[leanaTpuye

GapMaKono

Coro3
neauarpos
Poceun

Hay4Ho-npakTuuyeckui xypHan Coto3sa neguatpos Poccumn

M3paetcs ¢ 2003 .
BbIxoauT oamH pa3 B ABa Mecsua
ISSN 1727-5776

Yupeaurtenb
Coto3 negunatpos Poccuu

MaBHbINA pegaKkTop
Hama3zoBa-bapaHosa /1.C., A.M.H.,
npod., 4neH-kopp. PAH
3amecTuTeNu raBHoOro pegakropa
PaxmaHwuHa H., a.M.H., npod.;
Yymakosa 0.B., 4.M.H., npod.
Hayu4Hble pegaKkTopbl
MakunTow [l., npod.;
[etoanno-MaHToBaHun M., npod;
JnreHHMaHH ., A.M.H., npod.
OTBETCTBEHHbIN pefaKTop
Mapruesa T.B., K.M.H.
OTBETCTBEHHbIN CeKpeTapb
OcTtpoBckas A.C.

CeKpeTtapuart pegakuum
Kynuyenko T.B., 4.M.H.,
BuuwHéBa E.A., K.M.H.,
AnekceeBa A.A., K.M.H.

OusaiH

ApxyTuk A.B.

BbinycKatowuin pegakTop
Myrayésa Y.I.

OTaen peknambl

MBaHn4yKkuHa H.HO., rek@nczd.ru
CeHtoxuHa A.b., rekl@nczd.ru
TenedoH (499) 132-30-43

Appec pegakuuu

119991, Mocksa,
JlIoMOHOCOBCKMIA NpOCNeEKT, 4. 2/62
TenedoH (499) 132-72-04
dakc (499) 132-30-43

e-mail: pedpharm@nczd.ru
www.spr-journal.ru

XypHan Bxoaut B MepeyeHb BeayLmx
Hay4HbIX XypHanoB U usgaHui BAK,

B KOTOPbIX JO/IKHbI GbiTb
ony6/1MKoBaHbl OCHOBHbIE pe3y/bTaTbl
AuccepTaluin Ha COMCKaHUe y4eHOM
cTeneHu KaHauAaTa U AOKTopa HayK

PepaKUMOHHDbIA cOBET

Anekceesa E.N. (Mocksa), a.M.H., npod.
ActadbeBa H.TI. (CapaTos), a.M.H., npod.
AxmenoBa [.W. (Tawkenr, Ya6exuctaH), A.M.H., Npod.
Ba6nosiH A.C. (EpesaH, ApMeHUs), A.M.H., Npod.
baib6apuHa E.H. (Mocksa), a.m.H., npod.

Bana6onkuH U.N. (Mockea), a.m.H., npod.,
uneH.-kopp. PAH

BapaHoB A.A. (Mocksa), A.M.H., npod., akaa. PAH

Boromunbckuint M.P. (Mocksa), a.m.H., npod.,
YneH.-kopp. PAH

BopaH6aeBa P.3. (Actana, KasaxcraH), A.M.H., npod.
BopoBuK T.3. (Mocksa), A.M.H., npod.
BotBuHbeBa B.B. (Mocksa), a.m.H., npog.
BynaToBa E.M. (Cankr-Netep6ypr), a.m.H., npod.
BaBunoBa B.I1. (KemepoBso), a.M.H., npod.

BaH [leH AHKep [. (BawunrToH, CLUA), A.M.H., Npod.
fep6ep-TpoTe A. (Uiopux, Wseituapus), A.M.H., npod.
fopenko T.W. (Kuuwunes, Monpaosa), K.M.H., AoLeHT
[xymarasunes A.A. (Actpaxahb), A.M.H., Npod.
[ynbKUH J1.A. (Hensi6uHck), A.M.H., npod.
3axapoBa W.H. (Mocksa), a.m.H., npod.

KapaynoB A.B. (Mocksa), a.M.H., npod., uneH.-kopp. PAH
KutapoBa I.C. (Buwkek, KbipreiactaH), A4.M.H., Npod.
KoBTyH O.I1. (ExatepnH6ypr), A.M.H., Npod.
Kokyrpaw @.4. (Cram6yn, Typuus), npod.

Kon6wuH A.C. (Carkr-Netepbypr), A4.M.H., npod.
KoHcTaHTonoynoc A. (Abuhbi, peuus), npod.
KopcyHcKuit A.A. (Mocksa), A.M.H., npod.
KynaspoB [.K. (Buuikek, Kuprusus), o.m.H., npod.
KyaeHkoBa J1.M. (Mocksa), A.M.H., npoc.

Napopo K.C. (Mocksa), a.M.H., npod.

NanwuH B.®. (Kues, Yrpanta), A.M.H., npod.
JNo63uH H0.B. (Cankr-MeTep6ypr), akad. PAH
MacnoBa O.U. (Mocksa), 4.m.H., npod.
MecTpoBuyY 0. (Cnaut, XopsaTus), A.M.H., Ipod.
HabueB 3.H. (Aywat6e, Tapxukuctan), 4.M.H., npod.

Hama3zoBa A.A. (Baky, AsepGaiimkaH), 4.M.H., Npod.,
yneH.-kopp. PAH

HuceBuy J1.J1. (Mocksa), a.M.H., npod.

HoBWUK I".A. (CaHkT-TNeTep6ypr), A.M.H., Ipod.
OropogoBsa J1.M. (Tomck), A.M.H., npod., uneH.-kopp. PAH
MNeTpoBcKuit D.WN. (XaHTb-MarHcuiick), a.M.H., npod.
MonsikoB B.I. (Mocksa), 4.M.H., pod., uneH.-kopp. PAH
MotanoB A.C. (Mocksa), A.M.H., Ipod.

Pewwetbko O.B. (Caparos), a.M.H., npod.

Py6uHO A. (Heanons, Utanus), npod.

PymsaHueB A.T. (Mocksa), a.M.H., npod., akaa. PAH
CaBBWHa H.B. (kytck), a.M.H., npod.

CaunrutoB PT. (Mocksa), a.M.H.

Cumaxofckuit A.C. (Cankr-Tetep6ypr), 4.M.H., Npog.
CumoHoBa O.W. (Mocksa), a.M.H., npod.
CmupHoBa I.U. (Mocksa), A.M.H., npod.

Cracui E.[. (Kuwunes, Mongosa), A.M.H., npod.
TaTtoyeHKo B.K. (Mocksa), a.m.H., npod.

YBapoBa E.B. (Mocksa), a.M.H., npod.

YcoHuc B. (BunbHioc, JIuTBa), A.M.H., Npod.
YyanKkuH B.®P. (Mocksa), 4.M.H., npod., akaa. PAH
XapuT C.M. (Cankr-Metep6ypr), A.M.H., 1pod.
LibirniH A.H. (Mocksa), 4.M.H., npod.

3Apux M. (rannosep, fepmatins)

AHr . (Meknn, Kutait), A.M.H., Ipod.

Aubik .B. (Mocksa), a.M.H., npod.

Usparennb

M3patenbctBO «[legnatpb»
119991, r. MockBa,
JIOMOHOCOBCKHMI NpocnekT, 2/62
Ten./dakKc: (499) 132-72-04

HypHan «[legnatpuyeckas dapmaKkonorus» 3ape-
rucTpupoBaH B MuHuctepctee Poccuitickon depne-
pauun no Aenam neyatu, TenepaguoBellaHns u
CPeAcTB MaccoBblX KOMMyHMKaumi 11.03.2002 r.
Nepepernctpuposan 15.12.2005 r. Peructpa-
LIMOHHBIN HoMep MU N2 dC77-22767.

Pepakums He HeceT OTBETCTBEHHOCTM 3a cofepiKa-
HWE peKnamHbix maTepuanoB. BocnpousseaeHue
WK UCNONb30BaHWE APYrM Croco6oM JII060M HacTu
u3naHua 6e3 cornacusi pefakuuu sBnseTcs Hesa-

KOHHbIM 1 BNI€4YET OTBETCTBEHHOCTb, YCTAHOBEHHYIO
[EVCTBYIOLLMM 3aKOHOAATENLCTBOM Pd.
OtneyataHo 000 «[lenoBasi nonurpadbus»,

121352, Mockga, yn. [laBbigkoBcKas, 12-1-11.
Ten. +7 (499) 110-17-34.

Tupax 7000 3K3eMnnapos.

MoanucHble MHAEKChI B KaTanore «PocneyaTb»
Ana dusmnyveckmx nuy, — 18100

[na opuanyeckux nuy — 18101

NEAUATPUYHECKAS ®APMAKOJIOIUA /2016/ TOM 13/ N2 4



NEANATPUHECKAA ®APMAKOJIOIUA TOM 13/ N2 4/ 2016
COAEPMAHNE

318

319

334

340

345

354

362

367

373

377

384

390

395

399

404

409
410
411

OBPALLEHUE K YUTATENAM

N1.C. HamasoBa-bapaHoBa

K/IMHW4YECKUE PEKOMEHAALIUU

A.A. bapaHos, J1.C. Hama3oBa-bapaHoBa, H.H. BonoauH, U.B. daBbigosa, A.10. OBcaHHMKOB, [.0. iBaHoB,
E.B. bonuoga, I.B. Aupik, A.l. AHToHOB, O.B. MoHoB, A.1O. PbiHauH, B.A. [pebeHHuKoB, WU.I. ConpaToBa,
AM.YHy6apoBa _ . .

BEAEHUE AETEU C BPOHXOJIETOYHOU AUCNNIASUEN

OPUI'MHAJIbHAS CTATbSA

J1.C. HamasoBa-bapaHoBa, C.N. BanneBa, M.B. ®enoceeHko, [.A. HoBrKoBa, H.E. TkayeHKo,
A.T. lanBopoHckas, M.U. BpoeBa, TA. KantoxHas, ®.4. LWaxtaxtnHcKas, E.N. Anekceesa, K.b. Mcaesa
AHAJIU3 BAKLIUHAJIbBHOI'O CTATYCA Y NALUMUEHTOB C OBEHU/IbHbIM UAUONATUHECKUM APTPUTOM

E.B. langap, M.M. Koctuk, M.®. [ly6Ko, B.B. MacanoBa, J1.C. CHernpésa, E.A. UcynoBa, T.H. HuKknTHHa,

E.[. Ceporoackas, 0.B. KanawHuKkoBa, B.I. HYacHbIK

IODEKTUBHOCTb AJAJIMMYMABA NMPU XPOHU4YECKOM NEPEAHEM YBEUTE, ACCOLUMUPOBAHHOM
C KOBEHWUJ/IbHbIM UAUONATUYECKUM APTPUTOM U PE3UCTEHTHbIM K TEPANTUU METOTPEKCATOM:
PETPOCNEKTUBHOE UCC/TEQOBAHUE CEPUU CNNYYHAEB

A.C. Kon6uH, J1.C. Hamazoa-bapaHoBa, E.A. Buwxésa, M.1O. ®ponos, T.J1. lanaHkuH, A.A. AneKkceesa,

E.A. 1o6pbIHKHA . .
OAPMAKO3KOHOMUYECKWUU AHAJTU3 NPUMEHEHUA OMAJIU3YMABA Y JETEU, BOJIbHbIX
TSXKENION HEKOHTPOJIUPYEMOMW BPOHXWAJIbHOW ACTMOM: AAHHBIE PEA/IbHON KITMHUYECKOM
MPAKTUKHU B POCCUU

I.B. MoBcucsH, 0.C. [yHao6uHa, J1.C. HamasoBa-bapaHoBa, K.B. CaBocTbsaHoB, A.H. Mywwko., B.B. YepHunKoB,
H.H. MazaHoBa, A.M. PomaHtok, B.1. CMnpHoB

AEMOTPA®U4ECKAS U KIMHUKO-TEHETUHECKAS XAPAKTEPUCTUKA JETEN C BOJIE3HbIO MOLLE

B POCCUMCKOU ®EAEPALIUA: AAHHBIE NEAUATPUHECKOIO PETUCTPA

M.B. XoaxueBa, B.A. CkBopuoBa, T.3. boposukK, J1.C. HamasoBa-bapaHoBa, T.B. Mapruesa, T.B. bywyeBsa,
0.C. MenbHuuyK, C.B. HekpacoBa

OLIEHKA ®U3UYECKOI0 PA3BUTUSA AETEM MJIALLErO LWKOJ/IbHOIO BO3PACTA (7-10 JIET):
PE3Y/IbTATbl KOFTOPTHOIO UCCNEQOBAHUA

0Bb30P JIMTEPATYPbI

K.A. KazakoBa .
BPOHXOJIEFO4YHAA AUCNJIA3UA: COBPEMEHHbIU B3rnda4 HA TEYEHUE U UCXOAbI

E.H. Natbiwesa, 10.10. Pyceukuw, Y.C. MansiBuHa, N.A. XpamoB

BO3MOHOCTU MEAUKAMEHTO3HOIO JIEHEHUA CUHAPOMA OBCTPYKTUBHOIO AlTHO3 CHA
Y AETEU

[.B. Meukypos, T.B. Typtn, N.A. Bensesa, A.A. TaxkeBa

MWKPOBUOTA KULLEYHUKA Y JETEX: OT MPO®UIAKTUKM UAPYI.IJEHVIFI CTAHOBJIEHUA
K NPEAYNPEXAEHUIO HEMH®EKUMUOHHBLIX 3AB0JIEBAHUU

HEOT/I0}KHbIE COCTOSIHUA Y AETEW

P®. Tenaes, B.A. ﬂagTOBKa, A.B. MbiTanb, H0.B. CaBnyk
METABOJIMMECKHUU ALMA03: AUATHOCTUKA U NEYEHUE

OWATHOCTUKA B NEAWATPUU

E.W. AneKceeBa,_C.l/I. BanyeBa, T.M. b3apoBa, PB. JeHuncosa, T.B. Cnenuosa, O.J1. JlomakuHa, A.M. Homaxnaze
KIUHUYECKWUU C/TYHYAU MPUMEHEHUA TOLIUNTU3YMABA Y NALUMEHTA C CUCTEMHbIM
IOBEHWUJ/1IbHbIM UOUONATUYECKUM APTPUTOM

M.M. ﬂOXMaTOBv, T.H. byakuHa, B.N. Ongakosckui, E.HO. [IbsikoHOBa .
CUHAPOM NEUTLIA-ETEPCA: IMATHOCTU4ECKUE U NIEYEBHbIE BO3MOXHOCTU COBPEMEHHOMU
BHYTPUNPOCBETHOU 3HAOCKOMNWUU HA NPUMEPE COBCTBEHHOIO KIMHUYECKOIO HABJIOAEHUA

T.B. CnenuoBa, E.N. AnekceeBa, K.B. CaBocTbsiHOB, A.A. MNywkos, T.M. b3apoBa, K.b. Mcaesa, PB. [leHucosa
OnMbIT YCNELWHOro NEYEHUS1 KAHAKWNHYMABOM MALIMEHTA C TRAPS-CUHIPOMOM C PAHEE
HE OMUCAHHOU MYTALIMEM B FrEHE PELIENTOPA TNF «

E.A. BuwHésa, J1.C. HamasoBa-bapaHoBa, A.A. AnekceeBa, J1.P. CenumasHoBa, tO.I. JleBuHa, K.E. 3deHanesa,
E.A. 106pbIHKHA .
AJTEPTEHCNELU®UYECKAA UMMYHOTEPANWA Y JETEU: COBPEMEHHOE COCTOSIHUE BOIMPOCA

MAPFAPUTA HUKOJIAEBHA KY3HELIOBA
UBAH EBrEHBEBUY CMUPHOB
FAJIMHA BACUJIbEBHA BOJIbIHEL|



i

| 71
oro oTXXUMa — fMﬂOﬁﬂﬂEpl’EHHblM.

npaM
S NNHUYECKA.

¥ npaMoro
I OTXKMMay

Cok AB6AOYHBIN NPAMOFO OTXMMA HEOCBeTAeHHRIN (0,2 N) pekoMeHA0BaH ANA NWTaHWA AeTeil ¢ 4 mecaues. Ha npasax peknambl. CBeAeHWA 0 BO3PACTHbIX OrpaHuYeHnax
NpyYMeHeHWs NPoAYKTOB «@pyToHAHA» CMOTPUTE Ha MHAWBWAYaNLHOMW ynakoske. HeobXxoAnMa KOHCYNLTaLMA CNeLuanucra. FMnoannepreHHocTs COKOB NPAMOro OTX1Ma
«®pyToHAHA» U3 ABNOK, U3 ABNOK U rpyL, U3 ABNOK W CAKB, U3 ABNOK U YepHO CMOPOAWHL! KTMHUYecku Aoka3aHa B HU3/ B 2016 rogy.




Pediatric

Pharmacolc

Coro3
neavarpos
Poccumn

The Union of Pediatricians of Russia Scientific Practical Journal

Published since 2003
Issued once in two months
ISSN 1727-5776

Founder
The Union of Pediatricians of Russia

Editor-in-chief
Namazova-Baranova L.S.,

PhD, professor, RAS cor. member
Deputy editors-in-chief
Rakhmanina N., MD, professor;
Chumakova 0.V., PhD, professor
Research editors

Mcintosh E.D.G., prof.;
Pettoello-Mantovani M., PhD, professor;
Eigennmann Ph., prof.
Associate Editor

Margieva T.V., MD

Editorial secretary
Ostrovskaya A.S.
Secretaries-general
Kulichenko T.V., MD, PhD,
Vishneva E.A., MD,

Alekseeva A.A., MD

Art director

Arkhutik A.B.

Publishing editor

Pugacheva U.G.

Advertising department
Ivanichkina N.Yu., rek@nczd.ru
Senyuhina A.B., rekl@nczd.ru
Phone: (499) 132-30-43

Correspondence address
2/62, Lomonosovsky pr.,
Moscow, 119991

Phone: (499) 132-72-04
Fax: (499) 132-30-43
e-mail: pedpharm@nczd.ru
www.spr-journal.ru

The Journal is in the List

of the leading scientific journals
and publications of the Supreme
Examination Board (VAK), which are
to publish the results

of doctorate theses

Editorial board

Akhmedova D.I. (Tashkent, Uzbekistan), PhD, professor
Alexeeva E.l. (Moscow), PhD, professor

Astafieva N.G. (Saratov), PhD, professor

Babloyan A.S. (Yerevan, Armenia), PhD, professor
Baibarina E.N. (Moscow), PhD, professor
Balabolkin I.1. (Moscow), PhD, professor, RAS cor. member
Baranov A.A. (Moscow), MD, professor, academician of RAS

Bogomilsky M.R. (Moscow), PhD, professor,
RAS cor. member

Boranbaeva R.Z. (Astana, Kazakhstan), PhD, professor
Borovik T.E. (Moscow), PhD, professor

Botvin’eva V.V. (Moscow), PhD, professor

Bulatova E.M. (st. Petersburg), PhD, professor
Cokugras F.C. (1stanbul, Turkey), PhD, professor
Dzhumagaziev A.A. (Astrahan’), PhD, professor
Dulkin L.A. (Chelyabinsk), PhD, professor

Ehrich J. (Hannover, Germany), prof.

Gerber-Grote A. (zurich, Switzerland), PhD, professor
Gorelko T.l. (Kishinev, Moldova), MD

Karaulov A.V. (Moscow), PhD, professor, RAS cor. member
Kharit S.M. (st.Petersburg), PhD, professor

Kitarova G.S. (Bishkek, Kyrgyzstan), PhD, professor
Kolbin A.S. (St.Petersburg), PhD, professor
Konstantopoulos A. (Athens, Greece), PhD, professor
Korsunsky A.A. (Moscow), PhD, professor

Kovtun O.P. (Ekaterinburg), PhD, professor
Kudayarov D.K. (Bishkek, Kyrgyzstan), PhD, professor
Kuzenkova L.M. (Moscow), PhD, professor

Ladodo K.S. (Moscow), PhD, professor

Lapshin V.F. (Kiev, Ukraine), PhD, professor

Lobzin Yu.V. (st. Petersburg), RAS academician

Maslova O.l. (Moscow), PhD, professor
Mestrovic J. (split, Croatia), PhD, professor
Nabiev Z.N. (Dushanbe, Tajikistan), PhD, professor

Namazova A.A. (Baku, Azerbaijan), PhD, professor,
RAS cor. member

Nisevich L.L. (Moscow), PhD, professor
Novik G.A. (St. Petersburg), PhD, professor

Ogorodova L.M. (Tomsk), PhD, professor,
RAS cor. member

PetrovsKii F.I. (Khanty-Mansiisk), PhD, professor
Poliyakov V.G. (Moscow), PhD, professor, RAS cor. member
Potapov A.S. (Moscow), PhD, professor

Reshetko O.V. (saratov), PhD, professor

Rubino A. (Naples, Italy), PhD, professor
Rumiantsev A.G. (Moscow), PhD, professor, RAS member
Saygitov R.T. (Moscow), MD, PhD

Savvina N.\V. (Yakutsk), PhD, professor
Simakhodsky A.S. (st. Petersburg), PhD, professor
Simonova O.l. (Moscow), PhD, professor

Smirnova G.l. (Moscow), PhD, professor

Stasii E.D. (Kishinev, Moldova), PhD, professor
Tatochenko V.K. (Moscow), PhD, professor

Tsygin A.N. (Moscow), PhD, professor

Uchaikin V.F. (Moscow), PhD, professor, RAS academician
Usonis V. (vilnius, Lithuania), PhD, professor

Uvarova E.V. (Moscow), PhD, professor

Van Den Anker J.N. (Washington, USA), MD, PhD
Vavilova V.P. (kemerovo), PhD, professor

Yang Ya. (Beijing, China), prof.

Yatsyik G.V. (Moscow), PhD, professor

Zacharova |.N. (Moscow), PhD, professor

Publishing group N Eﬂbc/\
«Paediatrician» Publishers LLG EO S
2/62, Lomonosovsky pr., "\ ;
Moscow, 119991 5\41/1 A“Q

tel./fax: (499) 132-72-04

Mass media registration certificate dated
December 15 2005.

Series M N ®C77-22767 Federal service for surveil-
lance over non-violation of the legislation in the
sphere of mass communications and protection of
cultural heritage.

Editorial office takes no responsibility for the
contents of advertising material.

No part of this issue may be reproduced without
permission from the publisher.

While reprinting publications one must make
reference to the journal «Pediatric pharmacology»
Printed by «Business printing» Ltd,

12-1-11, Davydkovskaya street, Moscow, 121352.
Tel. +7 (499) 110-17-34.

Circulation 7000 copies.

Subscription indices are in catalogue «<Rospechat»
For natural persons - 18100

For juridical persons — 18101



CoenanTte war K 3awmTe
OT MHEBMOKOKKOBOW UHObeKLNM

N

BakLyHa NHeBMOKOKKOBaA NoAvCcaxapuaas KOHbIOrPOBaHHaA AACOPOVPOBAHHAS, TPUHAALATUBANEHTHAR

o i - S t

[MepBas n eanHCTBEHHAsA MHEBMOKOKKOBAS
KOHBIOrMpoBaHHas BakUuMHa ana nerten”
N B3POCIIbIX

* ot 2 MecaLes

KpaTkas MHCTpYKLMA NO NPMMEHEHIIO NeKapcTBeHHoro npenapata MPEBEHAP® 13
(BaKL|MHa MHEBMOKOKKOBAA NONMcaxapuaHasa KOHbIOrMpoBaHHas aicopbrupoBaHHas, TprHaaLaTUBaneHTHas)

JNEEKAPCTBEHHAA ®OPMA: cycneHsna Ana BHYTPUMbILLEYHOTO BBEAEHNA

Aemu, panee eakyuruposanHsie lMpeseHap®
7 UHb

BakuuHa lMpeBeHap® 13 npeactaBnaet coboi KancynapHble nonucaxapuabl 13-Tu cepoTUnos NHEBMOKOKKa: 1, 3, 4, 5, 6A, 6B, A NPOTUB , HauyaTaa 7-BaNeHTHOWM BaKUMHOWN [peBeHap®, MOXeT 6biTb NPOAO/IKEeHa
7F, 9V, 14, 18C, 19A, 19F n 23F, KOHBIOTMP! c pudTepnii 6enkom CRM,,, 1 apcop6u Ha n ® 13 Ha Nlo60M 3Tare cxembl UMMYHU3ALVN.

anomvHus pocdare. Jluya e eozpacme 18 nem u cmapwe

OMUCAHME: fomoreHHas cycneH3us 6enoro LseTa. MpeBeHap® 13 BBOAUTCA OAHOKpaTHO. HeobxoanmocTb peBakuuHaumm MpeseHap® 13 He yctaHoBneHa. PelweHvie o6 nHTepsane
HA3HAYEHME: Mpodunaktuka X 326 i, BKNoYaa bekunu (B TOM YMCNe MEHUHIUT, Mexnay BBefieHnem BakuwH Mpesenap® 13 u MMNB23 cneayeT NpuHAMAaTL B COOTBETCTBUM C ODULMANBHBIMA METOAUYECKUMUI
6ak cencuc), r 1 CpefiHve OTuTbI, Bbi3blBaeMblIx Streptococcus pneumoniae cepotunos 1, 3, 4, 5, 6A, 6B, 7F, peKkomeHAauMAMN.

9V, 14, 18C, 19A, 19F 1 23F ¢ 2-X MecsLieB XNU3HU. Ocob6ble 2pynnel nayueHmos

NMPOTUBOMNOKA3AHUA Y nauymneHToB rnocne TpaHCNIaHTaLMy reMoNno3TUYECKNX C KNeTok

—MoBbllWweHHaa uyBCTBUTENbHOCTb Ha npepwecTsyloulee BeefieHve [lpeseHap® 13 wnn [peseHap® (8 Tom uwucne,
aHaGUNAKTUUECKNI WOK, TAXKENbIE reHepan3oBaHHbIe annepruieckine peakyum);

- Mo uyBC 0CTb K ANGTEPUITHOMY aHATOKCWHY 1/ BCMIOMOTaTENIbHbIM BeleCTBam;

- OcTtpble HHblE MAn HHble , 060CTpeHUA XpoHuYeckux 3abonesaHuil. BakuuHauwmio
NPOBOAAT NOC/IE BbI3AOPOBNEHNUA U B NEPUOJ PEMICCUN.

CNOCOB NPUMEHEHWA N A03bl

Cnoco6 BeeaeHus

BakuuHy BBOAAT B Pa30BOii A03€ 0,5 M1 BHYTPUMBILIEYHO. [IeTAM NEPBbIX SIET XKU3HI NPUBUBKM NPOBOAAT B BEPXHE-HAPYXHYIO

NOBEPXHOCT CpefHeli TpeT 6efipa, LA CTapliie 2-X JIET — B AeNbTOBUHYIO MbiLLL ffieya.

Mepen np! wnpuy ¢ n n 13 XOPOWO BCTPAXHYTb A0 MOJyYEHUA FOMOreHHOMN

cycnensum. He Mcnonib3oBaTh, €C Mpu 0CMOTPE COAPXKIMOTO WPULA BLIABNAIOTCA MHOPOAHBIE YACTHLbI, WV COAEPXKIMOE

BbIFNAAUT NHaye, Yem B pasaene «OnucaHne» HacToALLER MHCTPYKUUN.

He BBOAUTL 13 BHY W BHYT B A y 6. !

Ecnu HavaTa BakuuHauwa MpeeeHap® 13, pekomeH/yeTcA 3aBeplunTb ee Takxe BakuyHoi MpeseHap® 13. Mpu BbIHYXAeHHOM

YBENMUYEHNUM MHTEPBANa MEXAY MHBEKLNAMN 0600 13 NPUBEAEHHBIX BbILUE KYPCOB BaKLIMHALMN, BBE/JEHME AONONHUTENbHBIX

no3 MNpeseHap® 13 He TpebyeTca.

A cepua y LMK, cocToAwan
13 4 no3 npenapata NpeseHap® 13 no 0,5 mn. MNepBas cepna MMyHMU3aUMK COCTOUT U3 BBEAIEHA TPeX 403 Npenaparta: nepsas
1032 BBOAWTCA C TPETBLErO MO WeCTO! MECAL MOCNe TPAHCMNAHTALMM. VIHTepBan MeX/ay BBEAEHNAMN JOKEH COCTaBNATD 1
mecay, f nosy p YeTCA BBOANTD Yepes 6 MecALeB NoC/Ie BBEAEHNA TPETbel JO3bl.

HeIOHOWEHHBIM JETAM PEeKOMEHAYeTCA YeTbipeXKpaTHan BakuuHauua. Mepeas cepua UMMYHW3aLUMU COCTOUT W3 3-X [03.
Mepsylo 403y CrieayeT BBOAWTHL B BO3pacTe 2 MeCALA HE3aBUCUMO OT Macchl Tena pebeHka C MHTepBanom 1 Mecsl Mexay
[Ao3amu. BeegieHne uetsepton (GycTepHOM) 4O3bI peKoMeHayeTcA B BospacTe 12-15 mecAues.

Moxunsie nayueHmo!

VIMMYHOreHHOCTb 1 6€30MacHOCTb BaKLWHbI MNpeBeHap® 13 6bi11n NOATBEPXKAEHDI A NOXMWIIbIX NaLNEHTOB.

YCNOBUA XPAHEHUA
Mpu Temnepatype ot 2 ao 8° C. He 3amopaxuBaTb. XpaHWTb B HEJOCTYMHOM ANA AeTel MecTe.

CPOKTFOAHOCTU
3 ropa. He ncnonb3osatb Nocse NCTeYeHNA CPOKa FOAHOCTY, YKa3aHHOTO Ha YMaKoBKe.

n n Tb Mo agpecy:

1) MNpepacraeutenscTeo koprnopauuu MNainsep iry. Cu. M. KopnopaiwH,
123317 MockBa, MpecHeHckas Hab., a. 10, BL| «bawka Ha HabepexHoit» (Bnok C)
Ten.: (495) 287-5000, dakc: (495) 287-5300

2) 000 «HIMO Metposakc Gapm»,
Poccuiickaa ®epepauns, 142143, MockoBckasa obnacTb, Moaonbckuii paioH, . Mokpos, yn. CocHosas, 4. 1
Ten./dakc: (495) 926-2107, e-mail: info@petrovax.ru

Cxema sakyunayuu
Bospacr Hauana Cxema
WnTepBanbi u fo3nposka
u yHU3aUWA: 3 A03bI C He MeHee 4 Hejl MeXay BBeAEHMAMM.
2 vec mec 341 TMepByIo 403y MOXHO BEOAWTH C 2-X Mec. PeBaKLVMHALIMA ORHOKPATHO B 11-15 Mec.
v MaccoBas uMMyHM3aLMA AeTeir: 2 J03bl C UHTEPBANOM He MeHee 8 Hef Mex[y BBeAeHUAMM.
241 PeBaKLMHaUuA OAHOKPaTHO B 11-15 mec.
711 mec 2+1 2 po3bl C UHTEPBANOM He MeHee 4 Hep mexay Ha
BTOPOM rofly Xn3HI
12-23 mec 1+1 2 103bl C IHTEPBANOM He MeHee 8 Hej MeX/ly BBeleHAMN
2 ropa v ctaplwe 1 OpaHOKpaTHO

3) cnyxb6a no Haasopy B chepe
109074, Mockea, CnassHcKas nn., A. 4, ctp. 1
Ten.: (495) 698-4538; (499) 578-0230

(Poc3ap A30p):

000 «Mdansep», Poccus, 123317, MockBa,
MpecHeHckan Hab., A. 10, BL| «bawHs Ha HabepexHoii» (Bnok C)
Ten.: +7 (495) 287 50 00. Dakc: +7 (495) 287 53 00.
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Bo3Bpalyas

Y 9 u3 10 getevi 3HA4YNTESILHO CHUXKAKOTCS MPOSIBJIEHNS CUCTEMHOIO apTpuTta
W OTCYTCTBYeT fimxopazka K 12 Hegene nedeqms’

Kaxgbivi BTopou pebeHOK rnpeofosieBaeT 3aBUCUMOCTb OT ITIIOKOKOPTUKOMOB
yepes rog teparnvn’

1. http://www.rosminzdrav.ru/documents/6249-standart-ot-28-yanvarya-2013-g (gata nocnegHero nocetlenus 24.01.2014); 2. http://www.rosminzdrav.ru/documents/6156-standart-ot-29-yanvarya-
2013-g (mata nocnegrero nocetleHna 24.01.2014); 3. De Benedetti F, Brunner HI, Ruperto N et al. N Engl J Med 2012; 367: 2385-95; 4. De Benedetti F, Brunner H, Ruperto N et al. Pediatric
Rheumatology 2011; 9 (Suppl 1): P 164

AKTEMPA® (Touunusyma6). PerucTpaumoHHblii Homep: JICP-003012/09. JlekapcTBeHHasi ¢hopma: KOHLEHTpaT Ans MPUroTOBMEHWst pacTeopa Ans WHdy3wid, 20 Mr/ms.
®dapmakonoruyeckoe AewWcTBue: TOLMAM3YMab — PEKOMOMHAHTHOE YyMaHWM3MPOBaHHOE MOHOKJIOHANbHOE aHTUTENIO K 4erloBeHEeCKOMY peLenTopy WHTepreiikuHa-6. lMokasaHus:
PeBMaTOMAHbIN apTpUT CO CPefHelt UK BbICOKOW CTEMEHbI0 aKTUBHOCTY Y B3POCSIbIX Kak B BUE MOHOTEpanuu, Tak U B KOMGMHALMW C METOTPEKCATOM W/ C ApYrMM 6a3UCHBIMU NPOTU-
BOBOCMaNMTENbHbIMY Npenaparamu, B TOM Y1CNe ANs TOPMOXEHUS PEHTIEHONOrMHeCcky JokasaHHOM AeCTPYKLMM CyCTaBOB. AKTVBHbIV NOMMAPTUKYNAPHbINA IOBEHWUbHBIN ManonaTnHeckuii
apTpuT y NauneHToB B BO3pacTe 2 fleT 1 cTapLle Kak B BUAe MOHOTepanuu, Tak 1 B KOMOGUHaLUUWM C METOTPEKCATOM. AKTUBHbBIA CUCTEMHBIV IOBEHWIbHbBIN MAMONATUHECKUIA apTpuUT Yy naum-
©HTOB B BO3pacTe 2 JIeT U cTaplLle kak B BUAE MOHOTepanuu, Tak 1 B KOMGUHaLmu ¢ MeToTpekcatom. MpoTMBONoOKa3aHus: runepyyBCTBUTENBEHOCTL K TOLMNM3YMaby, Nto60MY KOMMOHEHTY
npenaparta B aHaMHe3e; aKTVBHbIe UH(EKLMOHHbIe 3a6oneBaHus (B T.4. Ty6epkynes). Cnoco6 NnpuMeHeHuUs 1 [o3bl: PeBMaTOMAHbIN apTPUT: BHYTPMBEHHO KarnesbHO B fo3e 8 mr/kr 1 pa3
B 4YeTbipe Heagenu. He pekomenpayeTcs yBenuyeHvie [o3bl cebile 800 Mr Ha ofHy MHAY3MI0 naumeHTam ¢ Maccoit Tena sbitue 100 Kr. [onmapTUKynspHbIv IOBEHUNbHbIA NOMOMNATUHECKWIA
apTPUT: BHYTPUBEHHO KarnenbHO 1 pa3 B YeTbipe Hepenu B go3e 10 Mr/Kr nauneHTam ¢ maccoii Tena <30 Kr 1 8 Mr/kr naumeHTam ¢ Maccol Tena =30 Kr. CUCTEMHBIN I0BEHWUbHbIV nanona-
TUHECKUIN apTPUT: BHYTPUBEHHO KanenbHo 1 pa3 B ABE Hefenu B 1o3e 12 MI/Kr naumeHTam ¢ maccoii Tena <30 Kr 1 8 Mr/Kr naumeHTam ¢ maccoit Tena =30 kr. Mo6o4Hoe aencTBme: O4eHb
4acTo (=1/10) — UHdeKLMM BEPXHUX AbIXaTeNbHbIX MyTeit; 4acTo (=1/100 n <1/10) — conermoHa, nHekumm, BoidBaHHbIe Herpes simplex 1 Tuna u Herpes zoster, 60511 B X1BOTe, A3Bbl POTOBOW
MONOCTW, FaCTPUT, Chifb, 3y, KPArMBHULIA, FONIOBHAsA 60fb, FOTOBOKPYXXEHWE, MOBbILLEHUE aKTUBHOCTU «MEYEHO4HbIX» TPAHCAMUHA3, YBENMYEHE Macehl TeNna, noBbilleHune Afl, nefikoneHus,
HENTPONEeHUs, rMnepxoNiecTepuHemMus, nepudepuyeckme 0Tekn, peakumm rmnepHyBCTBUTENbHOCTY, Kallenb, OfblLLKa, KOHBIOHKTUBUT; HevacTo (=1/1000 u <1/100) — AMBEPTUKYNUT, CTOMa-
TWUT, A3Ba XeJyaKa, NoBbILLeHVe 06LLero 6unnpybuHa, runepTpurnmuepuaeMuns, HedponuTas, rmnoTpeos. YCnoBusi XxpaHeHus: XxpaHuTb Npu Temnepatype 2-8°C B 3alLMLLEHHOM OT cBeTa
1 HeQOCTYMNHOM Ans AeTell MecTe, He 3amopaxusath. lMoapo6Has MHopMaLUsa N3NI0XKEHa B MHCTPYKLUM MO MeAULIMHCKOMY NpUMeHeHuIo npenapaTta Aktempa®.

3A0 «Pow-Mocksa»
OdpmumanbHbIA AUCTPUOBLIOTOP

P AKTEMPA® «®.XochpdpmaHH-JIs Pows JiTa.» (LBenuapus)
Poccus, 107031 r. MockBa
Tpy6Has nnowapgb, Aom 2
BusHec-ueHTp «HernuHHas MNnasa»
Ten.: +7 (495) 229-29-99
®dakc: +7 (495) 229-79-99
www.roche.ru
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Anneprvm Ha NblJibUy TPaB °
c @ |

TabneTnpoBaHHbIN annepreH P
COKCTPAKTOM 5-TU TPaB'. o

TabneTnpoBaHHbIN anneprex
ana cyobnuHreanbHon ACUT

M pence3oHHO-CEe30HHDbI nn [POTOKON

OnTumanbHO nogobpaHHan
CMecb 5-Tn TpaB

be3onacHocTb N 3¢peKTUBHOCTb
C NepBOro Kypca nevyeHuns ans
B3POC/IbIX U eTel

C 5-Tn neTHero Bo3pacTta*?

W3BPAHHAA UHOOPMALINA NO BE3OMACHOCTU
OPAJIEVP® - 5KCTpaKT anneprena 113 CMecy nbinbLibl TPaB (exa C6opHas, KONOCOK AYLUMCTbIN 0GbIKHOBEHHBIIA, NNeBeN MHOrONETHNIA, MATANK NyroBo, TuModeeska nyrosas) MTPOTUBOMOKA3AHUA ANA

: 1 uyBC Tb K O/JHOMY 13 BCMIOMOTaTeNbHbIX BELLECTB (CM.
OHkonoruyeckme sabonesanns; BocnanutenbHbie sabonesanns

nepeyeHb BComoraTtenbHbix Belects); Tepanusa F wnn TAXenaa acTma Bbifjoxa MeHee 70 %); Taxenbie nay

CM3MCTOM 0BONOUKIA PTa (3PO3MBHO-A3BEHHAA GOpPMa KPAaCHOrO MNIOCKOTO NNLWARA, M3bA3BAEHNA, MIKO3bI); HacneacTeeHHas VIMOCTb ranakTosbl, HEA0CTAaTOUHOCTb JlanMa, HapylWeH1eM BCacbiBaHUA MIOKO3bl 1 ranakTosbl. MOBOYHBIE SOOEKTbI: YMepeHHO BbipakeHHble
MeCTHble peakLnm (0Tek B pOTOBOW NONOCTU U Jie BO pTYy) MOTyT A B NepBble TpW AHA Nprema n camoc 6e3 cxembl neyeHuA. Co CTOPOHbI IMMYHHOI CUCTeMbI: annepruyeckue peakuun. Co ctopoHbl LIHC n nepudepn-
4eCKOW HePBHOW CUCTEMBI: FONIOBHAA 6Ofb, BKYCOBbIX i1, napecte3uns. Co CTOPOHbI OpraHa 3peHuA: KOHbIOHKTUBIT, runepemus. Co CTOPOHbI OpraHa ciyxa: 3yA yuwe, Tb yXxa. CO CTOPOHbI i cucTembl: Bropne,

BbixaHue, OTek, CUMNTOMbI PUHUTA, GONb B ropAie, Kawenb, yAylbe, AMCHOHMA. CO CTOPOHbI XenyAOUHO-KULIEYHOTO TPAKTa: 3yA, OTeK, BOCNaneHie, OLuylieH e OHeMeHNS, MOKaNbiBaHVe B POTOBOI NONOCTH, YCUNEHHOE CIOHOOTANEHME, CyXOCTb BO PTY, ry6, BesnkynesHble BbICbINaHIA BO PTY, Ha ry6ax,

NIOCCOANHIIA, KeNyA04HO-KNLIEYHbIE PACCTPOCTBA, BOCMANEHWE B XeNYA0UHO-KMWEUHOM TpakTe. CO CTOPOHbI KXW 1 MOAKOXKHBIX TKaHeii: OTeYHOCTb LA, 3yA, KPanWBHILA, aHTMOHEBPOTIYECKWIA OTeK, IKk3ema. ObLIMe pacCTPONCTBa: YCTanoCTb, YyBCTBO TpeBory. MauneHT AonxeH coobuats
A k Bpayy. OCOBbIE YKA3AHWA U MEPbI MPEAOCTOPOXHOCTU:

Ly Bpauy 060 Bcex s¢dekrax. Npn TaKNX C KaK OTeK B ropne, 3aTpyaHeHHOe rMOoTaHne Unu AbixaHue, ronoca cnenyer npuem n
MMpu xvpypruyeckux onepauusx B NOA0CTY pTa (BK/loYas yaaneHne 3y6os) ciefyer npepeath Tepanuio 40 NOMHOIO n3neveHus (Mo KpaiHe Mepe B TedeHue 7 AHel). B ciyyae pasBuTiA TAXKENbIX anfeprinyeckux peakLmax Bpay MoxeT npuem pi MOXHO
NPOBOANTL B3POC/IbIM 1 ATAM C 5-NIETHEro Bo3pacTa. MNepes HasHaueH eM Npenapara, yoMAHYTOro B AaHHOM MaTepyase, NoXanyicTa, 03HaKOMBTECh C NONHOI UHCTPYKLMei No npepoc i i
1. UHcTpyKuma no KOM, OPAJIEVIP®. 2. Exa c60pHas, KONOCOK AYLINCTbIN OGbIKHOBEHHBIN, NN1EBEN MHOFONETHWI, MATAUK NYroBOW, TUMOGEeBKa NyroBas.
3. JleueHre HEOBXOAMMO HaUMHATb 3a 4 MECALIa A0 MPEANONAraeMoro Ce30Ha LiBeTeHMA, MPOAOIIKATH B TeUeHMe BCero Ce30Ha NbINeHNA 1 NPEeKPALLaTh C ero OKOHUaHMeM. =
(=}
N
OO0 CranneprkeH Boctok S
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Ten.: +7 (499) 151 17 05



CHUHATHUC

NAAMBUNIYMADB

[lo3BoNbTe pebeHkKy
PACcTM 340POBbIM,
4YTOObI OCYLLECTBUTD
MEYTbl

5

\ [

CUHATUC® OBECNEYUBAET H].
HALEMHYIO 3ALLUTY
OT PCB MHOEKLIMN - 2 H]

® HeAOHOLWEHHbIM AETAM,
poXaeHHbIM A0 35 Hepgenu
rectauum B Bo3pacrte
[0 6 mecAues;

® feTAM C BPOHXONEro4HowM
avcnnasmen B Bo3pacrte
[0 2-X NeT;

e NeTAm C remoanHaMmnyecku
3HaYUMbIMUN BPOKAOEHHBIMU
NnOpoKamMu cepaua.

