJULIMM, IPEICTaBIECHUN
W 3HaHUI 0 OOJIE3HSX B ITyOOKOHM APEBHOCTH y OypsT
BO3HUKJIA HAPOAHAs MEIHIIMHA, KOTOpas MOCTOSHHO
oOoraianach HOBBIMH 3HAHMSMH, CPEICTBAMH, MPH-
eMaMH JieueHHs M ObLIa JAOCTaTOYHO JOCTYIHBIM H
3G PEKTUBHBIM CPEACTBOM MPOTUB PA3JIUYHBIX HEIY-
TOB, CONPOBOXAABIIUX YeJIOBeKa B MEPHOJ BCEH ero
xu3HeAeaTenbHocTH. OJJHAKO Ke MOYTH BCe OypsIThI
He OBUTM CKJIOHHBI MHCTH(HIUPOBATH MPUYUHBI 0O-
Jie3Hel, 00yCIOBICHHBIX KOYEBBIM 00pa3oM JKH3HU B
CYPOBBIX KJIMMAaTHYECKUX YCIOBHsX CuOMpH — 3TO
OTMOPOKEHHMS, OXJIAXKJICHHs, TETJIOBbIE M COJHEYHBIE
yAaphel, pa3nudHble TpaBMbl. [Ipenynpexienue ux oT-
HOCHJIOCH K 00J1aCTH OBITOBOW KYJIBTYPBI, T. €. YMEHHIO
MPaBWJIBHO THTATbCS, OJEBaTbCd U OPraHU30BHIBATH
CBOH TpyA IO CE30HY, MOTO€ U OOCTOSTEIbCTBAM,
NpUOOPETEHHUIO TPYIAOBBIX HABBIKOB, HEOOXOIMMBIX
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JUIsS. KOUeBHUKA-CKOTOBOIA, BCE 3TO BOCIHTHIBAIOCH C
JIETCTBA U 3aKPEIUISUIOCHh B Pa3IMYHBIX MIPUMETax, MO-
TOBOpKax, mocioBuiax [5, ¢. 13]. Bo Bcex ocTambHBIX
ciydasix OoJie3Hel, NMPUYMHA KOTOPBIX HE OblIa CTOJIb
OYEBHIHOM, HAPOJHOE CO3HAHUE MEPEKJIIa [bIBATIO BHHY
Ha 37bIX JyXoB. HeT cOMHEHMsI, 4TO MECTHOMY Ha-
YaJlbCTBY, TOOOIBCKOMY, CHHCEHCKOMY M HPKYTCKOMY,
JABHO OBUIO M3BECTHO OOJE3HEHHOE COCTOSIHUE WHO-
BEpIICB (SICAYHbBIX), HO HE ObUIO CPEJCTB MIOMOIaTh UM
0e3 arntek u Jekapei [6, ¢. 242]. Ocoboii HenoBepUH-
BOCTBIO K MPECTABUTEISIM MEUIIMHCKOM 00IIIeCTBEH-
HOCTH TaKKe OTIMYAIHNCh U CTapOBEpHI (CeMelcKue),
nepecesuBIIecs: OoNbIION Tpynmoil B 3abaiikanbse BO
Bropoit monosuHe 60-x romoB X VIII Beka [1, c. 108].
B cBoe Bpemst uccrnenosarens 3abaiikanbs I. M. Oco-
KiH oTMedal: «HemocratouHoCTh B Kpae AOKTOPOB H
OTAAJICHHOCTh TOCIYXHIM TPOMaIHOMY Ppa3BUTHIO
3nech 3HaxaperBa. Kaxkercs, Her B Cubupu eie apy-
UX TAKUX MECT, T7ie ObLIO ObI CTOJIBKO 3HaXapei v 3Ha-
xapok. CirydalfHOCTh UCIeTICHUs 3HaXapsIMH 3aCTaBIIsI-
eT KHUTEJICH IITyXUX YITyCOB H MeCT 0€3yCIIOBHO BEPUTh
UM H B TO € BPEMsI CMOTPETh C MPeAyOeKICHHEM H
HesloBepueM Ha Bpada» [7, c. 123]. A Bot Tak B 1895
rOJly XapakTepU3yeT YPOBEHb MEIUIIMHCKON MOMOIIH
wieH Boctouno-Cubupckoro otaena MMmepaTtopckoro
pycckoro reorpaduueckoro obmiectsa A. A. MoHuH:
«Jleuenue Oosie3HEH OMMCHIBACTCSI JOBOJILHO CTPaH-
HO, MHOXKECTBO 3arOBOPOB O TOM, KaK OCTaHaBJIHBAaTh
KPOBb, 3ar0BapuBarh 3yObl, OUEPUHBATh YHPEH U TPOU.
WMy monb3y1oTCs He TOJILKO TI0 cellaM U ICPEBHSM, HO
HEepesKo U B ropoax. Temu cpeacTBamMu U criocobamu,
KaKMMHU JICYWIMCh B CTApUHY HAIM MPEIKH, IPOCTON
HapOJI JICYUTCS U JIOHbIHE. PacrpocTpaHeHHOCTh TaKo-
ro neuennsi B Cubupu ue Toapko 200 1eT ToMy Haza, a
JIaKe U HbIHE, 0COOCHHO T10 TITyXUM MeCTaM, He Mojie-
JKUT coMHeHHIo» [8, c. 4]. Takylo ke XapaKTepUCTUKY
maet LI. XK. XKamuapano, Hay4HbI COTPYIHUK DTHO-
rpaguueckoro oraena Pycckoro mysesi, BepHYBIIUICS
nocine axkcrieaunun 1909-1910 rr.: «Tema napur B cte-
. I Moxer ObITh, elie A0Iro OypsThl OyIyT JICUUTh
CBOUX OOJIBHBIX MOCPEICTBOM KPOBABBIX JKEPTBOIPH-
HOUIEHUH, KyJIbTa OHIOHOB, IIAMaHCKUX KaMJIaHWM,
JIAMCKHUX JOPOTOCTOSIIMX TYPyMOB | mpod.» [9, c. 12].

besycnoBHO, KOpEeHHOE HaceJIeHUE ellle He OCO3Ha-
BAJIO NIPEUMYIIECCTB HAyYHOH MEIUIMHBIL, J1a B TOT Iie-
PHOJ elle ¥ HEKOMY OBbLIO BHEIPATH OCHOBBI rOCyIap-
CTBEHHOM MeOUIIMHCKON momoru. CucremMarnyeckas
MOATOTOBKA BpadeOHBIX KaapoB B Poccum Havanach
mumis B XVIII Beke [10, ¢. 322]. 3a penkum UCKITIOUe-
HHUEM, 9TO OBUIM BPauM-dHTY3HACThI, ¢ OOJBIION JIIO-
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NMPEANOCBLIJIKUA 3APOXAEHUA OCHOB 3[PABOOXPAHEHUA
B 3ABANKANBE B JOPEBOJIIOLMOHHbIA NEPNOL

OOBBIO OKa3bIBaBIIHME HEOOXOAMMYIO METUIIMHCKYIO
MOMOIIb BCEM CTPaXAyIUM. Heo0XoIuMo OTMETHTH,
YTO BIIEPBBIE MPOBOAMIOCH OCIIONPUBUBAHHUE, KOTOPOE
HE HOCHWJIO CUCTEMHOTO XapakTepa, HO YK€ UMEJO Io-
Jo)xuTenbHble pe3ynsrarel. B Hauane XVIII Beka Bcero
PYCCKOTO HaceseHus B 3a0aiikaibe ObLIO MPUMEPHO OT
8400 no 10600 uvenosex [2, c. 141]. IIpu Takoi umc-
JICHHOCTH HaceJICHUsI OOIbIlasi TePPUTOpUsT HE MOTIia
OBITH SKOHOMUYECKH CaMOCTOSTEIIBHOM 1 NMelIa 3Haue-
HHUE TOJBKO B IJIaHE TOPTOBIH, cOOpa sicaka C MmoJaH-
HBIX, oOecrieueHus] 0e30MaCHOCTH W 3alUThl TPaHUII
OT BHYTPEHHHX M BHEIIHUX KOHKYpeHTOB. BoeHHO-a11-
MUHUCTPATUBHbBIC U (PUCKAJIBbHBIC 1IeJn 10 KoHIa XIX
BEKa [IPEBaJIMPOBAIN B CHOMPCKOM yrpaBieHuu. Otia-
JICHHOCTb U TeorpauyecKie yCIOBUS CIHIIKOM SPKO
OTPa3HJIMCh HA PA3BUTHH Kpasi U HAJOJITO OCTaHOBUIIH
ero Bo3MoxkHOe mporseTanue [11, c. 69]. 3acencHue
3abaifkanbs MU0 OYEHB TYTO U MOYTH UCKITIOUYUTEIHHO
OJIHUMU OCTIIBIMH PAa3HOTO POJIa, & TAKIKE CITyYaiHBIMH
CCBUIBHBIMHU 32 pa3inuHble mpectymieHus [12, c. 194].