! Impact-RSV Study Group. Palivizumab, a Humanized Respiratory
Syncytial Virus Monoclonal Antibody, Reduces Hospitalization
from Respiratory Syncytial Virus Infection in High-risk Infants.
Pediatrics. 1998; 102: 531-537.

2 Feltes T. F., Cabalka A. K., Meissner H. C., et al. Palivizumab
prophilaxis reduces hospitalization due to respiratory syncytial
virus in young children with hemodynamiccaly significant
congenital heart disease. J. Pediatr. 2003; 143: 532-40

obbvie :

3A IONONHUTENBHOMW UHOOPMALMEN

Bbl MOXXETE OBPALLIATbCAl B 000 «366BU»:
141400, MOCKOBCKAA OB/1., I. XUMKM,

YN1. NEHUHIPALICKAA, BNIAL, 39, CTP. 5,

: i " NOMANYNCTA, O3HAKOMBTECH C MONHOM UHOOPMALIME
«XMMKM BVSHECTTARH I O MPEMAPATE B MUHCTPYKLIUM MO MPUMEHEHUIO. UHOGOPMALMA

PAKC: +7(495I2EERE TO/IbKO A4NA MEAULUUHCKUX U PAPMALIEBTUYMECKUX
RUSYN151208 PABOTHUMKOB (HE 4151 NALMEHTOB).



Wudopmarnus o caiite www.spr-journal.ru

«n EAMATPL» . Haltm +7 (499) 132-7204

*  Boubi0ii BEIGOP MEAUIIUHCKON JINTEPATYPhI

*  Huskue nenst

*  Vnob6Hast hopma perucTpaim

* Pasmnble BapuaHThI I0CTAaBKU

* OmneparuBHasi oGpaTHast CBSI3b

* AxryaspHbie HoBocTH OT Coto3a rezimatpoB Poccnn

IHERORLALIER

s

e

JNEeKTPOHHAS] OUOINOTEKA JKYPHAJIOB U3/IATENbCTBA
Coro3za neguarpoB Poccun «Ilexnarpb»

HpI/Ir]IaLHaeM BacC MIOCETUTH HOBBIE CANTHI JKYPHAJIOB N31aTEJIbCTBA U OIEHUTD UX IMTPEUMYIIIECTBA.

M BJIBKTPOHHBIG BepCUU JKYPHAJIOB B OTKPBITOM /IOCTYIIE, 3a UCK/IIOYEHUEM ITOCJIE/THETO Ir'o/la BBITTyCKa
*  BosmoxxHOCTD PadMECTUTDb CTaTbIO Ha cafire ¢ ITOMOIIBIO 3JIeKTpOHHOfI pemaxknnun

M HOI[HI/ICKa Ha CTaTblo, HOMEP, Ha TO/I JKYPHaAJIOB ITOCJIE/THETO Ir'o/la BbIITyCKa — II0 I[IeHaM PpeJaKInn

IIpeumyniecTBa /it aBTOPOB 3KYPHAJIOB:

*  II0JIHOE COOTBETCTBHE CAITOB sKypHaIOB M31aTesibeTBa TpeGOBaHMsIM 3apyOeKHBIX pedepaTHBHBIX (a3 faHHbIX (Scopus,
Web of Science, PubMed u 1p.);

° IPHUCYTCTBHE JKYPHAJIOB B PasJMYHbIX Oasax jaHHbIX, Takux kak PMHII, OCLC, WorldCat, Open Archives, iNeicon,
Research Bible, Akademic Keys, Ciberleninka, VINITI RAN Referativnyi Zhurnal, Ulrich’s Periodicals Directory,
Google Scholar u 1p.;

°  pa3MelleHue 110 JKEJTAHWIO aBTOPA JIOTIOJTHUTEBHBIX MATEPUATIOB K CTaThe (BUIIEO, TIPE3EHTAINN );

* Bce skypHauibel BXoT B [lepedens BAK

gl BECTHHK POCCUHCKOM meesamime

CnimieisaTpibe

o BecThu POCCHACKOR SXIIEMMN MEDIMIHCKHE HaYE
a vestnikramn.spr-journal.ru

http://www.spr-journal.ru/ojs/index.php/onco
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RUHUM160764

KPATKASl UHCTPYKLIS N0 MEANLIMHCKOMY NPUMEHEHUIO NPEMAPATA XYMUPA®
(MHchopMaLmMA TOMLKO ANA MeANLMHCKMX M (DapMaLeBTU4ecKux paboTHUKOB). HaumeHoBaHue
IOPVAMYECKOr0 NNLA, HA UMS KOTOPOTO BbIAAHO perncTpaumolHoe yaoctosepeHue: 000 «366Bu»,
Poccus. Cm. nonHyto MHOpMALMIo 0 npenaparte B MHCTPYKLMN N0 NpUMeHeHmno. Homep peructpa-
LMOHHOrO yaocToBeperus: J1C-002422. MexayHapoAHoe HenaTeHTOBaHHOE HaMMeHOBaHMe: afani-
Myma6. flekapcTeeHHas hopma: pacTsop s NOAKOXHOro BBeAeHNs. B 0,8 Mn pacTsopa copepXuT-
Cs aKTUBHOE BELLECTBO: aganumymas 40 mr.

®APMAKOJIOTVIYECKUE CBOMCTBA. Xymnpa® (ananvmymab) npeacTaBnser co60il peKoMOUHaHT-
HOE MOHOKNOHaNbHOEe aHTWTeNno, MenTuaHan nocnenoBaTenbHOCTb KOTOPOro uaeHTuyHa IgG1 ve-
noBeka. AfanuMyma6 CenekTUBHO CBA3bIBAETCA C (DaKTOPOM Hekpo3a onyxonu anbda (PHO-a) u
HEATpanuayet ero 61Monoruyeckine PYHKLMN.

NOKA3AHUA K NPUMEHEHUIO

PematonaHbli apTput

AHKNN03UPYIOLLWIA CNOHAUANT

AKCUanbHbIA CNOHANUN0APTPUT 663 PEHTTEHO-
TIOTN4ECKI NOATBEPXAEHHOTO aHKINM03NpYHo-
LLero CNoHANINTa,

bnAwweyHbIn ncopuas

[copuatnyecknin apTput

t0BEHMNbHbIA MAMONATUHECKMIA aTPUT

(Cc 2-x ner)

BonesHb KpoHa y B3pocnbix 11 feTeit

c 6 ner

* $13BEHHbIA KONUT

 AKTWBHBIA THOMHbINA TMAPAREHUT CpeaHen
WA TSHKENOIA CTEMEHN TSKECTU Y B3POCTbIX
NaLWeHTOB NPV OTCYTCTBUN aeKBATHOrO OT-
BETa Ha CTaHAAPTHYIO CUCTEMHYIO Tepanuio
AKTMBHbIN 3HTE3UT-ACCOLMMPOBAHHbIN
apTpuT Y NALMEHTOB B BO3pACTe OT 6 NeT u
CTapLue npv OTCYTCTBIW aAeKBATHOrO OTBETA
Ha Tepanuio CTaHAAPTHBIMM Npenapatamu
AN X HEeMepeHoCUMOCT.

\‘/

A XYMUPA'

afanumymab

deslination yow

MHnN3Hb AO0NKHA
NPOAONMKATbLCA,

Co3paer
BO3MOXHOCTU

Ynyywaer
KayecTBO
HU3HN

- U36asnsaer
" OT CTpPafaHun*

destlimadion yow”

NPOTNBOMOKA3AHUS. Mnep4yBCTBUTENBHOCTL K aaanumymaty unu nto6biM ero BCnomoratesib-
HbIM KOMMOHEHTaM; 6epeMeHHOCTb; Nepuoa rpyaHOr0 BCKapMAWBAHUS; AETCKUA BO3pacT A0
18 neT (KpoMme NaLMeHTOB OT 2 NET C HOBEHUNbHbIM MAMONATUYECKUM apTPUTOM, MALNEHTOB OT
6 net ¢ 60ne3HbI0 KpoHa (CPeaHETSHKENOii 1 TAXENoi CTeneHn) 1 NauneHToB OT 6 NeT ¢ ak-
TUBHbIM 3HTE3UT-aCCOLMNPOBAHHBIM aPTPUTOM); MH(EKLMOHHbIE 3a60MeBaHNs, B TOM YnCne
Ty6epKynes; COBMECTHBIA NPUEM C APYrUMU FeHHO-UHXXEHEPHBIMI BUONOTNYECKUMU NPOTUBO-
peBMaTuyeckumMi npenapatamu (Hanpumep, aHakuHpa v abaTauenT), B TOM YUCNE aHTarOHM-
cramu ®HO.

C OCTOPOXHOCTbH). Peunaunsupytowume nHekLumn B aHaMHe3e; HOCUTeNbCTBO BUpYCa rena-
TUTa B; 3110Ka4ecTBEHHbIE HOBOOGPA30BaHWS, B TOM YMCNe B aHaMHe3e; CepfieyHas HepfocTa-
TOYHOCTb; AMEMUENVHU3NDYIOLLME 3a601EBaHNS HEPBHOI CUCTEMbI, B TOM YMC/E B aHAMHE3E;
nauneHTbl cTapLue 65 ner.

NOBOYHOE AEMCTBMUE. Han6onee 4acto — peakuyuu B MeCTe BBEfIEHUS Npenapara, MHeKLuM,
HOBOOGPa30BaHWA, NEKONeHNs, NOBBILLEHNE KOHLEHTPALMI NNNUA0B, FONOBHAA 60b, TOLIHO-
Ta, PBOTA, 60/1b B XMBOTE, CbiMb. [0MHbIA CNMCOK NO604HBIX 3DEKTOB B MHCTPYKLMM NO NpK-
MEeHEeHWIo npenapara.

®OPMA BbIMYCKA. PactBop Ans nogkoxHoro seeaenns 40 mr/0,8 mn. lMpenapat B 04HOA030-
BOM Lnpuue. Mpenapat Bo hiakoHe.

nq nony4vexus 6onee noApo6HONA MH(bOPMALMKN O Mpenapate, NoXanyicra, 03HaKOMbTECh
C MONHOI MHCTPYKLMEN N0 MeAMLMHCKOMY MpUMEHEHWI0 npenapata unn obpatutecs B 000
«366Bu»: Ten.: +7 495 258-42-77, thakc: +7 495 258-42-87.

*3HaunTenbHoe YMeHbLIEHWE BbIpXEHHOCTM 6onesoro cuHapoma - T. Schmalbach et al., Experience With Adalimumab In 123 Patients With Juvenile Idiopathic Arthritis (JIA) - Poster Tours, abs FRI0324, EULAR 2012.

WHcbopmauus npesHasHayeHa Ans cneuuanicToB 3apaBoOXpaHeHns.



YBaxaembie Komermn!

V3patensctBo «Ileguarp» 6put0 co3mano B 2012 r. mpu mopjep>kke OOIIeCTBEHHON OpPraHM3aLnn
«Coro3 negmarpoB Poccum». B HacTOAMNMIT MOMEHT MBI SAB/ISIEMCA €AVHCTBEHHBIM POCCUIICKIM U3JATENh-
CTBOM, KOTOpOE CIIeL[a/IN3UPYeTCs Ha MyOIMKAIVAX HAYIHON U HAyYHO-TIOMY/LAPHOI TUTEPATyPbl TOIb-
KO 10 Ipo6/ieMaM JIeTCKOr0 BO3pacTa.

MenniHCKIM By3aM 1 616/1110TeKaM, CLielaBIIM OIITOBBII 3aKa3, IIPeJOCTaBIIAITCS JIbTOTHbIE [{eHbI
Ha BCe KHUTY HAIllero U3/IaTe/IbCTBA, a B 3aBUCUMOCTI OT 00beMa IIOKYIKM — JOIIO/THUTEIbHbIE CKUIKN.

OcHOBBI 0011eit HMMYHOJIOTHH: YU4eOHOe I0co0He 151 CTYAE€HTOB
MeIUIHHCKUX By30B. YacTtp 1

»»»»»»»

Ilon penakiueii: JI. B. TankoBckoii, JI. C. Hama3oBoii-bapanogoii, P. SI. MemkoBoii
2014, 200 c., 067105k, ISBN 978-5-906332-39-4

B yue6HOM ocoO#H OAPOOHO OCBEIIEHBI OCHOBBI 0011Iei IMMYHOJIOTHH: CTPYKTYPa i (QyHK-
IIUM IMMYHHOU CHCTEMBI, (POPMUPOBaHAE UMMYHHOTO OTBETa B HOPME W TIPH TTATOJIOTHH,
BPOJKIEHHBIN 1 TIPHOOpPETeHHbIT nMMyHHUTET. OT/Ie/bHBIE IJIaBbl TIOCBSIIEHBI XapaKTepH-
CTHKE KJIETOK UMMYHHOHM CHCTEMBI, OTTMCAHUIO PA3IIMYHBIX aHTUTEHOB, MAPKEPOB ¥ peTiet-
TOPOB, TIporieccam auddepentiupokn T u B mumboInToB, MexaHU3MaM KJIeTOYHOH ITUTO-
TOKCUYHOCTH, CTPYKTYpe M (DYHKIMSAM aHTHUTEN, CUCTeMe IIMTOKUHOB. PaccMaTpuBaroTcst
cTpoenne W (HYHKIMH TJABHOTO KOMIUIEKCA THCTOCOBMECTHMOCTH YesoBeka. B mocobum
IIpUBe/IeHBI IIepedyeHb BOIIPOCOB JJIS CAMOKOHTPOJIS, TecToBble 3ajanus. IIpemnoxkennas
CTPYKTYypa U3/IaHUST TOMOXKET CTY/IEHTaM BBI/IEINTh TIPUHIATTHATbHBIE ACTIEKTHI I3yYaeMbIX
ITPOTIECCOB, OPTAaHN30BATh M KOHKPETU3MPOBATH U3ydeHNe TNCTIATIIIITHBL.

Yuebnoe nocobue «OcHOBBI 00IIEl MMMYHOJOTHU» IIOATOTOBJIEHO M0 IUCIUAIINHE
«MmmyHosiorust> B coorBerctBur ¢ DejiepaibHbIM FOCYAAPCTBEHHBIM 00Pa30BaTeIbHbIM
CTaHIaPTOM BBICIIETO IIPOGECCUOHATIEHOTO 0OPA30BAHUA U IIPEAHA3HAYEHO JIJIs CTY/IEHTOB,
0byyJarommxce 110 creruaibHocTsIM «JIedeGHoe neno», «[lexnarpus» u «Cromatonorus».

OCHOBBI KJIMHUY€CKOii HMMYHOJIOTHH U aJLIEPrOJOTHH: YyeOHoe Iocooue
JUISI CTYZIEHTOB MeIUIIMHCKUX By30B. YacTp 2

OCHOBbI KNMHNUECKOM
MMMYHONOIMW 1 annepronormmn

VueOHOE NOCOBME A CTYACHTOR MEAMUMHCKYX BYIOB.
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Iox penakuueii: JI. B. Tankosckoii, JI. C. Hamazosoii-bapanosoii, P. 1. MemxoBoii
2015, 160 c., o6moxka, ISBN 978-5-906332-32-5

Bo Bropoii yactu yue6Horo mocobust «OCHOBbI KIMHUYECKON MMMYHOJIOTHN U aJLIEPTOJIO-
TUH» TOAPOOHO OCBEIEHBI METO/IbI OTEHKH (DY HKIIMOHUPOBAHYSI IMMYHHOM CHCTEMBI, IAHO
OITMCaHe OCHOBHBIX HNMMYHOIIATOJIOTUYECKUX COCTOSHUN, IPUBECHBI HOBEHIIINE TaHHbIe
[0 IMMYHOTIPO(MUIAKTHKE 1 IMMYHOTEPATINK Pa3IMYHbIX 3400 1eBatuil. OT/ieIbHbIE TIaBbI
MOCBSIIEHbI OMUCAHKIO TPYTIT Gosie3Hel, MaHU(peCTAIs KOTOPhIX CBSI3aHa ¢ HApYIIeHUs-
MU B UMMYHHOM OTBeTe OpPraHu3Ma, — UIMMYHOZE(UIIUTHBIM COCTOSTHUAM, AJLIIEPIUYECKIM
U ayTOMMMYHHBIM 3a60JieBaHusAM. B mocsie/iHell riiaBe mmupoKo MpeicTaBIeHbl COBPEMEH-
HbIE METOJ(BI MCCJIE/IOBAHUS B UMMYHOJIOTHI. B 110COGHM TIPUBE/IEHBI TIEPEYEHD BOIPOCOB
JUIST CAMOKOHTPOJISI U TecTOBbIE 3ajianusi. CTPYKTypa MocOOHsI TOMOXKET CTY/EHTaM Bbijie-
JINTD [IPUHIMIINAJIBHBIE ACIIEKThI U3yYaeMbIX IIPOLIECCOB, OPTAaHU30BaTh U KOHKPETU3UPO-
BaTb U3yYeHUE TUCITUTIINHBL

YuebHoe mocobre «OCHOBBI KIMHIYECKONH MMMYHOJIOTHN U aJLIEPrOJIOTHI TIOATOTOBJIE-
HO 110 puciuiirHe «VIMmmyHoJI0THSI> B cooTBeTcTBUE ¢ DeepanbHbIM TOCYIapCTBEHHBIM
06pa30BaTeIbHBIM CTAaHIAPTOM BBICIIETO MPO(hECCHOHATBHOTO 00Pas0BaHUS /ISl CTYIEHTOB,
00yJatoIuXcst M0 CrenuaabHocTIM «JIeuebHoe meno», «Ilemumarpus», «CroMaTonorusy,
«Buonmxenepus u 6uonHbOpMaTUKA>.

Q+7(499) 132-72-04 BE& sales@nczd.ru @ www.spr-journal.ru



Hetckas peBMaTojiorus. Atjac. 2-e u3zgaHue

ITox penakumeii: A. A. bapanosa, E. 1. AnekceeBoit
2015, 348 c., neperuier, ISBN 978-5-906332-59-2

Bo BropoM zo1o/iHeHHOM 1 HiepepaboTanHoM usgatuu (1epsoe Bbinwio B 2009 r.) 06HOBIIe-
HbI BCE CBEJIEHNSI O PEBMATHYECKUX GOJIE3HSX JIETCKOTO BO3PACTA, METOAX MX IUATHOCTUKI
U JiedeHns1. B KHUTY BKJIFOUEHB! HOBBIE TJIABBI U Pa3/esibl. PaccMaTpUBaIOTCs XPOHMYECKITe
apTPHUTHI, CUCTEMHBIE TIOPAKEHMSI COEIMHUTEIbHOM TKAHH, OCTPAsi PEBMATHYECKAsT JIXO-
pajika, Hanboiee YacThie OCJIOKHEHUS PEBMATIHIYECKIX GosesHeit. [TpencraBieHbl CBeIeHHsT
0 HEPEBMATUYECKUX OOJIE3HSX, 00IAIAIONINX CXOHOM KIMHUYECKON KapTHHOIL.

V3pamue mpeHa3HAYEHO TTEANATPAM, PEBMATOIOTAM, BpayaM OOIIeil MPaKTHKH, TepareB-
TaM, OpANHATOPAM 1 CTYJICHTaM.

Nspnanune pekomenzgoBano 'bOY BITO «Ilepsbiit MockoBckuii rocyiapcTBEHHbBIN Me/n-
muHcKuil yausepeurer uM. V. M. CeuenoBa» B KadecTBe yueOHO-HAIJISAHOIO MOCOOUS
VIS CHCTEMBI JOMOJIHUTEIBHOIO IIPO(ECCHOHANIBHOI0 00PasoBaHUs 10 CIELUAIBHOCTIM
«Ilenuatpugs u «PeBMaTosiorus».

AETCKAS PEBMATOAOTUS
ATAAC
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Atiac peakux 3a00jieBaHHi

ITox penakuueii: A. A. Bapanosa, JI. C. HamazoBoii-bapaHoBoii
2016, 420 c., mepemier, ISBN 978-5-904753-32-0

B arsace mpezcTaBieHbl pefkue OONE3HH, KaK MPABHIJIO, TeHETHYECKH OOYCJIOBJICHHBIE,
MOBPEK/IAIONIIE B OPraHU3Me OTHOBPEMEHHO HECKOJIBKO OPTaHOB M cCTeM. BOJBIIMHCTBO
13 HUX SBJISTIOTCS TSPKEIBIMU U MHBATMIN3UPYIOIIAMI, HAPYIIAIOT KAYeCTBO JKU3HNU JIeTei
U WX COMabHYyt0 afantanuto. JIjist psga peakux 6omesHei yke paspaborana creruduae-
ckas Tepanus, 3(hhEKTUBHOCTD KOTOPOI 3aBUCUT OT CBOEBPEMEHHOTO HAUAJA U PETYJISIPHO-
O IIPABUJIBHOTO PUMEHEHNUST JIEKAPCTBEHHDBIX CPEJICTB.

[IpaxkTuyecku Bce mpeicTaBieHHble KIMHIYECKIE CIYYal AUarHOCTHPOBaHbl B Hayurom
[EHTPE 37I0POBbS JIETEH, T/Ie OCYIIECTBIAIOTCA KOMIUIEKCHOE JIeYeHre M PeabuInTaIust
TaKUX MarueHToB. KHUra moMoxeT 03HAKOMUTD IMUPOKUIN KPYT TIEANATPOB € KINHUYECKH-
MU IPOSABJIECHUAME PEIKUX (OphaHHbIX) Gose3Hel /I PAHHETO BBISBJICHUS, CBOEBPEMEH-
HOTo 1 3(hheKTUBHOTO JiedeHUs, a TakKe TPO(MUIAKTUKYA BO3SHUKAIOIINX OCTIOKHEHUH.

ATtnac IIpeAHa3HavY€H VI TIeINaTPOB, HAYyYHbIX pa6OTHI/IKOB, KIIMHUYECKUX F’€HETUKOB, BPpa-
4yen Bcex CHeL[I/IaJIbHOCTeI‘/JI, pa6OTaIOHII/IX C IETbMU, OPIraHN3aTOPOB 3/IPAaBOOXPaHEHUS], CTY-
ACHTOB IIEANATPUYECKUX 1 JIe4eOHbIX (baKy]IbTeTOB MEANINHCKUX BY30B.

Armac pekomenziosar [BOY BITO «IlepBbiit MockoBckmii ToCy1apcTBEHHbII MEANTTMHCKIIA
yruBepcuteT uM. V1. M. CederoBa» B KauecTBe yueGHO-HATISIHOTO TOCOOMST /TSI CHCTEMBI
MOTIOTHUATETHLHOTO TTPOhECCHOHATEHOTO 00PA30BAHMS TI0 CIENHATBHOCTH «IleraTprs».

Cxkopo B ipogaxe:

o <«Ilomukmmanyeckas neguaTpust» oy pel. A. A. bapanosa
* «®Makymbrerckas neauatpus» mox pei. J1. C. Hamazooii- bapanosoit

ITo Bompocam nprobperenust yueGHUKOB usgatesibera «[lexnatpb»
3BoHuTe 110 TegI. +7 (499) 132-70-04,
v trmTe; sales@nczd.ru
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O6pauleHue K Yyutarensam

[doporue Konneru, ygakaemblie gpy3bs!

Brnepeaun Hac xaeTt Taxenas nopa — OCEHb, @ 3Ha4uT, 6yaeT onaTb neauaTp
MHOFOCTaHOYHMK (M WBEL, W XKHeLl, U Ha ayae urpel)... Tak gymana 1, nepeyuTbl-
Bas nepej cgaven B tunorpaduio HOBbIM HOMEP HAaLEro XypHana. Ho Beab ato
AENCTBUTENbHO TaK: Mbl JOMIKHbI MOMHUTb O MHOIOM, AymaTb MOCTOSIHHO W 3HaTb
HaBepHsKal

BoT 1 nonyyaeTcs, Kak B MU3BECTHOM necHe Anbl MNyrayésoi ¢ He6oMbLIOW KOop-
peKuunen: «Bbl4nucanTb NyTb 3B€3/bl, U Pa3BECTU cafbl, U YKPOTUTb TaudpyH — BCe
MOXeET ... MNegnatp!»

Hy, a ecnv cepbe3HOo, TO 04EHb MOXET ObITb, YTO MMEHHO CenYyac HacTano Bpe-
MS MOMEHSTb BCIO CUCTEMY OKa3aHUs MeAMLIMHCKOM NOMOLLM AeTAM Ha ambynaTtop-
HoM aTane! Beab HaM Hafo 60sblle 3aHMMaTbCs NPODUIAKTUKON, @ 3HAUUT, HYKHO
6paTb OTKyAa-TO Ha 3aTo BpeMs. OTKyaa? OTBET o4eBMUAEH — MOXOAbl N0 JOMaM, KaK
MWHUMYM B 60/IbLUMX FOPOJaX, BO MHOrOM AaBHO CEGSl U3KWIN U KPOME HeonpaB-
[JaHHOW nonunparmMasuu, no cytu, 60/blie HAYEro JETCKOMY HaceNeHNIo He AaloT. ..
Ho 3710 cnuwKom 6one3HeHHas 1 ManononynsapHasa cpeaun oboiBatenen tTema, 1 Mbl
NniiaHMpyeM O4YeHb CEPbEe3HO 06CYANTL €€ B Cheaylolem Homepe. A noKa Hacnax-
[JanTecb HOBbIMU MYGIMKaLMUSAMKU CBEXEro BbinycKa «[legnatpuyeckon Gpapmako-
JIOrUK», KOTOPBIN Bbl AepPXuUTe B pyKax!

C yBaxeHuem,

rnaBHbIA pefaKTop XXypHana, yneH-KoppecnoHaeHT PAH, npodeccop,
3acnyXeHHbli geaTenb Hayku PO,

3amectuTtenb aupekropa HLU3/ no HayyHou pa6ote — aupektop HUU neguaTtpum HU 3],
3aBepyowan Kabeapon anneprosiormm U KAIMHUYECKON UMMYHOIOTMU
nepuatpuyeckoro paxkynoreta NMepsoro MIFMY um. U. M. CeueHoBa,

3aBepyowan Kadeppon pakynbreTtcKon neguatpum N2 1 neguaTpuyecKoro

¢daxkynoteta PHUMY um. H. U. NMuporoea,

coBeTHUK BO3, uneH Ucnonkoma MexayHapoaHOW negMaTpu4ecKom accoumaLmm,
Mpe3upeHT EBponencKkoi neguartpu4eckomn accoumauum (EPA/UNEPSA)
JNleina CenmypoBHa Hama3oBa-bapaHoBa

Dear colleagues and friends!

Autumn — a hard time — is awaiting us. Which means that the Multitasked Paediatrician is back on stage again — a Jack of all trades...
This is what I've been thinking while reading through the latest Paediatric Pharmacology issue before it goes to the printer. But its true: our
job is to think about many things at once, think constantly and know for sure!

Just as it goes in the old Alla Pugacheva song (with a minor correction): «To calculate the star’s trajectory, to cultivate gardens, to stop
a typhoon — all is possible for the... Paediatrician!»

And, speaking seriously, perhaps now is the time to actually change the whole system of out-patient child healthcare! We need more
time for prevention, but this time has to come from somewhere. From where? The answer is obvious — home visits (at least in big cities)
have become outdated long ago and really offer our children nothing — except for unjustified polypragmasy. However, this is a very delicate
and unpopular topic among ordinary people and we plan to cover it seriously in the next issue of our magazine.

And for now — enjoy the fresh «Paediatric pharmacology» publications that you are holding in your hands!

Yours faithfully,

Editor-in-Chief, Corresponding Member of the RAS, Professor, Honoured Scientist of the Russian Federation,
Deputy Director for Science of Scientific Center of Children’s Health

Director of the Research Institute of Pediatrics of SCCH,

Head of the Department of Allergology and Clinical Inmunology of Pediatric Faculty

of I.M. Sechenov First Moscow State Medical University,

Head of the Pediatric Department N2 1 of Pediatric Faculty

of N.l. Pirogov Russian National Research Medical University,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee,
the President of the European Paediatric Association (EPA/UNEPSA)

Leyla Namazova-Baranova



KnuHu4yecKkune pekomeHaauuu

DOI: 10.15690/pf.v13i4.1603

A.A. BapaHos? 2, J1.C. HamasoBa-BapanoBa® 2 3, H.H. Bonoaun?, U.B. flaBbigoBa® 3, [1.10. OBCAHHMKOBS,
[.0. UsaHos®, E.B. Boiuoa’, I.B. Aubik?, A.l. AHToHOBE, 0.B. MoHOBSE, A.10. PbiHanHE, B.A. lpe6eHHUKOB?2,
WU.T. ConpatoBa?, A.U. Yy6aposa?

1 HayyHbIn LieHTp 300poBba aeTeit, MockBa, Poccuiickas degepaums

2 POCCUMCKUI HAaLMOHaSbHbIN UCCNEaoBaTebCKUI MeJULIMHCKUIA yH1BepceuTeT uM. H.W. NMuporosa, MockBsa,
Poccuinckaa depepaumns

3 MNepBblit MOCKOBCKWI rOCYyAapCTBEHHbIN MEAULIMHCKUI YHUBEPCUTET M. .M. CeyeHoBa, MocKBa,
Poccuinckaa depepaumns

4 denepanbHblil HAYHHO-KAMHUYECKWUI LEHTP JETCKOWN remMaTonorum, OHKONOrMU 1 UMMYHOIOTMK UM. AMUTPUS
PorayeBa, MockBa, Poccuiickaa ®egepauns

5 PoccuicKuin yHUBEPCUTET ApY»K6bl HapoLoB, MocKBa, Poccuiickas degepaLims

6 CaHKT-TeTep6ypreKuit rocyapcTBEHHbIN NeguaTpuyecKnii MEAULIMHCKUI YHUBEpPcHTeT, CaHKT-TeTepbypr,
Poccuinckaa depepaumns

" HUWM nynbmoHonorumn CaHKT-NeTtep6yprecKoro rocyaapcTBEHHOr0 MEAULIMHCKOrO YHUBEPCUTETA UM. aKag.
W.M. MaBnoBa, CaHKT-MNeTepbypr, Poccuiickas Penepaums

8 HayuHblit LLEHTP aKyLlepPCTBa, TMHEKONIOTUK 1 NMePUHaTONorMn M. akag. B.W. Kynakosa, MockBa,
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AKTYAJIbHOCTb

OCHOBOW AafibHENLLEro CHWMXXEHWS MepuHaTalbHOW U
MaAeHYEeCKOM CMEePTHOCTU SIBNSIETCS COBEPLIEHCTBOBA-
HWE METOAO0B BbIXaXKMBAHWA [eTeN, POAMBLUMXCH C OYEHb
HM3KoM (OHMT) n akcTpemanbHo Hu3Kon (AHMT) maccon
Tena. BHeapeHWe coBpeMeHHbIX NepuHaTanbHbIX TEXHO-
NIOTWI, LWIMPOKOE MCMNONb30BaHWE METOAO0B WHTEHCWUBHOWM
Tepanuu B Ne4eHUU HeJOHOLIEHHbIX HOBOPOXKAEHHbIX MPU-
BEJI0 K CyLEeCTBEHHOMY YBEIMYEHUIO BbIXKMBAEMOCTH 3TOM
Kateropuu mnageHueBn. 10 mepe CHUXEHUs HeoHaTaNbHOM
cmepTHocTh aeten ¢ OHMT n SHMT Bce 6onbluee BAUSHKUE
Ha MPOrHO3 WX XXW3HW U 3[10POBbS OKa3biBAeT GpPOHXO0/e-
royHas gucnnasus (bJ14).

PexkomeHaauuun no BbiI6Opy METOA0B ANArHOCTUKM, NPO-
duUnaktMkn u nedenus bBJ1[, ocHOBaHHble Ha pesynbra-
Tax MHOFOLIEHTPOBbIX Hay4YHbIX MCCNEAOBaHWUM U COBpe-
MEHHOM OnbiTe PaboTbl BeAyLMX KIMHWUK, pa3paboTaHbl
C y4eTOM 0CO6EHHOCTEN OpraHM3aLm MeanLMHCKON NoMo-
WM B YYPEKAEHUAX PaA3TUYHOro GYHKLIMOHANLHOMO YpPOB-
HA — POAWSIbHbIX AOMaXx, PernoHanbHbIX MNepuHaTanbHbIX

LeHTpax, MHOronpoduibHbIX CTauuoHapax, y4peraeHu-
AX aMbynaTopHO-MOMUKIIMHUYECKOrO 3BeHa [1]. B KauHu-
YeCKMX peKoMeHJauusax npefctaB/ieHa XxapaKTepucTuKa
NpodUNaKTUHECKUX U TepaneBTUHECKUX BMeLWaTenbCTB,
KOTOpblEe WCMOMb3YITCA Y NauueHToB ¢ GOpMUPYIOLLEN-
ca/coopmupoBaHHon BJ1[ B oTgeneHusax peaHumaumm
M MHTEHCcUBHOWM Tepanun (OPUT) HOBOPOXAEHHbLIX 1 OoTAeNe-
HWSX NaTONOrMK HOBOPOXAEHHbLIX U NATONIOTUK ieTen paH-
Hero Bospacta Ha peabuIuMTaLMOHHOM W amMbynaTopHOM
3Tanax okasaHus MeSULMHCKON NMOMOLLHU.

METOAOJIOrUA

Mpu pa3paboTKe KIMHUYECKUX peKomeHAauun cobnio-
[anncb NMPUHLKMBI, SBASIOWMECS 3a/10rOM BbICOKOTO Kayve-
CTBa M HafexHocTn. OueHKa MX 3HaYMMOCTM npoBedeHa
B COOTBETCTBUU C PENTUHIOBOWM CxeMow (Tabn. 1).

ONPEAENEHUE
BpoHxoneroyHas aucnnasus (bJ1) — nonmatnonorunye-
CKO€e XpOoHMYecKoe 3abonieBaHne MoOpdOSIOTMYECKN He3pe-
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NbIX NErKMX, pa3BuBaloWeecs Y HOBOPOXKAEHHbIX, MaBHbIM
o6pa3omM rnyboKO HEAOHOLEHHbIX AeTer, B pesynbrate
MHTEHCUBHOM Tepanuu pecnupaTopHOro AMCTPECC-CUHAPO-
mMa (PAC) n/vnm nHeBMOHUK. poTEKaET C NPENMYLLECTBEH-
HbIM NopaxeHuem 6POHXMON U NAPEHXUMbI TIETKKUX, Pas3BUTH-
em amodusembl, pubposa U/WanM HapylweHUneM penvkauum
anbBeos; NPOABASETCH 3aBMCMMOCTbIO OT KUCNOPOAa B BO3-
pacte 28 CYT M3HU U CcTapluie, GPOHXO0BCTPYKTUBHBLIM
CMHAPOMOM M CMMMATOMaMW AblXxaTenbHON HELOCTAaTOYHOCTH;
XapaKTepusyetca cneundUUHbIMKU peHTreHorpaduyecKnmum
M3MEHEHNSIMU B MepBble MEeCSLIbl }KM3HU U PEFPECCOM KNU-
HUWYECKMX NPOSIBIEHNIN NO Mepe pocTa pebeHKa.

Ko No MKB-10
P27.1 bpoHxonero4yHas avcniasus, BO3HUKLLAS B Nepu-
HaTanbHOM nepuoge.

3TUOJIOUNA

BbpoHxoneroyHas gucnnasua — MynbTudaKTopranbHoe
3aboneBaHue. lNpeacraBneHHble B Tabn. 2 GpaKTopbl pUcKa
MOTYT 6blTb MAEHTUPULMPOBAHBI Y MaLMEHTOB, pa3BMBalo-
wmx bNAa.

®EHOTUNDbI BOJIE3HHU

CpeaHui rectauMOHHbIM BO3pacT OO0MblUMHCTBA AETeEw,
passuBalowmx bJ1[l, B COBpeMEHHbIX YCIOBUSAX COCTaBnseT
28 Hep; nopaBasitollee 60MbWKMHCTBO ciydyaeB (75%) npu-
XOOMUTCS Ha [OEeTen C Maccou Tena npu POXKAEHWU MeHee
1000 r. B ¢BSI3K C MBMEHUBLUMMUCA KOHTUHIEHTOM MNaLuWeH-
TOB M KapTUHOM 60/1€3HM OblN NPEAsIoKeH TEPMUH «HOBas
GpOHXONEeroyHas avcnnasus» — napeHxMMaTo3HOoe fieroy-
Hoe 3a60/1eBaHNe, xapaKTepM3yoLLeecs HapyleHem pocTta
W pa3BUTUS anbBeosl U COCYAOB Masloro Kpyra KpoBoobpa-
LleHNs B peaynbrate BO3AEWCTBUSA pasiMyHbiXx aKTopoB
Ha He3penoe nerkoe. [McTonornyeckas KapTuHa gaHHoW pop-
Mbl BJ1[1 xapaKTepu3yeTcs yMEHbLIEHWEM YUCNa M pa3mepa
anbBeOJ, CHUXKEHHbIM YUCIOM Kanuanspos, MMHUMabHbIMU

GUOPO3HBIMKU U3MEHEHUAMKU. CTEMEeHb AbIXaTelbHbIX pac-
cTponcTs u TaxecTb PAC y aeten ¢ HoBou BJ11 MmeHbLe, NTM60
OHu He uMetoT PLIC, cpeaHee aaBneHne B AblXxaTeNbHbIX MNyTAX
W MPOLEHT KMCopoaa BO BAbIXAEMOM CMECHU HUXKE, @ PEHT-
reHorpaduyeckme WM3MeHEHWs BbIPaKeHbl MWHWMabHO.
Y peten ¢ HoBou BJ1[1 oTMeYaeTcs NONOKUTENbHbIN 3DDEKT
Ha BBEeAEHMNE IK30reHHbIX CypdaKTaHTOB, YTO NPOSBASETCS B
ObICTPOM YNy4YWEHUU pecnnpaTopHON GYHKUMKU. YXydweHue
COCTOSIHMS BOJIbHbIX YAaCTO CBA3aHO C NPUCOEAUHEHMEM BTO-
PUYHOM MHPEKUMN, GYHKLMOHUPOBAHUEM OTKPLITOro apre-
pWanbHOro NPOTOKA MM BOSHUKHOBEHWEM amnHO3. CUHOHMM
TEPMUHa «HOBasi GPOHXOMEroyYHas Aucnnasus» — nocTeyp-
¢aktaHTHas bBJI1[. CnepyeT y4uTbiBaTb, YTO Mocne npume-
HeHWs npenapaToB cypdaKTaHTa BO3MOXHO pa3BUTME KaK
HOBOW, TaK U Klaccuyeckom popmbl 3aboieBaHus.

OCHOBHblE OT/IMYMSA Knaccu4yeckon n HoBow dopmbl BJ1
0606LLeHbl B Tabn. 3.

K/IACCUOUKALIUA

TaxkecTb M nporHo3 BbJ1[1 onpeaenseT cTeneHb KUCAOPO-
[03aBUCHMOCTH, OLleHEHHast B 36 Hel NOCTKOHLENTYanbHOro
Bo3pacTa ([TKB — Bo3pacT, CyMMUPYIOLWKUI CPOK rectauumn u
CPOK MOCTHaTaNbHOWM XW3HU B HEAENSX) y AeTEN, POANBLLMUXCS
C rectauMoHHbIM BO3pacToM < 32 Hef; Ha 56-1 AeHb }U3HU
WK NPUY BbIMUCKE, ECIM OHA HACTyNKUT paHblie (1A), — y geTtemn
C rectauMoHHbIM Bo3pactoMm > 32 Hep [3] (Tabn. 4).

Heob6xoanMMocTb KucnopogoTepanun (bpakums KUcao-
poJa BO BAblxaemoW cmecw, Fraction of Inspired Oxygen,
FiO, > 21%) n/vunu pecnupaTopHOn Tepanuu NoOKUTENb-
HbIM AaBfieHWEM (BEHTUASALMA MOL MNOMOMMUTENbHbIM AaB-
nenunewm, Positive Pressure Ventilation, PPV; nnn nocto-
SIHHOE MONOXUTENbHOE AaBfieHWE B AblXaTeNbHbIX MyTAX
yepes HocoBble KaTeTepbl, Nose Continuous Positive Airway
Pressure, nCPAP) Ha 36-i Hen KB (Mnn 56-e cyT KKU3HKW)
He [O/KHa OTparkaTb «OCTpble MPUCTYMbl», @, CKopee, —
06bl4YHOE COCTOSIHME NaLuMneHTa, AMHaMWKY 3aboneBaHus 3a
HECKONbKO Npeablaylmx gHen. Jetun, nonyvatoLine Kucnopos
(Fi0, > 21%) “/WUNKU UCKYCCTBEHHYIO BEHTUNIALMIO JIETKMUX
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Ta6nuua 1. PeiTUHroBas cxema Aans OLEHKMU CUNbl peKoOMeHaaLnm

CreneHb AOCTOBEPHOCTHU

COOTHOLIEHUE PUCKA

MeTtoponoruyecKkoe Ka4ecTBo

MosicHeH1A No NpUMEHEHUI0

Ha JoKa3aTe/ibCTBax
BbICOKOIro Ka4ectsa

B KaKow-nm6o apyrov dopme. [lanbHenmne
nUccneoBaHnsa BPAA M UBMEHAT Hally
YBEPEHHOCTb B OLLEHKE COOTHOLIEHUS
Nonb3bl U PUCKa

peKomeHaauum U NpeumyLLecTB UMeEIoLMUXCA AOKa3aTeNbCTB peKomeHaauum
1A Monb3a oT4eTIMBO HenpotuBopeuunBble JOKa3aTeNnbCTBa, CunbHas pekomeHaaums,
CunbHas npeBanuMpyeT Haj pUCKamMM | OCHOBaHHbIE Ha XOPOLLO BbIMOSIHEHHbIX KOTopas MOXeT
pekomeHaaums, 1 3aTpaTaMu, nnbo PKW, nnn HeonpoBepxnMble MCMNoNb30BaTbCA
OCHOBaHHas Hao6opoT [OoKasaTenbCcTBa, NPeAcTaBNeHHble B 60NbLWMHCTBE CNyYaeB

y NPENMYLLECTBEHHOIO
Konu4yecTBa NauMeHToB

6€e3 KaKnx-1mbo U3MeHeHun
N UCKITIOYEHNI

iB

CunbHas
pexkoMeHaaums,
OCHOBaHHas

Ha JoKa3aTenbcTBax
YMEPEHHOIro KayecTBa

MNMonb3a oT4eTINBO
npeBanupyet Hag puckamu
1 3aTpaTamu, NM6o
HaobopoT

[loka3aTtenbCcTBa, OCHOBaHHbIE

Ha pe3ynbratax PKW, BbINOAHEHHbIX

C HEKOTOPbIMW OrpaHMYeHUAMU (NPOTUBO-
peynBble pe3ynbTaTbl, METOA0NOMMYECKUE
OLUIMBKM, KOCBEHHbIE UK Cy4alHble

W T.M.), NTM6O APYrMX BECKMX OCHOBAHMSAX.
[anbHenwune nccnegoBaHus (eCnv oHu
NPOBOAATCH), BEPOSATHO, OKAXYT BAUSAHUE
Ha Hally yBepPeHHOCTb B OLeHKE COOTHOLLE-
HWS NONb3bl U PUCKA U MOTYT UBMEHUTb €€

CubHas peKomeHaaLms,
npUMEHEHNE KOTOPOW
BO3MOXHO B 60/bLIKHCTBE
cnyyaes

ic

CunbHas
pekoMeHaauus,
OCHOBaHHas

Ha JoKa3aTenbcTBax
HW3KOro KayecTBa

Monb3a, BeposATHO, byaeT
npeBanuMpoBaTb Haj
BO3MOXHbIMW PUCKaMK
¥ 3aTpaTamu, 1Mbo
HaobopoT

[loka3aTtenbCcTBa, OCHOBAHHbIE

Ha 06CcepBaLMOHHbIX UCCNEA0BaHMSAX,
6eCcCUCTEMHOM KITMHUYECKOM OMbITE,
pesynbratax PKU, BbINOAHEHHbIX

C CylLeCcTBEHHbIMUK HeaocTaTKkamu. Jliobas
OUEeHKa adPeKTa pacLeHUBaETCH KaK
HeonpeaeneHHas

OTHOCHTENbHO CUSibHas
peKoMeH/aLIms, KoTopas
MOET 6bITb U3MEHEHA MpH
noy4YeHUW AoKa3aTebLCTB
60s1ee BbICOKOr0o KayecTsa

2A

Cnabas
peKkomeHaauus,
OCHOBaHHas

Ha JoKa3aTenbeTBax
BbICOKOI0 KayectBa

MNMonb3a conocraBuma
C BO3BMOXHbIMWU pPUCKaMn
n 3aTpatamu

HapexHble foKa3aTenbeTBa,
OCHOB@HHbI€ Ha XOPOLUO BbINONHEHHbIX
PKW unu noaTBepxAeHHbIE APpYrMU
HEONPOBEPKUMBIMU AaHHBIMMU.
[anbHewwwune uccnefoBaHusa Bpsa nu
W3MEHSAT Hallly yBEPEHHOCTb B OLIeHKe
COOTHOLLIEHMSA MOJb3bl U PUCKa

Cnabas pekomeHgauus.
Bbi6op Haunyywwewn
TaKTUKK ByeT 3aBUCETb
OT KIIMHUYECKOM CUTyaLMK
(o6CcTOATENLCTB), NALMEHTa
UK coLmanbHbIX
NpeanoYTEHNH

Ha oKa3aTeNbCTBax
HU3KOro Ka4yectea

MOXeT 6bITb conocTaBUMa
C BOBMOXHbIMU pUCKaM¥U
N OCNNOXXHEHUAMU

Jio6asi oueHKka addeKTa pacLeHnBaeTcs
KaK HeonpeaeneHHas

2B [Monb3a conocrtaBnma [lokasaTtenbcTBa, OCHOBaAHHbIE Cnabas pekomeHaaums.
Cnab6as C pUcKamu Ha pe3ynbraTtax PKWU, BbINONHEHHbIX AnbTepHaTMBHas TaKTUKa
pexkoMeHaauus, N OCNIOXHEHUSIMU, OJHAKO | C CYLLECTBEHHbIMU OrpaHU4YEHUIMU B ONpeAeneHHbIX CUTyaumsx
OCHOBaHHas B 3TOW OLIEHKe eCTb (npoTnBOpEYnBbIE Pe3ynbTaThl, MOXET IBUTbCS AN HEKOTOPbIX
Ha JoKa3aTenbcTBax HeonpeaeneHHoCTb MeTofoNnornyeckme aedeKTbl, KOCBEHHbIE NauveHToB Ny4YLnM BbIGOPOM
YMEPEHHOro KayecTBa WK CNyYarHbIe), NN CUMbHblE

[loKasaTeNnbCcTBa, NpecTaBieHHble

B KaKon-nnmbo apyron popme. lanbHenwmne

nccneaoBaHUs (€Cnv OHW NPOBOAATCS),

CKOpee BCEero, OKaxyT BAWSHWE Ha Hawy

YBEPEHHOCTb B OLEHKE COOTHOLIEHUS

NoNb3bl M PUCKa U MOTYT UBMEHUTL ee
2C HeonHoO3Ha4YHOCTb [oka3aTtenbCcTBa, OCHOBaHHbIe OyeHb cnabast peKoMeHaauus.
Cnabas B OLleHKEe COOTHOLIEHUS Ha 06CcepBaLMOHHbIX UCCNIEA0BaHMSAX, AnbTepHATUBHbIE NOAXOAbI
pekoMeHaauus, noNb3bl, PUCKOB 6eCCUCTEMHOM KIIMHUYECKOM OMbITe MOTYT GbITb MUCMO/Ib30BaHbI
OCHOBaHHas 1 OCNOXHeHWN. Monb3a nnun PKU ¢ cywecTBeHHbIMU HeJOCTaTKaMW. | B paBHOM CTeneHu

MpumedaHne. PKU — paHOoMU3MPOBaHHOE KIMHWUYECKOe UccnefoBaHue.

(MBJT) ans nevyeHns HeneroyHoro 3aboneBaHus (LEHTpanb-
HO€e anHo3, napanuy avadparmbl U T.M.), He umetoT BJ1,
€CMIM Y HWX HET MapeHXMMaTo3HOro 3aboneBaHMs NErkmnx
M KIMHWYECKMX MPU3HAKOB pecrnupaTtopHOro Aucrpecca
(UMaHO3, TaxmMnHoO3, 3anajeHne NoJaTMBbIX MECT rpyaHOMn
KNETKM, WYMHbIX BblAOX, pa3ayBaHWe Kpblnbes Hoca) [4].

B psige cnyvyaeB To4Has rpagauvs MnageHueB Mo cTe-
nexu Taxectn BJ1 3aTpyaHseTcs 1M3-3a OTCYTCTBUSA QaKTu-
YECKNX OGBbEKTUBHBIX AAHHbLIX O MOTPEGHOCTU B KUCIOPOAE.
Moatomy 6bIN0 NPEANoKeHo «PU3MONOrMYECKOe onpeaene-
Hue» BJ1, yToyHsoulee noKkal3aTtenb caTtypauuu Kucnopoga

(Sat0,), ana nopLepyaHUsA KOTOPOro pebeHKy B yKa3aHHble
CPOKM oLEeHKM (36 Hen NMKB/56 gHen X1U3HU, UAK Npuy Bbinu-
CKe) MOXeT noTpeboBaTbCsH AOMOJHUTENbHBLIM KWUCNOPOA
(2B). Takum nokaszartenem 6biia onpegeneHa SatO, = 90%,
CTaBlWas OCHOBaHWEM A5l YTOYHEHMSA MPEANOKEHHOW Knac-
cudunKaumMKn, a ee TpaHCKYTaHHOE onpegeneHne — TEeCcTOoM,
NoATBEPXKAAOWMM KMCNOPOL03aBUCUMOCTb.

CornacHo «duU3MON0rMYecKomy onpeaeneHuo», HOBO-
POXKAEHHblE, HYXAalolWMecs B AblXxaTebHON MNOAAEPIKKE
C MOJIOXKMUTENbHBLIM JaBreHvem unu gotaumm O, > 30% B
36 Hep KB ong nopaepykaHus 3HavyeHun SatO, 90-96%,

w
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Ta6nuua 2. PakTopbl pUcKa pasBUTUSA GPOHX0NEroYHoM ancnnasum [2]

JHpoOreHHble

OK30reHHble

Hemopauduumpyembie

Moauduumupyembie

HenoHolWweHHOCTb

3afiepiKa PasBUTUSA IErKMUX

benas paca
My>KCKoM non

Manas macca Tena npu poxaexuu (< 2500 r)

Hepoctato4HOCTb @HTUOKCUMAAHTHOW 3aLUUTbI
3agepKa BHYTPUYyTPOOHOro pa3BuTUs
[eHeTMYecKas NpeapacnoNoXeHHOCTb

Hepoctato4yHoCTb cypdaKTaHTa

NPOTOK

HagnoyeyHnKoBasi HEAOCTAaTOYHOCTb
CuHAPOM acnupauun MEKOHMS
[acTpoasodareanbHbin pedoKe
JleroyHoe KpoBoTEYEHNE

CWHAPOMbI YyTEYKM BO3AyXa

PecnupaTopHbI AUCTPECC-CUHAPOM HOBOPOXKAEHHbIX
DYHKLMOHWPYIOLLMIA OTKPbITbIA apTepranbHbIi

MBJ1 ¢ Bbicoknm MAP
BpoxaeHHas u nocTHaTanbHas
HO30KOMWanbHasa MHPEKLMS
(ypeannasma, LMToMeranosmpyc,
6aKTepunanbHas, cencuc)
HapyweHuve nutaHusa

Oednuunt ButaMunHa A, meam,
LUMHKa, ceneHa, MarHus

MN36bITOK XXMUOKOCTU U OTEK JIEMKMX

lNpnmevarme. UBJ1 — UCKyCcCTBEHHas BEHTUNSALMA nerkux, MAP — cpefHee faBneHue B AbIXxaTeNbHbIX MyTAX.

Ta6auuya 3. OCHOBHbIE OTIMYUSA KNAaCCUYECKOM U HOBOW HOPMbl GPOHXONEr0YHON Ancnnasum [2]

rmnepnnasus abixatenbHblx nyTen; audodysHas
dunbponponndepauns; rmneptTeH3nBHoe
pemMoaennpoBaHue NeroYyHbIX apTepui, CHUKEHNE
anbBeoNApPMU3aLLUm1 U blxaTeNbHOM NOBEPXHOCTH

Moka3arenb Knaccuueckas (crapas) MoctcypdaKraHTHasA (HoBas)
HenoHOLWeHHOCTb,
3Tmnonorus XOpHMOaMHUOHMUT, ry6oKas HeJOHOLEHHOCTb
MBJ1 ¢ wKecTKMMKM NnapaMeTpaMmn»
HepnopasBuTWe Nerkux, HapylleHve
MocTHaTanbHOe BocnaneHune, pubpo3 Nerkoro
MaTtoreHes anbBeOoNIAPM3aLIMK U POCTa COCY0B SIErKOro,
BCneacTBue 6apo- 1 BOIOMOTPaBMbI
BHYTPUYTPOGHOE BOCNaneHue
YepenoBaHue aTeneKkta3os ¢ aMGU3eMaTo3HO MeHbLwas pernoHanbHas reTeporeHHoCTb
pacwupeHHbIMKU yHacTKamu; TaxKenble 60N1e3HU NIETKUX; peflKkoe NoBpexaeHVe
NOBPEXAEHUSA PECMMPATOPHOro ANUTENNS pecnuMpaTopHOro anuTenus; Hebonbluoe
(runepnna3sus, NNOCKOKNETOYHas YTONLLEHWE raaKon MycKynaTypbl
Matomopdonorus MeTannasus); BbipaxeHHas rnajKkomblleyHas AblXaTenbHbIX NyTen; cnabo BblpaxKeHHbIN

d16pP0O3 MeKanbBEONSAPHbLIX NEPEropoaoK

1 NepuBpPOHXManbHbIX 30H; YACNO0 apTepui
YMeHbLUEHO (AMCMOPHU3M); MEHbBLLEE YKUCIO,
60NbWKI pa3Mep, «ynpoLleHne» anbBeon

[ecTaUMOHHbIV BO3pacT

Jio6own

O6bl4HO 24-28 Hepq

Macca Tena npv poxaeHuu

Niob6as

400-1000r

PecnvpaTopHbIi AMCTpecc-CUHAPOM

Bo Bcex cnyyasix, TaKenbln

He 0693atenbHo, IErKNn U CpeaHEeTSKeNbIN

PecnupaTtopHas Tepanus

MBJ1 6onee 3-6 cyt, Fi0, > 0,5,
Bbicokue PIP u MAP

CPAP nnn MBJ1 ¢ Fi0, 0,3-0,4,
HeBbIcOKue PIP 1 MAP

Pas3BuTHE KMCNOPOJ03aBUCUMOCTH

Cpagy nocne poxaeHus

OTCPOYEHHO (Yepes3 HECKONbKO AHEN-HeaenNb),
XapaKTePEH «CBET/bIN» MPOMEKYTOK

TsecTb

Yauwe Taxenas

Yaue nerkas

BpOHX006CTPYKTUBHbIA CUHAPOM

Yacto

Penko

PeHTreHonornyeckas KaptuHa

MHTepcTULManbHbIA OTEK, CMEHSIEMbIV
runepuHonsaunen, 6ynnamu, NeHToo06pasHbLIMU
YNAOTHEHUSIMU

PaBHOMepHOe 3aTeHeHue («3aTyMaHEHHOCTb»),
HEroMoreHHOCTb 1IErO4YHOM TKaHU C MENKUMHU
MU 6onee KPynHbIMK YNNOTHEHUAMMU, B TSHENbIX
cnyvasx — NoBbllEHHasA BO3AYLIHOCTb

Mcxoabl

Amomzema

He acHbl

lMpumevaHne. UBJT — UCKyCCTBEHHasA BEHTUNALMS nerkux, CPAP — nocTositHHOE NONOXWUTENbHOE JaBNeHWEe B AblXaTeNbHbIX NyTAX Yyepes
HocoBble KaTeTepbl, Fi0, — dpakumns Kucnopoaa Bo BAbixaemon cmecu, PIP — nonoxutensbHoe agasneHve Ha saoxe, MAP — cpeaHee

[aBJ/ieHne B AblXaTe/IbHbIX MYTAX.

ctpagatot BJIA. Y aeten, 3aBucumbix o1 Kucnopoga ¢ FiO,
< 30% unu nmetowmx SatO, > 96%, npu goTauuu LOMNOMHK-
TenbHoro O, > 30% NPOBOAMTCH MOCTENEHHOE YMEHbLUEHWe
coaepxaHua O, BNIOTb A0 [AblXaHWUS KOMHaTHbIM BO3Ay-
XOM MO0A KoHTponeM SatO,. Ecnu npu AblxaHMM KOMHaTHbIM
BO34yXOM B TeyeHue no KpanHen mepe 30 MUH 3HAYEHUSA
SatO, cocTtaBngioT > 89%, ToO pe6eHOK pacLeHUBaEeTCH KaK
He Hy)JatlWmnesa B kucnopogotepanuu [5]. Mcnonb3oBaHne
faHHoro onpegenenns BJ1 no3BonseT CHW3UTb 4acToTy
[OWArHOCTUKKU TsKenblx dopm 3aboneBaHuns U MPOAOTIKM-
TEeNbHOCTb KUCIOPOAOTEPANUN.

B cootBeTCcTBUU ¢ KnaccuduKkauuamu BJ1 AMeprKaHCcKoro
TopakanbHoro o6uiectsa (American Thoracic Society, ATS)
n POCCMINCKOro pecnupaTopHOro obuecTsa, KpoMe TaXeCcTu
3a6oneBaHna BbIENSIOTCA KIMHUMYECKne GopMmbl (Knaccu-
yeckasi U HoBas BJ1[ HepgoHoweHHbIX, BJ1] AOHOWEHHbIX),
KOTOpble Lienecoobpa3Ho paccmaTpuBaTb KaK OTAeNbHble
GeHOTUMNbI 60NE3HU (CM. COOTBETCTBYIOLLMI pa3aen) [6].

OTeyecTBEHHas KnaccuburKaums BblAeNseT TakKe nepu-
ofibl 3a6oneBaHns (060CTPEHME, PEMUCCUS) U OCIIOKHEHHUS.
B dase pemuccun coctosiHne 601bHOro onpeaensercs Taxe-
CTblO TeYeHuns 3a60NeBaHUA U HaNMYMEM OCNOXKHEHUN. Pasa



Ta6nuua 4. KnaccudbuKkaums 6poHxonerovyHon gucnnasuun (b14) [4]

CreneHb
TsxKecTu BJ1J

[AuarHocTMyecKne KpUTepumu ans aeTen passiMuHOro reCTallMOHHOro Bo3pacTa npu PoXKaeHUu

lFecTaynoHHbIN BO3pacT

MeHee 32 Hef

32 Hep v 6onee

Bpemsi u ycn0BHUs1 OLLEHKHU

36 Hej MOCTKOHLLeNTyanbHOro Bo3pacTta Uiu BbiMUCKa
[OMOW (4TO HaCTYNUT paHblue)

Ot 28 10 56 gHen nocne poXAeHUs UK BbiNMUCKa
[IOMOW (4TO HaCTyMNUT paHbLue)

Tepanus Kucnopogom 6onee 21% B Te4eHue 28 cyr*

[pbixaHne KOMHaTHbIM BO34yXoM B 36 Hef

[bIxaHWe KOMHaTHbIM BO34yXOM Ha 56-1 ieHb

NCPAP B 36 Hef, uiv nNpw BbiNUCKe

Nerkas
WKW NPU BbINUCKE WM MPU BbIMUCKE
MoTpe6HocTb B Kucnopoge meHee 30% B 36 Hep MoTpe6HocTb B Kncnopoae meHee 30%
CpegHeTtskenas
WKW NPU BbINUCKE Ha 56-1 AeHb }KWU3HW UK NPU BbINUCKE
Teokenas MoTpe6HocTb B Kucnopoae 6onee 30% u/wnu PPV, MoTpe6HocTb B Kncnopoae 6onee 30% v/unu PPV,

NCPAP Ha 56- ieHb XU3HW UK NPU BbINUCKE

lpnmeyvaHme. * — 3a OHW CYTKM JIeHEHUS MPUHUMAIOT KMCOPOAOTEPANMIO MPOAOIKUTENbHOCTbIO HEe MeHee 12 4. PPV — BeHTMASUMA
noj NoNoXuTenbHbIM faBfieHneM; NCPAP — NocTOsiHHOE NONOXKUTENIbHOE AaBNEHME B AbIXaTe/lbHbIX NYTSX Yepe3 HOCOBbIE KaTeTepbl.

Ta6nuua 5. Knaccudbukaums abixate/lbHOW HeJOCTaTOYHOCTH MO CTEMNEHM TAHECTH [7]

CteneHb AblXaTe/lbHOW HEAOCTaTO4YHOCTH Pa0,, mm pT. cT. Sa0,, %
Hopma =80 =095

I 60-79 90-94

l 40-59 75-89
1 <40 <75

060CTPeHUA 3aboneBaHUs xapaKTepu3yeTcs yxydleHuem
COCTOSAHUSI 6ONBHOrO, YTO NPOABAAETCH YCUNIEHUEM CUMMTO-
MOB GpPOHXManbHON OBCTPYKLIMK, pa3BUTUEM OCTPOM Ablxa-
TeNIbHOW HeLOCTaTO4YHOCTU (Y TAXKeNblXx 60NbHbIX Ha doHe
XPOHUYECKOW AblXxaTeNbHON HELOCTATOYHOCTH, KaK Npaswuio,
npu NPUCOESUMHEHMU OCTPOro pecnupaTopHoro 3abonesa-
HUS, Yalle BCEro pecnupaTopHO-CUHLMTUANBHOW BUPYCHOM
UHbeKunun, PCB).

K ocnoxHeHuam BJ1[1, cornacHO oTe4eCTBEHHOM KJac-
cuduKaumnmn, OTHOCATCH XPOHUYECcKas [AbixaTenbHas Heao-
CTaTO4YHOCTb, OCTpas AbixaTefibHas HefoCTaTOYHOCTb Ha
dOHe XpPOHWYECKOW, aTeneKras, fieroyHas runepTeH3nd,
Nlero4yHoe cepaue, CUCTEMHas apTepuanbHas runepTeH-
3K, HeJOCTaTO4YHOCTb KPOBOOGpaLleHuUs, runoTpodus. ns
OLLEHKM CTENEHU XPOHUYECKOW AblXaTeNbHOW HeaoCcTaTou-
HOCTW y AeTen ¢ BJ1[] ucnonb3yloTca NoKasaTenu napumainbs-
HOro JaB/ieHns Kucnopofa B apTepuansHon kposu (Partial
Pressure of Oxygen, Pa0,) 1 SatO,, npu aToM oueHKa SatO,
npeanoytuTensHee. CTeneHb XPOHUYECKOM [bixaTeflbHOM
HeJOoCTaTO4YHOCTU YCTaHaB/IMBAETCA B COOTBETCTBUU C YHU-
duumpoBaHHON Knaccudukaumen (tabn. 5) [7]. MauneHTsl,
UMeElOLLME 2-10 CTEMNEHDb, HYXXAAlOTCH B JOMALIHEN KMCNIOPO-
fotepanuu (1C).

®OPMYJ/IMPOBKA AUATHO3A

Mpumep popmynnpoBKK AnarHosa:

* bpoHxoneroyHas paucrnnasus, Kraccuyeckas ¢opma,
TA)XKEI0e TeyeHue, HEeroJsIHas PEeMMUCCUS, XPOHUYeCcKasi
JAbixatesibHasi He40CTaTOYHOCTb.

Mpu dopmMynnpoBKe AnarHo3a HEO6XOAUMMO YKa3biBaTb
TSXeECTb TeyeHus 3aboneBaHus. B Bo3pacTe 40 28 CyT KU3HU
anarHo3 BJ11 He MoxXeT 6bITb YCTaHOBJIEH, NO3TOMY NPaBo-
MOYHbI Takne GOpMYyNIUPOBKU, KaK «PopmupoBaHue BJ1»
unu «pynna pucka no bJ1/[».

[narHos «bpoHxo/ieroyHas Aucnaasusi» NpaBoMepeH B
KayecTBe CaMOCTOATEeNbHOro y feTei A0 TPexneTHero Bo3-
pacTa, y aetei nocne 3 net BJ1/] ykasbiBaeTcs Kak 3a6one-
BaHWe, UMeBllee MecTo B aHamHese. lpu BeaeHun Meau-
LIMHCKOM [JOKYMEHTaLMKU AN OLEeHKK CcTeneHn TaxecTn B
Heo6X0IMMO YyKasblBaTb BWJ PECNUpPaTOPHON Tepanuu wu
COCTOSIHME KMCN0PO03aBUCUMOCTM pebeHKka B 3HauyuMble
ANa onpefeneHns TAKECTU 3a60/1eBaHNUs CPOKM.

K/IMHUYECKASA KAPTUHA

Cneumduyecknx KIUMHUYECKMX nposBneHun BJ1[ HeT.
HayanbHble nposBneHns 3abo0neBaHUs TECHO CBfA3aHbl C
KNnHWYeckon kaptuHon PAC. Mpu HeocnoxHeHHom PAC Ha
3—-4-e CyT XM3HWM 06bIYHO HacTynaeT y/nyylleHne, a Bbl3[o-
pPOBNEHME YacTo coBMNafaeT C MOBbIWEHWEM CMOHTAHHOIO
avypesa. llepBbiM NPU3HaAKOM BO3MOXHOro ¢opmupoBa-
Hua BJ1[ aBnsetca 3aTsaxHoe TevyeHnne PAC. KnuHuyeckas
KapTuHa BJ1[l npeactaBneHa cMMNTOMATUKOM XPOHUYECKOM
[bIXxaTenbHOMW HEAOCTAaTOYHOCTU Y HEAOHOLIEHHbIX HOBOPOX-
[IEeHHbIX AETEN, 3aBMCUMbIX OT BbICOKMX KOHLEHTPALMN KKUC-
niopoja BO BAbIxaeMoM Bo3ayxe v MBJT B TeyeHne 6onee nnm
MeHee NPOoAoIKUTENbHOrO BpeMeHu. CToiKas AbixaTenbHas
HEeAOoCTaTOYHOCTb Pa3BMBAETCA MOCe NepPBUYHOro yydlie-
HKUS coCcTosHUS Ha doHe UBJI. Mpu nerkom teveHun Habnto-
[laeTcq HEBO3MOXHOCTb CHUXEHUS KOHUEHTpauuu KUcno-
poaa v cMmardyeHus napametpoB VBJT B TeyeHne 1-2 Heqg,
YOJIMHEHWE Nepuofa BbI3JOPOBMIEHUSA MOCNe [AbIXxaTelbHOMN
HEeAO0CTaTOYHOCTH; B TsxeNblXx — Ha ¢poHe UBJT coxpaHgeTca
rMNOKCeMUS, TMNepKanHus, «CHATb» pebeHKa ¢ UBJ1 He yaaeT-
€Sl B Te4EHMEe HECKONbKMX MecsLeB. PenHTy6aLmnn aBnsoTcs
$aKToOpOM pUCKa TAXKENOoro TedeHus 3abonesanus (1C) [2].

Mpn 06BLEKTMBHOM MCCNefOBaHWK OObIYHO BbISBASIOT
6/efHble KOXHble MOKPOBbl C LMAHOTUYHbIM OTTEHKOM.
Ha ¢oHe Tepanuu rMIOKOKOPTUKOCTEPOUAAMMU BO3MOXKHO
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KnuHuyeckue peKkomeHaauum

pasBUTUE KYLLMHIOMAHOIrO CUHAPOMa. [pyaHas KneTtka amdu-
3eMaTOo3HO B3/yTa; xapaKTepHbl TaxunHoa o 80-100/MuH,
OAblllKa C 3anajeHnem MexpebepHbiX MPOMEKYTKOB M BTS-
EHWEM TPYAUHbI, CUMITOM «Kayenew» (3anajeHve rpyavHbl
npu BAOXE B COYETAHUU C YCWNEHHbIM Y4acTMEM B aKTe
ObIXaHUS MbllLL, OGPIOWHOro npecca), 3aTpyAHEHHbIN YaK-
HEHHbIM BblJOX.

lMepKyccus rpyoHOM KNETKM He NPOBOAMTCA AETAM C
OHMT u 3HMT B cBSI3M C PUCKOM WHTPaKpaHuasbHbIX KPo-
BOUBNUAHUN.

Onsa aycKkynbTaTMBHOM KapTuHbl BJ1[ TMNMyHbl ocnabne-
HWe AblXaHWs 1 KpenuTaLuums, oTpaxatowme pa3BuTme nHTep-
CTULUMaNbHOro OTEKa, U NOSIBAIEHME CBUCTALLMX, MENKOMNY3bIp-
YyaTbIX XpPMMOB MPKU OTCYTCTBUM CepaevHON HEAOCTAaTOHYHOCTH.
K nposiBneHnsam 6poHX006CTPYKTUBHOIO CUHAPOMA Y HeAo-
HOLWEHHbIX geTen ¢ BJ1[ oTHOCATCHA TaKxe anu3oabl nage-
HMS caTypauuu KMcnopoga, KIMHWYECKM COMPOBOXKAAEMble
CBUCTALWLMMM XpUNamu, OCNabneHHbIM [AblXxaHWeM, 3aTpya-
HEHWEeM BAOXa M BblAOXa, PUTMAHOCTbIO TPYAHOW KETKM,
nageHneM pacTSKMUMOCTU U YBEIMYEHMEM PE3UCTEHTHOCTH
ObixaTenbHbIX NyTen. Y oTaenbHbix naumeHToB ¢ bJ1, Bo3mo-
JKEH CTPMAOP: B Cllydae ero pa3sutus TpebyeTcs UCKII0YUTb
NOCTUHTY6ALMOHHOE MOBpPENXKAEHUE ropTaHu. Y pebeHKa,
Haxoasueroca Ha MBJ1, TpakToBKa GM3MKaNbHbIX U3MEHE-
HWUM B Nerkux satpygHeHa. KopmneHue asnsietcs 60/blUown
Harpy3kon Ans aTMX AeTer M 4acTo COMPOBOXKAAETCA 3MNMU-
30[aMU CHUXKEHUS OKCUTeHaUMW, a TaKKe CpbIrMBaHUSMU
W yCUNEHWEM CUMNTOMOB AblXaTebHON HEAOCTAaTOYHOCTH.

Mpn pasBUTUK NPaBOXKENyao4YKOBOM CepAedYHOM Heao-
CTaTOYHOCTM NPUCOEANHAIOTCS KapAnomMeranus, Taxmkapaus,
puUTM ranona, renaTtocnieHomMeranus, nepudepunyeckme ote-
KW. JlerovyHoe cepaLe A0MKHO 6bITb 3ano403PeHO, ECN MpH
KapaMomeranuu BbICNYyWKWBAKOTCA WYM TPUKYCNUAANbHOM
peryprutaumm n akueHT |l ToHa Ha nero4yHon aptepuu.

KnuHnyeckasa KaptuHa HoBour popMmbl BJ1/] xapakTepusy-
€TCs ASIUTENbHOM KUCNOPOA03aBMCMMOCTbIO M B TO XKe BPeEMS
CPaBHUTENbHO PEOKMM BO3HUKHOBEHWEM OPOHXO0BCTPYK-
TMBHOTrO cuHApoma. Toraa Kak BJ1[1 AOHOLWEHHbIX YacTo Npo-
TEKAET C A/IUTENbHbIMKU, CTOMKUMM, PESUCTEHTHLIMM K Tepa-
MUK GPOHXOO0BCTPYKTUBHBIMU 3MN304aMU.

AWATHOCTHKA

AHamHe3

Knaccunyeckaa ¢opma BJ1[ passBuBaetcsd 06bIYHO Y
nauneHTOB B pe3yfbTaTe TAXKEN0ro NopayxKeHns nerkux, Tpe-
oyouwero MBJ1 ¢ «KeCTKUMKU pexMMaMu» U BbICOKUMU KOH-
ueHTpauuamm Kucnopoga. Kpome PAC, Takoe nopaxkeHue
NErkmnx y HeAOHOLWEHHbIX AETEN MOXKET cTaTb pesynbTaToM
BPOMAEHHbIX MHEBMOHMMW UK cencuca, BblI3BaHHOIO CTpen-
TOKOKKOM rpynnbl B (Streptococcus agalactiae).

Havyano passutusa BJ11 MOXXHO NpeanonoXuntb 0O6blYHO
K 7—10-mMy OHIO WM3HW, Koraa y pebeHKa, Haxoasuwerocs
Ha UBJ1 no nosoay PC, oTcyTCcTBYET NONOXKMUTENbHAS AUHA-

MUWKa, pa3BMBaETCS CTOMKan AblxaTeibHas HeA0CTaTOYHOCTb
nocne MepBUMYHOrO YNyylWEHUS COCTOSIHWMS, YacTo CBSI3aH-
HOro ¢ BBegeHueM cypdakraHta. Ha Teyenune PAC oTpuua-
TeNbHOE B/IUSHWE MOXKET OKa3aTb HACNOEHWE roCnuTanbHOM
MHPEKLMM C pa3BUTUEM NMHEBMOHMMU.

B otnnume ot geten ¢ Knaccuyeckon BJ1[, KoTopbiM
Tpebyetca MHorogHeBHas MBJ1 ¢ BbICOKMM coAeprKaHuem
Knucnopoga, nauueHTol ¢ HoBon BJ1[ Hepeako B nepBble
OHW W HEeAenn XU3HWU UMEeKT MUHUMasbHYIO NOTPe6HOCTL B
Knucnopoge. N ToNbKO nocne HECKOSIbKUX AHEW WKW Hedenb
(«MepoBbIV MecsiLy) y 3TUX AeTeEN HaYMHAETCA NPOrpPeccupyto-
wee yxyaweHue GyHKLMKU NErknx, KOTopoe xapaKTepuayeTcs
yBEeMYEHNEM MOTPEGHOCTU B BEHTUASUMM WM KUCNopoae,
a TaKXe MNnpu3HaKamu TEKyLLeW AbiXxaTelbHOM HegocTaTou-
HocTU. CnepgoBaTtesnibHO, 0COBEHHOCTbID KIMHMYECKOW Kap-
TMHbI HOBOM BJ1[] Takxe saBNsfeTcs No3gHee, OTCPOYEHHOEe
pasBuTHE KucnopogosaBucumMocTu [8]. AnuTenbHas Kucno-
POA03aBMCUMMOCTb Y TaKMX MaLMEHTOB 4acTo 06ycnoBfieHa
GYHKLMOHUPYIOWMM OTKPLITEIM apTepuanbHbiM MPOTOKOM
nUnun nHdekumen [9].

Y [OOHOWEHHbIX 3penblX HOBOPOXAEHHbIX daKTopa-
MW, npegpacnonarawwmmmn K passutuio BJ1[, asngiotca
CMHAPOM acnupaLumM MEKOHMUS, CENncuc, HO30KOMMWanbHas
NMHEBMOHMS, NEPCUCTMPYIOLWAa JfleroyHas runepTeH3us,
runonnasusa nerkoro, avadparmanbHas rpbixKa, MNPONOHIU-
poBaHHas WBJI, npoBoanmMasi B CBSI3U C XMPYPrUH4ECKUMMU
BMellaTenbCTBamu.

JAwnarHocTuyeckas nporpamma (tTabsn. 6)

Kputepum guarHoctuku

Kputepuu gnarHoctnkun BJ1, nogpasnensatotca Ha KAUHK-
YeCKUe U PEHTIEHONOMNYECKHeE.

KnuHn4yeckne Kputepnn BKIOYAIOT B cebs npebbiBaHue
Ha UBJ1 Ha 1-1 Hef KU3HU U/UNK pecrnmpaTopHyo Tepanuio
nCPAP u ap., tepanuio FiO, > 21% B BO3pacte 28 fHe#
M cTaplue (KUCNopoa03aBUCMMOCTb), a TaKKe Hannuue abixa-
TE€NbHON HEeJOCTaTO4HOCTU, BPOHXO0BCTPYKTUBHOIO CUHAPO-
Ma B Bo3pacTte 28 AHEN 1 cTaplue, 3aBUCUMOCTb OT KUCI0PO-
[la, pasBMBalOLLYIOCS MpPU MPOBEAEHMU KMCIOPOAOTEPANUM
(MBJ1, nCPAP).

PeHTreHo10rn4ecknmm KputepusiMmm SBASIOTCS MHTEPCTU-
LManbHbIM OTEK, YepeayLlnnca ¢ y4acTKamu MOBbILEHHOM
NPO3PayYHOCTM NEero4yHom TKaHu, GMbpPO3, NEeHTOOOPa3HbIe
YNAOTHEHUS.

Ona peHTreHonorMyeckon oueHku BJ1 npepnorkeHa
HOBas npocTas WkKana (Taén. 7), no3sonsawouwas auddepeH-
LMpoBaTh eTen, 3aBUCHUMbIX M HE 3aBUCUMBbIX OT KUCI0opoaa
B 36 Hea MOCTKOHLENTyalbHOro Bo3pacTa, M NnpeacKasatb
peunaMBUMpoOBaHUE PECMUPATOPHbIX CMMMNTOMOB B 6 MeC
KoppurupoBaHHoro sospacta (2C) [10].

PeHTreHonorn4yeckoe wuccnegoBaHue rpyaHON KIETKM
pekomMmeHayeTca npoBoanTb getam ¢ bJ1 8 OPUT HOBOpOX-

Ta6nuua 6. lnarHoctuyeckas nporpamma npu 6POHX0NEro4HON AMCMNasum

06Gs3aTeNbHble AUArHOCTUYECKUE UCCNIeJOBaHUA

JAononHuTenbHble AUArHOCTUYECKUE ucciegoBaHua (Mo NoKasaHUAM)

KnnHn4yecknin aHanna Kposu

Oxokapaunorpadpus

PeHTreHorpaMma rpyaHomn KNeTku

KomnbloTepHas Tomorpadus

MccnegoBaHme KUCIOTHO-OCHOBHOMO COCTOSAHUS

KaTteTepusauus npaBbIX OTAEN0B cep/La U TeCT Ha Ba30PEaKTUBHOCTb

NIero4yHbIx cocyaoB

MynbcoKkcumeTpus

MonucomHorpabus

KoHTponb apTepuanbHOro AaBneHuns

droymeTpus COKOMHOIO AblXxaHns

OneKTpoKapaunorpadus




Ta6nuua 7. PeHTreHonormyeckas LKana oLueHKM 6POHX0NEero4yHon gucnnasumn (moanduumposaHo 13 [10])

Mokasarenb 0 1 2 3 4
Bapytne* <14 14-16 >16 - -
DdU6PO3/NHTEPCTULIMANBbHBIE UBMEHEHUS** Het 1 30Ha 2 30HbI 3 30HbI 4 30HbI
MHOeCTBEHHble
KuncTosHble aneMeHTbI* ** Het ManeHbkune / - -
6onblive

lMpumeyaHue. * — 4nCno 3ajHUX OTPE3KOB pebep Bbilwe anadparmbel GunatepanbHo; ** — doKanbHble 061acTU TMHENHOW UK Yy3N10BOK
NJIOTHOCTM B NpeAenax 30Hbl (1/2 nerkoro ¢ KaXaon CTOpoHbl); *** — npodpayHble MHTPanapeHXMMaTO3Hble MOPaXKeHUs C YETKUM KOHTYPOM.

Ta6nuua 8. PeHTreHonorMyecKkas WKana oLeHKU CTeNeHn TaReCcTM 6poHxonerovyHon gucnnasuun (bJ14) y neten

Bannbi

Mpu3Haku
0-1

2 3

CreneHb NHeBMaTU3aLuu

-~ YMepeHHoe noBsbllleHne
Nero4Hon TKaHu

MoBbIWEHWE, HePaBHOMEPHOCTb

Pe3Koe noBbilieHWE,
HEpPaBHOMEPHOCTb, Gyibl

O6epfHeH,
He aedopmupoBaH

ApPXUTEKTOHWKa JIErO4HOro
PUCYHKa No A0N1AM Nerkux

06eaHeH, ymepeHHo aebopMUpPOBaH,
WUHTEPCTULMI NOAYEPKHYT

Pe3Ko o06efHeH Ha nepudepun,
nedopmupoBaH

MepubpoHxmanbHbie

o HesHauuTenbHble
M3MEHEHUA NETOYHON TKaHU

YMepeHHble, MpocBeTbl 6POHX0B

BbipaxeHHble, NpocBeThI

CYIKEHbI AaedhopMMpoBaHbI

[py6bit GMBPO3 € NpU3HaKaMu

rmnepTeH3nd, Kapamomeranmu

BO3MOXHa Kapanomeranuna

PacnpocTpaHeHHOCTb S o p—— HeBblpaxeHHbIN, 06BbEMHOI0 YMEHbLIEHUS
nHeBmodunbposa yreTey €AMHUYHbIE CNanKu CErMEHTOB, MHOYXECTBEHHbIE
TpaHCNyN1bMOHaNbHbIE TAXM
CepaeyHo-cocyancTble BblpaxeHHas Kapanomeranusa unu
YMepeHHas neroyHas runepTeH3uns,
M3MEHEHUS: neroyHas OTcyTCcTBYIOT runepTpodus NpaBoro xenyno4ka,

NlerovyHaga runepTeH3ns

Pesynbrat oLeHKMU cTeneHmn

TaecTv B Nerkas, 1-5 6annos

CpegHetsxkenas, 6—-10 6annos

Tawenaq, 11-15 6annos

JIEHHbIX He pexe 1-2 pas/Mec; Npu yxyALWeHUn COCTOAHMS,
NoA03PEHUN HA Pa3BUTME NMHEBMOHWUMW, CUHAPOMOB «yTEYKM
BO3ayXa» — valle.

[AvarHocTuyeckue meTofbl

BbicoKopaspewaiwujass KoOMNbloTepHasi Tomorpagpus
(BPKT) nerkunx moxet notpeboBatbes getam ¢ b/, B cneay-
OLLMX CyYasx:

1) npu anddepeHUnanbHON AUarHoCTUKe ¢ ApyruMu GPOoH-
XONIEr0YHbIMK 3a601EBAHUAMM, HANPUMEP, UHTEPCTULIU-
anbHbIMK 3a601EBAHUAMM NIETKKX;

2) NOBTOPHbIX MHEBMOTOPAKCax;

3) 3aaeprKKe KIMHWYECKOrO BbI3AOPOBEHUS U MEPCUCTEH-
LLMN peCnMpaTopHbIX CUMMNTOMOB, HE OGBACHUMbIX THXKe-
ctbto BJ1/;

4) HeobxoanMMOCTH BepndUKaLmMM XpOHMYECKOro 3aboneBa-
HUS nerkux B ucxoae bJ1[, Hanpumep npu Nogo3peHUn
Ha pa3BUTUE 06IUTEPUPYIOLLErO GPOHXMONNTA;

5) AN UCKNOYEHUS BPOXKAEHHbIX MOPOKOB pPa3BUTUS
NErKux.

Ona ob6bekTnBu3aumn gaHHbix BPKT-uccnepoBaHuin B
HacTosillee BPEMS MPUMEHSIETCS OTEYECTBEHHAs PEHTreHO-
flormyeckas Lwkana 6annbHOM OLUEHKM cTeneHu Taxectu bJ1/,
(tabn. 8) [11].

YMeHblIeHWe cyMMbl 6annoB MPOMCXOAMT MpeuMyllie-
CTBEHHO 3a CYET CHUXKEHUS TUNEPUHOAALMN M pacnpocTpa-
HEHHOCTN PUOPO3HbLIX MPOSBNEHU. BmecTe ¢ Tem peHTre-
HOMOrMYECKNE N3MEHEHNS Npu npoBeaeHnn BPKT B Ton nnu
WHOWM CTeneHn ocTatoTes y Bcex 6onbHbIx ¢ BJ1 o aByxnet-
Hero BospacTta M 60see, HE3aBUCMMO OT CTEMEHMU THKECTU
3a6oneBanus (1C).

KnuHmn4ecKuni aHain3 KPOBMU XapaKTepusyeTcs TaKMMu
U3MEHEHUAMMU, KaK aHEMUSA, HEUTPODUNES U F03UHOPUNUS.
AHemua npu BJ1[, conpoBoxgaetcd AedULMTOM 3SpUTPO-
NO3TUHA, XapaKTepU3yeTca KaKk HOPMOXPOMHas, HOPMOLM-
TapHasa rurnopereHepartopHas C OKpallMBaeMbiM XKene3om
B HOpMoOGfiacTax KOCTHOrO Mo3ra, 4To OT/IMYaeT ee OT BTO-
PUYHOM aHEMWUU MPU XPOHUYECKUX 3a00NEBAHUAX U aHEMUHK
HeaoHouweHHbIX [12]. AeTtam ¢ BJ14 B OPUT cneanyeT npoBo-
[IWTb KIMHUYECKUIN aHan13 KpoBKM 2 pa3a/Hes.