PasButHe ropHOpyIHOTO JAena ObLIO MEPCIEeKTHB-
HBIM JUISl CTPaHbI, ¥ OTKPBITHE HOBBIX 3aBOJIOB IO JI0-
Oblue 301o0Ta M cepebpa TpeOoBaio pabodnx pyK, B
CBSI3U C YeM HavajHCh TOCYAapCTBEHHBIC MEPOTPHS-
TUs 10 00Jiee HHTCHCUBHOMY 3acelicHUI0 3a0aiKaibsl.
st yKperieHrs: UMIIepUr HeoOX0AMMO OBLIO CO3/aTh
KPUTHUYECKYI0 MacCy pPYyCCKOTO HaceleHHs, KOTOpoe
MU CTaHeT 3THoJeMorpaduyeckoll OCHOBOH rocymap-
cTBeHHO# 1enoctaoctu [11, ¢. 103]. B 3abaiikanne He
OBUIO KPETOCTHOTO NpaBa W YaCTHOTO MOMEIIHYBETO
3emneBnagenus [12, c. 116]. 3apoxneHue mpoMbIII-
JICHHOCTH OBLIO HOBBIM M TPOTPECCHUBHBIM SBJICHU-
€M B DKOHOMHKE, TaK Kak J100bI4a 30510Ta, cepedpa,
CBUHIIA UMelia olmiepoccuiickoe 3Hadenue. Ho Oec-
TUTATHBIA TPYJl MPHUITUCAHHBIX K 3aBOJaM MAacCTEPOBBIX,
KPECThSIH, CChIIIbHOKATOPKHBIX MTPUBOJHUT K TIOCTETICH-
HOMY SKOHOMHYECKOMY TaJICHUIO ATUX MPEANPHUITHH.
K 1761 rony B 3abaiikajibe HACYMTHIBAIOCH MMAIICHHBIX
KpecThsiH U TofaTHOro cocyioBusi — 9370 uenosek,
TOPHO3aBOJICKUX KpecTbiH — 6529, conpar u ux ce-
MeHCcTB — 3343, mpuBHUIIETHPOBAHHOTO COCIOBUS —
300 genmoBek, unopoxate — 12 000. Utoro: 31542 ge-
noBeka. [Ipy 3TOM ydeT KOpEHHOTO HACEJICHHs BEJCs
NpUOIM3UTEIBHO, U3 pacueTa 1% eCTeCTBEHHOTO IpH-
pocra.

Tonbko ¢ nosiBIIeHUEM TOPOIOB B 3a0aliKaibe CTaln
(hopMHPOBaTLCS 3a4aTKH TOPOACKON MEIUIUHBI, KOTO-
pble U SIBHJIMCH MEPBBIMH DJICMEHTAMU OpraHW30BaH-
HOW TOCYIapCTBEHHOW MeAMIMHCKON momoid. [opo-
Jla — 9TO JIMYHO CBOOOIHBIC TOPOYKaHe, MPOIBETAHUE
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TOPTOBJIH M pEMECEJ, pOCT OJIATOCOCTOSIHUS U CIIPOC Ha
BBICOKOKBJIN(DUIIMPOBAHHBIC YCIYTH CIICIUAINCTOB, B
ToM uuciie Bpadeit [13, c. 181]. Ilpu sTOM GONBIINH-
CTBO PYCCKHX TOPOJIOB MPEJICTABIAIN cOO0I OueHb He-
Oonpiue nmoceneHud: K Hadany XX Beka 80% ropomon
umenu ot 1 10 20 Teicsd xkxurtenei, 13% — ot 20 mo 50
TBICSY U TOIBKO 6,5% — o1 50 1o 100 ThIcsu u Oonee.
XapakrepHble Ui Poccun rmiyOokue pa3nudusi B 9KO-
HOMUYECKOM IOJIOKEHUN TOPOJOB B KOHEYHOM CUETE
CKa3aJIUCh Ha YPOBHE Pa3BUTHSA TOPOACKON MEIUITUHBI
[14, c. 137-138]. BniepBble MONBITKH OpraHU3aIMU IO-
CyIapCTBEHHON MEIUITMHCKOW MOMOIIN B 3a0aiikaibe
Hayaluch ¢ €e¢ BocTouHOM wactu B 1741 roxy B Hep-
YUHCKOM 3aBOjIe, TaK KaK TaM IMOJy4YHia pa3BUTHE TOp-
HOpYZIHAsi OTPAcib U COOTBETCTBEHHO BO3HMKJIA HEOO-
XOJMMOCTb Tpu3peHust OonpHBIX. B ropox HepumHck
MEPBBI TOCYapCTBEHHBIH JIeKapb OB Ha3HaueH B
1753 romy [15, c. 96—-108]. B pacnucannu cuOMpcKux
ropoJI0B, 00BABICHHBIX IpU YKaze ot 29 mast 1719 rona,
Hepunnck 3nauntes u3 781 nBopa, a KOIMYECTBO KH-
Tenel u3 pacueta 4 yenoseka Ha Bop. B 3amagHom 3a-
Oaiikanbe mepBoe JeueOHOE YUPEIKICHUE U alTeKa OT-
KpbITUCH B ropoae CeneHnruncke B 1765 roxy. Bropsim
CTalMOHAPHBIM JICYCOHBIM YUPEKICHUEM B 3araJHOM
3abaiikanbe B koHIe 80-x romoB XVIII Beka cran Oa-
TalbOHHBIN JIa3apeT B roponae BepxueyawHcke (HbIHE
Vnan-¥Yn»), B ganpueineM, ¢ 1790 roga, — BOCHHBIH
rocriataib. Bo Bropoii nonosune XVIII Beka Bepxue-
YAMHCK CTAaHOBUTCSA aJMHUHUCTPATHBHBIM, BOEHHBIM,
TOPTOBBIM M KYJIBTYPHBIM LIEHTPOM Bcero 3abaiikalibsi.
C KaxIbIM TOIOM YBEJIWYMBAJICS IOTOK TOPTOBBIX,
MIPOMBIIJIEHHBIX, BOGHHBIX, HAyYHBIX, CCBUIBHBIX JIIO-
Jiell, MPOXOIMBIINX U MpOoe3kaBIIKuX yepes roposa. [lo-
CTETIEHHO MEHSUICS COCTaB HACEJIeHUs, I'Pa)kJaHCKOe
cociioBre BepxHeynnHCcKa BBIPOCIIO C COTHHU YEIOBEK B
1762 r. no 857 yenosek B 1784 r. OCOOCHHO OBICTPHIMU
TEMITaMH POCJIa YHUCICHHOCTh KymmoB — ¢ 10 mgo 52,
Mmerian — ¢ 3 1o 162. ChopmupoBaiaCh MHOTOUUCIICH-
Hasi HOBAs KaTeropus CIYXHBBIX — HACUYUTHIBAIOCH
16 pa3smu4HBIX JODKHOCTEH, OT KOJIIEKCKOTO acecco-
pa 1 IBOPSHCKOTO 3acearens 0 KOIUUCTa U CTOpO-
ka. B menom cTpykTypa Hacenenus BepxHeyauHcka
3Ha4YNUTENbHO ycaokHuiIachk. K 1822 . Bepxueynunck
OTHOCHJICSL K cpeaHuM roponam [16, c. 48—-49]. B pe-
3yJbTaTe HAIIEro UCCIIE0BAaHMS yTOYHEHA 1aTa OTKPHI-
tuss BepxHeynuHckoro 6onbHMYHOTO foma, 1803 rog,
npeodpa3zoBaHHOro B 1809 romy B rpaKaaHCKyO 00JIb-
HUILY, KOTOpas MoguuHsAiIach MpKyTckoMy mpukasy 00-
LIECTBEHHOT'O IpU3peHus. B Hauase nepBoii noJIOBUHBI
XIX Bexa BepxHeynuHCKas NpUKa3Has I'PaKIaHCKas
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OonpHMIIA ObIJIa €UHCTBEHHBIM KPYIHBIM JICUeOHBIM
yupexaeHrueM B 3a0aiikaiibe, MPUUYEM TOCIUTATH3H-
PYIOTCS B HEE TOJIBKO CIIyXalllie, BOCHHBIC HIKHHUEC
YMHBI, Ka3aKW W TOJBKO Ha TUIATHOW OCHOBE!.