NccnefpoBaHne KMC/IOTHO-OCHOBHOIMO COCTOSIHUSI M
MOHHUTOPHUHI OKCHUIreHauMu TIPOBOASATCA B CMOKOWHOM
COCTOSIHUM, TaK KaK Yy KWUCIOPOA03aBUCUMbIX MiafeH-
ueB ¢ BJ11 BO3MOXHbI anu304bl gecaTypauun U rMNoK-
CUU NpU CTpecce, 3HTepasbHOM KOPMIEHWUMU, 4Ype3mep-
HOM BO306yxaeHun, 6poHxocnadme. Kpome TOro, ecnu
onpegeneHne pH v napunanbHOro AaBneHUsa yrnekucnoro
rasa B apTepuanbHoi KpoBu (PaCO,) BO3MOXHO W npwu
nccnefoBaHWK KanuinsapHoOW KpPoBW, TO onpepeneHue
PaO, B KanunnapHom KpoBMW Bcerfja fJaeT NOXHO HU3Kue
3HavyeHud. NaeanbHbIM O/ MOHUTOPWUHIa OKCUreHauuu
ABNFETCA TPAHCKYTaHHas nylbCOKCUMETPUSA. [leTn ¢ BbICO-
KOW NIero4yHon runepteHsnen u AamtenbHON KUCIOPOAHOM
3aBUCUMOCTbIO HYXJalTCA B MPOSIOHIMPOBAHHOW My/bC-
OKCUMETPUM.

AneKTpokapauorpagpus no3BonseT BbISBUTb MPU3HAKK
neperpysKku, runeptpodunmn npasbix OTAENOB cepjla, BbICO-
Kun 3y6el, P npu ocnoxkHeHnmn BJ1[1 nerovyHom runepteH3nen
(JIN). B 1O e Bpemsa B HOpMe pedynbTaT UCCNefoBaHUsA He
UCKIIOYaeT Hanuuuga Taxenon JII. dnexktpoKapauorpadus
MMEET HeAoCTaToYHble YYyBCTBUTENLHOCTb W MOJIOXUTENb-
HYIO MPOrHOCTUYECKYID LIEHHOCTb AN BbIABIEHUSA TUnep-
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KnuHuyeckue peKkomeHaauum

TpodmKn NpaBoro xenyaoyka Kak mapkepa JII, 1 noatomy
He JOMIKHA UCNOMIb30BaTbCs B KA4YEeCTBE METOAA CKPUHMHIa
passutus JII (2C).

3xokapaunorpagus npoBoAUTCA B pexume gonniep-
OxoKTI ¢ onpegeneHMem KPOBOTOKa Yepes3 OTKPbITbIM apTe-
puanbHbIM NPOTOK U Ana anarHocTuku JII. IxoKIl aBngaetca
OCHOBHbIM HEWHBA3WBHbIM METOAOM PaHHEeW AMAarHoCTU-
Kn JII. OxoKapauorpadmn4yecKkum KpuTepuem BO3MOXKHOM
NI, cornacHo pekomMeHaauuam EBponenckoro ob6lue-
cTBa Kapauonoros (European Society of Cardiology, ESC)
n EBponenckoro pecnupaTtopHoro oébuwectsa (European
Respiratory Society, ERS) no guarHoctuke u nedvenuto JII
(2009), gaBnsaeTca MoBbIWEHWE CUCTOIMYECKOro [aaBJie-
HUS B NlerovyHomn aptepum go 37—-50 MM pT. CT. CO CKOpPO-
CTblO TPUKyCcnuAanbHOW peryprutaumm 2,9-3,4 m/c, npu
HaMM4YUU UKW OTCYTCTBUM LOMONHUTENbHbIX Npu3Hakos JII
[13, 14] (2C). lMpn OTCYTCTBMM KOMIMYECTBEHHOW OLIEHKM
Hanuuuns JII ¢ NOMOLLbIO M3MEPEHUSA AIMHbBI CTPYM TPUKY-
cnuaanbHOW peryprutaumm y nauneHTtos ¢ bJ1[1 KayecTBeH-
Hble XapaKTepUCTUKM, BK/OYas yBelM4yeHue pa3MepoB
npaBoro npeacepavs, runepTpoduio 1 gunataumnio npa.o-
ro »enyaoyka, Aunatauuio 1eroYyHomn apTepuu, ynnoweHue
MEXKENYA0YKOBOW MEPEropoaku, He MOrytr obecnedyuTb
XOPOLLYIO ANarHOCTUYECKYIO LLEHHOCTb Ans BbiaBaeHus J1T.

HenoHOWeEHHbIE HOBOPOX/AEHHble B BO3pacTe MeHee
26 Hep HaxoaaTcs B rpynne BbICOKOrO pUCKa pa3BUTUS NO3a-
Hen JII. Kpome Toro, Ha npeamet JII 4omKHbl ObiTb 06Cne-
[l0BaHbl HOBOPOXAEHHbIE 6€3 BblPaXEHHOIo KIIMHWUYECKOrO
yAyyLWeEHKUs], YTO NPOSBASETCH COXPAHEHUEM U/WUWN YCUNEHW-
€M NoTpebHOCTU B KUCIIOPOAE € BbICOKUM FiO,. lpyrum cno-
cob6oM cKpuHuHra JII aenaetcs nposeaeHne IxoKl Kaxgomy
nauneHTy co cpeaHeTsenon/Tsxenon bBJ1 B 36 Hepq KB,
TO eCTb Hy)KAaloLLeMYCS B 3TOM BO3pacTe B KUCNOPOAoTePa-
nuu (2C) [15].

KareTtepu3sayus cepauya M Tect Ha Ba30peaKTUBHOCTb.
Kputepuem Hanunumsa JII npu BJ1[, no gaHHbIM KaTeTepu3a-
LMW NpaBbIX OTAENOB cepALa, ABASeTCs NoBblILLEHWE CpeaHe-
ro AaBfeHus B nerovyHon aptepuu (cpdJ1A) > 25 MM pT. CT.
W MHAEKCA PE3NCTEHTHOCTU NEMOYHbIX COCYA0B > 3,0 eanHuL,
Byaa (WU) M2 npu ABYXKENyOOYKOBOM KpOBOOGpALLEHNH
[16]. NMpoBeaeHMe KaTeTepusaLmm cepala v Tecta Ha Ba3o-
peaKTMBHOCTb peKoMeHayeTca nauneHtam ¢ bJ1 B cnepyto-
LMX KITMHUYECKNX CUTYaLMSIX:

1) Npu NEepCUCTUPYIOWMUX NPU3HaKax TAXKENoro Kapauope-
CNMpaToOpHOro 3abofieBaHNs, He OTHOCSALIMXCS Hanps-
MYIO K 3a60/1€BaHUI0 AbIXaTeNbHbIX NyTEN;

2) BEpOSTHOM MK aoKa3aHHoM JII, HecMOTpPs Ha oNTUMalsb-
Hoe ne4vyeHune 3aboneBaHus nerkux, JIK 1 conyTcTBYOLWMX
NaToNOrMYECKUX COCTOSHNI;

3) MoAo3peHunn Ha «HenponopuMoHanbHyo» JII, XxapaKtepu-
3YIOLLYIOCS OAbILKOW, HEAOCTAaTOYHO O6BbACHMMOW Mnopa-
EHWEM nerkux, nokazatenem cpdJ1A = 40-45 mm pT. CT;;

4) yacTblX 3anM3o4ax NpaBoXKenyg04KOBOM HEAOCTAaTOYHOCTH;

5) peumamBuUpyOLWMX OTEKAX NErKuX;

6) OTCYTCTBUM 3xOoKapauorpadpuyeckux Kputepues JII npu
HaMYUKU KIMHUYECKUX MPU3HAKOB, HE MO3BONAIOWMX
MCKNoYUTb J1T;

7) YTOYHEHMM MOKa3aHWM ANA Ha3HA4YEeHUs XPOHUYECKOM
cneundunyeckon Tepanuu JII (Basogunaratopamu);

8) anga guarHoctuku JII' y naumeHToB, KOTOPbIM MOKa3aHo
XUpypruyecKkoe nedenue [13, 14].

Kucnopoa asnsietcsa «npenapatomMm Bbl6opa» AN OLEHKM
PEaKTMBHOCTM COCYAOB fierkux, 6e3onacHbiM B WMCMNO/b30-
BaHuK. Ecnm nocne 5-10-MUHYTHOW MHranauuu Kucaopoaa
¢ FiO, > 0,8 oTmMeyaeTca nonoxurtenbHasa (Ba3ogniaTaLmoH-
Has) peakuus, TO HUKaKUX AaNbHENLLMX MeAUKaMEHTO3HbIX
TECTOB Ha Ba30peaKTUBHOCTb He TpebyeTcs.

KoHTponb cucTeMHOro aprtepuasbHOro jaB/ieHUs
PEKOMEHIYETCS KaK Ha CTauMOHapHOM 3Tane, Tak U npw
KaXkagoM aM6ynaToOpHOM BW3WTE MauMeHTa B CBS3WM C BO3-
MOXHOCTbIO TaKOro ocnoxkHeHus bJ1, Kak cuctemHas apTte-
puanbHas rMnepTeH3ns.

MonucomHorpagusa. loKasaHWa K ee MPOBEAEHUIO
onpeaensaiTca rectauuMoHHbIM BO3PacToM WM HalW4MeMm
nepuoamMyecKoro AblxaHWs WAM 3NUM3040B anHo3. llonHoe
nccnefoBaHue XenaTenbHo NpPY NOSBAEHUU, MOMUMO anHo3,
TaKUX CUMMNTOMOB BO3MOXHOW OOGCTPYKLMW BEPXHMX AblXa-
TeNbHbIX NyTen, Kak 6paanKapamsa Bo cHe u xpan [17].

droymeTpuss CNOKOHMHOIro AbixaHusl. Pernctpauus
pecnuMpaTopHOro natrepHa B COCTOSHWN €CTECTBEHHOIO CHa
pebeHKa (6e3 HeoOXOAMMOCTU COTPYAHMYECTBa NauMeHTa
C uccnegoBaTtenem) No3BONSET OLLEHWUTb NapamMeTpbl QyHK-
LMK BHellHero abixaHus y aeten ¢ bJ11 B nio6om Bo3pacTe
B PEMWUCCUM UK NPU 0BOCTPEHUM BGPOHXONErOYHOro MpPo-
uecca, 4YTO MOXET OblTb MCMO/b30BAHO [N KOPPEKUMH
OPOHXONUTUYECKOM Tepanuu, a TakkKe B MPOrHOCTUYECKUX
uensx [18].

AUODEPEHLUUANBHASA AUATHOCTUKA

OnddepeHumanbHaa gMarHoCTMKa NPoOBOAMUTCS C BUPYC-
HbIMKW, 6aKTepUanbHbIMKU, TPUOKOBLIMKU MHOEKLUAMMU (MHEB-
MOHUAMW, B TOM YMC/€ MUKPOACMMPaLMOHHBIMKU, CENCUCOM,
octpbiM PAC, BpOXAEHHbIM Ty6epKynesom), CUMHAPOMOM
acnupauunm MEKOHMS, BPOXAEHHbIMW MOpOKamMu cepaua
M KPYMHbIX COCYAOB (Hampumep, ToTalbHbIM aHOManbHbIM
[PEHaXOM JIerOYHbIX BEH), MEPCUCTUPYIOLWEN NEero4yHomn
rMnepTeH3nen HOBOPOXKAEHbIX, NEro4Hon NMmMdaHrmoak-
Tasnen, MyKOBWUCUWMAO30M, AedUUMTOM cypdaKTaHTHOro
npoteMHa B, 0OCTpyKUMEN BEPXHWX AblXaTebHbIX MNyTew,
UMMYHOAEDUUMTHBIM COCTOSIHUEM, racTpo3asodareanbHbiM
pedIlOKCOM, TPaxeobpoHXOMansLnen.

Tsxenas uHTepcTMUmManbHaa aMmbusema Ierkux u npnood-
peTeHHas nobapHas aMpur3ema (cneacTBue rpaHyasaLmmn 6poH-
XO0B), pa3BuBaloLLMecs y feten, Haxoaawmxcs Ha MBI, moryT
CUMYNMpoBaTb PeHTreHorpaduyveckyio KaptuHy BJI1 yxe
B NepBble 3 Hep Xu3Hu. B o e cpoku BJ1[, 6biBaeT Tsxeno
OTIMYMTL OT 3aTAHYBLUENCA CTaauu BbidgopoBnenuns ot PAC,
NMHEBMOHWK, IEFOYHOIO KPOBOTEYEHUS. KUCTO3HbIV/Bynnes-
HbI NATTEPH Ha PEHTreHOrpaMmax OpraHoB rPYAHON KNETKM
y aeten ¢ BJI[ TpebyeT MCKNOYEHUS TakKXe BPOXKAEHHOM
KWCTO3HOM aleHOMaTO3HON ManbdopMaLuu.

Mocne 3 Hep »un3HKM popmupytowasncs BJ1L moxeT noTpe-
60BaTb AMdpdepeHLmanbHOro anarHosa ¢ gpyrumu ¢opMamu
XPOHWYECKUX 3aboneBaHUM NErKMX y HOBOPOMKAEHHbIX —
cuHApoMoM BunbcoHa—MUWKUTU, XPOHUYECKOW NEr0YHOM
HEeAOCTaTOYHOCTbIO HEAOHOLWEHHbIX, O06AUTEPUPYIOLLUM
6poHxmonutoM. Kpome TOro, npu4yMHamMmm XxpoHM4eCKOM 3aBu-
CUMMOCTU OT pecnupaTopa W/wnnM NoTPeBGHOCTU B BbICOKMX
KOHLIEHTpaLMaX KUCIOpoAa MOTyT 6blTb OCTEONEHMS U PaxuT
HEOHOLWEHHbIX, aCPUKTUYECKan AUCMNIa3uns rpyagHon Knet-
Kn (cuHapom }eHa), CMHAPOM BPOXAEHHOW LeHTpanbHOM
rMNOBEHTUAALUMMU («NPOKNATbSA YHAWHbI»), BPOXAEHHAs rMmno-
nnasus nerkux. MocnegHsasa mMoxeT ObiTb CBSiI3aHa C BPOXK-
NEeHHOW avadparmanbHOW TrpbiXKen, cuHapoMoM [loTTepa
(coyeTaHre BPOXAEHHbIX MOPOKOB Pa3BUTMA MOYEK, Maso-
BOAMS, TUMOMNAa3nn NIEFKUX U XapaKTePHOro peHoTmna), 4iu-
TeNbHbIM ManoBOAMEM, OTE€YHOW POPMOW FreMONIUTUYECKOMN
60Ne3HN HOBOPOXAEHHbIX, BPOXAEHHOW MapBOBUPYCHOM
B19-nHdeKunen, Apyrumu NnpuinHamm.

CnoxHocTb aAvddepeHLnanbHOro anarHo3a co BCEMM
nepeyncneHHbiM1M 3ab0neBaHUsIMM CBA3aHa C BO3MOXHO-
CTbl0 WX OAHOBPEMEHHOro Haauyusa y OoAHOro 60SIbHOro
n KoMopbuaHoctbto ¢ BJI. BaxHenwum npu nposBeaeHunm
andodepeHumnanbHoro anarHosa bJ1[ ¢ gpyrumu pecnupa-



TOPHbIMU 3a607EBAHUAMMN SBNSETCA YHET AUArHOCTUYECKMX
KpuTtepues BJ14.

Cpean XpoHWYecKux 3aboneBaHun nerkmx bBIA and-
depeHUMpyIOT ¢ BPOXKAEHHBIMM MOPOKaMW pas3BUTUSA ner-
KUX, 06IUTEPUPYIOLLMM BPOHXMOIUTOM, IMDUIEMON NETKUX.
OaHaKo, Haubonbline TPYAHOCTU Bbi3blBAeT AMddepeHLmn-
anbHaa guvarHoctuka bJ14 ¢ apyrMmu MHTEpCTULMANbHbIMK
3a601eBaHUAMM NETKNUX, CBONCTBEHHBIMWU HOBOPOXAEHHbLIM
OEeTAM M AeTsaM rpyaHoro BospacTta, — HEWPOIHAOKPUHHOM
KNETOYHOWN runepnnasven mnageHues (A06poKaYecTBEHHOE
TaXMMHO3 MAAfEHLEB), NEroO4YHbIM UHTEPCTULIMANBHBIM n-
KOreHO30M, BPOXAEHHbIM JIEFO4YHbIM aNbBEOASPHBIM NPOTe-
MHO30M, anbBeONSAPHO-KanunsapHon aucnnasven [19, 20].
He3ameHuMyto nomMollb B anddepeHumanbHON gnarHocTuKe
WMHTEPCTULMANbHbBIX 3a60/1eBaHUi NErKnx OKa3blBaeT KOM-
nbloTepPHas Tomorpadus OpraHoB rPyAHOM KIETKU; B page
cllydaeB MOXeT notpeboBaTbCs NpoBeaeHne 6Uoncun ner-
KWX, FTEHETUYECKOE UCCNnefoBaHue.

TEPANMUA U MPODUJIAKTHKA

BpoHxoneroyHaa aucnnasva TpyaHO MoafdaeTca feve-
HUIO, MO3TOMY 0CO60€ BHMMaHME AOMKHO ObITb HanpaBieHO
Ha ee NPoPUNaKTHKY.

CnoxHocCTb agnarHocTnkun bJ1[, a TakKe Noaxo40B K npo-
dunaKTMKke “ Tepanuu onpeaensieTcs BO MHOIOM CpoKa-
MW yCTaHOBNEHMS OMArHo3a (He paHee 28 CyT XKMU3HW).
HanpaBfieHHOCTb dapMaKoNorM4eckux BO3AEUCTBUW nNpu
BN/l o6ycnosneHa Hannynem y 60/bHbIX MEPCUCTUPYIOWErO
OTeKa Nerkux, rmneptTpodum rnagkmnx Mol 6GPOHX0B U BPOH-
XManbHOW rMNeppeaxkTMBHOCTH, BOCNANMUTENbHOMO npoLecca
B JIEMKMUX, MOCTOSIHHbIM AEWCTBMEM MOBpexaalolmnx GaKkro-
POB M TEYEHMEM MPOLIECCOB penapaLmm.

Huke paccmaTpuBaloTcs BMmellaTeNnbCcTBa, B OTHOLWeE-
HUW KOTOPbIX NOJTy4EHbl JOKa3aTeNbCTBa, YTO OHU CHUXKaIoT
yacTtoTy pa3sutusa BJ1[ unu nmerot Kakne-nmbo apyrue Bax-
Hble KIIMHWYECKME NpenmyLecTBa*.

OdPDEKTUBHOCTD LIENOro psaa TpaguLUMOHHO MUCnonb3ye-
MbIX BMellaTenbCcTB y aeten ¢ bJ1 He noaTBepKaeHa ¢ No3u-
UMM OOKa3aTeNbHOW MeAMLMHbl (aHTeHaTaslbHble BMella-
TEeNbCTBa, AMYPETUKM, 3aKPbITUE OTKPLITOro apTepuanbHOro
NPOTOKA, aHTMOKCUAAHTbI, OKCUA a30Ta, MUTaAHWE, OrpaHu-
YeHMe KUAKOCTU, KPOMOHbI), MO3TOMY B AaHHbIX PEKOMEHAa-
LMSIX OHM He paccmaTpuBatoTcs. Kak addeKkTnBHOE BMelLa-
TEeNbCTBO B HacCToOAWEEe BPEMS PaCLLEHMBAETCH BUTAMUH A,
OfHaKO napeHTepanbHas ¢opma, B OTHOLWEHWU KOTOPOM
nony4veHbl goKasaTenbcTBa 3PPEKTUBHOCTH, HE 3aPErUCTPU-
poBaHa K npumeHeHuto B Poccuickon depepauuu.

CPAP/meToguka INSURE. TakTuka paHHero Hava-
na CPAP un cenektnBHOro BBeaeHus cypdaKrtaHTa 6onee
adpbdeKTUBHA, YEM PYTUHHOE MpoBeAeHUe MNPOoPUNAKTUKK
y AeTen, NOCKOJIbKY CHUXKaeT Heob6X0AMMOCTb MHTy6aL K,
a TaKXe PUCK CMepTenbHOro ucxoga n/unu passutna bJ1
[21-23].

MpoBeaeHuns MBJ1 MOXXHO M36exaTb NpyM UCMNOJSb30Ba-
Hun TexHnkn INSURE (INtubate—SURfactant—Extubate to
CPAP, NHTy6auma—CypdaKkTtaHT—IKCTy6auus ¢ nepeBoaom
Ha CPAP): B paHAOMMW3UpPOBaHHbIX UCCNeaoBaHUsX 6bl10
NOKa3aHo, KaK AaHHas TaKTUKa CHUXKaeT noTpebHocTb B MBJ1
M YacToTy nocneaytouiero pazsutua bJ1 [24, 25] (1B).

HefoHOWEHHbIM HOBOPOXKAEHHbIM C reCTaLMOHHbIM BO3-
pactom > 28 Hel MOXET OblTb BbIMOMHEHA 3KCTy6auusa C
nepesogom Ha CPAP unun Ha3anbHyl0 BEHTUISLIMIO C Nepeme-
Xatolmmces nonoxuTenbHbiM gasneHnem (Nasal Intermittent

Positive Pressure Ventilation, nIPPV) cpagdy nocne BBeaeHuns
cypdaKTaHTa, NpyM 3TOM HEO6XOAUMO MPOBECTU KIIMHUYE-
CKYl0 OLLEHKY OTHOCWUTENbHO MEPEHOCMMOCTM AaHHOM Mpo-
Liefypbl 418 Kaxaoro nauueHTa [26] (2B).

UcKyccTBEeHHaA BEHTUAALUSA Nerkux. MNpogonxkutens-
HocTb MBJ1 1 abixatenbHble 06beMbl cnegyeT MUHUMU3UPO-
BaTb ANS TOro, 4To6bl MakCMManbHO CHU3WUTbL MOBPEMKAAIO-
liee gencTBue Ha nerkue [26] (1B).

CTpaTternsi obecnevyeHmnss CMHXpPoHU3MpoBaHHOW WMBIJT ¢
LueneBbIM AblxaTenbHbiM 06bEMOM MNpeacTaBaseTcs Hanbo-
nee adPEKTUBHON TAKTUKOW NpeaoTBpalleHUss CMEPTHOCTH
n BJ11 y HOBOPOXAEHHbIX AeTen, Haxoaswuxcs Ha WBJI
[27, 28]. CneayeT ncnonb3oBaTb BEHTUNALMIO C LENEBbIM
AblxaTeNlbHbIM 06BbEMOM, TaK KaK 3TO COKpallaeT npogon-
YUTENbHOCTb BEHTUNALMU U CHUXKAET PUCK pa3Butua BJ14
[26] (2B). MNpu npekpaweHnn MBJ1 uenecoobpasHo gony-
CTUTb HEKOTOPYIO CTEMEHb rmnepKanHum npu pH > 7,22 [26]
(2B). Cnegyet naberatb rMnoKanHWK, TaK Kak OHa cBA3aHa
C MOBbIWEHHbIM PUCKOM pa3BuTusa BJ1] n nepuBEHTPUKYNSAP-
HOW nemkomansuunu [26, 29] (2B).

KoHTponb oKcureHayuu. Heob6xoanMmbiM ycrnoBrMem npo-
Be[lEHUS OKCUreHOTepanuun SBASETCA HEMPEPbLIBHbIA MOHM-
TOPWHI OKrcureHaumMm MeToA0M MySbCOKCUMETPUN C MEPBOM
MWHYTbl }W3HKU (1B). [Ana mMakcumanbHOW WMHPOPMATUBHO-
CTW AaT4MK NyNbCOKCMMETpa yCTaHaBAMBaeTcs B 06/1acTb
3angacTba UM Npeannedbs npaBov Pyku pebeHka (npe-
AyKTanbHo). Mcnonb3oBaHWe MyNbCOKCMMETPUM MO3BONSET
CBOEBPEMEHHO BbIABNATb M NpeaynpexaaTb Kak runo-, Tak
W runepokcemuto. N36bITo4HOE BO3AENCTBME AOMONHUTENb-
HOMO KMCNOpOAa Y HEAOHOLWEHHbIX AeTer YETKO CBA3aHO
C pa3BUTMEM peTMHONnaTUM HeaoHoweHHbIX U BJ1[ [30, 31]
(2B). JokasaHo, 4T0 ypoBeHb SatO, < 90% y aeten ¢ BJ14
yMeHbllaeT 4YacToTy GOpMMPOBaHUSA pPEeTUHONATUU Hepo-
HOLWEHHbIX MPaKTU4eCKM B 2 pasa, OAHAKO CMEepPTHOCTb
npu 3TOM yBeM4YMBaETCs, OCOOGEHHO Y AETEN, POXKAEHHbIX
[0 27-1 Hep rectaumnn [32, 33]. Takum 06pa3oM, Y HeJOHO-
LWEHHbIX AETEN, NoNy4atoLlmMX KUCIopoa, LLeneBon aManasoH
SatO, ponxeH HaxoauTbes B npepenax 90-95% [24] (2B).
0O6bl4HO SatO, B npegenax 90-95% rapaHTUpyeT ypoBeHb
Pa0, > 45 n < 100 mm pT. cT. [ocne BBeaeHns cypdaKTaHTa
cnefyet usberatb rMNEPOKCUMYECKOro MMKa MNocpeacTBOM
obicTporo cHuxenua FiO,. Crnepyer wnaberatb KonebaHWK
SatO, B noctHatanbHoM nepuoge [26] (2C).

OTaenbHyto rpynny cocTaBnsaoT nauneHTol ¢ BJ1, ocnox-
HeHHown JII. Kncnopopotepanus aBnseTca tepanuen Bolbopa
1 Hanbonee NaToPmM3nONOrM4eckn 060CHOBAHHBIM METOAOM
neyeHuns naumeHtoB ¢ BJ1, ocnoxHeHHon JII, KaK U npwu
apyrux BapuaHTax JII, cBaA3aHHOM C runokcemuen [13].
MmaBHbIMK addeKTaMn Knucnopoga npu JII aBASOTCS neroy-
Has Ba3ogunaTtaums U yMeHbLIEHWE NEro4YHOro CoCyancToro
conpoTtusnenus. NMaunentam ¢ BJ1 v Taxkenown JII, KoTopble
He MOryT noaaepxmBaTb G/U3KUIN K HOPME YPOBEHb BEHTU-
NIALUMK UK HYXKAQIKOTCA B BbICOKMX YPOBHAX FiO,, HecMoTpsa
Ha NPoOBOAMMOE KOHCEpPBATMBHOE feyeHne, npeanoyteHme
B CTpaTerMn AanbHenLero neyvyeHus [OMKHO oTaaBaTbes
nponoHruposaHHon UBJT [14] (2C).

HenpepbliBHasa 40OArocpoYHas KMcnopoaoTepanus noka-
3aHa nauunerTtam c JII npu PaO, < 60 MM pT. CT., pa3su-
TUM TUMNOKCeMUKM € noKasatenamun SatO, < 94% [13] (2C).
Mpu 3HaveHunax SatO, < 92-94% y naLMeHTOB C JIEro4HOM
rMnepTeH3nen BO3MOXHO GOPMUPOBAHKE NEro4HOro cepa-
Ua Ha ¢oHe ANUTENbHOW Ba30KOHCTPMKLMKU. [MNoKcemus,
KaK nepuvoauyecKkas, Tak W NPOAOHTMPOBaHHas, SBAsSeTcs

*  KMcnonb3oBaHue B Tepanuu npenapaTos, He pa3pelleHHbIX K NPUMEHEHUIO y AeTei cornacHo MHcTpyKkuuu (off label), BO3MOXHO ¢ pa3pe-
LweHus JTIoKanbHOro 3aTMYECKOro KOMUTETa MEAULIMHCKOM OPraHmn3aLunmn Npu Hanmynn MHGOPMUPOBAHHOMO Cornacus poauTenemn u pebeHka

B BO3pacTe cTaplue 14 nert.
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KnuHuyeckue peKkomeHaauum

Ba*KHOW NpuynHOM nepcucTtupytolen NI y 6onbHbix ¢ B,

MoMeHTanbHas OLEHKa YPOBHSA OKCUreHauuu (<KOHTPOJibHas

npoBepKa») HefJocTaTo4Ha A/19 PeLEHNs BOnpoca O Konnye-

CTBE HEOOXOAMMOro KUcnopoaa ansa Tepanuun. B aton cBs3u

0YeHb BaXKHbIM ABMASETCH NPOBEAEHWME MPOLOMIKMTENbHOM

nynbCoKcumeTpuu [14].

Mcnonb3oBaHne Kucnopoga y O60/bHbIX C XpOHMYe-
CKOW TMMOKCEMMWEN AOMKHO OblTb MOCTOSHHbIM, AUTENb-
HbIM (He MeHee 15 4/cyT), C NPOAO/KUTENbHON MYNbCOK-
CUMETPUEN, N MOXKET NPOBOAMUTLCS B JOMALLHWUX YCNOBUSAX
C MCMNOMb30BaHUEM KOHLEHTPATOPOB Kucnopoaa («auTenb-
Has AoMallHAs KucnopoaoTepanus»). AbdeKTbl AoOMalLHEN
Kucnopogotepanuu y geten ¢ bBJ1[, NOMMUMO ymMeEHbLIEHUSA
cteneHn JII, npaBoxenyao4KoBon cepaeyHon HeOCTaTOYHO-
CTW, OAbIWKM, BKOYAIOT B ce68 yaydLleHne pocTa 1 penapa-
LMW NErKUX, KavyecTBa XU3HU, NpodunakTnuky passutmng J1C
M BHE3anHoW MnageH4yeckom cmeptu [B]. Nepen Ha3HaYeHK-
eM ANUTENbHON Kucnopogotepanum Heo6xoaMmMo ybeanTbes,
4YTO BO3MOXHOCTM MeAMKaMeHTO3HOW Tepanuu BJ1[ anq
nauneHTa ncyepnaHbl, U MakCcMManbHO BO3MOXKHas Tepanus
He NPUBOAMWT K NOBbIWEHMIO YPoBHS SatO, Bbllle norpaHuny-
HbIX 3HavyeHun [34].

B Knucnopogotepanuu HyxaatoTca TakKe nauueHTsl ¢ b1,
ocnoxkHeHHou JII n rMnoKceMuen, BO BpemMs aBManepeneTon
npu SatO, < 92%. Y nauneHToB c ypoBHeM SatO, 92-94%
AN NPUHATUS peLleHns 0 Heo6Xx0AMMOCTH KUcopoaoTepanuu
BO BpPeMs aBuanepeneTa peKoMeHayeTcs NpoBeaeHne rmnoK-
CMYECKOro NpoBOKaLMOHHOro Tecta. Ecnn nepenetr Heobxo-
aum, To ans geten ¢ BJ1[1, HaxoasLWmMXcs Ha NOCTOSTHHOW KUCAO-
poaoTepanuu, 4o3a Kucnopoda nogéupaercs B 6o0anuKamepe.
HepoHolweHHble AeTM Npu NPUCOEAUHEHUN PecnUpaTopHOM
MHOEKUMM He OOMKHbI NoABepraTbCa nepenetam B TeYeHue
6 MeC KOppPUrMpoBaHHOIro Bo3pacTa B CBA3W € NOBbIWEHHbIM
PUCKOM arnHo3 B runokcuyeckon cpege [35] (2B).

ANropuTtm oT/ly4eHuUs oT Kucnopogaa. OtnyvyeHune pebeH-
Ka OT Kucnopofa Moj KOHTPONEM MoKasaTefen rasoBoro
cocTaBa KpOBW SIBASIETCS MPUOPUTETHLIM HanpaBieHWeM
MeauMUMHCKON nomMolwm aetam ¢ bBJ1 B oTaeneHnun BbiXxamu-
BaHMsA. [MMOKCEMUS — OCHOBHas MpUYMHa KapAvOBacCKy-
NIIPHbIX PACCTPOUCTB (N1€ro4HOM FMNEpPTEH3UM U NIEFOYHOrO
cepaua), HU3KUX TEMMNOB poCTa M PasBUTUSA LIEHTPaibHOM
HepBHOW cucTtembl y aeten ¢ BJ1. NoMnUMO 3TOro, HEKop-
pUrMpoBaHHas TMNOKCEMWSA MOBbIWAET YacToTy CUHAPOMA
BHe3anHoMm CMepTW MNadeHLeB W 3NM3040B anHol, SBAS-
SICb O4HOW M3 MPUYMH MOBTOPHOro nepesoda aeten ¢ bJ1[,
B OPUT. Mpwn oTny4yeHnn oT Kncnopoaa Heob6xoanmMo npuaep-
MBATbCH CNeaytoWwmnx NPUHLKUMNOB.

1. lNpeanoyteHue cnedyeT oTaaTb KUCNOPOAOTEPANNMN Yepes
HasalibHble KaHlonu 4na nogaepxanuna SatO, 90-95%,
ayaeten ¢ JII /neroyHbiM cepauem — He Huxe 92—-94%.
YpoBHu SatO, fo/IKHbI 6bITb CTabU/IbHLI BO BPEMS KOPM-
NIeHns, CHa 1 604PCTBOBAHUS.

2. B cnyyae ctabunbHOro coctosHus pebeHka ¢ bJ11 nonbiT-
Ka NpeKpaLeHns AONONHUTENbHOM OKCUMIreHaLMn HaymHa-
eTcA noj KoHTponem SatO, nocre AblxaHns aTMOChHEPHbLIM
BO34yXOoM B TeyeHue 10 MuH ¢ nHTepBanom 2 Heja.

3. Ecnan kucnopogosaBucumble getn 6e3 JII moryt noa-
fepxuBaTb SatO, B npegenax > 90% npwu AbIXxaHUU KOM-
HaTHbIM BO34yXOM B TeyeHue xoTs 6bl 40 MUH, TO MOXKHO
NPOBOANUTL MOMbITKM OTAYY4EHWUS MX OT AOMONHWUTENBHOIO
Kucnopoga.

4. Ecnn ypoBHM SatO, HopMmasbHbl, KucnopoaoTepanuio
npekpawaT BO Bpemsi 604pCTBOBaHMSA, HO MNPOAOS-
)KaloT BO Bpems cHa. lNpu 3aToM BeaeTcs MOHWTOPUHI
3HavyeHun SatO, C 3annCblo Ha MPOTAXKEHWUU BCEN HOYMU.
HopmasnbHble ypoBHM SatO, BO BpeMs CHa SBISIOTCA
KpUTepuem 415 OTMEHbl KMCNopoaoTepanmu.

5. B ToM cnyyae, ecnu nocne OTMEHbl KMcnopodoTepanuu
naumneHT UMeeT HU3Kyto NpubaBKy B Bece (< 15-30r/cyT),
HECMOTPS Ha TMNEPKaNoOPUIHYIO ANETY, KPYrIoCyTO4YHas
KucnopoaoTepanus AonxHa BO30GHOBUTLCS, T. K. HU3Kas
npubaBKa B BeCe — KJIOHYEBOW M HAOEXKHbIN KPUTEPUNI
HanM4ms aNN3040B TMNOKCEMUM.

6. [peKpallaTb KWUCIopoaoTepanuio peKomeHayeTcs npu
CTabWIbHOM COCTOSIHUM NaLMEHTa, TOSIbKO NOCne OTMEHbI
LMYPETUKOB M CUCTEMHbBIX [MIIOKOKOPTUKOCTEPOUAOB.

7. Tlpn HEBO3MOXHOCTU BbINMUCKN pebeHKa 6e3 A0MOonHu-
TeNbHOro KMcnopoda cneayet ncknodatb JII, ractpoaso-
dareanbHbln pednioKC, 3NU304bl MWUKpoacnupauuu,
HeanarHoCcTMpOBaHHble 60ne3HKn cepaua [34].
MeTunkcaHTuHbl. Tepannsa KOPEWHOM [OJIKHa OblTb

4yacTblo CTaHAAPTHOroO yxoda 3a ry60oKO HeAOHOLEHHbIMU

netbmu ¢ PC, TaK Kak cnoco6CTBYET yCMELWHOoM 3KCTy6aLmm

N CHWXEHUIo YacToTbl popmupoBanus bJ1 [36, 37] (2A).

Y MnageHueB C anHo3, a TaKXe C Lenblo obnerye-
HUA npeKpalleHns WMBJ1 cnegyeT NpUMeEHsATb KodpeuH [26]
(2A). CnepnyeT TaKKe pacCMOTPETb NPUMEHEHUe KodpeunHa y
BCEX M/IafeHLIEB C BbICOKMM pUCKOM HeobxoaumocTtn UBJI,
Hanpumep ¢ BECOM Mpu poxaeHun < 1250 r, KoTopble Haxo-
OSTCA Ha HeMHBa3WBHOW BcnomoraTenbHon UBJT [26] (2B).

B Poccuitickon depepaumm He 3apeructpupoBaHa Gpop-
Ma KodewHa B BMAe UMTpaTa; OOCTYMHOW aBnseTca 6eH-
30aT-HaTpueBas conb KodeunHa (MHH: KodbewH, kog ATX:
NO6BCO1), KOTopyto peKoMeHAyeTcs Ha3dHavyaTb BHYTPUBEH-
HO M3 pacyeTa Harpy3o04Hon Ao3bl 20 Mr/Kr 1 NoaaepunBa-
ouwen — 5 mr/Kr B 1-2 npuvema. HasHavyatb KOdDeWH cne-
[YEeT KaK MOXHO paHblle — C NePBbIX CYTOK XXW3HU — BCEM
HOBOPOXAEHHbIM C Maccon Tena < 1250 r, HaxoaawmMmes
Ha MBJ1. MNpu HeaddeKTUBHOCTM A03bl 5 MI/KIr noaaepmnsa-
lolas go3a ysenmuusaetcsa 4o 10 mr/kr. OTMeHa0T KodeunH
npu gocTmxeHuu nauneHtTom NKB 33-35 Hea v oTCyTCTBMM
anHoas. Bo3moKHble NMOGOYHblIE AENCTBUS — TaxmKapaus,
TaxumnHoa, Tpemop, BO3OYXKAeHue, cyaoporu, psota. [pu
pas3BUTUM TaxMKapAaMK C YacTOTOW CepAeYHbIX COKpalleHum
> 180 B MMH HEOOXOAMMO CHU3UTb NOAAEPKUBAIOLLYIO A03Y
KodewnHa ¢ 10 o 5 Mr/Kr, Npu COXpaHsoLLENCS TaxMKapamm
(B OTCYTCTBMWU APYrMX BUAUMBIX MNPUYNH) — KOPEUH OTMe-
HAOT. [lpn xonectaze v rMNepoUINPYOUHEMUN KIUPEHC
KOodEenHa CHUMKAETCS, YTO MOXKET NPUBECTU K KODEWHOBOWM
MHTOKCHKaLMK.

CucrtemMHble cTepoupabl. HasHavyeHne aekcameTras3oHa
B CBSI3U C €ro NpoTMBOBOCNaNUTENbHbIMKU 3hdeKTamMun Hefo-
HoweHHbIM aeTtam ¢ OHMT n QHMT, Haxoasawmnmea Ha UBJT,
NPMBOAMUT K YNYYLIEHUIO ra3006MeHa B NIETKUX, YMEHbLUAET
NoTPe6GHOCTb B BbICOKOM FiO, U LJIUTENIbHOCTb BEHTUNIALMMA,
yacTtoty BJ1[l, HO He CHM)KaeT HeoHaTa/lbHyl0 CMEPTHOCTb.
Tepanus gekcamertasoHom (Kog ATX: HO2ABO2) gomkHa
HayYMHaTbCHA He paHee 7—14-ro AHS }U3HWU, MalbiMK 4O3aMK
N KOPOTKMM KypCOM. ITO CBA3aHO C BbICOKOW YacTOTOM paH-
HUX (MHOEKLMN, NepdOopaLInn KeNyaoHHO-KMLLIEYHOro TpaKTa,
apTepuanbHasa runepTeH3uns, rMnepriMkemMus, runeptTpodu-
yeckas KapauomuonaTtusl, 3ajeprKKa pocTa, TPaH3UTOpHas
cynpeccust GyHKLUMU HaAMOYEYHUKOB, OCTEOMNEHUS) U NO34-
HUX (CHMXKXEeHUe obbema Ceporo BelllecTBa rofloBHOMO MO3ra,
NoBbILLIEHWE YacCTOTbl AETCKOro LepebpanbHOro napanuya,
yXyAlWeHUE TCUXOMOTOPHOro pasBUTUSA, cnenoTta) nobou-
HbIX 3QdEKTOB npenapaTa y HeAOHOLWEHHbIX geten ¢ OHMT
n QHMT npwu Ha3Ha4vyeHnn B nepBble 7—10 gHEN XKU3HU. Hem
Bblle pucK BJ1[], Tem 6onblie BEPOATHOCTb TOr0, YTO MOb3a
OT MPUMEHEHMS TIOKOKOPTUKOCTEPOUAOB ByAeT NpeBbIaTh
puckm [38-40].

Ona obneryeHus aKCTyb6auuu y MNageHLeB, KOTopble
octaBanucb Ha UBJ1 B TeyeHne 1-2 Hepn, cnegyeT paccMo-
TPEeTb BOMPOC O KOPOTKOM Kypce Tepanuu JeKcaMeTa30HOM



B HU3KMX MM O4€Hb HU3KMX J03aX, C AabHENLIMM NOCTENEH-
HbIM MX CHUXeHueMm [26] (1B). JlekcameTa3oH Ha3HavaeTcs
He paHee 7-X CyT XU3HMU.

lMoKa3aHUs K Ha3Ha4YeHUIo JeKcaMeTa30oHa:

° pnauTenbHas 3aBUCMMOCTb OT MIBJ1 (6onee 7 cyt);

® HeydayHble MOMNbITKM IKCTY6aLNK;

e FiO, > 35-50%;

® HeobXx0AMMOCTb BbICOKOrO MWKOBOrO AaBfieHUs BAOXa
npu UBJT;

° cpefHee JaBneHue B AblxaTenbHbIX nyTax (Mean Airway
Pressure, MAP) > 7-10 c™m Boj. CT.;

® PEHTreHONOrMYyeckne faHHble, CBUAETENLCTBYOWME O
CHUXKEHME NPO3Pa’YHOCTU IEFOYHON TKaHu [41].
MpoTMBOMNOKa3aHWa K Ha3Ha4YeHWo deKcameTa3oHa M

OCHOBaHMS 4151 OTMEHbI:

° TeKyllas aKTMBHas rpnbKoBas MHDEKLMSA C COOTBETCTBYIO-
MMM MapKepaMmn CUCTEMHOM BOCMa/IUTENbHON peaKLnu;

* nobas cTagusl IHTEPOKONNUTA;

e CTOMKasa runepravkemus (> 8,6 MMOnb/A, Ansa AeTen ¢
Maccon Tena < 2000 r — go 7 mmonb/n);

° runeptpodmyeckan KapaumomuonaTuss € OOCTPyKUMEN
BbIHOCSILLEr0 TPaKTa no 3akntoyeHuto IxoKr;

° CTOWKasd apTepuanbHas runepteHsus [41].
baKktepunanbHas MHOEKUUSA He ABASeTCa NPOTUBOMOKA-

3aHMeM 415 Ha3HayeHus AeKcameTa3oHa B HU3KMX A03aXx.

HasHauyeHWe feKkcaMeTa3oHa He ABNSEeTCs NoKa3aHUeM Ans

0693aTeNbHOM0 OAHOBPEMEHHOIO Ha3Ha4YeHWs MPOTUBO-

rPMBKOBLIX MpenapaToB, 0AHAKO, ecnv B AeHb Havyana Tepa-

NUKU JeKcameTa3oHOM pebeHOoK NnoslydyaeT AaHHble npenapa-

Tbl, UX BBEAEHWE LienecoobpasHOo NPOAOIKMTD.
PekomMeHOOBaHHas cxema Ha3Ha4yeHusl JeKcaMeTa3oHa:

e CcTapTtoBas Ao3a jJeKkcameTaszoHa (1-3-W aeHb) —
0,15 mr/Kr B cyT;

e A4-6-1 geHb — 0,1 Mr/Kr B CyT;

e 7-8-i geHb — 0,05 mr/Kr B cyT;

e 9-10-#n peHb — 0,02 mr/Kr B CyT B ABa BBeAeHUS,
npu 3TOM KypcoBas Ao3a AeKcaMeTa3oHa cocTaBnser
0,89 mr/kr [42, 43] (2A).

OueHKa adpPEeKTUBHOCTM Tepanuu JeKcaMeTa3oHOM Mpo-
BOAMTCA Ha 3-U CYT Jle4eHus: ecnu yepe3 3 aHSA pebeHoK
He 3KCTybMpyeTcs, BMECTO YMEHbLUEHMS [03bl AeKcaMeTa-
30Ha Ao 0,1 Mr/Kr B cyT oHa yBenuuuBaetcs Ao 0,3 Mr/Kr
B CyT Ha 3 AgHs, 3aTeM cxeMa NnoBTopsieTcs cHadvana. B cny-
Yae cHMKeHns FiO, 1 NoNOXMUTENLHOrO AaB/IEHUS Ha BAOXE
(Peak Inspiratory Pressure, PIP) Tepanuio geKcaMmeTta3zoHoM
cnefyet NPofoNKMTb. B cnydyae OTCYTCTBMS MOMOMKMTENb-
HOM AMHaMUKK B napameTtpax MBJ1, HecMoTps Ha KOppeK-
LMIO O3bl, TEpaNUio JeKCaMeTa30HOM CneayeT NpeKpaTuTb
W paccMOTpeTb ApyrMe BO3MOXKHble NMPUYMHbI MOTPEBGHOCTH
pebeHka B UBJI.

Bo3MOHOCTb MOBTOPHOIO Kypca O6CYy)KAaeTca B Chy-
yae, ecnu pebeHOK PENHTYOUPOBAH WK Y HEro OTCYTCTBYET
addeKT OT NepBoro Kypca. He cneagyet Ha3HavaTb cTepouna-
HYIO Tepanuio 4eTam, He Haxoasawmmes Ha UBJI.

[lekcameTa30oH Ha3Ha4valoT NoA4 KOHTPONEM KIMHUYECKO-
ro u 6GMOXMMUYECKOro aHannaa KpoBK, apTepuanbHOro aas-
NIEHUS, YPOBHS MIOKO3bl B KPOBM, XapaKTepa Xenygo4yHoro
cogepxummoro, IxoKl. Henb3a HasHavyaTb AeKcamMeTa3oH
COBMECTHO C MHAOMETALMHOM.

AnbTEPHATUBHBLIMM MOKa3aHWAMKU A1 Ha3HayYeHus
CUCTEMHBIX CTeponaoB y 60nbHbIX BJ1[ MoryT 6biTb Haano-
YeYHWKoBasi HeAOCTATOYHOCTb, TSXKENblA MOCTUHTYGALMOH-
HbIM TAPUHIOTPAXENT.

BO3MOXHO MCMNONb30BaHWE [4pPYyroro CTEPOMAHOro npe-
napata — rugpoKoptTru3soHa (kog ATX: HO2AB09), koTopbli#
no apPEeKTUBHOCTM He yCTynaeT AeKcameTa30oHy M MOXKET
ABNATbCA 6€30MacHbIM aHaNoroM geKkcameta3oHa npu npo-

dunaktuke n nevyernn bJ1,[41]. He goKa3aHo noBpexaeHue

TKaHW MO3ra WiuM yMeHblueHue ero obbema y aeten ¢ bJ1,

HaxOoAMBLUMXCS Ha Tepanun rMapoOKOPTU30HOM [44].
UHransiuMoHHble cTepoupbl. AnbTEPHATUBON NPUMEHE-

HUSA CUCTEMHBIX cTeponaos Npu BJ1[ ABASOTCS MHransLMOH-

Hble rnoKoKopTukocTepouabl (MIFKC). Jo HacTosiwero Bpe-

MEHW HET AaHHbIX O TOM, 4To Ucnonb3oBaHne UIMKC y pneten

¢ dopmupytoulencs mnm chopmupoBaHHon BJ1[ cHmKaet

YyactoTy pa3BuTUA 3aboneBaHus, MPUBOAUT K CHUMKEHWUIO

4acToTbl CUMATOMOB MAK ynydwwaeT ucxoabl [45-48]. C ogHon

CTOPOHbI, MNOMy4YeHbl [AOKa3aTenbCTBa, YTO ANUTENbHOE

MUCMNoSib30BaHMe GygecoHMga B BuAe cycneHsumn (Kog ATX:

RO3BA02) B KayecTBe NpOTMBOBOCMANUTE/IbHON KOHTPOIU-

pytollen (6a3ucHon) Tepanuu getam ¢ bJ11 npuBoanT K NKK-

BUAALMM TAXMMHO3 M OAbILKKW B MOKOE, YMEHbLLEHUIO YaCTOThI

o6ocTpeHnn BJ1 v rocnuTanM3aunin B CBA3U C HUMM, YMEHb-

LaeT BblpaXeHHOCTb CUMMNTOMOB [bIxaTe/lbHON HEea4oCTaTou-

HOCTW, MoaudUUMpyeT TevyeHue 3abosieBaHUs B CTOPOHY

CHUMXKEHUS CTENEHM TaxKecTU [49], a TaKKe CHUXKaeT YpOBEHb

dbepMeHTOB MpPOTE0NM3a, aKTUBHbLIX B MEPBOM MOMYroavu

Wn3un y geten ¢ bJ1 [50]. C gpyron CTOPOHbI, HACTOPaXKMK-

BaloT AaHHbIE O TOPMOXKEHMM anbBEONSPU3aLIMM MPU UCNOSb-

30BaHWMM ByaecoHMaa y AeTten rpyaHoro Bo3pacta, 0CO6eHHO

Yy HeOoHOLLEeHHbIX. HeobxoanMbl AanbHENLIME UcCnefoBaHns

Mo OLEHKE COOTHOLWEHUA 3DDEKTUBHOCTb—6HE30MNacHOCTb

npumeHeHua UTKC y naHHOM KaTeropuun 60nbHbIX. ByaecoHua

OTHOcUTCS K npenapaTam off label (npuMeHeHWe No nokasa-

HUAM nocne NoayYyeHnst MHGOPMUPOBAHHOMO COrnacusa poan-

Tenewn, cornacus JIoKanbHOro aTnyeckoro n PopmynsipHoro

KOMWTETOB B YCNOBMAX CNELMaIn3MpoBaHHOro ctalMoHapa)

y aeten ¢ bJ11 mnagwe 6 mec. Bonpoc 0 Ha3HavyeHnn byae-

COHMA MOXET paccMaTpMBaTbCs B CMeaytowmnx KIMHUYECKNX

cuUTyaumsax:

° TONbKOY aeTen ¢ Tskenon bJ1/1, T. e. HaxoAsLWmMXCs /HaxoanB-
wunxcst Ha MBJ1 B 36 Hea MKB, nnn 56 aHEN XU3HKU (B 3aBU-
CMMOCTM OT FrecTaLlMOHHOro Bo3pacTa Npu PoXKAEHUH);

° npu Knaccudeckon dopme bBJ14;

®  HalM4yMK PecnmnpaTopHbIX CAMMNTOMOB (OAbILIKa, XPUTbl);

®  OCNOXHeHWW BJ1[1 neroyHon runepTeH3nen;

®  OTCYTCTBMM MMMYHOMPOGUNaKTnKkn PCB-nHbeKLMNK;

° pa3BuTUM Yy pebeHKa ¢ bJ1[1 6poHXxManbHOM acTMbl, 06U-
TepupytoLLero 6poHxnonuTa.

MHransiuMoHHble cTepouabl He [OMKHbI Ha3Ha4vaTbes
netam ¢ nerkon b/, ee «<HoBon» GOpPMOK, B ciaydasx OTCyT-
CTBUS CUMNTOMOB 6POHX006CTPYKLIMK, B TOM YnUCe BO Bpe-
M$ OCTPOW pecrnmnpaTopHON BUPYCHOM MHDEKLINMN.

[ANnTenbHOCTb Ha3HaYeHUs MHransLUMOHHbIX [IIOKOKOP-
TUKOCTEPOMIOB B cnydae ob6octpeHus BJ11 Ha doHe ocTpon
pecnupaTopHOM BUPYCHOM MHMEKLMM cOCTaBnseT oT 3 AHEN
[10 2 Hef,, BOBMOMHO fgonblue. [pn Ha3HaYEHUN MHTaNALLMOH-
HbIX CTEPOMAOB B KayecTBe 6a3nCHOM Tepanuu ee npoaos-
UTENbHOCTb JO/IKHA COCTaBNSATb HE MeHee 3 Mec, NPy 3TOM
HEOO6X0aMM exeMecs4HbIM OCMOTP Yy Bpada-nysbmMoHosora.
[o3a 6ygecoHuaa (cycneH3uu ang Hebynansepa) cocTaBns-
et 500 mMKr/cyt. Ana uHransaumin OOSXKHbI MCNONb30BaTbCs
KOMMPEeCCopHble UK MeMbpaHHble Hebynansepsbl, B yibTpa-
3BYKOBbIX Hebynanaepax 6yaecoHug paspywaetcsa. OTMeHa
6yaecoHuaa npu gnuntensHoMm (6onee 3 HeA) MCNONb30BaHUK
npoucxoaut nocrteneHHo. llocne wHranauum 6ygecoHunpa
HeobxoanMbl 06paboTKa MONOCTU pTa, KOXW MNod MacKowu
Hebynanzepa (GM3MOIOMMYECKMM pPacTBOPOM), YMbIBaHUE,
TWaTenbHoe NPOMbIBaHWe rnas.

UHraniuMoHHble OGPOHXOJIUTUKU. MVHransgUMOHHLbIE
OPOHXO/IMTUKK BKIIIOYAIOT 3,-8rOHUCTbI (CalbbyTamon, Koj
ATX: RO3ACO2), aHTUXONMHEPINUYECKNEe npenapaTbl (Mnpa-
Tponusa 6pomug, Kog ATX: RO3BB0O1) maM ux KoMOBUHa-
LUMo: Hanpumep, unpatponus 6pomua + deHoTepon (Kog
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ATX: RO3AKO3). B otinMuyMe OT 340pPOBbIX AETEN, Yy AETEM
¢ BJ1[4 rnagkve Mblilwlbl GPOHXOB rMNEpPTPOdUpPOBaHbI.
C 3TMM CBS3bIBAOT MONOXKUTENbHbIM 3QDEKT OT BBEAEHUS
6poHxoannaTtaTtopoB y 60/bHbIX C AaHHbIM 3abofeBaHuEM.
NHranaumMoHHble [3,-aroHUCTbl U aHTUXOJIMHONUTUKK, 06na-
[asi CMHEPTrMYHbIM AENCTBMEM, CMOCOGHbI BPEMEHHO Yny4-
WaTb NneroyHyro oGyHKUMo M rasdbl KpoBu [51] (1C). Tem
He MeHee, HET PaHAOMMW3UPOBAHHbLIX KIMHWYECKUX UCCre-
noBaHun (PKW), goKasbiBaloWMX NONOXKUTENbHbIA UCXOL UX
LUTENBHOTO NMPUMEHEHUS.

Pesynbratbl HEGOMbLLWIMX UCCNEAOBaHUM YKa3blBalOT Ha
TO, YTO MHIraNSLMOHHbIE GPOHXOAMNATATOPbI UMEIOT MONOXKMH-
TeNbHbIN 3QDEKT TONIbKO B C/ly4ae Ha3Ha4YeHUs AEeTSM C CUM-
nTomamu 6pPOHXManbHOM OBCTPYKLUMU, @ He MpU PYTUHHOM
ncnonb3oBaHnn [52] (1B). NHrangaumoHHble GPOHXONUTUKM
MOXHO Ha3HayaTb AetaMm ¢ BJ11 TONbKO € KIMHWYECKUMU
npM3Hakamm 6POHX006CTPYKTUBHOIO cMHApOMa [53, 54].

Mcnonb3oBaHMe GpOHXOAMIATAaTOPOB, OCOGEHHO ANu-
TeNbHOE, [OO/IKHO MOATBEPXKAATbCH KIMHMYECKOW addek-
TUBHOCTbIO.

Unpatponus 6pomusg + ¢peHoTepos1 OTHOCUTCA K MpU-
MeHeHuto off label y HoBopoxaeHHbIX. B 0,1 mn (2 Kanau)
npenaparta cogepxutca 50 MKr deHoTepona rmapobpomu-
na, 25 MKr unpaTtponua 6pomunga. [JosupoBka: 1 Kannsa/Kr
B MHransaumio pactsopsietcs B 2 ma 0,9% pactsopa xaopuaa
HaTpusa (NaCl). MHransumMm npoBoasTcs C NOMOLLbIO Heby-
nansepa Kaxgble 6—8 4 TONbKO NpPU KIMHUYECKM 3HAYUMOM
OPOHXOO6CTPYKTUBHOM CUHOPOME KOPOTKMM KYpPCOM WM
CUTyaUMOHHO. [nuTtenbHoe GECKOHTPOJSIbHOE MPUMEHEHME
npenapata MNpoTMBOMNOKa3aHo. [10604YHbIe 3POEKTLI: BO3-
OyKOEHUE, TaxuKapaus, TMNOKaNUEMUS, MENKUN Tpemop
CKEeNeTHOM MyCKynaTypbl M CyAOpOru, Kawenb, pBOTa, CHU-
XEHWEe AMacTO/IMYECKOro W MOBbILWEHWE CUCTONMYECKOrO
[aBfieHUsl, BOBMOXHbl KOXHble peakuun (CbiMb, aHTMOHEB-
POTUYECKMIN OTEK A3bIKa, ry6 1 n1ua), Npu nonagaHuun B rna-
3a — MMApKas, rMnepemMmust KOHbIOHKTMBLI. [MNOoOKanMemus,
CBSiI3aHHas C Ha3HavyeHWeMm npenapata, MOXKET OblTb YCU-
fleHa Npu OAHOBPEMEHHOM Ha3Ha4YeHuu aydunanHa, ctepo-
MOOB W OWYPETMKOB B KayecTBe AOMOMHWUTENbHOM Tepanuu
TAXenblx o6octpeHun b1 [41].

YyutbiBas, 4to 060CcTpeHunsa bJ1[1 npoTeKkatoT npemmylle-
CTBEHHO B BWAE OCTPbIX GPOHXMONWUTOB, B PEKOMEHAaLMAX
AMepuKaHCKoM aKkageMun neguatpum (American Academy of
Pediatrics, AAP) no BegeHuo 6POHXMONUTOB YKa3aHo NpoBo-
OWUTb TepaneBTUYECKUIM TECT C NOMOLLbIO 6GpoHXoAMNaTaTopa
(canbbyTamona) y Takux nauumeHtoB (2C). Mcnonb3oBaHue
npenapara JO/IXKHO ObITb NPOLOMIKEHO TONBKO B TOM chy4yae,
€CNIN PErnUCTPUpPYETCS YeTKasa KIMHMYecKas peakuusa [55].
HekoTopble uccnenoBaHus, NPOBEeAEHHbIE Y AeTEN, CTpaja-
OLWMX BPOHXMOUTOM, NMOKa3anu ynydlweHne B KIMHUYECKUX
nokasatenax u SatO, cpasy e nocsne npuema canbbyramona
[56, 57]. HecmoTps Ha TO, 4YTO He CyLLEeCTBYET JOKa3aTeNbCTB
3PDEKTUBHOCTU BPOHXOAMNATATOPOB, HA OCHOBAHWUW KIK-
HMYECKOro OMblTa MOXHO MPEANOOKUTb, YTO B HEKOTOPbIX
crnyyasx fie4eHne UMM MOXKeT 6biTb IQPEKTUBHBLIM. TaKnm
o6pa3oM, peKoMeHayeTca NnpoBecTU MNpobHOe NevyeHue
C MCNonb3oBaHMEM 6GpoHXoauNaTatopoB, 06BHLEKTUBHO MPO-
BEPMB TepaneBTUYECKUM OTBET (OLEHKa OAbIWKKW, 4acToTbl
AbixaHna 1 SatO,), U NPOAOIKUTL UX UCMOIb30BaHWE TONbKO
B TOM cnyyae, ecnu 6yaeT 3aperucTtpMpoBaHa KIMHUYeCcKas
3PDEKTUBHOCTD.

Mo3aHaa Tepanusa cypdakTaHTOM. 3aMecTUTE/IbHad Te-
panusa cypdaKTaHTOM npu nporpeccupytoller bJ1J npusoaut
TONbKO K KpaTKOBPEMEHHbIM GnaronpuaTHbiM addeKTam,
No3TOMYy HE MOXKET ObITb peKoMeHaoBaHa [26, 58] (2C).

ManuBu3syma6. [1n19 naccMBHOM MMMYHOMNPOdUNAKTUKMK
PCB-uHdeKuumn y geten ¢ bBJ1 ncnonblyetcs nanMBusymab

(kog ATX: JO6BB16). ManvBusymab npencraBnser cobomn
ryMaHW3nMpoBaHHble MOHOK/IOHaNbHble aHTUTeNa IgG,, B3a-
MMOENCTBYIOLLNE C AMUTONOM A aHTUreHa 6enKa CAUSHUSA
(6enok F) pecnunpaTopHO-CMHLUMTUANBHOIO BUpyca, U Mpu-
MEHSIETCA C LIE/IbI0 CHUMKEHUS MIaJeHYECKON CMEPTHOCTH,
a TaKKe rocnutanusauni no nosoay PCB-uHdeKumm y geten
rpynn pucKa, YTO MOATBEP)KAAeTcs AaHHbIMM MeTaaHanu-
3a [59] (2A) n obocHoBaHO dapMaKO3IKOHOMMYeCcKU [60].
OPDEKTUBHOCTbL M 6€30MacHOCTb Npenaparta NoaTBepKaeHa
0OTeYeCTBEHHbIMWU UccneaoBaHMaAMM [61].

llokazaHneM K npuMeHEeHUIo nannBnulymaba aBnseTcs
npodUNaKTUKa TAXKENON MHOEKLNU HUKHUX OblXaTebHbIX
nyTen, BoiaBaHHoOn PCB, y oeTten ¢ BbICOKMM PUCKOM 3apa-
EHWS AaHHbIM BMPYCOM: B BO3pacTe A0 6 Mec, POKAeH-
HblX Ha 35-i Heg 6epeMeHHOCTM UM paHee; B Bo3pacTe
00 2 neT, KoTopbiM TpeboBanoch evyeHune no nosoay b4
B Te4YyeHue nocnegHnx 6 mMec (MegMKaMeHTO3HOoe feve-
HUe, AOMOMHWUTENbHbLIM KUCAOPOA); B Bo3pacTe Ao 2 ner
C reMoAMHaMMUYECKM 3HAYUMbIMU BPOKAEHHbIMU MOPOKa-
MK cepaua (2A).

Mmelowmecs Ha CerofHAWHMM AeHb [oKal3aTeNbCTBa
06yCcnoBMAW BblAeNeHne OTAENbHOM Tpynnbl NauneHTOB ¢
BJ11 ¢ BbICOKMM puCKOM pa3zButua PCB-nHbeKuun Taxe-
NIOr0 TeYEHUS], YrPOXKaloWEro }M3HW/NOBbLIWALWEro PUCK
JanbHeWwen nHBannansaLumm, 4nsa KoTopbiX peKoMeHaauum
npoBeAeHNs UMMYHONPOdUNAKTUKM NaNMBU3yMaboM nMetoT
ypoBeHb AoKasaTtenbHocTn 1A. K HUM OTHOCATCS MauMeHTbI
NepBOro rofa }uW3Hu, HyXKaatowmecs B NOCTOSHHON MeanKa-
MEHTO3HOM Tepanuu U/Wnu AONONHUTENbHOW OKCUreHauum
B CBSI3M C TAXENbIM TedeHneM 3aboneBaHus.

lNannBu3ymab rnpoTMBONoKa3aH Mpu MNOBbILWEHHON 4yB-
CTBUTENbHOCTM K Mpenaparty, Win K 0gHOMY M3 BCMNOMOra-
TeNbHbIX BELWECTB, WM K APYrMM YeNOoBEYECKUM MOHOKIIO-
HanbHbIM aHTUTENAM.

Mpenapat BBOAAT BHYTPUMbIWEYHO, MNPEAnoYTUTENb-
HO B HapyXHylo 6GOKOBYy obnacTb 6eAapa B CTaHAAPTHbIX
acenTMyecKkunx ycnosusax. Ecnm obbem [03bl MpeBbillaeT
1 mAa, TO BBefeHMe npenapata MOMKET OCYLeCTBAATbCSA
apo6Ho. PazoBas gosa coctaBnsetr 15 mr/Kr maccbl Tena.
CxeMa NpUMEHEHUS COCTOUT M3 5 MHBbEKLMHW, MPOBOAUMBIX
¢ nHtepBanom 30 £ 5 gHen B Te4YEHWE CE30HHOro noabe-
Ma 3abonieBaeMocTH, Bbl3biBaeMon PCB (c oKTa6psa-geKka-
6ps o mMapta-anpens). NpeanoyTutenbHo, 4To6bl Nepsas
MHBbEKUMS Oblna npousBedeHa A0 Hayvana nogbemMa 3abo-
leBaeMOoCTH, NpK Havane MMMyHU3aLMK Ha CTalMOHaPHOM
aTane — 3a 3-5 AHen A0 BbIMUCKKU. [1eTam, KoTopble 6binun
MHdUuMpoBaHbl PCB Bo BpeMs npumeHeHus nannesmaymaba,
PEKOMEHIYETCSH NMPOAOIKMUTL €ro NPUMEHEHUE eXEeMECAYHO
B Te4YeHue BCero nogbema 3a60/1eBaeMoCT, HTOObl CHU3UTb
PUCK PEUHDEKLNK.

CunpgeHadun (kog ATX: GO4BEO3) ucnonb3yetcs y
neten ¢ BJ14 npu ctonkon JI, pedpaKTepHOM K cTaHAapT-
HOW Tepanuun, OCOBEHHO MpPU OTCYTCTBMW BO3MOMKHOCTHU
npoBeAeHusa nHransaumm okemaa asota (NO) n akcTpakopno-
panbHOM MeMO6paHHOM OKCUreHauuu (paHee OOMNyCKanocCb
npumeHeHue B pexume off label nocne nonyvyeHns nHoop-
MWPOBAHHOIo cornacusa poautenen, cornacusa JlokanbHoro
3TUYECKOro u PopMynapPHOro KOMUTETOB B YCIIOBUSX CMELM-
aM3MPOBAHHOIO CTauMoHapa, C BapuabenbHOCTbO A03bl
oT 1 go 8 mMr/Kr B cyT) [62—64]. OgHaKo, 6b110 OTMEYEHO,
4yTO cungeHadun yBeNMUYMBAET PUCK TAXKENOW peTMHONaTUK
He[OoHOLWeEHHbIX [65]. lNocne wccnegoBaHWK YnpaBneHuUs
no CaHWTapHOMY HaA30pY 3a Ka4yeCTBOM MULLEBbIX NMPOAYK-
T0B U megukameHToB CLUA (Food and Drug Administration,
FDA), npoBefeHHbix B 2012 . 1 noATBEPAUBLUMX MOBbILLE-
HWEe NeTanbHOCTU NPW MUCMOAb30BaHWW cungeHabuna ans
NIe4YEHNs NEero4YHoOn runepTeH3nn B neamaTpu4yeckon npak-
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Mpenapar

NoKka3aHue

LintpaT KodenHa (Caffeine citrate)

Mpu anHO3 1 € LeNbio NOArOTOBKKU pebeHKa K aKcTybaLmMmn

PacTtBop BUTaMKHa A (415 napeHTepanbHOro NpUMEHEHUs)

AHTUOKCHAAHT

TUKe, NPUMEHEHMe npenapaTay aeten ¢ bJ11, ocnoKHeHHOM
JI, He peKomeHayeTcs.

B HacToslllee BpeMs CyLLECTBYIOT pe3epBHble TepaneBTu-
YyecKne BO3MOXHOCTM Ana nauueHtoB ¢ BJI4. B taébn. 9
npuBeAEHbl IeKapcTBeHHble GOpMbl MpenapaToB, B OTHOLLE-
HUM KOTOPbIX AOKa3aHa BbiCOKas 3QPEKTUBHOCTb AN Mpo-
duUnakTMKkM n nedvenus bJ1[], HO HeKOTopble B HacTosllee
BPEMS HE 3aperncTpupoBaHbl Ha TEPPUTOPUM HaLLEN CTPaHbI.

AANBbHEWLLEE BEJJEHUE U MPOrHO3

Pe6eHoK ¢ BJ1[] MOXET 6biTb BbiNMCaH AOMOW nog amoby-
naTopHoe HabnloAeHWe Mpu YCI0BUK, YTO OH He HyXKaaeTcs
B AOMONHUTENBHOM Kuciopoae, npu atom SatO, > 90% npu
AblXaHWM aTMocPepPHbIM BO3AYXOM, PeHTreHorpaduyeckas
KapTWHa B IErKUX CTabuibHa B AMHaMUKe, HablogatoTcs caMo-
CTOSITENIbHOE COCaHWe W MONOXWTENbHas AWHaMWKa Macchl
Tena, OTCYTCTBYIOT KJIMHUKO-NabopaTopHble NPU3HaAKN MHDEK-
umun. AnutenpHOCTb rocnutanuaaumm pebeHka ¢ bJ1 onpeae-
NFIETCS TSXKECTbIO TeYeHUs 3aboneBaHUs, HalMYUEM OCIOXK-
HEHUM U MOXKET [JOCTUraTb HecKoNbKux mecsueB. C uenbto
MWHUMU3ALMU KOHTaKTa C BHYTPMOONIbHUYHOW WHOEKLMEN
60/IbHble B CTabWUIbHOM COCTOSIHUM MOTYT ObITb BbINUCaAHbI
AOMOMW fiaxe Npv HanN4YnmM KMCNopog03aBUCUMOCTH. MNaumneHTbI
¢ Sat0, < 90% (npwu Hannuun JII ¢ SatO, < 92%) HyxaatoTcs
B [OMallHEN OKCWUreHoTepanuu ¢ NMOMOLLbIO KOHLIEHTpaTopa
KWUCOPOAa ¥ B MPOAOIKUTENBHON MyNbCOKCUMETPUH.

Ha ambynatopHoM aTane HabnoaeHus aeten ¢ BJI npo-
BOAATCS 0693aTeNbHbI KOHTPOSIb MacCO-POCTOBLIX NPUGaBOK,
MCUXOMOTOPHOrO Pa3BMUTUSA, leHeHMe CONYTCTBYIOLWEN NaTono-
rmu, npodunaktuka PCB-uHbeKunn (MMMyHU3auus nanmBmay-
MaboM), BaKLIMHALMS B COOTBETCTBMM C HALLMOHAMbHBIM KaneH-
napewm [1, 66]. BaxkHa BaKLMHaLMA NPOTUB MHEBMOKOKKOBOW,
rpunnosHon Hib nHoekumnin (2A). NocKonbKy HEAOHOLEHHbIM
[eTaM, OCOBGEHHO TrNy60KO HEeOOHOLEHHbIM, CBOMCTBEHHbI
anHoa (c 6paanKapaven u gecatypauuen unmn 6e3 Hux), B TOM
yucne B TedyeHne 48—72 4 nocne BBeAEHUS BaKLUMH, UMMYHK-
3aLMI0 TaKKX AeTen cnefyeT HauyMHaTb B CTaLMOHape Ha aTane
BbIXaXMBaHUS MPU MOHWUTOPUPOBAHWUMU KUIHEHHbIX QYHKLUMN.
370 NO3BONSET BLICTPO CNPABUTLCS C ANM304aMu anHoa nNyTem
yBENNYEeHUs Nogayvn K1cnopoaa, peako — nepesoga Ha CPAP,
MBJ1. B cnyyae pa3BuTus y pebeHKa NpucTyna anHoa Ha nep-
BYIO 103y BaKLMHbI BBEEHWE MOCNEAYIOWMX O3 AOMKHO MPO-
BOAMUTBLCS UCKMTIOYUTENBHO B YCNOBUSAX MOHUTOPUHTa [66].

Oco60ro BHUMaHWA Mocne BbIMUCKU M3 CcTalMoHapa
3acnyKuMBaloT AeTu ¢ Taxkenomn bBJ1, nonydatolime oKCUreHo-
Tepanuio U nmeloLmMe OCNoXKHeEHUS 3aboneBaHus. bonbHble
¢ Tskenon bBJ1[, KNMHUYECKUMU MPU3HaAKaMU XPOHUYECKOMN
[OblXaTe/lbHOW HEeAOCTaTOYHOCTH (TaXMMHO3, OAbllIKa) HyXAa-
toTCA B HabM0AeHUM NyibMOHO0ra, KoHTpone Sat0,, IxoKI
C onpeaeneHnemM AaBneHns B IEFOYHOM apTepum AN UCKNIO-
yeHus JII /neroyHoro cepata.

Am6ynatopHoe HabnwgeHue 3a aetbmu ¢ b1 oo Tpex-
NleTHero Bo3pacTa J0/IKHO MPOBOAMTLCS B OTAENEHUSX BOC-
CT@HOBUTENIbHOIO NeYeHUs (OAHEBHOW WAU KPYrNOCYTOYHbIN
CTauMoHap B 3aBMCMMOCTU OT COCTOSIHUS NaLMeHTa, C YacTo-
ToM 1-2 pasa B rof; no NoTpebHOCTU — KypcCbl peabunuta-
LLMOHHbIX MEepOnpUATUR, BKIOYalowme ¢uanonpoLeaypsl,
nevyebHyto GU3KYNbTYpy MO NOKa3aHUAM M Kypcbl MCUXOJ0-
ro-nefarorMyecKkoro COMnpoBOXAEHUS U CEMEMHOM couu-
anbHO-NCUXONOrMYECKON ajanTtaunn), KabruHeTax KaTamMHe-

3a. [loKasaHo AuMHamuyeckoe ambynaTopHoe HabnoaeHue
neguMaTtpoMm, nysbMOHOMIOrOM B MOAMKIMHUYECKUX YCIOBUSX
He pexe 2—3 pa3 B roa. [letu ctapue 3 net ¢ bJ1/], B aHamHe-
3e HabnaaTea NyIbMOHOIOMOM B cllydae GopmMUpoBaHus
XPOHMYECKOro 6poHXxonero4yHoro npouecca B ncxoage bBJA.
B Bo3pacTe ctapuwe 5 nety aeten ¢ bJ/11 B aHamHe3e npu
NePCUCTUPYIOLLMX CUMMTOMAaxX AblxaTeflbHOM HeAoCTaTO4YHO-
CTW, 3anu3ofax O6poHXMaNbHOM OBCTPYKLMM PEKOMEHAYIOT
ncenegoBaHve GYHKUMKU BHEWHEro AblXaHWs, BKAOYasa nNpo-
Be[leHne OGPOHXOUTMYECKOW Npo6bl, HabnawaeHue crneuu-
aNMCTOM-MY/IbMOHONOMOM, MO MOKa3aHWAM — KOHCY/bTaluu
Bpaya anneprosora-uMMyHosora.

B HacTosillee Bpems netanbHOCTb npu BJ1 coctaBnser
4,1% y neten nepBbiX TPEX MECALEB XU3HKU, 1,2-2,6% —
B rpyaHom Bo3pacte [7, 67]. Hanbonee pacnpocTpaHeHHbI-
MW NpUYUHaAMK cMmepTn aeten ¢ BJ1 aBngatoTcs cepaedHo-
nero4yHas HeAoCTaTOYHOCTb (BCNEeACTBUE SIEFOYHOMO cepaLa)
1 PCB-6poHxnonut (o6octpeHune bBJ1).

TeyeHne 1 NporHo3 3aboneBaHMs onpeaensTcs pas3Bu-
TUEM OCNOXKHEHWW, KOTOPbIE PETUCTPUPYIOTCS CO creayoLlen
YaCTOTOM: XPOHMYECKas AblxaTeNbHas HEeAOCTaTOYHOCTb —
15-60%, ocTpasa AbixaTenbHas HeAOCTaTO4HOCTb Ha (oHe
XPOHUYeCcKon — 8—-65%, nerovyHas runepteHans — 21-23%,
neroyHoe cepaue — 4%, cuctemHas apTepuanbHasa runep-
TeH3unsa — 13-43%, runotpodpusa — 25-40% [7, 64].

daKTopamu HebnaronpuaTHOro NporHo3a npu b1 asns-
loTCa npopokutenbHas WMBJ1, B Y4acTHOCTM 6Gonee 6 MeC;
BHYTPUXKENYAOUYKOBbIE KpoBOM3nuaHus, J1I/neroyHoe cepa-
Le, Heo6X0ANMOCTb AOTaLMM KMCNOPOa B BO3pacTe cTaplue
1 ropa [68, 69].

C BO3pacToM cOCTosiHME 60/bHbIX ynydlaeTtcs. PyHKLUmMA
NIerknx, HapylweHHas Ha paHHux atanax BJ1[, ynydwaetcs
no Mepe pocTa AblXxaTenbHbIXx NyTen 1 GOPMUPOBAHUS HOBbIX
anbBeon. Pe3nayanbHble PEHTTEHONOMMYECKUE U3MEHEHUS,
NOBbILEHHAA PE3UCTEHTHOCTb U TMNEPPEaKTUBHOCTL AblXa-
TeNbHbIX MYTEN COXPaHATCSA ANUTENbHO, 4TO onpegenser
pa3BuTME GPOHXOOBGCTPYKTUBHOIO CUHApPOMa (060CTpPEHMM
3aboneBanus). et ¢ BJI[ oTHOCATCA K rpynne pucka
Taxenoro TevyeHuns PCB-uHdpeKumn, npotekawowen B Buae
TSXKENbIX GPOHXMOANTOB, TPEOYIOLWMNX Tepanun B YCIOBUAX
OPWT, npoBeaeHua okcureHotepanuu, UBJI1. Y yactu 60nb-
HbIX ¢ Tshkenow BJ1[ pasBuBaloTCA XPOHUYECKME 3abone-
BaHUSA Nerkux (amousema, 06AUTEPUPYIOLLNMIN GPOHXMONT,
JNIOKasbHbI MHEBMOCK/IEPO03) KaK CNeACTBUE CTPYKTYPHbIX
M3MEHEHUI B [bIXxaTeNbHbIX NYTAX U NErKux, KOTopble coxpa-
HSOTCS B 3penioM Bo3pacTe. bpoHxoneroyHas aucnnasnsg —
GaKTop pUCKa paHHero pa3BUTUS XPOHUYECKOW OOBCTPYKTUB-
HOW 60N1e3HM Nerknx y Bapocnblx [70].

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH

KOH®JIUKT UHTEPECOB
ABTOpbI @aHHOW CTaTbW MOATBEPAWIN OTCYTCTBME KOH-
$NMKTa MHTEPECOB, O KOTOPOM HEOOXOANMO COOBLLINTD.
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CBA3b BaKLMHaLMKU C Ppa3BUTUEM ayTOMMMYHHbIX 3a60/1€BaHUI U, B YACTHOCTH, PEBMATUYECKOM NaTo0rMm oCcTaeTcs npes-
MeTOM AUCKyccuit. [Tpon 06CyKAEHNM BOZMOXKHOCTY BaKLMHALMK 6OJIbHbIX PEBMaTUYECKUMU 3a60/1€BaHUSIMM HEOBX0ANMO
Y4YMTbIBATbL YPE3BbIYaKHYI0 0NacCHOCTb MHOEKLMOHHbIX 60NE3HEN A1 TaKUX NaLMEHTOB, B T.Y. U BaKLIMHOMPEAOTBPaTUMbIX.
Cnefyet npuHUMaTb BO BHUMaHWE U HAKOMJIEHHbINA OMbIT MCMO/Ib30BaHUS Pa3/IMYHbIX BUAOB BaKLIMH Y PEBMATO/I0MMYECKMUX
60/1bHbIX, KOTOPbIA CBUAETENLCTBYET 06 MX XOpoLieM npopuae 6e3onacHocTu. Lienb nccaegoBaHms: M3y4uTb BaKLMHaIb-
HbIM cTatyc y Aeten, CTpajalolnx HBEHUIbHbIM uanonatnyeckum aptputom (OMA). Metogbl. [TpoBeseHO nonepeyHoe
(0AHOMOMEHTHOE) CI/IOLIHOE PETPOCMEKTUBHOE MCC/IEA0BaHUE C aHKeTupoBaHMeM. OLIEHKY BaKLMHaAbHOIO aHaMHe3a
M Apyrux aHaMHeCTUYECKUX AaHHbIX y nayneHToB ¢ KOMA ocylecTBasiIM Ha OCHOBaHUU JaHHbIX MHAMBUAYaIbHON MEANLMNH-
CKOM JJOKyYMEeHTaUuu (McTopusi pa3Butusi pebeHKa, CepTUOUKAT 0 NMPOPUIaKTUHECKUX MNPUBUBKaX), @ TaKKe 3arnoJIHEHHOM
mMaTepblo aHKEeTbl. Pe3ynbTatbl. YCTaHOB/IEHO, 4TO cpean 44 naymeHToB ¢ HOMA nnwb 12 (27%) 6bian BaKUMHUPOBaHbI
B COOTBETCTBMM C HaumoHasbHbIM KaneHAapeMm rnpoduiakTM4eckmx npuBUBOK. Kaxabivi yeTBepTbir pebeHoK (23-27%)
He 6blJ1 MPUBUT MPOTUB OCHOBHbIX BaKLMHOYNpaB/isieMbix 3aboaeBaHui (renatut B, KOKtoLW, AMpTepus, CTONBHSK, NoJn-
OMMENINT, KOPb, KpacHyxa, napotut). B rpynne HenpuButebix y 1 pebeHKa FOMA pasBuics nocie nepeHeCceHHoN KopeBoM
NHOeKUnn. 3aKn4eHme. HapyleHns BaKLMHa IbHOro cratyca y naumeHToB ¢ FOMA TpebyioT KoppeKLnn B COOTBETCTBUM
C pe3ynbTaTaMm KIMHUYECKNX UCCAEN0BaHMI U PEKOMEHAAUMNAMM MEXXAYHAPOHbIX 9KCNEPTHbIX COOBLLECTB.

KnioueBblie cnoBa: €1, IOBEHUIbHbIN PEBMaTOUHbIN apTPUT, BaKLMHaLMS, 6€30MacHOCTb.

(4na ynTupoBaHmsa: HamazoBa-bapaHosa J1.C., Banuesa C. ., ®epnoceeHko M. B., HoBukosa [. A., TkayeHko H.E., [aiBo-
poHckas A.T., BpoeBa M.W., KanioxkHaa T.A., LlaxtaxtuHckaa ®.4., AnekceeBa E.W., WcaeBa K.b. AHanu3 BaKLUMHaNb-
HOro craTyca y NauueHTOB C OBEHWbHbLIM MAMOMNATUYECKUM apTpuToM. leanatpudeckas ¢papmaronorus. 2016; 13 (4):
334-339. doi: 10.15690/pf.v13i4.1604)

OBOCHOBAHME

HOBEHUNbHBIN MaMonaTnyeckum aptput (FOMA) — 3abo-
fleBaHWe C HeyCTaHOBMIEHHOW 3TMOMOrMEeNn, AAUTENbHO-
CTblo 6onee 6 Hel, pasBMBatoLleecs y AeTen B Bo3pacTe
He cTapuwe 16 neT, Npu UCKIKYEHUN APYron naTonormu
cyctaBoB [1, 2]. OMA gaBnseTca caMblM pacnpocTpaHeH-
HbIM XPOHWYECKMM peBMaTUYECKMM 3aboneBaHWeMm AeT-
CKOro BO3pacTa M XapaKTepuayeTcs BOCManeHUEM CUHO-
BMaNlbHOM 060J/I0YKM CYCTaBOB, AECTPYKLMEN XPSLLEBOU U
KOCTHOW TKaHW CyCTaBOB, pPa3BMTUEM LUMPOKOro CrneKTpa
BHECYCTaBHbIX NposBAeHni [1]. XpOHMYECKOe, HEYKNOHHO
nporpeccupytollee Te4eHne BEHUIbHOIO apTpuTa npu-
BOAWT K ObICTPOMY Pa3BWUTUIO MHBANMAU3ALMK BGONbHbIX,
CHMMKEHMIO Ka4eCcTBa MX MU3HM, COLManbHOM MU NCUXONOrm-
yeckow gezagantauuu [1, 2].

MNMatoreHe3 KOWMA [o HacTosiWero BpeMeEHW oOcTaeTcs
HeLoCTaToO4HO M3y4yeHHbIM. OfHaKo, M3BECTHO, 41O HOUA
npeacTaBnsieT cobov ayToMMMyHHOe 3a6oneBaHue ¢ Noau-

reHHbIM TUNOM HacnefoBaHus [3-5]. B ero passutuu npu-
HUMaIOT y4aCTUe HacnefCTBEHHble U cpefoBble dhaKTopbl,
cpeaun KOTopbIX Haubosbluee 3HaYeHne UMEIOT NepeHeceH-
Has BUpYyCHas WM CMellaHHas 6aKTepuanbHO-BUPYCHas
MHOEKLMSA, TPABMbI CYCTaBOB, UHCONALUA UK NEPeoxIar-
fexuve [6-8]. O ponu 6aKkTepuanbHON MHOEKLMU B Pa3BUTUM
FOMA cBMOETENLCTBYET MNOBLILEHWE Yy TaKWUX MaLUeHTOB
TUTpa aHTUTeNn K GaKTepuanbHbiM NentuaorivkaHam [6].
TakKe MmeloTcH daHHble 0 cBA3u aebiota HOUMA ¢ MuKo-
niasMeHHoOM, XTaMUAUAHON U KULWEYHON uHdeKumnen [1, 2].
B Hay4yHOW nuTepaType nmeeTcst 60/1bLIOE YUCIO0 COOBLLEHNM
06 accoumaumsax aHTUreHoB rmctocoBmectTumoctn ¢ HOUA
B LIeJIOM ¥ C OTAeNbHbIMU dopmamMun U BapuaHTamu 3abo-
NeBaHUs B 4YacTHoCcTU [1, 2, 7]. BbiiBneHHble UMMyHOre-
HETUYECKME MapKepbl BbICOKOTO pucka passutus HOUA
WU NPOTEKTUBHbIE @HTUIEHbl TMCTOCOBMECTMMOCTU BCTpE-
yatoTca y 60nbHbIX OMA pexe, 4yem B nonynsauuu [5, 6].
CyliecTByeT psaj NpefnofioXeHUH, 06bACHAOLWMX B3anMo-



CBA3b MHOEKUMOHHbIX GaKTOPOB M aHTUIEHOB MCTOCOB-
MECTUMOCTU C pal3BUTMEM 3abofieBaHUW peBMATUHECKOM
npupoabl. Hanbonee pacnpocTpaHeHHON ABASETCA rnnoTesa
@HTUIeHHON MUMUKpuK [1, 8].