Co3nanne 3alaiikaibckold o0MacTu 0OO0yclaBiu-
BaJlOCh HEOOXOIMMOCTBIO PEILICHHUS Psijia BHEIIHUX,
BHYTPCHHHUX MMOJUTHYECKUX M SKOHOMHYCCKUX 3ajiad
B Boctounoit Cubupu u Ha [laneaem Bocroke [17,
c. 276-288]. CraB obnacTHbIM 1IeHTpoM B 1851 romy,
Uura mosydnsia BO3MOXKHOCTh HOCTEIIEHHO Hapalu-
BaTh 00BEMbI M PECYPChI MEIUIIMHCKON TTOMOIIU Hace-
nennto. B Uure nepsas ropojickast rpaxkJIaHcKas 00Jb-
HHUIIa OPTaHU30Bajach Topas3no no3mnee, B 1894 romy.
OO11ast YMCIICHHOCTh HacelIeHUs 3a0aiikaibs K Hadany
XX Beka cocraisuia 537238 yenoBek 00oero moJa.
HaunGosee MHOTOUHCIIEHHBIMHU SIBJISUTUCH MIPEIICTABUTE-
JIA TpeX Tpymnn HaceneHus: Kpecthsine — 31,3%, kaza-
k1 — 30,1% u kopennoe Hacenenue — 28,2%, a Takxke
TOPOJICKOE HaceleHne, cocrapisiiee 4,6%. YBemuue-
HUE HACEJICHUS MPOMCXOJIUIIO, KPOME €CTeCTBEHHOTO
MPUPOCTA, 3a CUET MOCTOSIHHOTO NPUTOKA B Kpail Iie-
peceneHieB M cchuibHOMoOCeneHneB [18, c. 15-16].
Heo0xoauMo 0TMETHTh, YTO TOPOJICKOE HACEIICHUE Ha-
XOJIMJIOCH B 00JIee BBITOIHBIX YCIOBHSX B IUIAHE MEIIH-
nuHcKoro oodecrneuenus. Jlo 1864 roma MeguiMHCKas
ITOMOIIIb CEJIbCKOMY HAacCeJICHUIO0 Poccuu mpakTuyecku
He oka3biBajachk [10, c. 472].

Wrak, TONBKO ¢ yBEIIMYCHUEM KOJIMYESCTBA Hacese-
HUS, BOSHUKHOBEHHEM TOPOJICKON HMH(GPACTPYKTYPHI,
MOBBIIIICHUEM OJIArOCOCTOSIHUSI KHUTEJICH BO3HHKACT
MOTPEOHOCTh B PA3BUTHU MOJHOIICHHON €BPOINEHCKOM
MeauiHbl. HO TOCTOSIHHBIA JAC(PUIMT MEIUIUHCKUX
KaJ{pOB, HECMOTPS Ha CYIICCTBCHHBIC JIbIOThI U TTOBbI-
IICHHBIC OKJIAJIbl, BBEICHHBIC IPABUTEIBCTBOM, PE3KO
TOPMO3HJI [TO3UTUBHOE PA3BUTUE MEIUIIMHCKOIO Jiejia
B 3abaiikanbe. Takke co3jaHue JTOCTATOYHOM JieueO-
HO¥ 0a3bl TPEOOBAIO 3HAYUTEIILHBIX JIOIOTHUTEIBHBIX
(hMHAHCOBBIX pecypcoB. JlOPEBONIOIIMOHHOMY TIPaBU-
TEJIbCTBY €/1BA XBaTaJl0 CPEJCTB Ha MPHCOCIAUHCHUE,
yAepKaHUE U YIPABICHUE HOBBIMU 3€MJISIMH M Hapo-
namMu Ha BocToke umrepuu [19]. Tem He MeHee momb-
€M SKOHOMHYECKOTO ¥ COLMATILHOIO pa3Butus Cudbupu
co 2-ii monoBuHBl XIX Beka, MPUTOK HOBBIX CIICIIHA-
JIUCTOB, B T. 4. Bpadel, CIOCOOCTBOBAJIA OXKUBJICHHUIO
OOIIICCTBCHHOM JKMU3HU, OOBCIMHCHHIO HAyuYHBIX U
KynasTypHBIX cui [20, c¢. 263]. B 1893 roay cozmaercs
3abaiikaibCKoe 00IIECTBO Bpauek, KOTOPOE TAKKE CIIO-

1. TocymapctBennsiii apxuB Pecnyommxu Bypsitus (IAPB).
@.338.0m. 1. 4. 14.J1. 7.
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COOCTBOBAJIO MOBHIIIICHHUIO KAY€CTBA TOCYIapPCTBEHHOM
MEIUIMHCKON TOMOIIH B 00JIaCTH.

Takum obOpazom, B Hauase X VIII Beka 3abaiikanbe
ObUI0 O(UIIMATBHO 3aKpeIUICHO B rpaHuuax Poccwuii-
ckoit umnepuu. OrpoMHas 1Mo pazMepam, CIIOKHas 110
KIIMMaToreorpapuueckomy, jaeMorpaduueckomy, KoH-
(beccroHaIbHOMY TIOJIOKCHUIO TEPPUTOPHS HYKAaTach
B 3()()EeKTUBHOM BOCHHOM, XO3SIiCTBEHHO-IKOHOMHUYE-
CKOM YIPaBJICHWH, HO MPOAOJIKANIA paccMaTpUBaThCs
Kak KosoHHs. Kakoro-nmbo CyIiecTBEHHOTO COIHallb-
HO-9KOHOMUYECKOTO Pa3BUTHSl PETHOHA HE MperycMa-
TpuBanock. B cepennne XIX Beka B pe3yibrare IpoBo-
JUMBIX aJMHHUCTPATUBHO-TEPPUTOPHAIIBHBIX pedopm
Obuta oOpa3zoBaHa oco0asi 3abaiikaiibCckas 00JacTh,
o0benHUBINIAs B cebe 3emun 3anaaHoro u Bocroynoro
3abaiikanbs. Huzkoe conmanbHO-IKOHOMHYECKOE I10-
noxxeHre 3abaiikanbCKoW 00MacTH OBLIIO OTpaKEHUEM
001Iell TeOTOTUTHYECKON CUTYaIlul U TOJUTHYECKON
BOJIM TIPAaBUTENIBCTBA, TJIe PEHIAIONINM (PaKTOPOM CTAIIO
oOecrieueHne NMPUCOEANHEHUS U OcBoeHHs JlanbHero
Bocroka. Bee mpoucxoauBIIKE TPOLIECCHl 3HAYUTEIb-
HO 3aMeJISUTH TIOJTHOIIEHHOE Pa3BUTHE MEAMIIMHCKOTO
nena B 3abaiikanbe, ¥ MEPBBIMU JICUCOHBIMU YUPEK-
JIEHUSIMHM CTaJl COOTBETCTBEHHO BOECHHBIE TOCIIHTAIH
U TOpHBIC Ja3aperhl. Hawanmy ¢opMupoBaHusi Tpax-
JAHCKOW MEJUIMHBI CIOCcOOCTBOBaNM co3nanue Hp-
KyTCKOTO ITpHKa3a 00LIeCTBEeHHOro npu3penus B 1784
rojfly M OpTaHu3alus MEpPBBIX NMPUKA3HBIX JIeUeOHBIX
yupexaeHuii B 3adaiikanbe. [Ipu 3TOM KOpeHHOE Ha-
CeJIeHHe TIPU HEOOXOJUMOCTH MEIMLMHCKON MOMOIIN
B OCHOBHOM IIOJIb3YyeTCS TPAJUIIMOHHBIMU IIPHEMaMU
HapOAHOU M THOETCKOM MenuuuHbl. CyIeCTBeHHBIMU
(axropamu, TOPMO3UBILIUMH TOJHOICHHOE pa3BUTHE
OXpaHBbI 3710pOBbs B 3a0aiikanbe, ABISUIUCH pe3Kas He-
XBaTKa MEIUIUHCKOTO MepCoHaa, KpaHss Majaoduc-
JICHHOCTh JICUEOHBIX 3aBEJCHUH, IUIATHOE IICYCHHUE.
MoIIHBIM UMIYIBCOM K Pa3BUTHIO 3alaifKaiibsi, Kak
B COIIMAJIbHO-9KOHOMUYECKOM, TaK U B MEIHIIMHCKOM
HaIlpaBJIEHUU MTOCITYKUIIO CTPOUTENLCTBO B KOHIIE XX
Beka TpaHCCHOMPCKON KENEe3HOW JOPOTH, CBI3aBIICH
CHOMPCKYIO OKpaMHy € IIeHTpanbHOM yacThio Poccun.
3alaiikanbckas 00JMACThb, MPOAOKABINAS CUUTATHCS
CBIPBEBBIM MPUAATKOM, HAYMHAET BOCIIPUHUMATHCS KaK
BOEHHO-CTPAaTETHYECKUI U TOPrOBO-IPOMBIIIICHHBIN
IJIalJiapM Ha BOCTOKE CTpaHbl. B 3TUX CIOKHEUIIMX
YCIIOBUSIX JIOPEBOIIOIMOHHBIM IIPABUTEIHCTBOM U He-
PaBHOAYIITHOM MEAUIIMHCKON 0OIIECTBEHHOCTHIO ObLIH
CO3/IaHbl MPEJOCHUIKH JJIs1 JajdbHENIlIe OpraHu3alruu
JOCTYITHOW CHCTEMBI 3paBOOXpaHeHHs B 3abalKabe.
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NMPEANOCBLIJIKUA 3APOXAEHUA OCHOB 3[PABOOXPAHEHUA
B 3ABANKANBE B JOPEBOJIIOLMOHHbIA NEPNOL

Puc. 1. BepxreyauHck. Ctapoe 3faHue nasapera, yHUITOXeHHoE
noxapom 27 nexabps 1908 r. BepxHeyaurcka, 1905 1.

Puc. 3. MeayumHckwit nepcoHan y 3naus, e Haxomuncs Puc. 4. Bepxreyaukck. 23 anpend 1909 . MoneGe no cryyato
PEHTIEHOBCKWI KaBMHET CTaporo nasapeTa 3aKnajkv HOBOTO 3haHus Nnasapera

Puc. 5. Cubupb. BepxHeyauHck. YaitHbiit MaraH Puc. 6. BepxHeyauHck. dacaz HOBOTO 3naHig Nasapera. B uek-
TPaIbHO YacTy BEPXHETO aTaxa — n3o0paxeHue MkoHb boxber
Marepu (HbiHe TAY3 «[leTckas knuHyeckast 6onbHMULA C LEHTPOM
MELMLMHCKOM peabunutaLymy
T
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Jluteparypa

Ucropust bypsituu. T. 2. (XVII — nawano XX B.). Ynan-Ym, 2011.

Anopuesuu B. K. Kparkuii odepk ncropun 3adaiikaiibsi oT ApeBHeHmMX Bpemen 1o 1762 rona. CII6., 1887.
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CThIps, SIKyTCKOM oOnactu u 3abaiikanbs). Mpkyrck, 1895.
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Tap6yz U. B. KpectbsHcTBO 3abaiikanbs BTopoit monoBuHbl XIX B. Ynan-Ymo, 2009.
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Muxees b. B. CounanbHO-3KOHOMHYECKOE pa3BuTHe 3abaiikabckoit oonactu B Havane XX Beka (1900-1918 rr) // aBTo-
ped. mucce. ... KaHI. UCT. HayK. YiaH-Yi3, 2012.

Pemnes A. B. Kononns ninu okpanna? Cubupb B umrnepckoM auckypee XIX Beka. Cubupckas 3aumMka: uctopust Cudupu
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TPEBOBAHUA K PYKOIMUCSAM, HAMPABNAEMbIM B XKYPHAN

(CocrasieHo Ha ocHOBe « ENMHBIX TpeOOBaHUH K PYyKOIHCSM, IPEIOCTABISICMBIM B OMOMETUIIMHCKHIE )KypHa-
se» — International committee of medical journal editors. Uniforms requirements of manuscripts submitted to

biomedical journals)

Penaxuus ne paccmampugaem pykonucu, He COOT-
BETCTBYIOIIME TPEOOBAHUIM.

Pabotb1, koTOpBIE YiKe ObUIH OMyOIMKOBaHbI B APY-
I'HX JKypHasiax (COOpHUKaxX TPYHOB), MIPHHUMAIOTCS K
PacCMOTPEHHUIO TOJNBKO TPH HAJIWYAK MUCHMEHHOTO
COMIAacHsl TIaBHOTO PEJAKTOpPa COOTBETCTBYIOLIETO H3-
JaHusl.

IIpu HanpaB/eHHHU CTATbH B PeJaKILHUIO CJIefyeT
PYKOBOACTBOBATHCS CJIeyIOLIUMH PABUIAMM:

1.1. Pykomich MpUHUMAETCS HA PaCCMOTPEHUE TIPH
YCIIOBUH, YTO OHA HE TT0/IaBajach B ApyTHE U3aHMs, HE
pasMemanack B laTepHeTe 1 He OblIa OITyOIMKOBaHA
panee.

1.2. ABtop, HampaBisis pykonuch B Pexpakimio, mo-
pydaer Penakuuu ormyOnuKoBaTh €€ B M3JaHUU. DTO
3HAUUT, YTO ABTOp coIvalIaeTcsa ¢ TeM, uto Penakuus
MOJTy4aeT MCKIIOUUTENIbHBIE MTPaBa Ha HCIOIb30BaHNE
pykorucu (Bkitodasi Gororpaduu, pUCyHKH, CXEMBI,
TaOJHIIBI ¥ T. T1.) B IeYaTH U B ceT VIHTEepHeT, Ha oBe-
JIeHUE J10 BCEOOILEero CBEICHMU.

1.3. IIpaBa Ha PYKOIHUCH CYUTAIOTCS MEPEIAHHBIMU
ApropoM Penakiuu ¢ MOMeHTa Tiepeiadyu ee Jyis Iny-
OJIMKALIMY B U3JAHUU.

1.4. Yka3zannsle B 1. 1.2 npaBa ABTop nepenaet Pe-
Jakiuy 0e3 OrpaHMYeHUs! CpoKa UX ACUCTBHS Ha Tep-
putopun Poccuiickoit @enepannu.

1.5. Penakuus BopaBe MEpEyCTYNUTh MOJIYUYEHHBIE
oT ABTOpa IpaBa TPETHUM JIMLIaM 1 BIIPAaBE 3alpeIlaTh
TPETHUM JIMLaM JI000€ UCIIOIb30BaHUE OIMyOIMKOBAH-
HBIX B )KypHaJIe MaTepHaIoB.

1.6. ABTOp TapaHTHPYET HAIWYHE Y HETO HCKIIIO-
YUTENBHBIX TpPaB Ha WCIONB30BaHUE TIEPETaHHOTO
Penaknuu Marepuana. B cimydae HapyieHus JaHHOW
TapaHTHH ¥ TPEIBSIBICHUS B CBSI3U C 3TUM MPETCH3UH
K Pepgakuuu ABTOp caMOCTOSITENILHO M 3a CBOM CUeT
00s13yeTcsi yperyimpoBarh Bce TIpeTeH3uH. Pemaxius
HE HECET OTBETCTBEHHOCTH Tepea TPEThUMH JHIIAMHU
3a HapylIeHUE JaHHBIX ABTOPOM rapaHTHUH.