Llenbio Hawero uccnegoBaHus OblN0 U3Yy4UTb BaKLM-
HaNbHbIM CTaTyC, XapaKTEPUCTUKM NMPUBUBOYHOIO U APYrMX
BMOB aHaMHe3a y nauueHToB ¢ HOUA.

METOAbI

Aun3aiH uccnegoBaHus

MNpoBeaeHo nonepeyHoe (0 4AHOMOMEHTHOE) CMJIOLLIHOE peT-
POCMEKTUBHOE WCCNEeAOBaHWE BaKLUMHANbHOIO cratyca fge-
Ten ¢ OMA, nononHeHHoe NPOCNEKTUBHbBIM ONPOCOM MaTepen.

Kputepuu cooTBeTcTBUSA

B nccnefoBaHWe BKAOYEHbI JaHHbIE O NaLMeHTax ¢ noa-
TBEPKAEHHbIM AMArHO30M IOBEHUBHOIMO MAMOMATUYECKOrO
apTpuTa.

YcnoBusa npoBegeHus

MccnegoBaHme BbINOMHEHO Ha 6a3e peBMaToNormMyecKo-
ro otaeneHus Hay4yHoro ueHTpa 3a0poBbsa aeten (MockBsa).
B nccnegoBaHMKM yduTbiBanu AaHHble GOSbHbIX, rOCNUTANM-
3MpPOBaHHbIX B Te4yeHne Mmasg—Hosa6psa 2015 r. Onpoc maTe-
pew BbIMO/IHEH B TOT }Xe Nepuoj BPEMEHM.

UCTOYHMKM faHHBIX U aHANU3UpPyeMbie NapameTpbl

AHaMHeCTUYECKME AaHHble NOSYYeHbl U3 MHAWBWAYaSb-
HbIX UCTOPUW pas3BUTUSA pebeHKa (d. 112-y), cepTuduKaToB
0 npodunakTUiyecknx npueBuBkax (¢. 156/y-93), ncropun
60/1€3HU, a TaKXKe Npu onpoce poauTenen nNaunmeHToB nyTem
aHKeTMpoBaHuUs. OueHMBaNUCb creaylolmMe XapaKTepuctu-
KW: BaKUMHaNbHbIA CTaTyC (Hanu4yMe WauM OTCYTCTBME BaK-
LMHaLUMKU, COOTBETCTBME UMEIOWENCS CXEMbl MMMYHU3aLMK
HauroHanbHOMY KaneHaapto npopuIaKTUHECKUX MPUBM-
BOK P®, BHEKaneHaapHble NPUBUBKMK); NEPEHOCUMOCTb BakK-
UMHaUMKU (HanMyme NocTBaKLUMHaMNbHbBIX peaKLuin); BpeEMEH-

Has CBHA3b MPOBEAEHHOM BaKuMHauMKM C MaHudecTaumen
HOWA (B TeyeHue 7 gHew nocne BaKUMHALMW MHAKTUBUPO-
BaHHOW BaKUMHOM M 28 gHen nocne BaKUWHaALWKW XMUBOW
BaKLMHOW); BDEMEHHAs CBA3b Pa3BUTUSA NEPBbIX CUMNTOMOB
IOMA ¢ Bo3genctBMeM Apyrux aKTopoB (4actas MHOEK-
LMOHHaa 3ab0neBaeMoCTb, MHCOMALMSA, MNepeoxnarieHue,
CTpecc, MOBTOPHbIE KypCbl aHTUOAKTEPUANbHbIX U/UN Kapo-
NOHWXXaloLWKX Npenapartos).

CraTucTtmyeckKkui aHanus

Paamep BbI6OPKK NpeaBapuTeENbHO HE paccyuTbiBascs.
KonuyectBeHHble JaHHble NMPEACTaBNEHbl B BUAE MeanaHbl
(25-1; 75- NpoOLEHTHAN).

PE3Y/IbTATbI

XapaKrepucTuKa BbiIGOPKHU

B wnccnegoBaHuve BKAOYEHblI gaHHble 44 nauuMeHToB
C noaTBepxaeHHbIM anarHosom HOWA B Bo3pacTte oT 1,5
no 13 net, meavaHa 6,7 (4,0; 9,0) neT, U3 HUX AEBOYEK —
28 (64%). PeBMaTnyeckoe 3aboneBaHune y aeten pasBuiochb
B cpeaHeMm B Bo3pacTe 3,1 (2,0; 6,0) roga. NMpu atom ge6ioT
605e3HM B Bo3pacTte Ao 3 neT otmedeH y 22 (50%) naum-
€HTOB, B [AOLWKO/bHOM Bo3pacTe (4—-6 net) — y 14 (32%),
B MfafweM WKOobHOM Bo3pacTte (7-9 net) — y 8 (18%),
B Bo3pacTe 10 NneT U cTaplie — HW OAHOro cryyas.

HacneactBeHHas OTArOWEHHOCTb MO PEBMAaTUYECKUM
3aboneBaHnAM 6bina yctaHoBneHa y 6 (14%) aeten. ConyT-
CTBYylOLWAs annepruyeckas natonoruns (6poHxmanbHas acT-
Ma, nuuieBas anneprus) guvarHoctupoBaHa y 18 (41%),
XpOHWYecKass BocnanutesbHas naTonorus (XpoOHUYECKUn
ractpoayoAeHuT, a3BeHHas 60/IeE3Hb XKenyaka, S3BEHHbIN
Konut) — y 8 (18%). Ha yacTble pecnupaTopHble UHOEKLMHN
(6bonee 6 pas B rog) y geren ykazanum 16 (36%) poauTte-
nen. Cpean nepeHeceHHbIX MHPEKLMOHHbIX 3ab0sieBaHUM
6blM OTMeYeHbl BeTpsHaa ocna (y 10; 23%), aHruHa
(y 8; 18%), Kopb (y 2; 5%), ocTpble KuLEeYHble UHDEKLNK
(y 4; 9%).
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Analysis of the Juvenile Idiopathic Arthritis Immunization

Schedule

Background: The connection between vaccination and autoimmune diseases (and rheumatic pathology in particular) is still a subject
of discussions. When discussing the possibility of vaccinating rheumatic patients we should take into account the ultra high dangers
that infectious diseases pose for such patients, including those that can be prevented by vaccination. We should also take into
account the experience of using various vaccine types in rheumatic patients, which illustrates of their high safety profile. Objective:
Our aim was to study the immunization schedule in children with juvenile idiopathic arthritis. Methods: The evaluation of vaccine
history and other anamnestic data in juvenile idiopathic arthritis patients was based on individual medical records (individual child’s
card/preventive vaccination certificate), as well as questionnaires filled by mothers. Results: It has been determined that a significant
proportion of children with vaccination schedule deviations are juvenile idiopathic arthritis patients. Almost one in four children with
a confirmed rheumatic diagnosis has not been immunized against the major vaccine-preventable diseases. In one non-vaccinated
group, there was a case of juvenile arthritis onset after recovering from measles. A small number of patient mothers connects the
manifestation of rheumatic diseases with vaccination. Conclusion: Violations of vaccination status in JIA patients require corrections
according to the results of clinical studies and the recommendations of international experts.

Key words: juvenile idiopathic arthritis, vaccination, safety vaccination, children.
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Puc. 1. XapaKTepucTuKa HapylleHun rpadmKa BaKLMHaLMK cpeaun
rocnuTannM3npoBaHHbIX NnauneHTos ¢ FOWA
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Puc. 2. TeyeHne NocTBaKLUMHaNbHOIoO Nneproaa
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Puc. 3. AHann3 BO3MOXHbIX MYCKOBbIX GaKTOpoB pasBUTUS
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OCHOBHbI€e pe3ynbTaTbl UCC/IEA0BAHUA

Bce aetm 6blnv NpuBKUTLI XOTA Obl OAHOKPATHO B paH-
HEeM HeoHaTa/lbHOM nepuoje BakuuHon BLUMX-m. B nocne-
[ayloluemM HapylweHus rpaduKka BakLUMHaLMKM B COOTBETCTBUMU

¢ HauuoHanbHbIM KaneHgapem npoduiakTUYeCKUx NnpuBU-
BOK, TaKMe KaK He3aKOHYeHHass cXema MNepBUYHOM cepumn
UMMYHU3aALMK, OTCYTCTBME HEOOXOAUMMbIX MO BO3pacTy
OyCTepHbIX 03, oTMeYeHbl y 32/44 (73%) neten. Cpeau npu-
YUH HECOBMOAEHMUS NONOXKEHHOW CXEMbl UMMYHMU3aLMK YKa-
3aHbl HAMEPEHHbIN 0TKa3 poauTenen oT NpoBeaeHUs Npodu-
NaKTUYECKOW NPUBMBKM, COMYTCTBYIOLME UHTEPKYPPEHTHbIE
MHDEKLMNKN Y pebeHKa M MaH1decTal s OCHOBHOMoO 3aboeBa-
HMS. BaKunHMpoBanucb ¢ OTKNOHEHUSMK OT HalMOHanbHOro
KaneHgaps elle 4o MaHudecTauuMm OCHOBHOro 3abosieBaHus
18 (56%) neten, y 14 (44%) npuBMBKM OTKNaAbIBaNUCh B CBS-
3U1 C YCTAHOBNEHHOM peBMaTUYECKOM NaToNiornen.

Kaxabin natein nauymeHt ¢ FOMA (n = 10; 23%) nnbo
BOOGLLE HE BaKLUMHMPOBAICSH B TEYEHNE KUSHU (KPpOME MNpHU-
BMBKM BLIX-M, npoBOAMMOM B pOAMABLHOM AOME), TMBO Nosy-
YUST OAHOKPATHYIO A03Y MHAKTMBMPOBAHHOM BaKuUuMHbl (AKAC
uUnun Npotue renatuta B; puc. 1). [pK yTOYHEHWUN HapYLLUEHWH
BaKLMHANbHOrO cTaTyca YCTaHOBJ/IEHO, YTO KaKAblM MATbIN
nauneHT ¢ OUA (n = 10; 23%) He 6bl1 NPUBKT NMPOTUB KOPH,
KpacHyx1, NapoTuTta, CTONIbKO e — MNPOTUB NoJIMoMUenuTa.
He BaKUWHMpPOBaHbI NPOTUB KOK/OLWa-ANPTEPUU-CTONIOHSAKA
WKW NONYYUNM TOSIbKO OAHY A03Y BaKUMHbl 10 (23%) nauuner-
TOB, HE UMMYHM3KMPOBaHbl NPOTUB renatuta B — 12 (27%).

BaKUMHMPOBaAHHLIM B COOTBETCTBMM C HauMoHanbHbIM
KaneHgapem npodunaktMyeckux nNpuBmMBOK (N = 12) BBO-
OMnu npenapatbl POCCUUCKOro MNpPOM3BOACTBA (LLESIbHO-
KNeToyHash KOKIOWHO-AUPTEPUNHO-CTONOHAYHAS BaKLUMK-
Ha — AK/C, xnBas napoTUTHO-KOpeBas BaKLMWHa, BaKLUMHa
NPOTUB KPacHyxu). lononHUTeNbHas — BHEKaneHaapHas —
BaKUMHaUMSA NpOTUB reModuibHOM MHOEKLUKM Oblna npo-
BeaeHa 4 (9%) aetam; NpoT1B rpmnna ogHOKPaTHO NpUBMBa-
nmeb 2 (5%) naumeHToB.

[lononHuTenbHbIE pe3ynbTaTbhl UCCNEA0BaHUS

Mpn cbope aHaMHECTUYECKMX AaHHbIX NPOBOAMACS aHa-
N3 NEepeHOCUMOCTM MPOBEAEHHON BaKuUMHaUuKW (puc. 2).
He 3aperunctpMpoBaHO HM OJHOIO CEPbLE3HOr0 MOCTBAKLM-
HanbHOro ocnoxHeHusa (BLUXuT, aHadunakTM4yeckne peak-
Lumu, adebpuibHble Cyaoporu, KonnantouaHble peakuum), 4To
mMorno 6bl noTpe6oBaTb OTBOAA OT BbINOJHEHUS MOCNeayto-
uen éyctepusaummn. Y scex geten (44; 100%) nepsasi BaKuMu-
Hauwms (BLUXK-Mm) BbinonHeHa o maHudectaumm KOMA. Bo Bcex
cnyyasix npu BaKuuHauuum BLIXK-m, npoBegeHHOW B paHHeEM
HeoHaTanbHOM Nepuoae WAW B MEPBOM MONYrOAUMU MKUBHMU,
TeyeHuMe MOCTBaKUMHaNbHOIO nepuoaa npoxoawno ¢usno-
NIOrMYeCKn, 6€3 OCNOXKHEHWH, B T. 4. B OTAA/IEHHOM nepuoae.

Y 30 (88%) netent n3 34 NpuUBUTbIX XKMBbIMU BaKLMHAMMU
(mapoTUTHO-KopeBas, opanbHas MNOAMOMWENWUTHas, MpPoTUB
KpacHyxu), NocTBaKLUMHaNbHbIN Nepuoa npoTekan rnagko.
Y 4 (12%) 13 Tex e 34 BaKUMHUPOBaAHHbLIX AETEN OTMeYa-
nacb HENPOAOMKUTENbHAA YMEPEHHO BbIPaXKEHHAs MPUMyX-
NOCTb CYCTaBOB, KOTOpas KynupoBanacb CaMOCTOATENbHO.
B cpegHem Kaxkgaa BTopas BaKuuHauusa (y 20/42; 48%)
MHaKTMBUPOBAHHBbIMW BaKUMHAMWU — LIEJIbHOKIETOYHOM
AKAC B KOMOGWHaLWMW C BaKLUWMHOW MPOTUB MNOMOMMUENUTa
M PEKOMOUHAHTHOW BaKLUMHOW NMPOTUB renatuta B) xoTs 6bl
OAHOKpATHO COMpoBOXAanacb Pa3BUTUEM MECTHbIX WU
o6uMx peakumn. Bece noctBakuMHanbHble 3QdEKTbI Y NpU-
BUTbIX MUHAKTUBMPOBAHHbLIMW BaKLMHaMu1 BblIM ErKOM U ymMe-
PEHHOW CTEMEHMW BbIPaXEHHOCTHU, 6AAronoayYHO MPOXOAWIN
B TeyeHne 3 cyT U He TpeboBanun obpalleHns 3a MeauLluH-
CKOM MoMoLLblO.

Pe3ynbTathl onpoca pogutenen

Okono 1/3 matepen (14/44; 32%) He cmornu onpege-
nnTb daKTop, NOBAUSBLIMK Ha pa3BUTUE PEBMATUYECKOro
3aboneBaHua (puc. 3). Ha BpeMeHHylo CBSA3b C Nepeoxiax-



[EHWEM WU M3OBbITOYHOW MHconsdumen ykasann 10 (23%)
MaTtepen. BakumMHauuio cyuTanm nyckoBbiM GaKTopoMm pas-
BUTUSA peBMaTU4eCcKoro 3aboneBaHus 7 (16%) poautenen.
Mpuryem ToNbKO B 3 (7%) cny4asx cBA3b BaKLMHaUuu ¢ gebio-
ToM HOWA npeactaBngeTcs BOSMOXKHON: y 2 AeTeN B TeYeHne
7 oHew nocne BakumHauum AKAC ny 1 — B noctBaKuUMHab-
HOM nepuoae (4o 28 cyT) NPUBMBKKU NPOTUB KOPU, KPACHYXM,
napotnta. OgHa mMama pacueHuBana npuBuBKY BLMXK-m,
BbIMOMHEHHYO B POAAOME, NMPUYUHON BO3HMKHOBEHMS XPO-
HMYeckoro 3aboneBaHus 4yepe3 12 mec — B rogoBanoMm
Bo3pacTe. B AByx c/iyyasx maTtepu He CMOMWU YTOYHWTD,
C KaKOW MMEHHO BaKLUMHaLMen cnedyeT cBsA3biBaTb Havano
3aboneBaHnsl, U B KaKOM BPEMEHHOM WHTepBane nocne
NPUBMBKK NOSIBUINCL MEPBbIE CMMMNTOMbI PEBMAaTUHECKON
6onesHn. Cpeau apyrux npuyuH passutmnsa FOUMA poautenn
TaKXKe yKasanu nepeHeceHHble nHdeKkuum (5; 11%), a Takxe
TpaBMbl CyCTaBOB, NMOBTOPHbIE KypCbl aHTMGaKTepUaibHbIX
npenapaTtoB U HEKOHTPOAMPYyEMOE NPUMEHEHNE MMMYHOMO-
aynatopos (no 4 cnyyas; no 9%).

Mpn BbISCHEHMU, MMeENa N MEeCTO BPEMEHHas CBA3b
nepeHeceHHoro UHPEeKLMOHHOro 3abosieBaHna ¢ Ae6oToM
peBmaTU4ecKoro 3abosieBaHus, yTBEPAUTENbHbIN OTBET Obi
nony4veH ot 18 (41%) B3pocnbix. [1pn aTOM yCTaHOBMEHO, YTO
y 1 nauneHTa passutie KOMA 6b1110 CNPOBOLIMPOBAHO B TeYe-
Hue 1 Mec nocse KopeBon HOEKL UK.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbrata UcciejoBaHUsl

MoaTBEpPXKAEHO, YTO 6OMbWKMHCTBO nauneHtoB ¢ HOUA
MMEIT HapylweHHbIn rpaduk BaKuMHaumn. OnucbiBaemble
OTK/IOHEHMS OT HalMoHanbHOro KaneHgaps NpMBMBOK Gbln
CBA3aHbl KaK ¢ OTBOAOM OT BaKLUWHaLMK BCNeACTBME yCTa-
HOB/IEHHOrO OCHOBHOIO 3a60neBaHuUs, Tak U C APYrMMU Npu-
YnMHaMu B NEPUOA A0 €ro BOSHUKHOBEHMUS.

06cyKaeHue pe3ynbTaTtoB UCCe0BaHUsA

MpuBeaeHHas B HaleM UCCNeaoBaHMM XapaKTepucTmnKa
nauneHToB MNOATBEPXKAAETCA pe3ynbratamu 3nuaemMuosno-
TMYECKUX MCCNEeOBaHUM, BbINOMHEHHbIX B Pa3HbIX CTpaHax
MWpa 1 YKasblBaloWKMX Ha NMK MaHndecTauum 3aboneBaHus
HOMA B BO3pacTe nepBbIx 3 NeT XKU3HU [9].

3HayeHne reHetTMyeckoro daxktopa B 3TMOSIOMMU pPEB-
MaTU4YeCKUX 3abonieBaHUMM B HacToslllee Bpems pacleHu-
BaeTcsd KaK Begyulee. OgHako, B xoge cbopa aHaMHesa
y poauTenen nauMeHTOB HacNeACTBEHHYK OTArOLLEHHOCTb
no ayTOMMMYHHbIM 3a60neBaHUAM GOMbLUMHCTBO M3 HUX
oTpuuanu. Cyutaem 3T1 AaHHble HEAOCTOBEPHbLIMM, MOCKOSb-
Ky, Kak npaBuno, Monoable poauTeny GbiBatoT HeLOCTaTOu-
HO OCBeAOM/EHblI O Pa3HOOB6pPasHbIX BMAAX ayTOMMMYHHbIX
3ab051eBaHUi, B TOM YUCNE Y POACTBEHHUKOB. Kpome aToro,
no peaynbraTaM NPOBEAEHHOr0 CEMEMHOro aHanusa, ycTa-
HOBJIEHO, YTO y AETEN, Aaxe B c/lydae OTCyTCTBUS 3abone-
BaHUSA Yy MX GAUMKaWLIMX POACTBEHHUKOB, OBGHapy*KMBaeTcs
NMOBbLIWEHHbIM YPOBEHb aHTUTEN K COGCTBEHHbLIM TKaHAM
W ApYrMe OTKIOHEHUS, CBUAETENLCTBYIOWME O CKIIOHHOCTU
K ayTOMMMYHHbIM npoueccam [10].

C Halen TOYKK 3PEHNS, BaXKHO OblN0 BbISCHUTb OTHOLLE-
HWe poauTenew, YoM LETU BNOCNEACTBUM CTaNM NauMeHTamu
pPEBMaTONOrMYECKOro OTAENEHMS, K NPOBEAEHHOM paHee BakK-
LMHaLMK, NOCKONbKY [0 CWUX MOP Cpeau HaceneHus GbiTyeT
OWKNBOYHOE MHEHHME, YTO OLHOM M3 MEPBOCTEMEHHbIX MPUYUH
pa3BUTUS ayTOMMMYHHbIX 3a60/1eBaHNU ABNSETCA NPUBUBKA.

CBs3b BaKyMHaLuu ¢ passutnem FOUA

XoTa BO3MOXHas CBSA3b MeXAy BaKUMHaALUMEN U ayTOUM-
MYHHbIMW 3a60/1eBaHUAMM B HacTOsIlLlEe BPEMSA HE MOMET
ObITb MOMHOCTbIO UCK/IOYEHA, MHOIMOYUC/IEHHbIE 3NUAEMMO-

NIOrnyecKkue nccnefoBaHus, B T.4. KpynHoMacwTabHble, Npo-
BOAMMbIE Ha MPOTSKEHWUU LECATUNETUI, HE MOATBEPKAAOT
3Ty TMNOTE3Y W CTABAT NOA COMHEHME CTEMEHb MPUYMHHOCTHU
UMMyHU3aumm [11-13].

B ntoHe 2006 r. [nob6anbHbl KOHCYNbTaTUBHbIN KOMUTET
no 6esonacHoctn BakuuH (Global Advisory Committee on
Vaccine Safety, GACVS), yypexaeHHbln BcemupHon opra-
HMU3auunen sapasooxpaHeHus (BO3), paccmaTtpmuBan Bonpoc
0 CBSI3¥ BaKLMHaLMK NPOTMB renatuta B u peBmaTonaHoro
aptputa [12]. NpeaBapuTenbHO Obln OCYLWLECTBNEH TULATENb-
HbIM 0630p UTEPATYpbl, COAEPIKALLEN YIOMUHAHME O CyYa-
X BO3MOXHOM CBA3WU MeXKAy renatutom B n peBMaTouaHbIM
apTPUTOM, a TaKKe pe3ynbraTbl Ony6AMKOBaHHbIX UCCNeno-
BaHWW. B pa3melleHHOM Ha canTe BO3 3aknt4veHnn 3ace-
JaHWUS YKa3aHo, YTO «PacCMOTPEHHbIE GaKTbl HE NO3BONSIOT
coenatb ybeauTenbHbIM BbIBOA, MOAAEPKMBAOWMA CBSA3b
MeXay BaKuuHauuen npotue renatuta B v peBmMatongHbiM
aptputoM» [12]. B 4acTHOCTWU, MPUHMMaANM BO BHUMaHMWE
[JaHHble npoBeaeHHoro B CLLUA KpynHenwero nccnegoBaHns
(MpoeKT 6a3bl AaHHbiXx 6e30MacHOCTM BaKUMH — Vaccine
Safety Datalink, VSD), KoTopoe BK/O4Yano 3HayuTenbHOEe
4YUCNO B6OSbHBIX PEBMATOMAHBIM @apTPUTOM, U TONIbKO HEMHO-
rMe u3 HUx B6bliM paHee BaKUWHWPOBaHbI NPOTUB renatu-
Ta B [12, 14]. Ha 0CHOBaHWWU 3TUX AaHHbIX MOXXHO MPU3HaTb
noboe BAUSHWE BaKLUMHaLMK NPOTUB renatuta B Ha obulyto
3a60/1eBaeMOCTb peBMaTOMAHbIM apTPUTOM BeCbMa He3Ha-
YUTENBHbIM.

B KpanHe pedkux ciydyasx BaKLMHaLMA MOXET Bbl3BaTb
pa3BuTHe cuHapoma [MneHa—bappe, nmetolero B ocHoBe
ayTOMMMYHHbIM MexaHn3m pa3sutua [12, 15]. B uenom npo-
Be[leHHble UCCNeaoBaHUs AOKa3biBalOT OTCYTCTBUE MPUYUH-
HOW CBSI3W BaKLMHALMK CO CTAHOBNEHWEM PEBMATUYECKMX
3aboneBaHum [13].

Y4uTbiBas, 4TO YacTb NALMEHTOB B HALLEM UCCNELOBaHUN
He 6blla NpPUBKUTA MPOTMB COLIMANbHO 3HAYUMbIX TAXENbIX
WHPEKLMOHHbIX 3a601€BaHNN, 3TU OETU HE TO/IbKO HaxoasaT-
€A B rpynne BbICOKOIO pPUCKa 3apayKeHUs U OCMIOKHEHHOIO
TEYEHUS BUPYCHbIX MHPEKLMUN, HO TaKKe NpeacraBnsior
Cco60M 0MacHOCTb B BUAE UCTOYHMKA NoadepKaHua Hebnaro-
NoAy4YHON 3NNOAEMMUOSIONMYECKON CUTYaLIMKN B OOLLECTBE.

BakuyuHayuns naLueHTOB C peBMaTU4eCKUMU

3ab60/1eBaHUSAMH

B coBpemeHHOM peBMaToNorMM 3Ha4vyuTebHOE BIU-
SHME Ha TeyeHWe peBMaTM4ecKoro 3aboseBaHus, B T.4.
FOWA, n ero ucxodbl OKa3biBalOT KOMOPOUAHbIE UHEKL MK
[13-17]. 3HauMMocTb Mpobaembl CyLLeCTBEHHO BO3pocna
C BHEAPEHUEM B LIMPOKYI KIMHUYECKYIO MPAKTUKY HOBOM
TepaneBTUYECKON OMUMM — TFEeHHO-UHXKEHEPHbIX GUONOMU-
yeckux npenapatoB (FTMBI), aencTBue KOTOPbIX Hanpas-
NIEHO Ha pasnuyHble 3BEHbS MaToreHesa ayTOMMMYHHbIX
3aboneBaHun [13, 18, 19]. O6WHMPHBIN KIMHUYECKMUI ONbIT
no npumeHeHuto MBI, HakonneHHbIM B nocnegHue rogbl,
CBWAETENLCTBYET O CBA3M MEXAY NPUMEHEHUEM 3TOW rpyn-
Nbl NpenapaTtoB U PUCKOM Pa3BUTUS ABYX Mau Gonee Xpo-
HUYECKUX WMHPEKLMOHHbIX 3aboneBaHun. Kaxabli TaKown
cnyyan TpebyeT OTMEHbl NPOTUBOPEBMATUYECKOM Tepanuu,
4YTO B CBOK o4yepefb NPUBOAMT K 0BOCTPEHUIO CYCTaBHOIO
3abo05eBaHus. Y 60/1bHbIX PEBMATOUMAHLIM apTPUTOM YacToTa
KOMOP6UAHbIX UHEKUMIM B 1,5—2 pasa npeBbllLaeT nonyns-
LIMOHHYI0 [18, 19]. B cBSI3M C 3TUM CBOEBPEMEHHAs BaKLM-
HauMs yKa3aHHOWM rpynnbl NaLMeHTOB paccMaTpMBaeTCs Kak
€[AMHCTBEHHasa adpPeKTUBHaAA Mepa NPoPUNaAKTUKK.

PekomeHaaunn EBponencKon aHTMPEBMATUYECKON NUTH
(European League Against Rheumatism, EULAR) [18], Ame-
pUKaHCKoW Konnerun pesmatonioroB (American College of
Rheumatology, ACR) [20], AMeprKaHCKOro obuiectsa MHOEK-
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OpuruHanbHas ctaTbf

LMOHHbIX 60ne3Hen (Infectious Diseases Society of America,
IDSA) [21] cogep»aT uHGopmaLuio 0 NpaBuaax n nopsake
BaKLUMHALMW NaLMEHTOB C peBMaTUYECKUMK 3aboneBaHu-
AmMu. OaHaKo, A0 CUX MOP OTAENbHbIE BPaYM-KIMHULMCTHI
paccMaTpmMBatoT ayTOUMMyHHble 3a60neBaHMsa B KayecTse
NPOTMBOMNOKa3aHW K BaKLMHaUWKU. MiccnegoBaHue, npose-
neHHoe Bo ®paHumm n BenukobpuTaHumn, NpoaeMOHCTPUPO-
Basio OTHOCUTENbHO HM3KUIM YPOBEHb OXBaTa BaKLUWHaUMEN
NPOTMB rpunna U NHEBMOKOKKOBOW MHOEKLMWU NauMeHTOB
C peBMaTtoMgHbiMM 3aboneBaHuaMu — 28 n 37% coOT-
BETCTBEHHO [22]. CornacHo pesynbTtataM MexXayHapoa-
HOrO OAHOMOMEHTHOIO MCCnefoBaHUsA, MOCBALWEHHOro
KOMOPOWAHBbIM COCTOSIHUSIM MPWU PEBMATUYECKMX BGONE3HAX
COMORA, Bknto4ymBLero 6osnee 4500 60nbHbIX OWA, noka-
3aTenin NPMBUTOCTM OKal3anucb elle Huxke — 25 n 17%
cooTBeTCTBEHHO [18].

06 OTCYTCTBMM HEraTMBHOIO BAMSHUS BaKUWMHALMKW Ha
TeYeHne peBMaTUYECKOro 3aboneBaHWs B Hay4yHOW NuTe-
paType npuBeAeHbl MHOrOYMCNEHHble AaHHble [4, 6, 13].
HanpoTuB, pesynbraTbl 3HAYUTENBHOMO YWUCNa KIAMHUYECKUX
nccneaoBaHnn CBUAETENLCTBYIOT 06 3G PEKTUBHOCTH U 6€30-
NacHOCTU BaKUMHALMKU, HaMpaB/ieHHOM Ha NpeaynpexaeHue
MHOEKLMOHHBbIX 60/1€3HEN, 3HAYMMbIX MPU PEBMATUYECKUX
natonorunsx [13, 16, 17]. ABTOpbl YKa3biBalOT Ha BO3MOXK-
HOCTb NpoBeaeHns (Mpu HEO6XO0ANMMOCTH) UMMYHU3ALMN U Ha
doHEe MUHUMaNbHbIX A03 MMMYHOCYNPECCMBHOM Tepanuu
M HECTEPOUIHbIX MPOTUBOBOCNANMUTENbHbLIX COEACTB B NEPUOA
PEMWUCCUN UM HAUMEHbLLEN aKTUBHOCTH 60/1€3HU [4].

AHanM3 OLEeHWBAEMOro PoAMTENSIMM HaWWX NauueH-
TOB NOCTBaKLMHaNbHOIO nepuoja nokasan conoctaBuMMble
CO CpefHecTaTUCTUYECKMMU XapaKTePUCTUKKM 6Ge3onacHo-
CTM UMMYHOBMONOTMYECKMX NpenapaToB. YacToTta BCTpeya-
€MOCTU NIErKMX M YMEPEHHbIX MOCTBaKLMHANbHbIX peaKLuui
y aeten ¢ FOMA conoctaBnma ¢ TakoBOM B 06Len nonynsumm
BaKLIMHMPYEMbIX AETEN, YTO NOATBEPKAAETCH AaHHbIMK psaa
KIIMHUYECKNX HabnoaeHnn [23—-25]. NMogobHoe nccnenosa-
HWe 6biN0 BbIMOJHEHO M HaWWMMW Konneramum uM3 HuxHero
Hoeropoaa B 2006 . [26]. Y 138 geTen ¢ peBMaTU4ECKUMU
3a60/1€BaHUAMM, HaAXOASALWMXCS Ha AWCMAHCEPHOM Yy4yeTe
y KapaMopeBMaTosiora, Ha OCHOBaHWWM OLEHKMW AaHHbIX Npu-
BMBOYHOIO aHaMHe3a CBA3b AebtoTa 3aboneBaHUsi C Bak-
LMHauuen npoTme renatuta B He ycTaHoBneHa. Y 60/bLUNH-
CTBa NaLMEHTOB, BaKLMHMPOBAHHbLIX ele A0 MaHubecTaunm
3aboseBaHu1s, NoCTBaKUMHaNbHbIM Nepuoa NpoTeKan rnag-
KO, ¥ nuub B 1 cnyvae Yyepes 2 Hep Nocsie BTOPOW NMPUBUBKHK
y pebeHKa NosiBUANCb CMMMTOMbl IOBEHWIbHOrO peBMaTo-
MAHOro apTpuTa. B pamKkax aTon paboTbl TakXKe MoKas3aHo,
4TO TONbKO y 2 aeTen n3 137 peBmatnyeckoe 3aboneBaHue
MaHudecTupoBano yYepes 14 cyT nocne BBeAeHWUS Mpena-
paTa npoTMB Kopu, a y 1 nauneHTKn u3 135 geten c pes-
MaTM4YecKon naTofiorMer — cpasdy nocne peBaKuuHaumu
AKZIC v opanbHOM NOAMOMUENUTHON BaKLMHON. Kpome Toro,
oueHuBann 6e3onacHOCTb BaKLMHaLWK, MPOBOAUMON NaLu-
€HTaM C y)Ke YCTaHOBMEHHbIM AMArHO30M PEBMaTUYECKOro
3aboneBaHus. Y 21% ageten, NpuBUTbLIX NPOTUB KOpH, 060-
CTPEHMUS CYCTaBHOIO CUMHAPOMa He 3aPUKCUPOBaHbI.

B uccnepoBaHnn A.A. TapacoBon u M.Tl. KocTnHoBa
oueHuBann 3dPEKTUBHOCTb M 6e30MacHOCTb BaKuUMHaLMK
NMHEBMOKOKKOBOW MonucaxapuMaHon BaKLWHOW AeTen ¢ pas-
NNMYHBIMK dOopMaMK peBMaTUYECKUX 3abonesaHun [27].
Bblno nokasaHo, 4To cneyndryeckas UMMyHMU3aLMUa NPOTUB
NMHEBMOKOKKOBOW MHPEKLMN PEBMATONOMMYECKUX BONbHbIX
COMpPOBOXAAETCH CUHTE30M a@HTUTEN U HE BbI3blBAET yXyaLle-
HWUS Te4YeHUs 3ab6oneBaHus.

Ewe ogHO wuccnegoBaHue, BbiNonHeHHoe B CaHKT-
MeTepbypre, cBMAeTENbCTBYET O 6€30MacHOCTU BaKLMHa-
LMW NPOTMB ANdTEPUU, CTONBHSAKA Cpeam NaLMeEHTOB C PeB-
MaTu4yeckumu 3saboneBaHnamu [28]. lNMocTBaKUWHaNbHbIN
nepuvog npoTteKan rmagko y 77% (n = 60), a KaTaMHeCTH-
yeckoe HabnwgeHne 3a NpPUMBUTbLIMK B TevyeHue 1-3 neT
He MPOAEMOHCTPUPOBASO HU YXYALEHNS TEHEHUS OCHOBHO-
ro 3a6oneBaHus, HX NOBbIWEHWUS YaCcTOTbl pecnmMpaTopHOm
naTonorunu.

bBe3onacHOCTb MPUMEHEHUS KUBbLIX aTTEHYMPOBAaHHbIX
BaKUMH Yy 60MbHbIX C PEBMAaTOMAHbIMM 3aboneBaHUAMM,
B 4aCTHOCTM MPOTMBOKOPEBOM BaKLMHbI, NMPOAEMOHCTPU-
poBaHa B wuccnegosaHuu C.M. XapuTt [29]. BO3MOXKHOCTb
cneundmnyecKon NpoPpuUNaKkTUKM BETPSHOW OCMbl U XKenTon
JIMXOPaAKKM Y TakMx NaLUMeHTOB NOATBEPIKAEHA U B Uccneao-
BaHuu C.A. Silva n coaBT. us bpasunuu [30].

OrpaHU4eHuUa UcciefoBaHuUA

K orpaHuyeHusiM uccneaoBaHusa crneayetr OTHECTU He-
60/1blUYO BbIGOPKY nauneHToB ¢ FONA, 06bem KOTOpOW Obin
OrpaHn4YeH HU3KOW pacnpoCTpPaHEHHOCTbIO AaHHOW naTtoso-
rnn. K coxkaneHuto, oTCyTCTBME YKa3aHWIM 0 NoCTBaKLMHasb-
HblX peakuusx B GONbLIMHCTBE MEAMLMHCKUX AOKYMEHTOB
He Mo3BOASET 06LEKTUBHO OLIEHMBATb BPEMEHHYIO CBSA3b
BaKUMHauMn ¢ MaHudectaumen HOUA. 310 elle pas yka-
3blBaeT Ha HeOo6XOAMMOCTb COBEPLIEHCTBOBAHUSA CUCTEMbI
MOHWTOPMHIa MOCTBAKLMHAMbHbLIX PEaKLUMM U OCNOXKHEHUNA,
a TaKKe nepecmoTpa 06pasLoB AOKYMEHTALMKN O MPOBEAEH-
HOWM MPUBUBKE.

3AK/TIOYEHUE

YcTaHOBEHO, 4YTO MpeBanupylowee 60/bWKMHCTBO Na-
umeHtoB ¢ HOMA TpebyeT KOppeKuMW HapylleHHOro rpa-
duKa BakuuHaumu. MNpu cocTaBNEHUU WHAMBUAYANbHOIO
naaHa NPMBUBOK y TaKUX AeTen Heo6XoANMMO Hapsay ¢ npo-
BeEeHNEM YHUBEpPCaNbHOW MMMYHM3aLMU B COOTBETCTBUM
¢ HauuoHanbHbIM KaneHgapem npodunakTUY4eCcKUX Mnpwm-
BMBOK BK/tOYaTb B HEr0 W AOMONHUTENbHbIE BaKLMHbI NpO-
TMB Hanbonee 3Ha4YUMbIX KOMOPOUAHBLIX MHOEKLMN, TaKUX
KaK NMHEBMOKOKKOBas W rpunn. BakuuHauuto cnegyet nna-
HMpOBaTb MPU MWUHUMaNbHOW aKTMBHOCTM ayTOMMMYHHO-
ro BOCMaNUTENbHOrO MpoLuecca, A0 Ha3HavyeHUs Tepanuu
MOHOKJ/IOHabHbIMW aHTUTENaMMU. [pM HEOBXOAMMOCTHM NaLy-
eHTtam ¢ HOMA c HeycTOM4YMBOM peMUCCUEN PEKOMEHOBa-
HO Ha3HayeHwe Kypca MNPOTMBOBOCMANUTENLHON Tepanuu
3a 10-15 gHen OO0 BaKUMHaLMK, a TaKKe Ha NPOTSKEHUU
3 Hep nocne Hee. UMMyHM3aUMa aTTeHYMPOBAHHbIMKU BakK-
LMHaMK NPOTUB KOPW, BETPSIHOM OCMbl HE MPOTUBOMNOKAa3a-
Ha; BMECTO OpasibHOM MOSIMOMMUENIUTHON BaKLMHbI cnegyet
MCMONb30BaTb MHAKTMBMPOBAHHYIO BaKLMHY MPOTUB MOAMO-
mMuenuTa.

UCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpblI CTaTbM MNOATBEPAWUSIN OTCYTCTBME KOHO MUKTa
MHTEpPEecoB, 0 KOTOPOM HEOBXOAMMO COOBLLUTD.
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YBeut, accounnpoBaHHbIN ¢ KOBEHUJIbHbIM nanonaTndyeckum apTputom (FOUA), MOXKET 6bITb MPUYNHON HE TOJIbKO CHUXKEHNS
OCTPOTbI 3PEHUS, HO U C1enoThl. [Ipu 3TOM y HEKOTOPLIX 60/bHbLIX Teparnus MeTOTPEKCaTOM He NO3BOJISET MNPeaynpeanTb
pas3BuUTUE ITUX OC/IOKHEHUH. Ljenb nccnegoBaHus: n3y4uTb 3PPEKTUBHOCTb M 6€30MacHOCTb MPUMEHEHUST MHIMOUTOpa
¢aKTopa HeKkpo3a onyxoiu o againmMmymaba y naumeHToB ¢ HOMA-accoummpoBaHHbIM yBenToM. Metoabl. [1poBeseHO
PETPOCMNEKTUBHOE HEKOHTPOIMPYEMOE MCCAENOBaHME Cepumu ClydaeB. Pe3ynbTaTbl MpUMEHEHUs afjananmymaba OLeHM-
Banu y naumeHToB ¢ IOMA-accoLumMmMpoBaHHbIM XPOHUYECKMM MEPEAHUM YBEUTOM, KOTOPbIX Habojanm He meHee 1 roga
10 1 rocae Havyana npumeHeHns aganumymaba. lNpenapat HaszHayvyasm o npuYnHe NPorpeccUpyoLero n/mam peunanBupy-
IoLLEero Te4YeHns yBenTa, PE3UCTEHTHOIO K Tepanum MeToTpeKkcaTtoMm. Pe3aynbTatbl. OCylleCTBAEH aHaan3 UCTOPUI 601€3HU
36 geten ¢ FOMA-accoynnpoBaHHbIM yBEUTOM. AKTUBHbIN YBEUT HA MOMEHT Ha4asa Tepanuu agaammymabom 6bl JuarHoc-
TmpoBaH y 30 (83%) naLmneHTOB. Y naLMeHTOB C aKTUBHbLIM YBEUTOM pemuccus bblna gocTurHyta B 29 u3 30 ciydaeB Yyepes
2 (2; 12) Hen. O6ocTpeHue yBeuta passuaock y 11 (31%) naymneHTtoB Yepe3 28 (13; 69) Hea OT Havyana Tepanuu agaimmy-
mabowm. lpumeHeHue agaimmymaba NPUBEO K CHUXEHMIO YacToTbl o6ocTperui ¢ 4 (1; 9) go 0 (0; 1) cny4aeB B rof Ha 04HO-
ro naymeHta (p < 0,001), yMeHbLLUEHUIO JOM MNALMEHTOB, M0Jy4aBLUMX MECTHbIE [TTIOKOKOPTUKOCTepouabl (¢ 83 Ao 8%).
He o6HapyKeHO pasindui B JOCTMXKEHMUM PEMUCCUU U CHUIKEHUU 4acTOTbl 060CTPEHUI B 3aBUCUMOCTM OT 10/1a NaLMeHTOB,
BOBJ/IeYEeHMs1 B ebroTe 60/1€3HU OHOro MM 060MX M1a3, CepOno3NTUBHOCTM N0 aHTUHYKIeapHOMY GpaKTopy, TMrna yBeuTa,
XapaKTtepa CycTaBHOro rnopaxeHus. 3akatodyeHme. Agaammymab crioco6CTBYET JOCTMKEHUIO ObICTPOM U MPOAO/IHIKUTEIbHON
pemuccumn KOMA-accoymnpoBaHHOro yBeuTa, PE3UCTEHTHOIO K Teparnmm MeToTPEKCaToM.