1.7. 3a ABTOPOM COXpaHSETCSI TIPABO HCIIOIH30BA-
HUs OIyOJIMKOBAaHHOTO Marepuasa, ero (GparMeHTOB U
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yacTel B JIMYHBIX, B TOM YHCIIE HAYYHBIX, IIPEIoaBa-
TEJIbCKUX TIEJISIX, & TAK)Ke OIYOJIMKOBaHUS B MHBIX W3-
JaHusIX (PparMeHTOB CO CCHUIKOM Ha OCHOBHYIO ITyOIIH-
KaluIo.

1.8. Ilepeneyatka MaTepuaoB, OMYOIMKOBAHHBIX
B JKypHaJle, IpyrUMH (QU3NYECKUMHU U IOPUIHYCCKU-
MU JIUIIaMH BO3MOYKHA TOJBKO C MUCBMEHHOTO COTJia-
cust Pegakunu u ¢ o0s3aTenbHBIM yKa3aHUEM HOMEpPa
KypHaia (roja u3aHus), B KOTOPOM ObLT Oy OJIMKOBaH
Marepuail.

1.9. Penakiust He HECET OTBETCTBEHHOCTH 3a JOCTO-
BEPHOCTh MH(OPMAIUH, IPECTABICHHON B PYKOIHCH
ABTOpOM.

TPEBOBAHHUSA K O®OPMJIEHUIO TEKCTA
CTATbU

B peoaxuyuro npeocmaenaiomca:

—  CONPOBOAMTENBHOE MUCHMO Ha OJIaHKE YUPEexK-
JOCHUs, U3 KOTOPOI'O BBIXOAUT CTAThA,

—  TEYaTHBIM PK3EMIUISAP CTATbU BU3UPYETCS PYy-
KOBOJUTCIIEM YUPECIKACHUA, U IOCJIICAHIAA CTpa-
HHIIa TCKCTAa CTAaThbHU B 00s13aTeILHOM MopsAaAKe
JOJI’KHa OBITH noanncaHa BCEMHU aBTOpaMHu, C
YKa3zaHueM MMCEHU, OTUCCTBA U q)aMI/IJ'II/II/I, I10-
YTOBOTO ajipeca, Tenedona u dakca (ciyxeo-
HOTO WJIM JIOMAIITHET0) U ajjpeca IEKTPOHHOM
TIOUTHI, YICHOU CTETIeHH, 3BaHMs, MecTa pabo-
ThI U JOJIDKHOCTH,

—  DJIEKTPOHHBI BAapUAHT CTaTbU IO 3JIEKTPOH-
HOM IOYTE WJIK Ha HOCUTEIE.

1.

1.1. Crares nomkHa OBITH pacriedaraHa Ha Oymare
dbopmara A4 (210%297 mM), opueHTaNUs KHUKHAS.
Pasmepsl noneil: BepxHee — 25 MM, HUKHEE — 25 MM,
neBoe — 35 MM, npaBoe — 25 MM.

Hywmepanust cTpaHull ocyIiecTBIIseTcs ocIe10Ba-
TEJIBHO, HAYMHAsI C TUTYJIBHOTO JIMCTA.

1.2. Ilpu Habope Ha KOMIBIOTEPE HCIOIB3YETCS
upudt Times New Roman Cyr pazmepom 12 myHKTOB,
YEpHOTO I[BETa, BRIPAaBHUBAHKE IO JIEBOMY Kparo. 1H-
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REQUIREMENTS FOR MANUSCRIPTS SENT TO THE JOURNAL

TepBaJibl MEXKy ab3anamMu oTcyTcTBYIOT. OTCTYII Tep-
BOH cTpoku ab3ama — 15 Mmm.

1.3. Boigenenus B TEKCTE MOKHO MMPOBOAUTH TOJIBKO
KyPCHUBOM WJIU ITOJTY)KUPHBIM HauepTaHreM OyKB, HO HE
noguepkuBanueM. M3 Tekcra He0OX0IMMO yIalluTh BCE
MTOBTOPSIIONIUECS TPOOEINBI U JIMITHUE Pa3phIBbI CTPOK
(B aBTOMaTHYECKOM peXHMe uepe3 cepBuc Microsoft
Word «HaliTh 1 3aMEHUTHY).

2. TUTYJIbHbIN JTUCT

TUTYTBHBIN JTUCT CTaThbH JOJDKEH OBITH O(POPMIICH
Ha PyCCKOM M aHTIIUICKOM S3BIKaX M COJEPKATh!

—  Ha3BaHHWE CTaThU;

—  (haMuIHMIO W MHHIMAIBI aBTOPOB HA PYCCKOM
SI3BIKE U B TPAHCIUTEPAIUH;

—  TIOJTHO€ HaWMEHOBaHWE YUYPEKACHHUH, B KOTO-
PBIX pabOTaIOT aBTOPHI C 00S3aTEIBHBIM YKa-
3aHHEM CTaTyca OpraHHU3allliy, €€ BEJOMCTBEH-
HOM MPUHAJJIEKHOCTH;

—  TIOYTOBHIN azpec (¢ WHIACKCOM) YUPEKICHUS,
TOpOJ, CTPaHy;

2.1. Pe3rome

Pe3tome crarbu JOKHO OBITH COJIEpKATEIHHBIM
(oTpakaTb OCHOBHOE COJICp)KAHHE CTaThU U Pe3ylIbTa-
TBI UCCJIEIOBaHMS ) M CTPYKTYPHUPOBAHHBIM (CJI€I0BaTh
JIOTUKE OIUCAHUS PE3yJbTaTOB B CTaThe), KOMITAKT-
HBIM, HO He KOpOTKUM (00bemMoM 1o 200 coB — He
6osee 1500 3HakoB ¢ mpobenamu). Pe3tome siBisieTcst
OCHOBHBIM HCTOYHUKOM I/IH(l)OpMaHI/II/I B OTCUYCCTBCH-
HBIX ¥ 3apyOeXHbIX WH(POPMAIMOHHBIX CHUCTEMax M
0a3ax JaHHBIX, WHACKCHPYIOUIMX XypHAI; MpHU3Ba-
HO BBIIIOJHATH q)yHKI_[I/IIO HE3aBUCUMOI'O OT CTaTbH
ncrounuka nHpopmanuu. [lo pesrome Kk craTbe M-
TaTCJib AOJIKCH IMOHATH CYTh HMCCICAOBAHUA HUJIM OC-
HOBHBIE Hjien 0030pa, a TaKkKe ONPECIIUTh, CTOUT JIH
oOpamarscs K MOJIHOMY TEKCTY CTaThbU JUIS MOJyde-
Hus Oosee moapoOHOUM mHpopManuu. HacTosTenbHO
pEKOMEHIIyeTCsS CTPYKTypa pe3ioMe, MOBTOPSIoLIast
CTPYKTYpY CTaThH. Pe3tome JOIKHO OTpakaTh UMEH-
HO COACPIKaHUC CTAaTbH, a4 HC 6BITI) IMOBTOPOM IJTIaBKH
«3akioueHue» («BbIBOIbI»).

3. OPUT'MHAJIbHBIE CTATbUA

Ilnan nocmpoenus OpUTMHAIIBHBIX CTaTeil cie-
nyomuit: «BBenenue», «Marepuaasl U METOIBI»,
«Pesynprarer»y, «OOcyxneHue» (nomyckaercsi o0be-

«QUANTUM SATIS»

JUHEHHUE JBYX IOCJIETHUX pa3fenoB B oguH — «Pe-
3yJBTaThl U 00CYKACHUEY), «BBIBOABI (IO MMyHKTaM)
u «Jlureparypar.

—  Pexomenayemsblii 00beM opuzunanbHoll cma-
mobu He JIOJUKeH TNpEeBbINaTh 12 cTpaHul
MaIIMHOMKMCHOTO TEKCTa, 3aMETOK M3 MpaK-
KU — 5, meknuii — 15, o030pa nautepary-
pel — 20 (cranmapTHas CTpaHHIA MalIHHO-
nucHoro Tekcta comepxkut 1800 3HaKOB C
npoGenamu).

— Ilpu moxmroroBke MarepuasioB PEKOMEHIYeT-
Csl UCIIONIB30BATh MOCIEAHNE JaHHbIC (32 5—6
JIeT), B 0030pax orpaHu4uBarh Oudarorpadu-
YecKui crucok 50 nCTOYHNKAMU 1 MUHUMAJTh-
HO LIUTUPOBATh COOCTBCHHBIC PAaOOTHI.

3.1. TepMuHBI H OonIPeeIeHUs

3.1.1. Bce TepMHHBI U OTIPEICICHHS JTOJIXKHBI OBITh
HAy4HO JIOCTOBEPHBIMH.

3.1.2. B TekcTe Taxxe cieayeT UCIOIb30BaATh MEX-
JQyHapOJHOE HEMaTeHTOBAHHOE Ha3BaHUE JICKAPCTBEH-
HBIX cpencTB. [Ipy HEOOXOAMMOCTH MOXKHO HCIIOINb-
30BaTh TOProBOE Ha3BaHHe, HO He Ooree | pasza Ha
cranaaptHyto crpanuiy (1800 3HakoB ¢ nmpobeamu).

3.1.3. Jlo3bl JEeKapCTBEHHBIX CPEICTB, CIUHUIIBI
W3MEPEHHUS U JIPYTHe YUCIICHHBIC BEIUYHHBI JIOJDKHBI
ObITh yKa3aHsl B cucteme CU.

3.1.4. KenarenbHo, 4yTOOBI HamwcaHus (pepMEHTOB
cooTBeTcTBOBaM cTanaapty Enzyme Classification.

3.1.5. HacmengyeMble wim ceMmeiHbIe 3a00JIeBaHS
PEKOMEH TyeTCsI TIPUBOJIUTH B COOTBETCTBUU C MEXKITY-
HapOIHOW Kiaccu(UKAIIEeH HACTIETyEeMbIX COCTOSHUH
y genoBeka Mendelian Inheritance in Men (http://ncbi.
nlm.nih.gov/Omim).

3.1.6. Ha3zBaHuss MUKpPOOPraHU3MOB JIOJDKHBI OBITH
BBIBEPCHBI 10 H3IaHNI0 « MeIuInHCKass MUKPOOUOIIO-
rus» (ox pen. B. 1. [TokpoBckoro) uiti B COOTBETCTBUH
¢ «DHIMKIIONETUIECKUM CIOBApEM METUITMHCKUX Tep-
MHHOB» (B 3 TOMax, rmox pen. b. B. [leTpoBckoro).

3.1.7. [loMmuMo OOIICTIPUHSTHIX COKPAIICHUH €IH-
HUIl M3MEPEHUs, (PU3MYCCKUX, XUMHUCCKHX W Ma-
TEMAaTHYECKUX BEJMYMH M TEPMUHOB, JOIMYCKAIOTCS
ab0peBHaTyphl CJIOBOCOYETAHUMH, HAMOOJIEE YacTO T0-
BTOPSIIOLIMXCS B TeKcTe. Bee BBoMMbIE ABTOPOM OyK-
BEHHbIC 0003HaUEHHsI U a0OpEeBUATYPHI JOJIKHBI OBITH
pacmmgpoBaHbl B TEKCTE MPH X MIEPBOM YIIOMHUHAHHH.
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3.2. I'paduku, cxeMbl, pucynku, ¢gororpadpuu

O06bem epaghuueckozo mamepuana — MUHUMATb-
HO HEOOXOIUMBIA.

Ecnu pucyHku pasee yxke MyOJIMKOBaJIHCh, HEOO-
XOJMMO yKa3aTh OPUTHHAJIbHBIM HCTOYHUK U MpeAcTa-
BUTh NIHCbMEHHOE pa3pelicHrue Ha MX BOCIPOU3BEle-
HHUE OT JiepKarelisi npaB Ha myOnukanuioo. PucyHku u
CXEMBI KeJaTeJIbHO AyOInpoBaTh B OTACIHHOM (aiie.

B otnensHOM (aiine mpunararotrcs roonucu X pu-
CYHKaM B TIOpSIKE UX HyMepalyH.

B texcre crarbu CJICAYCT 0003HaYaTh MecTa JUJIS 2KEC-
JIaTCJIBHOI'O PasMCIICHU Fpaq)I/IKOB, CXEM U PUCYHKOB.

3.2.1. I'paduku, cxemsl, auarpaMmsl 1 hoTorpadum
JIOJDKHBI OBITH 0003HAYEHBI KaK PUCYHKH, IPOHYMEPO-
BaHbBI B MOPSJIKE YIIOMHUHAHUSI B TEKCTE, UIMETh Ha3Ba-
HUe (TTOPUCYHOUHYIO ITOAINCH) U P HEOOXOTUMOCTH
npuMedanuss. OHU HE TOJDKHBI TIOBTOPSATH COJIEPKAHUE
TaOJIHII.

3.2.2. I'padukn, cxeMbl M JUArpaMMbl IPUHAMA-
I0TCSl B 2JIGKTPOHHOM BapuaHte B (opmarax Adobe
[lustrator, a ¢pororpaduu — B popmare TIFF (paspe-
menne 300 dpi).

3.2.3. Ocu rpaduKkoB JODKHBI UMETh Ha3BaHUS U
pa3MepHOCTh. [paduk nomKeH ObITh CHAOXEH JIeTCH-
Joi (o0o3HaueHWeM ITMHHMH M 3amoiiHeHui). B ciy-
yae CpaBHEHHS AMarpaMM cjelyeT yKa3bIBaTh JOCTO-
BEpHOCTh paznuuuii. He paspemaercss ncnonb30Barh
3D-mopenu 1Jis TUCTOTPAMMBL.

3.2.4. Ha dotorpadusix HeoOXoauMMO yKa3arh 0CO-
OCHHOCTH CTpENIKaMu WM WHBIMU CHMBOJIaMU. Bce
CUMBOJIbI, CTPEIIKUA ¥ HAAMKUCU HA TIOJTYTOHOBBIX HILTIO-
CTpaIUsX JODKHBI KOHTPACTHPOBATh C (DOHOM.

3.2.5. Haanmcw Ha pucyHKax u pororpadusx q0mK-
HBI OBITH JJOCTaTOYHOTO pa3Mepa, 9To0bI OBITH pa3doop-
YMBBIMH IIOCJIC CKaTusl AJsl myonukanuu. OnTumans-
HbII pa3mep 12 myHKTOB.

3.2.6. HeonmyCTUMO HMCTIOIB30BAHUE «CIBOCHHBIXY,
«CTPOCHHBIX» U T. 1. pPUCYHKOB. Heckonbko n3odpaxe-
HUH, OObEAMHEHHBIX B OJUH PUCYHOK, JOJDKHBI OBITH
0003HaYCHBI JINTEPOH («a», «O», «B» H T. .) C 00s3a-
TEJIHHBIM OMICAHUEM TOTO, YTO Ha HUX M300PaKEHO B
pamKax oOIIeH MoPUCYHOUHOU TTOITHCH.

3.2.7. Bce wucmonb3yeMble CHMBOJBI (CTPETKH,
OKpPY>KHOCTH | T. T.) JIOJDKHBI OBITh 0OBsICHEHBI. Bce
WCTIOJIb3yEeMbI€ COKPAIIeHHUS JOJKHBI OBITH paciimd-
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poBaHbI B ajaBUTHOM IMOPSIIKE B KOHIIE OOIICH IMojI-
PUCYHOUYHOH ITOJITUCH.

3.2.8. B moamucsx xk MukpodororpadusM yKasbiBa-
€TCsl METOJ OKPACKU M yBEITMUCHHE.

3.3. Cuucoxk Jureparypsbl

3.3.1. Criucok muTeparyphl TOJHKEH OBITH HareyaTaH
yepes IBOMHON UHTEPBaJ Ha OTACJIbHOM JIUCTE, KaXK bl
WCTOYHHK — C HOBOH CTPOKH IOl TIOPSIKOBBIM HOME-
poM. CCBUIKH Ha NCTOYHUKH CIIEAYyeT 0003Ha9YaTh (Tipe-
CTaBJIAThH) B TEKCTE apaOCKUMU (pamMu B KBAIPATHBIX
CKOOKax M pacroiararh B KOHIIE MpemiokeHus. CChIIKA
Ha HEOIMYOJIMKOBAaHHBIC PA0OTHI HE TOTTYCKAIOTCSI.