KnioyeBble c/ioBa: 10BEHUIbHbIN MAMONATUHECKUI apTPUT, yBEUT, afaimmyman.

(Ansa ynTupoBanus: langap E.B., Koctnk M. M., ly6ko M. ®., MacanoBa B.B., CHernpéa J1.C., Ucynosa E.A., HukutuHa T.H.,
Ceporoackas E.[l., KanawHunkoBa 0.B., YacHblk B.I. 3ddeKkTBHOCTL aganumymaba npu XpOHUYECKOM MNepeaHeM YyBeW-
Te, aCCOLMMPOBAHHOM C IOBEHU/IbHBIM MAMONATUHECKUM apTPUTOM M PE3UCTEHTHLIM K Tepanuu METOTPEeKCcaToM: PeTpo-
CNEKTUBHOE UccnegoBaHue cepun cnydaeB. leguatpunyecKkas ¢papmakonorns. 2016; 13 (4): 340-344. doi: 10.15690/
pf.v13i4.1605)

OBOCHOBAHME

HOBEeHUNbHbIM ManMonatuyeckun aptput (FOMA) — Hawm-
6onee yacTtas NpuYnHa XPOHUYECKOro nepefHero yseuta
B 1IETCKOM BO3pacTe. B cBOIO o4yepeb, yBeuUT ABNSETCH Hau-
6ofiee 4acTbiM BHecycTaBHbIM nposiBneHnem HOUA, auar-
HOCTMPYEMbBIM Y KaXAoro naroro pebeHka ¢ 3Tum 3abose-
BaHMEeM MPenMMyLLECTBEHHO B nepsBble 2 roga OT MOMEHTa
nebioTa cyctaBHOro cuHapoma [1, 2], u 310 nNpu TOM, 4TO
Ha4yano XPOHWYECKOro nepeiHero yBeuTta 4acTo npoTe-
KaeT 6eCcCMMMNTOMHO, MOryT nopaxkaTbCqd OAWH Wnu oba
rna3a [3]. bonee KOpPOTKUM WHTEpBan MexAy Havanom
apTpuTa U pasBUTUEM YBeEWUTa CNYXKUT MPOrHOCTUHECKUM
NPU3HaKOM TSXKeNoro tevyeHus yseuta [4]. B paHee npo-
BeEeHHbIX UCCNefoBaHMAX YCTaHOB/IEHbl OCHOBHble daK-

TOPbl PUCKa Pa3BUTUS YBEWUTA: ONIUFOaPTUKYNAPHBIR CyeTUn
apTpuTa, paHHMK BO3pacT MaHuMdecTaunn, cepono3nTmuBa-
HOCTb MO aHTUHYKNeapHOMY GaKTOopy, BbICOKOE COAepKa-
Hue C-peaKTMBHOro 6enka B gebtote 6051e3Hu [5].

YBeuT §IBNSeTCd OOHOW M3 Haubonee 4vacTbiX MPUYMH
pa3BuTUsa cnenotbl y 60nbHbix KOWA [3]. lMpeaynpeantb
TaKOW BapuaHT Te4eHnst 60N1e3HM BO3MOXKHO NyTeM CTyneH-
yaTon Tepanuu, HaYyMHaloLWENCs C MECTHOrO MPUMEHEHNS
rnmokoKkoptukocteponaosB (FKC), cy6KOHBIOHKTUBAIbHbIX,
napa- u peTpobynbbapHbIX WMHBEKLMUW. [pu OTCYTCTBUM
addekTa oT Tepanumn Tonmyeckumu 'KC HaszHavaloT Tepa-
NUI0 METOTPEKCATOM, KOTOpas MOXKET BbITb yCHIeHa LIUKIO-
CMOPUHOM A W/WUAWN TEHHO-UHXKXEHEPHbIMU MMMYHOBKOSO-
rMYecKMMK npenapatamu. B Taxenbix cnydasax BO3MOXKHO



npumeHeHne cuctemHblx TKC [6]. CnegyeT OoTMETUTb, 4TO
Tepanua TKC MOXeT NPMBECTU K TaKUM HexenaTesbHbIM
ABMIEHNSAM, KaK MeTabonn4yeckue HapyleHus (runeprivke-
MWS, ANCIUNUAEMUSA, OXKMUPEHME), apTepuanbHasa rMnepTeH-
318, 0OCTEONOPO3, MMNEPTPMX03, FMayKomMa U KaTapakTa [7].

B ocHOoBe MMMYHHOrO BOCMafeHus B cycTaBax u rnasax
y nauueHtoB ¢ KOMA cyllecTBeHHas pofib OTBOAMUTCH MpPo-
BOCNanWUTENbHOMY LIUTOKMHY — QaKTopy HEKPO3a OMyxonu
(Tumor Necrosis Factor, TNF) « [8]. M3BecTHO, 4TO TNF «
CTUMyNMpyeT BbIPabOTKYy psga MpoBOCManUTENbHbIX LUTO-
KMHOB, TaKMX KaK MHTEpNenKuHbl 1, 6 n 8, cnocobCeTBys,
TakuMm o06pa3om, noagepraHuio BocnaneHus. bnokaga
TNF o npuMBOOAMT K MOAABMEHUID aKTUBHOCTM MOHOLMUTap-
HbIX KNEeTOK (MakpodaroB v MOHOLMTOB), YMEHbLUEHUIO
CcTeneHn BocnanuTenbHON peakumn 1, Kak cneacteune, npe-
[LOTBPALLEHUIO TKaHEBOro nospexaeHus [9]. NpumeHeHne
C Lenblo 6n0KMpoBaHna aktuBHOCTM TNF o MOHOKJIOHaNb-
HbIX aHTUTEN (Yalle aganumymaba U MHbGIMKCMMaba, pexe
ronmmymaba u ueptonmdymada) — Hambonee NepcrnexkTns-
HbI BMA Tepanuu y NauueHToB, PE3UCTEHTHbIX K Tepanuu
HEOBMONOrMYEeCKMMIN 60N1E3HBbMOANDULIMPYIOLLMMWU MPOTUBO-
peBMaTUYECKMMU npenapaTamu, TaKMMK KakK MeToTpeKcaT
1 umknocnopuH A [10].

Llenbto HacTosiLero nccnegoBaHms 6110 U3yyYnTb apdek-
TMBHOCTb M 6€30MacHOCTb Tepanuu aganMMmymabom y naum-
eHToB ¢ HOMA-accouMmnpoBaHHbLIM YBEUTOM, PE3UCTEHTHbLIM
K Tepanuun MeToTpeKcaTom.

METOAbI

Aun3aiH nccnegoBaHus

lMpoBefeHO pPeTPOCNEKTUBHOE UCCNeloBaHWE Cepuu
cny4vaes.

Kputepumu coorBetTcTBUSA
Kputepum BKIOYEHUS:

® MaUMeHTbl C XPOHWYECKUM MPOrpeccupyolium u/vmnm
pPeELNIMBUPYIOLLMM NEPEeHUM YBEUTOM, acCOLIMMPOBaH-
HbiM ¢ HOUA;

® Ha3dHa4yeHWe aganMmymaba no NpUyYnHE PE3UCTEHTHOCTHU
K Tepanuu, BKIOYaBLIEN METOTPEKCAT;

® Hanuyue JaHHbIX O xapaKkTepe 60/Me3HN KaKk MUHUMYM B
TevyeHne 1 roga o v 1 rofa nocsne HasHavyeHus aganu-
MyMmaba.
Kputepun HEBKIOYEHUS: MALIMEHTbI C OCTPLIM NEPEeaHUM

(cMMNTOMaTUYECKUM) YBEUTOM.

UCTOYHMKM AaHHbIX

MpoaHanuanpoBaHbl ncTopmm 601e3HN NaumeHToB ¢ FOUA,
rocnuTaNM3MPOBaHHbIX B NeauaTpuyeckoe otaeneHve N2 3
N OTAENEeHUE MMKPOXMPYPIUK rnasa KAMHWKKM CaHKT-lMNeTtep-
OGYPrcKoro rocyaapCTBEHHOro NeauaTpUYecKoro MeauuuH-
ckoro yHuBepcuteta (CaHkT-lNetepbypr). Mepuoa yyeTa aaH-
Hbix — 2009-2016 rr. AnarHo3 KOWA 6bin ycTaHOBAEH
B COOTBETCTBUM C KpuUTEpusaMU MexayHapoaHOM Nuru
peBMaTofiornyeckux accouunaumi (International League of
Associations for Rheumatology, ILAR) [11].

OdranbmonornyecKkoe oéecnegoBaHue

[na KOHTpoONA yBeanbHOW aKTUBHOCTM BCE NaLMUeH-
Tbl MPOXOAUNK perynspHoe odTanbMonormyeckoe oobcene-
[lOBaHWE C WCMNONb30BaHMEM GMOMMKPOCKOMWMK, KOTOpas
6blna BbIMNO/HEHA OMbITHbIMKM OdTanbMonoramm B AeKpe-
TUPOBaHHbIE CPOKU B 3aBMCUMMOCTM OT aKTMBHOCTU yBeuTa.
OUEHKY CcTeneHuM aKTUBHOCTM U PEMMUCCUM yBeuTa MNpPOBO-
OWNW Ha OCHOBE KpuTepueB paboyen rpynnbl Mo ctaHaap-
TU3aumu TepmMrMHoNorMm yBentos (Standardization of Uveitis
Nomenclature Working Group, SUN) [12, 13]. Y nayneHTOB
C HEMpepbIBHO PELMANBUPYIOLLMM YBEUTOM YMUCNO 06OCTpe-
HWUW B rog npupaBHMBanu K 12.

Kputepum pe3ynbTaTMBHOCTU TEpanuu

OueHUBaNM CPOKM [OOCTUMKEHUSA PEMWUCCUU, AUHAMMUKY
4acToTbl 060CTPEHMI YBEUTA, @ TAKKE M3MEHEHME TEKYLLEN
Tepanuu Tonnyecknmn NKC Ha doHe neveHus aganumyma-
60M. TakKe cpaBHMBaNW peaynbTaTbl Tepanuu B rpynnax
60/bHbIX Pa3HOro nona, B rpynnax, pasgeneHHbix ¢ y4eTom
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The Efficiency of Adalimumab in Cases of Chronic

Methotrexate-Resistant Juvenile Idiopathic Arthritis-Associated
Anterior Uveitis: Retrospective Case Series Study

Background: Juvenile idiopathic arthritis (JIA) associated uveitis may be the cause of not only visual acuity decrement, but also blindness.
At the same time, in some patients therapy with methotrexate can not prevent the development of these complications. Objective: Our aim
was to investigate the efficiency and safety of using a tumor necrosis factor « inhibitor (adalimumab) in patients with JIA-associated uveitis.
Methods: We conducted a retrospective single-arm study of a series of cases. The results of using adalimumab were evaluated in patients
with JIA-associated chronic anterior uveitis, who have been under observation for no less than 1 year before and after starting using
adalimumab. The latter was prescribed due to progressing and/or recidivous methotrexate-resistant uveitis. Results: We have analyzed
clinical case records of 36 children with JIA-associated uveitis. At the start of therapy with adalimumab, actual uveitis was diagnosed in
30 (83%) patients. Remission was achieved in 29 of 30 cases in 2 (2; 12) weeks in patients with actual uveitis. 11 (31%) patients had a
uveitis exacerbation 28 (13; 69) weeks after adalimumab therapy started. Adalimumab reduced the exacerbation frequency from 4 (1; 9)
to O (O; 1) exacerbations per year for one patient (p < 0,001), and reduced the proportion of patients who were treated with topical
8lucocorticosteroids (from 83 to 8%). There were no differences (in achieving remission and reducing exacerbation frequency) with regard
to patients’ sex, involvement of one or both eyes in the disease onset, antinuclear factor seropositiveness, uveitis type and character of
Jjoints affection. Conclusion: Adalimumab promotes fast and long-lasting remission of JIA-associated methotrexate-resistant uveitis.
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OpuruHanbHas ctaTbf

BOB/MeYeHUs B Aebtote 601e3HU OAHOr0 MM 0B6OoUX rnaas,
CEpPONO3UTUBHOCTM MO aHTUHYK/IeapHOMY haKTopy, Tuna yBe-
uTa, XapaKTepa CYyCTaBHOrO MopaKeHus (onuro-, nonavap-
TPUT), HANU4YMA CONYTCTBYIOLWEN LMTOCTAaTUHECKOM Tepanuu.

JTnyeckasn aKcnepTusa

lMpoBeneHne nccnegoBaHna ogo6peHo JIoKanbHbIM 3TU-
YecKMM KomuTteToMm npu CaHKT-lNeTepbyprckom rocyaap-
CTBEHHOM MeaMaTpPMYecKoM MeAULMHCKOM YHWBepcuTeTe
(npotokon N¢ 4 o1 25.03.2013 ).

CrtaTuCTMY4ECKU aHanun3

Paamep BbIGOPKM MpeaBapuTENbHO HE pPacCyYMUTbIBaN.
CTaTUCTMYECKMI aHaNM3 BbIMNOMHEH MPU MNOMOLWM NaKeTa
cTtatuctTnyeckunx nporpamm STATISTICA v. 6.0 (StatSoft Inc.,
CLUA). OnucaHre KONUYECTBEHHbLIX NMEpPEeMEHHbIX NpeacTaB-
/IeHO B BuAe meauaHbl (25-1; 75-n npoueHtnnaun). na cpas-
HEHUS 3HaYEHUI CBA3AHHbIX KOMMYECTBEHHbIX NEPEMEHHbIX
ncnonb3oBanu TecT BunkokcoHa. pu aHanuse ¢aKkrtopos
pUCKa AOCTUMKEHMUS PEMUCCUMU U 0BOCTPEHUI yBEUTA NPUME-
HAMW perpeccuoHHyto moaenb KoKca ¢ pac4eTom OTHOCUTENb-
Horo pucka (OP) n 95% poseputensHoro uHtepsana (AN).

PE3YJIbTATbI

XapaKTepucTuKa BbiIGOPKU

MpoaHanuanpoBaHbl pe3ynbTatbl fleyeHns 36 aeten
(tabn. 1). Cpean peten ¢ HOMA-accoummpoBaHHbIM yBEW-
TOM npeo6naganu nauueHTbl C ofnuMroapTputoM. B 60nb-
lWMHCTBE cnyyaeB — y 27 (75%) 60nbHbIX — apTpuT pas-
BUACA 0O Ae6iloTa yBeuTa, TOrAa Kak y OCTafbHbIX AeTewn
yBEUT MNpeAecTBOBaN Pas3BUTUIO CyCTaBHOIO CUMHAPOMA.
[MoNOXUTENBbHBIM aHTUHYKIEapHbIn daKTop 6bl1 0BOHapy-
weH y 19/33 (58%) peten. Mo aHaTOMUYECKON NOKanu3a-
LMK BOCNaneHus B rnasy ObiM BbiiBAEHbl 3 TUMa yBewuTa:
nepegHmn — y 29 (81%), nepudepuyecknn — y 2 (6%),
naHysent — y 5 (14%) nauymeHToB. Y 3 (8%) 60/bHbIX yBE-
UT pasBuics Ha GoHe Tepanuu aTaHepuenTom. AKTUMBHbIN
YBEUT Ha MOMEHT Havyana Tepanuu aganumymadom O6bin

Ta6nuua 1. XapaktepucTrKka naumeHToB ¢ FOMA-accounmnpoBaHHbIM
YBEUTOM

lNokasarennb 3HauyeHus
[eBou4KH, abe. (%) 25 (69)
Cy6Tvn apTpuTa, abe. (%):
®  ONIUroapTpuT 23 (64)
° MoAvapTpuUT 9(25)
®  3HTE3MTACCOLMMPOBAHHbIV apTPUT 4(11)
Tunbl yBeuTa, abce. (%):
° nepegHum 29 (81)
° nepudepryecKun 2(5)
® MaHyBeuT 5(14)
Mo3WUTMBHbIE NO aHTUHYKIeapHOMY daKkTopy, abce. (%) | 19/33 (58)
HLA-B27, n (%) 3/19 (16)
Bospact gebtota aptputa, net 2,9(2,0;6,0)
BospacT ae6iota yseuTa, net 5,0(3,2,7,7)
BunaTtepanbHoe nopaxkeHue rnas 19 (52)
Yucno o6ocTpeHuit ygenTa (Ha 1 naumeHTa B roa) 4(1;9)
[10 Ha3Ha4YeHus aganMmymata ’
YBeuT de novo Ha hoHe 601e3HbMOANPULMPYIOLLUX

o 14 (36)

NpoTMBOPEBMATMUYECKMX NpenapaToB a6ce. (%)

anarHoctnpoBaH y 30 (83%) peten. Y 17 (47%) naumeHToB
B Ae6loTe UMeno MecTto MoHonartepasnbHoe, y 19 (52,8%) —
GunaTtepanbHOe NopaxeHue opraHa 3peHuns. Bece nauueHTbl
nonyyanu ne4yeHMe MeToTPpeKCcaToM MapeHTepanbHO B 03e
15-20 Mr/M2 B Hel, M3 Hux 11 (31%) — KombGuHauuio
MeTOTpeKcaTa € UuKiocrnopnHoMm A B fo3e 4—5 Mr/Kr mac-
cbl Tena. CraptoBas fo3a ajanvmymaba y 15 (42%) neten
(Bec < 30 kr) coctaBuna 20 mr, y 21 (58%) (Bec > 30 Kr) —
40 Mr NOAKOXKHO Kaxable 2 Hep.

OCHOBHbI€e pe3ynbTaTbl UCCNIeJ0BaHUSA

Pemuccua aktMBHOro yseuta Ha ¢doHe Tepanuu apa-
nMmMymabom 6bina gocturHyta y 29 na 30 60bHbIX (97%)
yepes 2 (2; 12) Hep OoT Hayvana nevyeHus. TakKe OTMEYeHO
CYLLECTBEHHOE CHWXXEHWe 4acToTbl 0OOCTPEHUN yBeuTa:
¢ 4 (1; 9) cny4yaeB Ha OAHOroO NalueHTa B rof 4O Ha3Have-
HUA aganuMmymaba go O (0; 1) Ha ¢OHe ero NpUMeEHeHUs
(p <0,001).

Tonnyeckne NKC go Havana Tepanuu aganuMmymabom
nonydann 30 (83,3%) GONbHbIX, K KOHLY MNepBOro rogaa
Tepanuu 370 YMCO CHU3MNOCL 40 3 (8,3%). 3a nepBbIi rog
le4yeHns afanMMmymaboM 06OCTPEeHUs yBeuTa OTMevasucCb
y 11 n3 36 (30,6%) naumeHToB. Bpems go pa3sutus ob6o-
cTpeHusa coctaBuno 28 (13; 69) Hea. U3 ux ynucna y 2 naum-
EHTOB yBeuT Obll B HeakKTMBHOM ¢das3e nepen Hayvanom
Tepanuu agannumymabom. Y nauueHToB, pas3BuBLIMX 060-
CcTpeHue, Npu HeaoCTaToYHON 3DGDEKTUBHOCTU TOMMYECKUX
KC, HadHayeHHbIX B MOMEHT 060CTPEHUs, MO0 Hann4mm
CTEPOMA03aBUCHMOCTH, NPOBOAMIOCH UBMEHEHUE pEXMMA
[03MpoBaHua: y 4 nauueHToB [Jo03a aganvmymaba Obiia
yBenunyeHa ¢ 20 go 40 wmr, y 1 pebeHka, nonyvaswero 40 mr
Kaxable 2 Hep, MHTepBan Mexay MHbeKLMAMU Gbin COKpa-
leH Ao 1 Hep.

[AononHuTenbHble pe3ynbTaTbl UCC/IEA0BAHUA

PerpeccuoHHbIV aHann3 He NPOAEMOHCTPUpPOBaN CBA3U
MeXay AOCTUKEHMEM PEMUCCUMU U pa3BUTUEM 0BOCTPEHUS
yBeuTa, NofioM nauneHToB, BOBEYEHNEM B MpoLecc 060Mx
rnas3 B Ae6loTe yBeuta, CEPONO3UTUBHOCTbIO NO @aHTUHYKIIe-
apHomy dakTopy, TUNOM YBeWTa, XapaKTepoM CyCTaBHOro
nopaexus (Tabn. 2).

OBCYXAEHME

Pe3lome 0CHOBHOIO pe3ynbraTta uccinejoBaHus

Tepanua aganMmymaboM y AeTel C XPOHUYECKUM re-
peoHUM YBEWTOM, acCoOLMMPOBAHHLIM C (OBEHWUSIbHbLIM
MaOMONaTUYECKUM apTPUTOM M PE3UCTEHTHLIM K Tepanuwu
MEeTOTpeKCaToM, ABNSETCH BbICOKOIDGDEKTUBHON U 6e30-
nacHon. JleyeHne agannMmymabom nNpuBOAUT K ObICTPOM
pemuccumn ygeuTa y 60/blUMHCTBA NaLMEHTOB, CYLLECTBEH-
HO CHUXKaeT YacToTy peuuanBUpOBaHKS yBeuTa, yMeHblua-
€T NOTPEeBHOCTb B CUCTEMHOM U IoKanbHoM [KC-Tepanuu.

06cyXaeHue OCHOBHOIO pe3ynbTaTa UCC/IeOBaHUA

M3 reHHO-UHXKEHEPHbIX MMMYHOBMONOrMYECKUX npena-
paTtoB, NpUMeHsiembix B Tepanun HOMA-accounmnpoBaHHOro
yBeuTa, Hanbonee 4acto MCnonb3ytoT MHIMeuTopbl TNF «.
TaK, N0 faHHbIM cucTeMaTUyecKoro o63opa U MeTaaHanusa
[14], noKa3aHo, 4TO Hanbonee 3GHEKTUBHBIMU OKa3aanChb
npenapatbl, UMelLME CTPYKTYPY MOHOKIOHa/bHbIX aHTu-
Ten, — aganumymat (87% nauMeHTOB OTBETWIM Ha Tepa-
nunio) n MHGNMKeMMab (72%) B CpaBHEHUWU C aTaHEPLENTOM,
OTHOCALMMCS K Knaccy pacTBOpUMbIX peLentopoB (33%).
Pasnnung B apdbeKTMBHOCTU MOryT ObiTb CBA3aHbl C OCO-
GEHHOCTIMW CTPOEHMS MOJSIEKY/bl. B 4acTHOCTWM, MOHOK/O-



Ta6nuua 2. Pe3ynbraTtbl perpeccuoHHOro aHann3a GpaKTopoB B CBA3M C JOCTUKEHUEM PEMUCCUU U Pa3BUTMEM 0BOCTPEHUS yBenTa

JocTuXxeHne pemmuccumn 06ocTpeHue yBeuta
MapameTp

OP (95% AN) p OP (95% W) p
Tun yBewuta:
* nepegHun* 1 1
° nepudepuyecKuit 1,32(0,87-2,11) 0,788 0,97 (0,43-1,26) 0,825
° naHyBewuT 1,08 (0,69-1,75) 0,742 0,53(0,21-0,89) 0,264
My3KcKoK non 1,60 (0,92-1,95) 0,494 0,68 (0,41-0,98) 0,634
BunaTtepanbHoe nopaxeHue rnas 0,63(0,23-0,95) 0,542 1,00 (0,67-1,82) 0,989
Cepono3nTMBHOCTb N0 aHTUHYKNeapHOMY daKTopy 0,62(0,25-0,89) 0,543 0,48 (0,21-0,88) 0,287
ApTpUT O yBEuTa 2,30(1,73-3,42) 0,394 0,50 (0,19-0,83) 0,234
Cy6Tun aptpuTa:
®  ONIUrOapTPUT* 1 1
°  MOAMapTPUT 1,24 (0,82-2,73) 0,601 1,01 (0,45-1,56) 0,991
® 3HTE3UTACCOLMMPOBAHHbIN apTPUT 1,09 (0,67-1,92) 0,842 1,15(0,83-1,73) 0,745

MpumedaHune. * — pedepeHc (NokasaTesb, OTHOCUTENIbHO KOTOPOro NPOU3BOAUTCS CPaBHEHMWE).

HaNbHble aHTMTena, MOMMMO CBS3bIBAHUS PaCTBOPMMOWN
MoneKkynbl TNF «, Take ob6nagatoT cnoCOBHOCTbIO K KOM-
NJEMEHT- U aHTUTENN03aBUCMMOMY LIUTONMU3Y KNETOK, peLen-
TOpbl KOTOPbIX cBA3aHbl ¢ TNF «. 3Toro addekra He yaaeTcs
[I0CTUYb C MOMOLUbO 3TaHepuenTta. MHPAnKecumab, B oTiu-
yve OT aganMmymaba W aTaHepuenTa, Takxe obnagaet
CMOCOBGHOCTLIO MHAYUMpoBaTb anonto3 T AMmMdOouUUTOB U
MaKpodaros, YTO yCUIMBAET €ro NpoTMBOBOCNANUTENbHbIE
csouncTaa [15].

Haunbonee nay4yeHHbIM NpeactaBuTeNeM U3 rpynnbl UHMK-
6utopoB TNF «, ucnonb3yembimM B Tepanuun yBemToB, acCoLU-
MPOBaHHbIX C ayTOMMMYHHbIMKM 3a60feBaHUAMM, ABNSETCA
aganumymab. TaK, Hanpumep, B OAHOM W3 wccnefoBaHWM
y 17/18 nauuneHToB, nonyvyaBLlKNX Tepanuio aganMMmymabom
B coyeTtaHumm ¢ N'KC, 3aduKcmpoBaH NONOKUTENbHBIN abdEKT
Ha Tepanuio Yyepe3 2—16 Hea. Y 16 13 18 naumeHToB yaanocb
OTKasaTbes oT npumeHenns NKC, y 1 — CHWU3KUTb A03Y; N1Lb
B 1 cny4ae ynydleHUs oTMeYeHo He 6blno. TakuM obpasom,
3bdEKTMBHOCTbL NpenapaTta okalanacb Ha ypoBHe 88% [16].
B uccnepoBanun K. Kotaniemi n coaBTt. [17] aganumymab
nonyvyann 94 naumenta ¢ OMA-accouMMpPOBaAHHbLIM YBEUTOM
B CBSI3U C @aKTMBHbIM apTpuUTOM U/unu yBentoM. N3 cooteeT-
CTBYIOLWMX KPUTEPUSIM BK/IOYEHMS MALMEHTOB 3aBeEPLLMIU
ncecnegoBaHne 54 4yenoBeka, M3 HUX 36 MMENU XOPOLIWMH
OTBET Ha aganumymab (y 31% 6bina npoao/mKeHa Tepanus
Tonuyeckumun M'KC, y 35% ao3a tonnyeckunx N'KC 6bina cHuxke-
Ha no 1-2 Kanenb B OAMH a3 B cyT). B cCOOTBETCTBMM C KpH-
Tepuamun SUN [12, 13], y 28% feTei OTMEYEHO BYKpaTHOe
YMEHbLUEHWE aKTMBHOCTM yBeuTa, Yy 16 nauueHToB — yme-
PEHHbIN OTBET, y 16 — 6€3 AMHaMUKK Uy 13 0OTMEYEHO yXxya-
LeHMe, KOTOpoe Bblpaxanocb yBeIMYeHUEM CTENEHU aKTUB-
HOCTM yBeuTa. TaKKe 3a BpeMs HabnoaeHusa 22% naumeHTam
C YBEMTOM YyAanoCb MOSIHOCTbIO OTMEHWTb cucTemHble TKC.
Y 18/94 (19%) 60nbHbIX Tepanus aganMumymabom Obina
OTMEHEHa BCKOpe Noc/e ee Havyana 1U3-3a HeaPpOEKTUBHOCTH
W/WUNn pasBuTma NO60YHbIX adpdeKToB [17].

Mo AaHHbIM MTanbSHCKOro HauWOHaNbHOIo0 perucTpa,
cpeav nauueHToB, nosiydaBlUMX MHONMKCMMab uan aganu-
Mymab, 55% pgocturnun pemuccuu, y 33% yBEUT HOCUN peLn-
AVMBUpPYIOWNIA XapaKTep, 12% [geTer UMenn XpOoHUYecKoe
TeyeHue yBeuta. Ha doHe Tepanum 0TMEYEHO YMEeHbLUEHNE
4yucna oCNoXHEHMIM yBeWTa B nNepecyeTe Ha OAHOro NaumeH-
Tac 0,47 po 0,32 [18].

BTopbIM N0 YacToTe NPMMEHEHMS NpenapaTtoM, UCMOob-
3yeMblM B Tepanun HWA-accouMnpoBaHHOIo yBewuTa,

ansaeTcs uHdankcnumab. OgHaKo, NpUMeHeHUe NHPANKCH-
Maba COMpPSXKEHO C PALOM TPYAHOCTEN, CBA3AHHbIX C TEM,
4YTO NpenapaTt He MMeeT OPULMaNbHbIX MOKa3aHUN K Npu-
MeHeHuto y nauneHtoB ¢ KOMA B peTckom Bo3pacTe,
nepeBoAs TeEM caMbiM €ro Ha3HadeHue B pexum off-label.
Tak)Ke XumepHas CTPyKTypa MOAeKyabl MHOANMKCUMaba
NoBbIWAET PUCK BbIPaBOTKM MPOTUBONEKAPCTBEHHbIX aHTH-
Ten, YTO MOXKeT MNPUBOAUTL K PasBUTUIO MHOY3UOHHBIX
peaKkuuin U CHUKEeHUIO 3QDEKTUBHOCTHU (T.H. YCKONb3aHWe
addeKTa), 4To TpebyeT MBMEHEHNUS PEXMMA AO3UPOBAHUS
B BMWAE YyBENWYEHUs AO3MPOBKM Mnpenapata U CoKpalle-
HUA MHTepBana Mexay WHPY3USMU, 4YTO pe3ynbTupyet
B CYLIECTBEHHOE yAopoxaHue Kypca Tepanuu [19]. lMpwu
conoctaBneHun addeKTMBHOCTU afjanumymada U UHONUK-
cumaba, No AaHHbIM UTanbaHCKOrO HaLMOHANbHOIO peru-
cTpa, afjannumymab oKasancs apdeKkTuBHee (OTBETUIM
Ha Tepanuio 67 n 43% 60NbHbIX, NONy4aBLWKX aganuMymab
U MHONIMKCUMab, COOTBETCTBEHHO), a TaKXe 6e3onacHee
MHONMKCUMaba (YMCNO HexenaTeNibHbIX fBIEHUH O6bl1o
noytn B 4 pasa Huxe) [18]. B nccnegoBaHuun G. Simonini
M COaBT. cpaBHMBaNN aPpPEKTUBHOCTb afanMmymaba Kak
npenapaTta NepBOW UAM BTOPOW IMHWUK (B NOCNEAHEM Chy-
yae — nocne NnpMMeHeHns HbInKcnmaba). YCTaHOB/IEHO,
4YTO NMPUMEHeHWe ajanMMmymaba B KayecTBe npenaparta
nepBon NUHWUKU 6osiee IGPEKTUBHO, HEXENU Korga ero
Ha3HavaloT nocne nHbAMKcumaba [20]. ITO MOXKeT 06bAC-
HATbCSH BO3MOXHOCTbIO BbIPabOTKM MPOTUMBOJSIEKAPCTBEH-
HbIX @aHTUTEN NpPU NPpUMeEHeHUK BToporo 6a1oKkaTopa TNF «
nocse nNepBoro, SBASIOWErO0 XMMEPHbIM, OCOGEHHO €ec/u
Ha HEero y»e npomsoluna BbipaboTKa yKa3aHHbIX 6/10KaTo-
poB nekapcTBa [21, 22].

CoBMeCTHOE Ha3Ha4YeHne MeTOTpeKcaTa, a TakKe npume-
HeHWe aganMMmymaba B KayecTBe npenapata nepBon JIMHUK
(A0 MHONMKCMMaba) NO3BONSAIOT CHU3UTb PUCK BbIPAbOTKM
NPOTUBONEKAPCTBEHHbIX @HTUTEN M TEM CaMbiM COXPaHWUTb
3hdEKTMBHOCTL Npenapata M YyBEAUYWUTb MPOAOIKMUTENb-
HOCTb ero ucnonb3oBaHus [23]. MNofny4eHHble B HAacTOSALWEM
ucecnefoBaHuM AaHHble NOATBEPAMIN aKTyalbHOCTb NpoBe-
[leH1s AanbHEenInX ncenefoBaHmi No OLEHKe AIUTeNbHOM
Tepanuu aganuMyMabom C y4ETOM ero BbICOKON 3hPeKTUB-
HOCTM BO BCEX MPOaHaNM3MPOBaHHbIX MOArpynnax.

OrpaHuYeHus UcciegoBaHus
MccnenoBanne MMeeT paf OrpaHUYeHUi, CBA3AHHbIX
C Masioil YMCNEHHOCTbIO BLIGOPKKM, €€ Pas3HOPOAHOCTLIO
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no cybTuny apTputa, aHaTOMUYECKOW NoKanu3auun yse-
uTa, BO3PACTHOMY COCTaBy rpynnbl, a TaKXe XapaKrte-
py conyTcTBytollen Tepanuu. CylleCTBEHHbIM OrpaHuye-
HMEM cnegyeT cyuTaTb OTCYTCTBME KOHTPOSIbHOMW rpynmnbl
nawumMeHToB.

3AK/TIOYEHHUE

Apannmymab MOXKET CrnocobCTBOBaTb [AOCTUXKEHMIO
ObICTPOM U ANUTENIbHOW PEMUCCUMN yBEUTE, aCcCOLMUPOBAH-
Horo ¢ FOWA, n xpoHU4yecKoro nepeaHero yseuta. Tepanus
ajanuMmymabom ABNSETCA XOPOWNUM METOAOM Jle4eHuns ans
NauneHTOB C YBEUTOM, YCTOMYMBBIM K LIMTOCTATUHECKOWM
Tepanun. HeobxoanMbl ganbHenwme paHaoMU3NUPOBaHHbIE
ncecnegoBaHus ans BO3MOXKHOMo onpeaeneHuns paclmpeH-
HbIX MOKa3aHWM K Ha3HavyeHuto aganumymaba Ha OGosee
paHHMX CpOKax 3aboneBaHus B rpynne nayMeHToB C Xpo-
HWYECKUM NepeaHnuM YBEUTOM M YBEUTOM, acCOLMUPOBaH-
HbiM ¢ FOMA.
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Omann3ymab siBasieTcsl epBbIM M NoKa eMHCTBEHHbIM GUONpenapaToM 415 1e4eHnst 6poHxnanbHou actMel (BA), coyeTaro-
LYMM BbICOKYIO 3PPEKTUBHOCTL U BbICOKYIO CTOMMOCTb. KIMHMKO-9KOHOMMYECKas Lje1eco06pa3HOCTb NMPUMEHEHUS OMasn-
3ymaba y getei ¢ bA B Poccumn paHee He usydanack. Llenb ncecnegoBaHmus: npon3BeCcTy KIMHUKO-9KOHOMMYECKYIO OLEHKY
LesiecoobpasHoCTU NpUMEHeHNS oMmanm3ymaba B Ka4yecTBe [JOMNOJIHUTE/IbHON Tepanmum (K 6a30BOHU MW MOAAEPKNBAIOLLEN)
y AeTen ¢ TSXKEeN0M HEKOHTPOIMPYEMOM aTonM4eckor BA B POCCUICKMX 3KOHOMMYECKMX ycioBusix. Metoabl. [TpoBegeHo
mMateMaTMyecKoe MoaenmpoBaHue nevyeHnst BA y aetei ¢ noBbILWEHHON YaCcTOTOMN rocnutanmu3aumnii (9 B rog) npu cpeaHe-
MecsIHHOH noTpebHocTH omanndymaba 558 mr/mec. Mogenb ocHoBaHa Ha MapKOBCKUX nepexogax. B moaesib BKIOYEHbI
npsMble U HenpsiMble 3aTpatbl, FOPU30HTLI MOAEANPOBaHUS cocTaBuam 2 u 5 net. poBeaeHbl aHann3bl 3IpOEKTUBHOCTH
M N0E€3HOCTH 3aTpaT, aHan3 BANSHUSA Ha 61oaxKeT. CTabuibHOCTb MOJlyYeHHbIX Pe3y1bTaToB NOATBEPIKAEHA aHa/IM30M YyB-
CTBUTENIbHOCTHU. Pe3ynbTatbl. [py 5-1eTHEM ropu30HTE MOAEIMPOBAaHUS CTOMMOCTb JOMNOHUTENILHOIO roja Ka4eCcTBeHHOM
JXU3HM 3@ CYET UCMoIb30BaHMs omann3ymaba coctaBuna 1259 185 py6. npu «nopore obljectBa naatnte» 1341308 py6.
(aHann3 nonesHocTu 3atpar). A npesoTBpalleHnss OQHON rocnutaam3anmm 3a Cc4eT UCroab30BaHMs oMaan3ymaba npu
5-neTHemM ropu3oHTe MOAEANPOBaHUST HEOBXOAMMO 3aTpaTUTb A0MNOJHUTEbHble 39821 py6. (aHanu3 3pOEKTUBHOCTH
3aTpar), 4To COMnocTaBMMO CO CTOMMOCTbIO rocnutannsaumm (43141 py6.). O6ume 3atpatsl Ha neveHne 100 geten ¢ BA,
M3 KOTOPbIX 7 noay4anan 6bl omann3ymab, paBHSIMCb CYMME, Ha KOTOPYIO MOXHO rposaeyntb 105 geten 6e3 omannlymaba
(aHann3 BAUSIHUS Ha GIOAXKET). 3aKnlo4eHmne. AHa M3 Moie3HOCTU M 3QOEKTMBHOCTHU 3aTpaT NokasaJl, 4To cTpaTterus «oma-
m3ymab nic cTaHgapTHas Tepanusi» IBASETCS 9KOHOMMUYECKM Lje1eCo06pa3HON. AHaIN3 BIINSIHUSI Ha BIOMXKET He BbisiBU/
3HaYMMOM Harpy3Ku Ha GIOKET.

KnroyeBble c/ioBa: papMakoaKOHOMUKa, MaTeMaTU4eCKOe MOAeIMpoBaHme, 6poHxXUaabHas actma, oMaan3ymas.

(AnayntupoBanms: KonbuH A.C.,Hamasoa-bapaHoBa J1.C., BuwHéaa E.A., dponos M. 0., lanaHkuH T.J1.,AnekceeBa A.A.,
[o6pbiHnHa E. A. DapmMaKo3IKOHOMUYECKNIA aHaNn3 NpUMEHEHUss omanndymaba y AeTem, 60/bHbIX TAKEN0N HEKOHTPOIMpYe-
MOW GPOHXMaNbHOM acCTMOW: IaHHbIE peabHOW KIIMHUYECKON NPaKTUKKM B Poccun. lNeanatpuyeckas papmaroiorus. 2016;
13 (4): 345-353. doi: 10.15690/pf.v13i4.1606)

OBOCHOBAHME NPOCTPaHEHHOCTb cMMNTOMOB BA conoctaBMMa B pasHbiX

PacnpoctpaHeHHOCTb 6poHXxManbHoM acTMbl (BA) B pas-
HbIX CTpaHax Mupa BapbupyeT B AvanasoHe oT 1 go 18%
[1]. CBeaeHusl, Nony4YeHHble B pamMKax annaemuonornye-
CKoro uccnegoaHus no nporpamme ISAAC (International
Study of Asthma and Allergy in Childhood, MexayHapoaHoe
ncenenoBaHve acTmbl M aneprum y getemn), NpoBeaeHHoro
B Poccuickon ®enepaunn (PP), 1EMOHCTPUPYIOT, 4YTO pac-

pervoHax cTpaHbl U coctaBnset oT 10,6 o 16,9% [2, 3].
CornacHo pegynbrataM anMageMmnonorMieckoro MccnegoBa-
Hua GA2LEN (Global Allergy and Asthma European Network,
EBponenckasa rnobanbHas CeTb MO anaeprum u OGPOHXM-
anbHOW acTme), PacnpoCTPaHEHHOCTb CUMMMNTOMOB OGPOH-
XxvanbHon actMbl B 2008-2009 rr. B MockBe n TomcKe
y NoapoCcTKoB B Bo3pacte 15-17 net coctaBuna 19,9%,
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pacnpocTpaHEHHOCTb YCTaHOBNEHHOrO AnarHoda — 7,2%;
y 5,1% nogpocTKoB anarHo3 BA 6bin BepuduumnpoBaH [4].
3TM undpbl 3HAYMTENBHO MNpPEBbLIWAT AaHHble obuLManb-
HOWM CTAaTUCTUKM pacnpocTpaHeHHoCcTn BA [2, 4].
[MpoBeAeHHbIN aHanM3 NPAMbIX MEAULMHCKUX U KOcC-
BEHHbIX 3aTpaT B PP npu BA y aeten M B3POC/bIX MOKa-
3a/l, Y4TO TOMbKO Ha MEeAMLMHCKME 3aTpaTbl NMPUXOAMNOCH
8,5 mnpa py6. [5]. ledeHne BA — KomMneKcHoe, CKnabl-
BaeTCH M3 HEMNOCPEeACTBEHHO MeAMKaMEHTO3HOW Tepanuu,
BO34ENCTBUSA Ha GaKTOPbl pUCKa, 06y4eHUs naumMeHTa 1 yne-
HOB €ro CeEMbM (TEXHWKE MHIansuMM U PEXMMy, NpaBunam
NMOCTOSSHHOMO MOHWUTOPUWHIA), MEPONPUATUI MO UCKTOYEHUIO
TPUTTEPHbIX PaKTOpPOB, cneundunveckorn MMMyHOTEpanum
M HeMeAMKaMeHTO3HbIXx MeToaoB [1—3]. B HacToswee BpeMs
ONa geTen ¢ HeaocTaToYHbIM KOHTposiem Hag BA B 3aBucu-
MOCTHM OT CTEMEHMU THKECTU U B COOTBETCTBMM CO CTYMEHAMM
Tepanuu NpeaycCMOTPEHbl Pas/iMyHble CTpaTeruun edeHus.
OAHUM M3 TaKMX BapMaHTOB AfF NaLMEHTOB C aCTMOM TsXKe-
/10r0 NEPCUCTUPYIOLLErO HEKOHTPOSIMPYEMOrO TEYEHWS ABAS-
eTca fOMNONHeHWe K 6a3nCcHOM Tepanuu ryMaHnM3MpoBaHHbIX
MOHOK/IOHa/IbHbIX aHTUTEN K UMMyHOrno6ynuHy E — omanu-
3ymaba [1]. B paHAOMU3NPOBaHHbIX KTMHUYECKUX UCTIbITaHK-
ax (PKN) pob6aBneHne omanudymaba K CTaHAapTHOW Tepanuu
K/IMHUYECKN 3HAYMMO YyMEHbLIANo 4acTtoTy o6oCcTpeHnin BA,
B HEKOTOpbIX paboTax Obl10 MNPOAEMOHCTPUPOBAHO TaKKe
CHUXEHWe NOTPEBHOCTU B MHIaNsiLMOHHbLIX TIOKOKOPTUKO-
crepongax (MIF'KC) [6]. Bcero Ha gaHHbIM MOMEHT U3BECTHO
06 11 PKW omannsymaba, U3 HUX B AEBATU y4acTBOBa U
nauuveHTbl B Bo3pacTte oT 12 ao 85 net (cpeaHnin sospacT
40-43 roga) [6], B oaHoM — oT 6 o 20 neT [7], B O4HOM —
netn 6-11 nert [8]. Pe3ynbraTthl Bcex PKU xopouwo cornacy-

I0TCA MEXKAy cOO0M B BblpaXKEHHOCTU NOJIyYEHHbIX 3DDEKTOB
omanuaymaba. KnMHUYeCKM 3Ha4YnMMOm 3aBUCUMOCTH b PeK-
Ta omManudymaba OT BO3pacTa MNauMEHTOB B Auanal3oHe
6—85 neT He onpeaensaetcs (B TOM YMucne u npu ctpatnodu-
Kauum Bo3pacTHbix rpynn B PKW, BKAOYaBLIMX NaLMEHTOB
12-85 ner), XoTa B Liesiom y aeten apOeKTUBHOCTb OMannay-
Maba OKa3blBaeTcs Bbllle, YEM Y B3POC/bIX [6].