3.3.2. IlpaBunbHOE ONHCAHME HCIOIB3yEMbIX
HCTOYHHKOB B CIIMCKE JIUTEpaTypbl, HauOoIee 3HAYU-
MBIMH COCTaBJIAIOIIUMMH KOTOPBIX SABJIAIOTCA q)aMI/I-
JIMW aBTOPOB, HA3BaHMUS JKypPHAJIOB, I'OJl, HOMEp CTpa-
Hunbl cM. B Uniform Requirements for Manuscripts
Submitted to Biomedical Journals (http://www.nlm.
nih. gov/bsd/uniform_requirements.html).

3.3.3. HeoOxonuMo MPUBOIUTH (paMHIIUU BCEX aB-
TOPOB CTaThH, COKPAIICHHUS CIIUCKA aBTOPOB, 0003Ha-
YaeMbIe KaK «H JIp.» Wi «et al.» HelomyCTUMBI.

3.3.4. Cnucok auTepaTyphl HEOOXOOUMO COCTaB-
JSITH B MOPSAKE LUTHPOBAHMS aBTOPOB, a HE B anda-
BHUTHOM TOPSIZIKE.

3.3.5. Cnenyer ucnonb3oBarh Index Medicus ams
MOWCKA COKPAIIICHUI HAa3BaHUH JKypPHAIIOB.

3.3.6. Bce OOKyMEHTHI, Ha KOTOPBIC JEIIAafOTCS
CCBUIKH B TEKCTE, JIOJDKHBI ObITh BKIIFOUCHBI B CITUCOK
JUTEPATYPHL.

3.3.7. B ciucok nuTeparypbl He BKIIFOYAIOTCS CChIJI-
KM Ha JUCCEpPTAIMOHHBIC PaOOThI, aBTOpedepaTsl, Te-
3HCBI, OIyOJIMKOBaHHBIE O0JIee IBYX JIET Ha3a]l, a TAKIKE
MarepHualibl, HaJHM4ue KOTOPBIX HEBO3MOYKHO IIPOBE-
puTH (MaTepualIbl JOKAIBHBIX KOH(PEPEHIUH 1 T. 11.).

3.3.8. JKenareabHO CCHLIATHCS HA IIE€YATHBIE UCTOY-
HUKU B Hepnozmqecxnx U3NaHUAX, BXOAAIIINX B CITMCOK
BAK.

3.3.9. C uenbto NOBBINIEHUS HIUTUPOBAHNS aBTOPOB
B JKypHAJIC M C YYETOM TPeOOBaHUHN MEXIyHa-POIHBIX
CUCTEM LUTUPOBaHMS, OHONMHOTpadUUecKre CIUCKU
BXOJAT B aHMIOSA3BIUHBINA OJOK CTaTbU. DTO O3HAYAET,
YTO aBTOPBI JOJDKHBI MPEIOCTABISATh CIUCKHU JINTEPA-
TYyphl B JBYX BapHaHTax: OJIMH Ha sI3bIKE OpUTHMHAJA

«QUANTUM SATIS»
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REQUIREMENTS FOR MANUSCRIPTS SENT TO THE JOURNAL

(pyCCKOSI3BIYHBIC HWCTOYHHMKH KUPWUIHICH, aHTION-
3bIYHbIE JIATUHHIIEH) W BTOPOW POMAaHM3UPOBAHHBIN
(references). B poMaHM3MpPOBaHHOM CIIHMCKE JIUTEPATY-
Pl JOJDKHA IIPOBOAUTHCS TPAHCIUTEPALUs PYyCCKOs-
3bIYHBIX HCTOYHUKOB C HCITOJIb30BAHHUEM O(i)I/I]_[I/IaJH)HBIX
KOZMPOBOK B CJIC/IYIOIEM TIOPSIKE: aBTOPbHI, Ha3BaHUE
CTaTbH WJIM Ha3BaHWC KHUT'HU, a TAKKC HA3BaAaHUEC UCTOY-
HUKa (Ha3BaHUE JKypHalla, U3/1aTebCTBA) TPaHCIIHUTE-
PUPYIOTCS ITPU TOMOIIM KOJUPOBOK, 4 HA3BAHUE CTATbU
WJIM KHUTU U )XypHaJja €liC U NMEPeBOAATCA Ha aHTINH-
CKHMI SI3BIK (CMBICTIOBasl TpaHciauTepanus). B konie
OuOIMorpagUUECcKoro OMUCaHUsi POMaHU3UPOBAHHOTO
HNCTOYHHKA YKa3bIBACTCA SA3BIK OpUTHMHAJIa B KPYIUIBIX
ckobOkax (in Russian). [{nst ynoOcTBa TpaHciIuTepanuu
BO3MOYKHO HCIIOJIb30BaHUE OHJIaH-cepBuca: http://
ru.translit.ru/?account=bgn.

«QUANTUM SATIS»

3.3.10. 3a mpaBUIBHOCTH OUONMHOrpadUIeCKUX TaH-
HBIX OTBETCTBEHHOCTH HECET ABTOD.

3.4 Unpopmanust 006 aBTOpPax

B crarpe nomkHa ObITH HHPOpMAIUS 000 BCEX aB-

TOpax:

(amuiust, ©Msl, OTIECTBO HOIHOCTHIO;
JOJKHOCTD;

3BaHUE;

MecTo padoTHI;

Ha3BaHHME OpPraHU3aLUHY;

aZpec IEKTPOHHOMN MOYTHI;

TenedoH.
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MEOWUWHCHOE OBOPYOQOBAHMWE

ronbmuEan‘il
NA3EP
CEPI/II/I «TRIPLE»

TEXHUYECKUE XAPAKTEPUCTUKW OCHOBHbIE JOCTOUHCTBA

JIA3SEPA «TRIPLE» roJibMMUEBOIO JIA3ZEPA B XUPYPTUU
.
Tun nazepa Ho:YAG — TeepAoTenbHbIi ronbMUesbIii nasep 1. CunbHoe nornouweHne B BMOTKaHKM M B TO Xe BpemA —
[OnwHa eonHbl 2,09 MKkm NN Xxopollaf nepeja4a Usny4eHuUs Yepes KBapLeBoe BONOKHO.
Pexum paboTsl UmnynbcHelit, 600 Mkc . 2. Bbicokas nmMkoBas MOWHOCTb (>4 kBT1) 3a cyeT MMNynbCcHOTO
BeixogHan mowHocte 30 Br . peXwma NpuBOAauUT K cunbHoMy ucnapexuio (abnauum) 6uo-
SHeprua umnynsca Ao 3 * TKaHw. [nyBuHa NPOHUKHOBEHMS oAHOTO UMNyNbca Mana (0,4 M),
n:ﬂc;yc;:cl;:a'ropeHmﬂ 7020 T4 oTClofa — HU3KOE NopaXeHne oKpyXatowmnx TKaHen.
ViR L L o 3. PacceyeHue TkaHel B KOHTaKTe 1 Koarynayms B GeckoHTakT-
Hasegetue nyua MitnoTwai KTPanasep HOM pexume paboTel. HeT HarpeBa 1 npuropaxus KOHuMKa
(KOHTPACTHOTO 3eN1EHOrO CEKTPa U3NYHEeHNs) BONOKHa, HabniofaeTca ero camoouulLeHWe Noj AencTBuem
Buieoa uanydeHmna  [Bkuii ceetoeop 270, 400, 600 mMkM, nznydeHus 2,09 mkm. femocTas Bo3HMKaeT 3a cHeT CKpyduBa-
AnvHa 3 m SMA-pasbém HUA KanUNNApoe, YTO yMeHbLUaeT BeposTHOCTE 0bpazoBaHua
OxnaxpeHue: 3aMKHYTBIA KOHTYP BOA@-BO3AYX M OTpbIBa KPYMHbIX TpomMboB.
MuraHue: 220B,50My, 16 A 4. MNpakTuyeckn oTcyTcTRyeT pybueBaHue TkaHW NpU 3axuBIe-
fabapursl: 694 x 925 x 374 mm HWUW NlazepHON paHbl.
Bec: 60 kr 5. BezonacHocTb Ans 3peHns obcnyxmBatowero nepcoHana.
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an'MEHEHHe rosibMueBbIX Jia3epoB B TaKUX
obnacrsax npakTU4yecKou Xupypru, Kak yposnorus,
ruHekonorus, JIOP-xupyprusi, apTpocKornus cpasy
nokasasna BbICOKYIO 3(p(peKTUBHOCTL N1azepa npu
paccedyeHum U abnaunum TBepAbIX U MArKUX TKaHeu,
u, B nepByio oyepesb — rpu apobneHnn Bcex BUAOB

KOHKpeMeHTOB.

roONbMMEBbIN JIA3ZEP OBJIAJAET LLUMPOKOW

OBJIACTbIO MPUMEHEHWA:

YPONOrnsa

® TpaHcypeTpanbHaa pesekuus Wenku
MOYeBOro Ny3bipsa Npw cTeHo3e

® TpaHcypeTpanbHas oToKoarynauma 1 pezekums
HoBoobpazoBaHWI MOYEBOTO Ny3bIps

® AUTOTPUNCUA

e pcceyeHue 1 hoTokoarynauma
HoBooBpazoBaHuI ypeTphbl

® onTUYecKas BHYTPEHHAR ypeTpoToOMUS

® ne4yeHwe onyxoneu

r’MHEKONIOrns

® MWOM3KTOMUSA

® ycTpaHeHWe 3po3uM WenKu MaTKK
* neyeHue aHOQOMETPUO3a

* nanapockonuyeckue onepauum

OTOPUHOJTAPUHION1IOrAs

® TOH3WNNOTOMWA

® TOH3WNNIKTOMMUA

e BpoHxockonuyeckue onepaumm

JIAMTAPOCKOIMUYECKASA XUPYPIUA
® nanapackonuyeckas xoneuncrakToMus
® fnanapackonuyeckas Barotamus

4

XUPYPrisi CYCTABOB
CUHOB3KTOMMSA

MEHWCKITOMMUA

XoHAponnacTuka

yAAaneHWe cycTaBHOM XMAKOCTH
nnacTuyeckre onepaumnmn Ha xpsue
BbINapUBaHWe KOCTHbIX CErMEHTOB
KarcynoskTomMms

YpesKoXHanA AMCKIKTOMMUA

* o & & & @ 0

MPOKTOJIOrns

® reMoppouasKTOMUA

® McceyeHUe aHaNbHbIX TpelwmnH
® ypaneHue nepuaHanbHbiX KOHAUNOM
® KONoHocKonuyecKas noannakTomus

CIMMNUHAJIBHASA XUPYPIrs
* nekomrnpeccus AUCKOB

® cCNWHanbHas 3HAOoCKOoNWUA
® Hykneotomwus lonsmuessivi nasep cepmm « COMPACT»

KOCMETOANOrus

® UCnapeHue onyxonewu,
bopopaBok

& MUAKUHT

Or1enbHO CTOUT OTMETUTEL NPUMEHeHUe 1a3epa B ypo-
Jnloruy npuy rnposegeHnu npouenypb! TATOTPUIICUN.
JlazepHas nUTOTpUIICUS — COBPEeMeHHasi MeToaukKa, rno3-
Bonsiowjas 6bICTPO BbINIeYNTH MOYeKaMeHHYIo 6onesHs.
3710 MaslouHBa3nBHasl orepaLus, ¢ IpUMeHeHueM rofib-
MueBoro nasepa v 3HA0CKonu4yeckoro obopyaoBaHuA.
SHAocKon MpoBoAUTCA Yepes ypeTpy U MOYeTOYHUK,
rocsne yero akTUBUPYeTcs s1a3ep U BO3[EeNCTBYeET Ha Ka-
MeHb, pa3pyluasl ero, rpy 3ToM, He rospexgas oKpy-
XKarolne 340poBble TKaHU.

OnepatyBHbie BMELLETeNbCTBA Ha OPraHax MOYENonoBOM CUCTEMBI C UCRONb30BaHNEM abnaumoHHbIX TexHonormi (ynbrpamyxosoﬂ, KpUO, Panmno4actoTHou,

Na3epHON, NNa3MeHHOM ) OTHOCATCA K BLICOKOTEXHOMOMMYHBIM BUAaM MEQULMHCKOM nomoLym (kogq 13 nepeyHs 18.00.003).
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YHMBEpCcanbHbIM MHCTPYMEHT A8 OUNOAAPHOMN
ONCCEeKLMN, pe3aHUa 1 Koaryasaumm

Npeumywecrsa LAP BiSect Micro

M MuHumanbHan HeobxoaUMOCTb B CMEHe WHCTPYMEHTOB A3ET MaKCkMabHYI0 COCPeA0TOMEHHOCTD Ha NPOLEAYPe M LIeNeBOM THaHW
M AkkypatHaa 1 npeunsnoHHan pabora baarogapa aHaTOMWYECKM M30rHYTIM BpaHwam

¥ BosmMOMHO BbINONHEHWE MeNbYalillMX Pa3pesos KoHYUKamK BpaHLue

[ Bbicokuii yposerb cBo60ab! NPUMEHEHWA ANA PasNUYHbIX XUPYPryeckMx BMELLaTeNbCTs B 3aBMCUMMOCTM OT LIeNeBoi TKaHu

™ Mpoctota 8 06pauleHnK, Kaxk BO BPEMA OnepaLiu, Tak U npu obpabotke
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(UNMAN HAYYHO-NPAKTHYECKOrD LUEHTPA CMEUMANHIHPOBAHHON
MEAWLHHCKOW NOMOLLW AETAM WMEHH B.O. BOWHO-ACEHELKOrD

MOCKOBCKMIA LIEeHTP NannuaTtMuBHOW NOMOLUM JETAM ABNSETCA ne4yebHO-NPodUnaKkTUYECKUM CTPYKTYP-
HbIM nogpasgenenvem HIL v Haxogutcsa no agpecy: r. Mockea, yn. YepraHosckas, Aom 56 A.
MannuaTtuBHbIA LEHTP NpeaHas3HavYeH aNsi OCYLLECTBNEHUS KOMMNEKCa Mep, HanpaBneHHbIX Ha ynyylleHue
Ka4yecTBa KuU3HU AETEN, CTPaaaroLLnX HEN3NEYUMbIMU UM TPYAHOU3NEYNUMbIMU XPOHUYECKMMI 3a00/1eBaHN-
MU Pa3NMYHOro Npouns, BKIKYas MEANLIMHCKYHO, COLMANnbHYH, MCUXOMOTUYECKYHO U AYXOBHYO NOAAEPK-
Ky OOSbHbIX M YITEHOB MX CEMEN.




MUAMAN HAYYHO-NPAKTHYECKOTD LUEHTPA CNELHANHIHPOBAHHOI
MEANLHHCKOH NOMOLLW QETAM HMEHH B.0. BOWHO-ACEHELKOMD

Mo pewenuto MpaButensctBa MockBbl Ha TeppuTopun HaumoHanbHoro napka «J10CUHbIA OCTPOB» MO
appecy Mockga, yn. boratbipckuii MocT, 17 Beg&Tcsa NOAroToBKa K OTKPbITUIO nepeoro B Mockee LieHTpa
AornevyvBaHusa U peabunutaumm AeTen ¢ OHKONOrMYeCckKuMn n Heeponornyeckumm 3abonesaHmamm Bme-
cTumocTbio 60 kKoek. [1naHupyeTcs ycTaHOBKa HOBEMNLLETO YHUKaNbHOro 060opyaoBaHus, He UMEIOLLEro
aHanoroe B Hawen cTpaHe. lNpoekT passutusa LIAPL peanusyetcs BO B3aMMOAEWCTBUM CO crneynanu-
ctamu B 06racTtu OHKONOrmM U NMCUXOHEBPONornuM gerckon 6onbHUUbl «bambuHo [xesy» (Utanus,
Pum), pacnonaraiolien yHuKanbHbIM1U TEXHONMOrMsAMIU peabunurauum aeTen.