[ononHutenbHble GUHAHCOBbIE pacxodbl, CBA3aHHbIE C
MCcrnosib30BaHneM omanusymaba Kak MHHOBALMOHHOW Meau-
LIMHCKOM TEXHONOrMn, TpebytT dapMaKo3KOHOMWYECKOTO
060CHOBaHMS, 4TO M CTao LieNblo HACTOSIWEro uccnenoBa-
HUA [9]. Heo6Xx0aMMO TaKKe OTMETUTb, YTO Hanbosee nHdop-
MATUBHbIMW M BaXKHbIMW 415 NPUHATUS PELLEHUI B HaLMO-
HanbHOM cUCTeMe 3APaBOOXPaHEeHUs ABASAIOTCA pesynbra-
Tbl KJIMHWKO-3KOHOMMUYECKUX MCCNefOBaHMM, OCHOBAaHHbIX
Ha AaHHbIX peasbHOM KIMHUYECKOW NPAKTUKKU, OTParKatoLLnx
3pDEKTUBHOCTb U 6€30MaCHOCTb JIEKapCTBEHHbIX CPEeACTB
Yy KOHKPETHbIX 60/1bHbIX.

METOAbI

MartemaTuyeckaa mojenb

MpoBefeHa KAMHMKO-IKOHOMMYECKasi JKcneptusda wc-
nofib30BaHUs oManu3ymaba ans nevyeHus geten ¢ bA B PO
Ha OCHOBE MaTemMaTM4ecKOoro MOAENMPOBaHMUS MyTem aHa-
In3a COOTHOLIEHUI «3aTpaTbl-NONE3HOCTb» (aHr. cost-utility
analysis, CUA) u «3aTpaTbl-apPEKTUBHOCTb» (@HMN. cost-
effectiveness analysis, CEA). B KayecTBe OLEHOYHbIX MOKa-
3aTefien MCnonb3oBann KoapPULMEHT NONE3HOCTU 3aTpaTt
(CUR) 1 KoaduumeHT addektnsHoctn 3atpaTt (CER) ¢ pac-
4eTOM MHKpemeHTanbHbiXx KoadoduumeHtos (ICUR u ICER)
[10, 11]. Pe3ynbTaTbl OL,EHEHbI MO NOKa3aTesto «Nopor rotos-
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A Pharmaco-Economic Analyzis of Treating Severe Uncontrolled
Child Asthma with Omalizumab — Actual Russian Clinical

Practice Data

Background: Omalizumab is the first and yet the only biopreparation for asthma which combines high efficiency and high cost. The
clinical-economic expediency of using omalizumab in asthmatic children has not been previously studied in Russia. Objective: Our
aim was to evaluate the clinical and economic expediency of using omalizumab as additive treatment (to basic or supporting therapy)
in children with severe uncontrolled atopic asthma under the Russian economic conditions. Methods: We conducted a mathematical
simulation of asthma treatment in children with an increased frequency of hospitalization (9 times per year) with an average monthly
omalizumab requirement of 558 mg. The model is based on the Markov chain. The model includes direct and non-direct costs. The
planning horizons were 2 and 5 years. We analyzed the efficiency and utility of the costs and their influence on the budget. The stability
of received data is proven by sensitivity analyzis. Results: Over a 5-year planning horizon the cost of an additional year of quality
life (due to using omalizumab) was 1,259,185 roubles, while the “society’s solvency” is 1341 308 roubles (cost utility analizis). It
takes 39,820 rubles to prevent one hospitalization with omalizumab over a 5-year planning horizon (cost efficiency analizis), which is
comparable to the cost of hospitalization (43,141 rubles). Total costs for treating 100 children with asthma, 7 of which would be
treated with omalizumab, were equal to the amount of money which is enough to treat 105 children without omalizumab (analysis of
budgetary influence). Conclusion: The analyses of cost efficiency and utility have shown that the strategy of using omalizumab together
with standard treatment is economically expedient. Budgetary influence analysis has not detected a significant burden on the budget.
Key words: pharmacoeconomics, mathematical simulation, asthma, omalizumab.

(For citation: Kolbin Alexey S., Namazova-Baranova Leyla S., Vishnyova Elena A., Frolov Maxim Y., Galankin Timofey L., Alekseeva
Anna A., Dobrynina Elena A. A Pharmaco-Economic Analyzis of Treating Severe Uncontrolled Child Asthma with Omalizumab — Actual
Russian Clinical Practice Data. Pediatricheskaya farmakologiya — Pediatric pharmacology. 2016; 13 (4): 345-353. doi: 10.15690/
pf.v13i4.1606)



HOCTM 06LecTBa NaaTUTb» 3a AOMNOMHUTENbHbLIA rog Kade-
CTBEHHO MPOXMTON KMU3HM (Mopor GapMaKO3IKOHOMUYECKOMN
LenecoobpasHoctH, aHrn. cost-effectiveness threshold),
paccynTbiBaeMbIM KaK TPEXKPATHbIM BHYTPEHHWI BanoBOWM
npoayKkt (BBI) Ha aywy HaceneHus. [JONOAHUTENbHO Mpo-
BeJeH aHanuM3 BAUAHWS Ha OtoaxeT (aHrn. budget impact
analysis, BIA) [11].

MepcneKTuBa moaennpoBaHUA

MNokasatenn CUA n CEA paccuuTbiBanMCb C MNO3ULIMK
(TOYKM 3peHns) cucTeMbl 3apaBOOXpaHeHMss U obliecTBa
B L,enoM, BIA BbINOMHEH TO/IbKO € MO3MLUK CUCTEMbI 34paBO-
oxpaHeHus. MNpu mogennpoBaHnn ucnonblosanu 3,5% cras-
Ky AMCKOHTUPOBAHWS 3aTpaT M MCXo4oB neyeHus. CTaBka
OWCKOHTUPOBaHUA HegononydyeHHoro BBl paBHsAnach cras-
Ke pedMHaHCMpoOBaHUA MO AaHHbIM LleHTpanbHOro 6aHKa
P® 3a 2015 . (8,25% B ropa).

UcxopHble faHHbIe

MopaenupoBaHue NpoBeAeHO Ha OCHOBaHWW AaHHbIX 06
onbiTe MCNONb30BaHUS OManu3dymaba B HayydHoW LeEHTpe
3n0poBbsa geten (HU3[) MuH3gpaBa Poccun 3a nepuof
2007-2015 rr. (Bo3pacTt 6—17 net, n = 97) [AaHHble He ony-
6nunKoBaHbl]; pesynstatoB PKWU IA-OSEUP (eBponenckas
nonynsiuMs geten B Bo3pacte 6-11 neT, rpynna oManuay-
Maba — n = 421, rpynna nnaue6o — n = 192) [8]; pe3ynb-
TaTOB MPOCMEKTUBHOIO HabnoaaTeNbHOr0 MccneaoBaHus
eXpeRience [12]. CneayeTr oTmeTtuTb, 4to PKW IA-OSEUP
Ha AaHHbIi MOMEHT SBASETCH €AMHCTBEHHbLIM, B KOTOPOM
ncenegosanca adpdeKT omanudymada UCKIIOYUTENBHO B AeT-
cKon nonynaunu [8]. CpeagHu BO3pacT AeTen B UccnenoBa-
Hun HU3/[, coctaBun 14 net, no gaHHbiM PKW IA-OSEUP —
7 net. CpegHsas YactoTa rocnuranusaumin 4O Ha3HaYeHus
omanusymaba — 9,4 B rog no gaHHbiM HL3/, 6onee 2 B rog
no gaHHbiMm PKW 1A-O5EUP. CpegHsa gosa omanusymaba
558 mr/mec no gaHHbim HU3/[ (B8 PKU IA-O5EUP He nipwu-
BefleHa) BK/OYeHa B Mofenb Ans TOoro, YTobbl fydylie oTpa-
3UTb crneundurKy npumMeHeHus npenapata B PP. 3HavyeHus
OCTalbHbIX NapameTpoB MoAenMpoBaHus (3PDEKTUBHOCTb
omManuadymaba, AONs «PecroHAepoB», cpefHue A03MPOBKMU
UIrKC, pacnpegeneHue no nony) B uccnegoBaHmsax HU3A
1 PKWN IA-O5EUP npuHuUMnuanbHO He pasdnuyanacsb. 1o agaH-
HbiM HLL3/[, omanndymab yBenuunBan 4o AeTen ¢ YacTuy-
HbIM MKW NOJSIHbIM KOHTponeM Hag BA (B8 PKU IA-O5EUP aTot
nokasatenb 3PPEKTUBHOCTU He uccnegosanu). B moaenb
TaKKe OblIM BKKOYEHbl aHaNorMyHble pesynbratbl yaydlle-
HUS KOHTpons Hag BA, nonyvyeHHble B ABYX/1€THEM Mccne-
foBaHuM eXpeRience Ha npenMyLLECTBEHHO B3pPOCIOM
(ot 12 po 85 neT) nonynaunn 60nbHbIX. Mo gaHHbiM HL3/,
omMann3ymab Mo3BONSAN CHUXKaTb cpegHtolo gosy MIKC
y OeTel. 3TN OaHHble COornacylTcs ¢ aHanornyHbiM addek-
TOM omanu3ymaba, onncaHHbiM B PKM Ha nonynsauuun nayu-
€HTOB B Bo3pacTe 12 neT u crapwe [13]; B Moaenb 6bin
BK/IIOYEH pa3mMep apdeKTa, nony4yeHHbin B PKA.

XapaKTtepucTuKa 3aTpaT U NoKasareneu

3pPEeKTUBHOCTH

lNepeyvyeHb 3aTpaT cOCTaBleH Ha OCHOBaHWKW Tapud-
HOro cornaweHus TepputTopuanbHblx GoHAOB 06s3aTeNb-
HOroO MeAMuLMHCKOro cTtpaxoBaHumsa no CaHkT-leTepbypry
3a 2015 r.; nporpamMMbl rocyaapCTBEHHbIX rapaHTuh 6ec-
NNaTHOro OKa3aHWs rpaxjaHaM MeOULMHCKOW MOMOLM
Ha 2015 r. 1 Ha nnaHoBbIM nepuoa 2015 u 2016 rr. [14];
rocygapcTBeHHbIX 3aKynoK [15]; AaHHbIX rocyaapCTBEHHOro
peecTpa npefenbHblX OTNYCKHbIX LieH [16]. K npamMbiM 3aTpa-
TaM OTHOCMAW CTOMMOCTb Kypca Tepanuu uccnegyembiMu
NleKapCTBEHHbIMW CpeACcTBaMM; 3aTpaTtbl Ha o6cregoBaHMe

nepea NpoBeAeHMEM JleYeHUs; CTOMMOCTb COMYTCTBYHOLLEN
MeAWKaMeHTO3HOW Tepanuu. K HenpsaMbiM 3aTpataMm —
3aTtpatbl GoHAA coLManbHOro CTPaxoBaHWs Ha BbinaaTty Noco-
6U1s N0 BPEMEHHOW HETPYAOCMOCOBHOCTHU; HEAOMOYYEHHbIN
3a rog o6bem BBIl. Kputepun apPeKTUBHOCTU fieHeHus:
QALYs (Quality adjusted life years) — Bo3BpalleHHble roabl
Ka4yeCTBEHHOW XM3HW; YacToTa TsenblXx 060CTpeHun [17];
YypOBeHb KOHTpONS Hag BA no ctaHaapTHOMY onpocHuKy ACQ
(Asthma Control Questionnaire) [18].

CTpyKTypa moaenu

[OPU3OHT MOAenupoBaHusa cocTaBun 2 roga U 5 et
Mopaenupyemas nonynsiuus: A€ty B Bo3pacTe oT 6 o 17 net
C TAXKENIOM HEKOHTponupyeMon atonuyeckon BA; cpeaHss
yacTtoTa rocnuTanusauum A0 Ha3HayeHus omanunsymaba
M cpeaHss HeobxoaMmas Ao3a omanu3ymaba COOTBETCTBO-
Banu gaHHbiM HU3/, (c™m. Bbiwe).

MeauLMUHCK1E TEXHONOIMU CPaBHEHUS

Crparerus 1: cTaHgapTHas Tepanus, Nog KOTOPOW MOHMK-
Maan KOMOUHWPOBaHHYI0 6a3UCHYI0 Tepanuio [3,-aroHUcTamm
anvtenbHoro aencrteusa (AABA) n UTKC; 35% 60nbHbIX NpK-
HUMaNM aHTaroHWUCT NENKOTPUEHOBLIX PEeLEenTopoB (MOHTE-
JIYKacT) AOMONHUTENbHO K 6a3ncHomn Tepanuu [8, 19].

Crtparerus 2: omanudymab + cTaHgapTHas Tepanus.

BA — XxpoHuyeckoe 3aboneBaHue, A9 MOAENUPOBaA-
HUSE KOTOPOrO HauayyYwmnM o6pa3om NoaxoAdaT MapKOBCKME
nepexodbl [18]. [Ana mMoaenMpoBaHuUst HamMu MCNOb30BaHO
6 COCTOSIHUMN:

e 1 — NOSIHbIKN KOHTPONb Hag BA;

® 2 — 4aCTUYHbIKM KOHTPONb Hafa BA;

e 3 — oTcyTcTBME KOHTpONs Haa BA;

e 4 — HeTaxenoe o60CTpeHME (IEFKON WU CpedHEN CcTe-

NEHU TAKECTH);

e 5 — Taxenoe o60CTpeHUe, He Tpebytollee rocnutanu-
3aunu;
° 6 — Taxenoe o60cTpeHne, Tpebytollee rocnutanuaaumm [20].

Kaxpgoe cocTosiHMEe MOXET NepexoauTb B ntoboe apyroe
COCTOSIHUE, AUTENBHOCTL COCTOSIHMS OT Mepexoja A0 nepe-
xoda (unkn) — 1 Hepa (puc. 1).

YucneHHoCTb MogenupyemMon nonynsauum

CornacHo gaHHbiM Pocctata [21] 1 MuH3gpaBa [22, 23]
no YyucneHHocTn nonynsaumum PP n obuien 3a6oneBaemocTu
BA, a TakXe AaHHbIM 3NMAEMNONOrMYECKUX UccneaoBaHnm

Puc. 1. CTpyKTypa MapKOBCKWX NepPexofoB ANA HEKOHTPOIMPYEMOW
6POHXMaNbHOM acTMbl

4— 5—
Hetsxe- | | Taxenoe
noe 060- 060CT-
CTpeHmne pexvie

2= _ 3—
YacTuyHbI Het
KOHTpONS

6 —
44 [ocnuTa-
ni3aums

KoHTponb

CmepTb

lMpnmeyvaHme. 1-3 — cTeneHb KOHTPONSA Haj cMMITOMamMu
6pPOHXMaNbHOM acTMbl (KOHTPOSIb, HACTUYHbIN, NOTEPS KOHTPONS,
cornacHo onpocHuky ACQ); 4 — HeTsKenoe 060CTPeEHME;

5 — TA)Kenoe 060CTpeHne, He Tpebytollee rocnuTannu3aumnm;

6 — TAKenoe o6ocTpeHne, Tpebylollee rocnuTann3aLmm.
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Ta6nuua 1. OueHKa KonuyectBa 60/bHbIX TAXENON HEKOHTPOIMPYEMOWM aTonnyeckoin BA B Poccuitickon deaepauun* cpeam nuu, B Bo3pacTe

6-17 net (No aaHHbIM [2, 3, 5])

WUCTOYHUKM flaHHbIX

Yucno nuy c BA

OLueHKa Ynucna nuL ¢ TAXKeNon
HEKOHTpoanpyemoi atonu4yecKoi bA

MuH3gpas Poccuu (naumeHTbl, CTosWwmMe Ha yyeTe)

228 403

20145-21 264

3NMAeEMMUONOrMyecKne nccneoBaHus

1516119

133 722-141 151

lpumevaHue. * — He y4yTeHo HaceneHnue KpbiMa. BA — 6poHxuanbHas actma.

[5], BbINONHEHA OLEHKa YMcna aeTen B Bo3pacte 6-17 fer,
6O0NIbHbIX TAXKENOoM HEKOHTpoNMpyemon artonuvyeckon BA.
B To Bpems KaK y B3pOC/bIXx NaLMEHTOB pacnpoCcTpaHEHHOCTb
atonuyeckoro BapuaHta BA coctaBnsier 69,3-72,8% [24],
y OeTen [JaHHbIM BapuaHT acTMbl BcTpedaetcd B 90-95%
cnyyaes [2, 3]. OueHKa npeacTaBneHa B Tab. 1.

MapkKoBCcKue nepexojbl

MapKoBCKHhe nepexoabl AJisi CTaHZapPTHON Tepanum

Ona mMoaenupoBaHUa KIMHUYECKUX COCTOSHUK (CM.
puc. 1) y 601bHbIX HEKOHTponMpyemon BA, nonydatolinx
CTaHAapTHy Tepanuio (BbicokMe ao3bl UTKC u O4BA),
MCMONb30BaHbl MaTPULbl NepexoaoB U3 GapMako3IKOHOMMU-
4YecKoro aHanusa, BbinosHeHHoro J. Willson u coasT. (2014)
[20]. Mpu aTOM Kaxaoe CoCToAHUE BblI0 COOTHECEHO C COOT-
BETCTBYIOLWMM eMy noKasaTtenem QALYs:
e 1-e coctosiHne — QALYs 0,937;

e 2—0,907;
e 3—0,728;
* 4 —0,649;
e 5—0,570;

e 6 —0,330[20].

Onupascb Ha gaHHble HU3/ (cM. Bbllwe), A1 MapKoB-
CKOro MOAenupoBaHus Gblna NpoBeAeHa agantaumsa maTpu-
Lbl NepexoAoB C YyBENMYEHMEM WMCXOAHOM (A0 Ha3HayeHus
omanunadymaba) 4acToTbl rocnutanusaumm o 9,4 B rog.
Mpeagnonaranocb, 4TO NaLMEHTbl MPM 3TOM NOJYyYaloT CTaH-
[apTHYytO Tepanuio B NoJIHOM o6beMme.

MapKOoBCKMe nepexoabl CTaHAapTHOW Tepanun ¢ gobas-
NeHneM omanusymaba aKCTPanonMpoBaHbl NyTeEM NPUMEHE-
HMS K MApKOBCKUM Mepexoaam Ans CTaHLapTHOM Tepanuu
M3BECTHbIX KIMHUYECKNX 3DDEKTOB OMann3dymaba, onucaH-
HbIX Bbille [8, 12, 13].

Ucxopbl

KnmHunyecKn sHadyumMblie 060CTPEeHUs

0O6ocTpeHnem BA cumTanu ocTpbiM UKW NOAOCTPbIN 3NU304
MPOrpPeCcCUPYIOLLErO YXYALIEHNS COCTOSIHUS 60/1IbHOro, 06YCNoB-
JIEHHOro 06CTPYKLMEN AbixaTenbHbix nyten [20]. TarkecTb 060-
CTPEeHUs onpeaensanach BblpaXeHHOCTbI0 CUMMTOMOB, a TaKkKe
o6bemMom Tpebyemon Tepanuu 1 ASIMTENbHOCTbIO COCTOSIHUSA.
Takum 06pa3om, HeTsKeNblM 060CTPEHMEM (NEerkon u cpef-
HeW CTeneHu TAXEeCTM — cocTosiHue 4 B Moaenu) cuutanu
0CTPOE yXyfLleHNe COCTOSHUS U NOSIBNIEHWE OAHOro UK 6onee
cMmMnToMoB BA, BbIXOASILLMX NO BbIPaXKEHHOCTU 33 PaMKu Npu-
BbIYHbIX MOKazaTenen 3a npeaplgywme 2 cyt [20], anuTenn-
HOCTbIO A0 2 CyT, TPeBYLWNX WCNOb30BaHUS npenapaToB
CKOpOM nomouwu (canbbytamon), yaBOeHUs [03bl 6a3ucHOM
Tepanun Ha KOPOTKMI nepurod. Taxenble 060CTPEHNS ATUIUCH
OT 3 cyT n 6onee 1 6biNM pa3feneHbl Ha ABa COCTOSHUA —
He Tpebytolme (coctosHMe 5 B Moaenu) 1 TpebyroLline (cocTo-
fHMe 6 B Moaenun) rocnutanusauuu. O6bemM Tepanuu npu
[aHHbIX COCTOSIHUSAX BKJOYaN npenapaTtbl CKOPOM MOMOLLM,
yABOEHME [03bl 6a3UCHOM Tepanuu (6yaecoHn + GbopmMoTepon
(CumbuKopT), canmeTepon + ¢nytmkaszoH (Cepetua), CoOT-
BETCTBEHHO), AOMOSIHUTENIbHOE Ha3HayeHwe HebynansepHown

Tepanun (6yaecoHuna (MynbMMUKOPT) U Unpatponus Gpomua +
deHoTtepon (bepoayan)). MNpun HegocTaTto4HOM 3P dEKTE UK €ro
OTCYTCTBMM MOAENb NpeaycmaTpuBana 06beM MeponpuaTUn
CKOPOW MEAMLIMHCKOM NMOMOLLM M KyNMpOBaHWe aCTMaTU4YeCKo-
ro cratyca (Mogenb 6 — B YCNOBUSIX OTAENEHUS peaHUMaLMn
M MHTEHCUMBHOM Tepanuu W KPyrnocyTOYHOro CTalMoHapa).
CornacHo PKW IA-O5EUP, omannaymab CHUXKan 4acToTy TsaxKe-
NbIX 06OCTPEHUN, He TPebyloLmMX rocnuTanniaumu, o 24,2%
OT MUCXOAHOO YPOBHS, @ HYaCTOTy TAXKeENbIX 060CTPEHWI C rOCMK-
Tanuzauunen — o 30,5% oT ucxogHoro ypoBHs [8].

YpoBeHb KOHTpossi BA

B PKM no adpdekTnBHOCTM nNpenapaTa Kconap ana nedve-
HUS acTMbl B KayecTBe Befyllero cpeacrBa (Evaluate. Xolair
for Asthma as Leading Treatment, EXALT) y B3pocnbIx nauu-
eHToB ¢ BbA go6aBneHne omanulymaba CTaTUCTUUYECKU 3Ha-
4YMMO YNy4lano KOHTPOAb Had 60Me3Hb0 NO pe3ynbratam
onpocHrka ACQ [20]. B PKWM IA-OSEUP y peten AgaHHbIM
napameTtp adPeKTUBHOCTH He naydarncs [8], oaHaKo B OoT4eTE
6pUTaHCKOro HalMOHaNbHOro MHCTUTYTa 340POBbS M yxoda
(National Institute for Health and Care Excellence, NICE)
3a 2013 r. [6] npeanaraetcsa npy GapmMakodKOHOMUYECKOM
MOJENMPOBaHMM Ha AETCKOM MOMyAsiLMKU 3KCTPanoanMpoBaThb
HeAocTatoLLMe pe3ynbTaThl, B TOM YUCAE U MO YAYYLLIEHWIO KOH-
Tpons Hag BA, co B3pocnbix PKWU, BKAOYaBLWKUX NaLUeHTOB
oT 12 go 85 net. Takon e TOYKM 3peHUs Ha MoaeNnpoBaHme
npuaepxunBaeTca U MexayHapoaHas opraHusauua dapma-
KO3KOHOMMYECKMX mnccnegosaHui (International Society for
Pharmacoeconomics and Outcomes Research, ISPOR), ony-
6nukoBaBwasa B 2014 r. cBoO Bepcuio dapMaKO3IKOHOMMU-
4YeCKOro aHanuMsa omanndymaba, BK/IOYas aHanun3 [LEeTCKOW
nonynaumm [25]. Hamun 6biav MCNonb30BaHbl pe3ynbraThbl
M3 ABYXJIETHErO MEMXKAYHAPOAHOro HabnoaaTenbHOro peru-
cTpa eXpeRience (nauneHTbl 12-85 neT), B KOTOPOM Tepa-
nus omanndymabom 4vepes3 48 Hen No3Bofsna AOCTUMHYTb
NosIHOro KoHTponsa Hag BA y 38,4% nauMeHToB M 4aCTUYHO-
ro —y 46,6%. [lJaHHble COCTOSIHUS OCTaBannCb CTabuibHbIMK
n yepe3 96 Heaq — 41,1 n 46,0% COOTBETCTBEHHO [12].

CmepTHOCTDb

CTaTUCTMKa CMEPTHOCTM 60NbHbIX BA B P HensBecTHa,
no3aToMy Npu MOAENMPOBaHMK Bblla MCMOb30BaHa 3KCTpa-
nonsumMa pUcKa CMepTn Mo CpaBHEHUIO ¢ 06bI4HOM Monyns-
umen y 6onbHbix BA B Bennko6puTaHMM Ha OCHOBE OTKPbITbIX
OaHHbIX [26]. CpeaHeB3BeLLEHHbIV N0 BO3PAaCTHbIM rpynnam
PUCK CMepPTU Ana 60/bHbIX BA BHE 060CTpEeHMS MO OTHOLLE-
HUIO K OObIYHOW Monynsunn B BennkobpuTaHuMM cOCTaBUn
0,8 (4TO MHTEPNPETUPOBASIOCb HAMU KaK OTCYTCTBME pa3fu-
4YMK), @ BO BPEMS aCTMaTMYECKOro cratyca pUCcK cMepTu Obin
nosbilweH B 5,7 pas. lpu MoaenMpoBaHun Hamu OOMNyCKa-
N10Cb, 4YTO NIETaNbHOCTb B COCTOSIHUM TSXENOro 060CTPEeHUS
c rocnuTanusauunen B PO Takke nosbillaetca B 5,7 pas.

CHu)xeHune go3bl UFKC
Kak muHumym B aByx PKW Ha B3pocCnbIX NOKa3aHO CHU-
¥eHue Ha poHe Tepanum omanulymabom ao3mposku UIFKC




[13, 27]. Y6eauTenbHble AaHHble AN AETCKOW MOnynsumu
NoKa OTCYTCTBYIOT. B 3TOM CBSI3U BEPOATHOCTb CHWMXKEHUS
no3bl UITKC Ha doHe Tepanum oManndymabom HamMu He yyu-
TbiBanachb.

CTOMMOCTb JIeKapCTBEHHbIX CPEACTB

Mo AaHHbLIM KOMMAHWU-NPOU3BOAMTENSA, CTOMMOCTb
O[lHOM YynaKoBKM omanusymaba (150 wmr) cocrtaBnsert
16806,56 py6. No gaHHbIM HU3/, netam TpebyeTcs B cpea-
HeM 558 Mr omanuaymaba B MecsL; Takum 06pas3oM, cpel-
HAS CTOMMOCTb Jie4eHUs ofHOro pebeHKa omanMaymabom
B Hegento (unKkn) coctansaet 15630,10 py6.

CronMmocTb 06/1er4eHns CUMNTOMOB [3,-arOHUCTOM KOPOT-
KOro gencresusa 6blna pacyuMTaHa M3 4acTOTbl HEOBXOAMMbIX
WHranauum, npeanoxkeHHon J. Willson un coaBt. [20]. OgHuUM
M3 adPeKkToB omanuMdymaba SBAAETCHA CHUKEHUE 4vucna
AHEen UCnosib30BaHUA [3,-arOHUCTOB KOPOTKOro AEWCTBUA
Ha 14,4% [28].

CTOoMMOCTb CTaHAapTHOM Tepanuu npueeaeHa B Tabn. 2.

CTOMMOCTb MEAULMHCKUX yCnyr

lNepeyeHb HEO6XOAMMbIX MEAMUMHCKUX YCIyr cocTaB-
NIeH Ha OCHOBaHMWMU YTBEPXKAEHHbIX KIMHUYECKUX PEKOMEH-
fauun [29, 30] n oTpaxeH B Tabn. 3. bblnv BKIOYEHDI
CTOMMOCTb CTaHAapTHOW Tepanuun ans nedenus bA (UITKC +
O0BA); ckopas nomMollb M rocnutanu3auns, ob60CTpeHue,
nevyeHune [AbixaTelbHOM HEOOCTAaTOYHOCTU 2—3-U CTEeneHw;
noceuieHrMe neguaTtpa, annepronora-MuMMyHosnora/nynbmo-
HOMOra; BbI30B negnartpa Ha 4OM; CTOMMOCTb CIIMPOMETPUM.
YactoTa MCNONb30BaHUA — B 3aBMCMMOCTM OT COCTOSIHMS
(c™m. puce. 1).

HexxenarenbHble AB/IEHUS MPU JIEYEHUU

omManusymaoom

B MHCTpyKUMM MO nNpuMeHeHutio omanudymaba [31] He
OMUCLIBAIOT KaKMX-TMBO HeXenaTeNbHbIX SBAEHUI, KOTOpble
Mornu 6bl NOBNEYb AOMNOMHUTENBHbLIE 3aTPaTbl; HU B OHOM
$hapMaKO3IKOHOMUYECKOM aHanu3e omanu3dymaba TaKux
nonpaBoK He aenaetcs [6, 25].

NevyeHue cuctemHbivmu F'’KC

3apybexHas TakTMKa BefeHus obocTpeHni bA Brtova-
eT 6e3oTnaratenbHoe HadHavyeHne M'KC nepopanbHo. B PO
nMerLwasncs neguaTpuyeckas KIMHUYeCcKas npakTtuka npu-
JepXX1BaeTca cTpaTernv yaBOeHMs [03bl Ga3WCHbIX Mnpe-
napaToB, AOMOSHUTEIbHOIO Ha3Ha4yeHus Hebynan3epHown
Tepanuu. CuctemHbole NKC Ha3Ha4valoT B YCIOBMSAX OTCYT-
CTBUS APYrMX BO3MOXHOCTEN KYNUPOBAHWSA COCTOSHUSA M NMPU
U3HeYrpoxatollwmx obocTpeHnsx. B Hactoawen moaenu
ncnonb3oBaHne cucteMHbix TKC nogpasymeBanocb Ans
COCTOSIHUSI 6 — OKal3aHuMe MeAMLMHCKON MOMOLLM MPU KKU3-
HeyrpoxatouemM 060CTPEeHUU acTMbl B CTauuoHape (otae-
NIEHUM peaHUMaLun U UHTEHCMBHOW Tepanuu), CTOMMOCTb
cucteMHbix TKC Bxoauna B 06LLyl0 CTOMMOCTb rocnurtanu-
3auuu, OLEHMBAEMOM COMMacHO TapudHOMY CornaleHuo
0693aTe/IbHOr0 MeAMLIMHCKOro CTpaxoBaHMS.

KocBeHHble (HenpAMbie) 3aTpaTbl Ha OKa3aHue

MEeAULMHCKON NOMOLLH

Mpun 3a6oneBaHnm pebeHKa 60/IbHUYHbIN JINCT, COrNacHoO
3aKoHogaTtenbCTBy [32], BblaaeTcsd 1M60 O4HOMY U3 poauTe-
newn, nMbo OnNeKyHy, TM60 PoaACTBEHHUKY. CPOK 60/IbHUYHOIO
JIUCTa 3aBWUCUT OT BOo3pacTa pebGeHKa: [0 7 NIeT — Ha BeCb

Ta6nuua 2. CTouMOCTb CTaHAAPTHOW Tepanuu ang nedexHusa 6porHxmansHon actmbl (MTKC + J4BA)

Toprosoe MHH, ynakoBKa Ao3a (soapacr) LleHa ynakoBK#, LleHa 3a uukn
HaumeHoBaHue (KonuyecTBO A03) py6. (7 cyT), py6.
byaeconna 160 MKr +
CumGHKopT bopmoTepon 4,5 MKkr (120 1103) 1500 MKr/cyT (= 12 nerT) 1006,70 1101,08
dnytnkazoH 250 MKr +
Cepetng canmerepon 25 MKr (120 103) 1171 mKr/cyT (= 12 neT) 1632,10 445,94
Cepetng dnyTrkasoH 250 MKr +
MynbTranck canmetepon 50 MKr (60 fo3) 1171 mkr/cyt (= 12 ner) 1204,93 658,45
ByaecoHua B cycneHsuun 0,5 mr/mn,
MynbMUKopT 2 M1 (20 dNaKoHOB) 1500 MmKr/cyT (< 12 ner) 1028,30 359,91
CuHrynsap MoHTenykact 5 mr (1 Tabnetka) 1 TabneTtKa B cyT (< 14 ner) 35,18 (1 Tabnetka) 42,68
CUHrynsap MoHTenyKkact 10 mr (1 Tabnetka) 1 TabneTtKka B cyT (= 15 ner) 40,68 (1 TabneTka) 50,31
Canbbytamon Canb6ytamon, fo3a 100 mMKr (90 go3) 5 nHranguumn/cyt (= 12 ner) 47,40 35,00
Mnpatponua 6pomug + beHoTepon,
Bepoayan pacTtBop Ans uHranaumm 0,25 mr + 1w ka |2<pM1e2MniT)pa3a/cyT 210,08 220,58
0,5 mMr/mn, 20 mn (1 dnaKkoH)

lMpumevaHme. MHH — mexkayHapoaHoe HenaTeHToBaHHOe HadBaHWe. Cumoukopt, Cepetung n Cepetna Mynbstuanck 6binm
B3aMMO3aMeHseMbl, BEPOSTHOCTb UCMOMb30BaHUS KaXKA0ro U3 HUX NPU MOAENIMPOBaHUM cYMTanach OAMHaKoBOW. Mpu 060CTpeHNU
3aboneBaHuns Ao3bl npenapatoB CuMGuKopT, Cepetna, Cepetna Mynstnamnck, MynbMmUKopT, canbbytamon 1 bepoayan yasansanuch.
NIKC + ABA — MHransauuoHHbIe IMIOKOKOPTUKOCTEPOUABI + [B5-arOHUCTbI [JIUTENIbHOTO AENCTBUSA.

Ta6nuua 3. CpeaHas CTOMMOCTb BCEX MEANLMHCKUX YCNYT 3@ OAWH LMKA (7 CyT) B 3aBUCUMOCTH OT COCTOSHUS

CocTosiHue 1 2 3 4 5 6
CTOMMOCTb BCEX MEALIMHCKMX 66,97 98,17 266,87 796,16 4172,40 24 642,16
ycnyr 3a 7 gHew, py6

lMpnumeyvaHme. 1 — noAHbIN KOHTPOsb, 2 — YaCTUYHbIN KOHTPO/b, 3 — OTCYTCTBME KOHTPONS, 4 — fierkoe 060CcTpeHne, 5 — Taxenoe
o60cTpeHune 6e3 rocnutannsaLunm, 6 — Taxenoe 060cTpeHne, Tpebytoliee rocnuTanm3aumm.
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nepuvon 3aboneBaHus Npuv amoBynaTopHOM W CTauuoHap-
HOM nevyeHun, ot 7 go 15 net — po 15 cyt no Kaxkaomy
cnyyato 3aboneBaHus Npu amMobynatopHOM M CTaLMOHaApPHOM
neyeHun, ot 16 go 17 net — A0 3 CyT MO Ka)Xaomy Chy-
yalo 3aboneBaHns U TONbKO NPU aMbBynaTOPHOM JIEYEHUM.
Mpn ambynatopHoM nevyeHnn nepeble 10 cyT Bo3MellatoTcs
n3 doHfa coumanbHOro CTpaxoBaHWa B MOJHOM o6beme,
npu rocnutann3aumMm — B MNOSHOM O6bemMe He3aBUCHMO
OT AIUTENBHOCTH NeYeHns. Kpome Toro, B 03Ha4YE€HHbIV Nepu-
o npoucxoanaT notepu BBI.

CornacHo gaHHbIM PocctaTta u MuHaapasa Poccuu, cpeaum
6-17-neTHnx geten ¢ BA gons 6-neTHUX Oblna onpeaeneHa
Kak 7,0%, ponsa 7-15-netTHnx — Kak 68,5%, nona 16-17-net-
HUX — KaK 24,5% [21-23]. Ha O0CHOBaHWM 3TUX AaHHbIX B
MOLENN paccyuTbiBanacb CpeaHss AIWUTeNbHOCTb 60NbHMY-
HOrO IMCTa B3POCNOro poACTBEHHMKA. CyMTanoch, 4To B3pOcC-
JIOMY POACTBEHHMKY Nocobue No BPEMEHHON HETPYAOCNOCOO-
HOCTM BbINaynMBaeTcs B pa3dmepe 100% cpegHero 3apaboTtka
[32]. PacyeT Bbinnat npoBOAMACS Ha OCHOBE AaHHbIX PoccTa-
Ta 3a 2013 r, T.K. AaHHble 3a 2014-2015 rr. He ony6/MKOBa-
Hbl. BbINO caenaHo gonyuleHue, YTo TaKenoe obocTpeHne BA
6e3 rocnutann3aunn NpuBoOAMT K 3 CyT aMBynaTopHOro yxoaa
3a pebeHKOoM (Mo onpeaeneHno — yxyalweHne CUMNTOMaTUKK
BA B TeueHue 3 cyT 1 6onee, CM. Bbllle), NEerkoe u cpegHee
o6ocTpeHrne — K 2 cyT (Mo onpeaeneHnio — yxyalweHne cum-
nTomaTtuku BA B TedyeHue 2 cyT, cM. Bbiwe) [20]. AnnTenbHoCTb
rocnutanMsaumm SBasSnacb HENOCTOSHHOW MOAENMpPYeEMOW
BE/IMYMHOM, HO B cpeaHeM cocTaBnsna 14 cyt.

AHaNn3 4YyBCTBUTE/IbHOCTHU

Bbln npoBeaeH MHOMOCTOPOHHWIM @Hanu3 4YyBCTBUTENb-
HOCTU ANs NPOBEPKK YCTONYMBOCTHM MNOMYYEHHbIX PE3YNLTATOB
OCHOBHOTO cueHapusl K uameHeHuaM. 3HadeHnsa QALYs meHs-
nn B npepenax ux 95% poseputenbHoro uHTepsana. Crto-
MMOCTb IEKapPCTBEHHbIX MpenapaToB U MEAWMLMHCKUX yCnyr
M3MEHSNN B CTaHAAPTHbIX Npeaenax 4ns Takoro Tuna aHanu-
3a — 0T -25 00 +25% 0T 3Ha4YeHU B OCHOBHOM CLIEHapuH.

PE3YJIbTATbI

bbina oueHeHa CTOMMOCTb KaxaoW CTpaTerMm nevyeHus
nauuveHTa LeneBon rpynnbl, paccymMTaHbl CyMMapHble 3aTpa-
Tbl NPV NPUMEHEHMM CPAaBHMBAEMbIX cTpaTerni. Kputepmuamum
3PDEKTUBHOCTU ABNSINCD KAYECTBO KU3HU («MONE3HOCTb»)
M YacToTa TSXKenblX 060CTPEHUN, TPeOByOLWMX rocnnuTanmaa-
umMn. Hambonbwne obuine 3atpatbl 6bUINM 3adUKCUPOBAHDI
npyv NPUMEHEHUU CTpaTernn omanmaymaba npuv ropu3oHTe

Puc. 2. MNpsAmble U HeNpsMble 3aTpaTbl Ha ieYeHue cTpaTerusamm
CpaBHeHUs B pacyeTe Ha OAHOro NauueHTa 3a 2 roga

MoaenupoBaHusa 2 roga — 2033426 py6. (ToONbKO cTaHaapT-
Hasa Tepanua — 1584416 py6.) u 5 net — 4752074 py6.
(TonbKO cTaHpgapTHasa Tepanua — 3780259 py6.).
Kak BugHO 13 puc. 2 n 3, cTpaterns ¢ omanulymabom
yMeHblIaeT 3aTpaTbl Ha MeAMLMHCKME ycnyrn B 2 pasa —
c 902863 po 442622 py6. npu ABYXJETHEM MOAENUPO-
BaHWM U ¢ 2162575 go 1059914 py6. npu NATUIETHEM
MOAENNPOBaHUNU. [JaHHOE CHUXKEHWE MPOUCXOAWUT 3a CYeT
YMEHbLIEHUS 4acTOTbl rocnuTann3aumnm (CM. HUXKE), Ha KOoTo-
pble npuxoaunTcs 6onee 96% CTOMMOCTU MEANLUHCKUX YCAYT.

Kak BuaHo 13 1abn. 4, ICUR coctaBun 1471412 py6.
3a [AOMOMHUTENbHbIA 0 KA4YeCTBEHHOWM XWM3HU NpU ABYX-
NIETHEM rOpMn30HTEe MoaenmpoBaHus n 1259185 py6. — npu
naTuneTHeM. B nepBom cnydae nmopor roTOBHOCTM MAaTUTb
(1341308 py6.) oKazasncs npeBbllleH, BO BTOPOM — HET.

CTtpaterua neyeHus omanudymabom npepoTBpallana
9,7 cnyyaeB TsXKenoro 060CTPEeHUs C rocnutanu3auunen y
O[IHOro NauuMeHTa B TeyeHue 2 net n 24,4 cnyyas — B Teye-
HMe 5 neT; CHWXana netanbHOCTb nauueHToB Ha 0,06%
B TeyeHue 2 net 1 Ha 0,22% B TeyeHue 5 feT; CHMKana npo-
LLEHT NaLMEeHTOB C OTCYTCTBMEM KOHTpons Hag bA Ha 19,7%
Nno OKOHYaHWK 2 NeT MoaenMpoBaHus U Ha 19,5% nNo OKoHYa-
HUK 5 neT MmogenMpoBaHums.

MpenoTBpaleHre ogHON rocnuTannsaumm B rog 3a cyeT
MCNONb30BaHMA oOManuM3ymaba CTOMT [OMNOMHUTENbHbIE
46433 py6. (nokazatenb ICER) npu AByx1eTHEM rOPU30OHTE
MoaenupoBaHusa nnm 39821 py6. npu NATUNETHEM FOPU30H-
Te moaenupoBaHus (cm. Tabn. 4), 4To cpaBHMMO CO CTOMU-
MOCTblO caMon rocnuTanndaumm — 43141 py6. (TapndHoe
cornawexHune OMC).

AHanu3 BAuAHUS Ha 6rogKeT (BIA) BbINOAHEH C TOY-
KW 3peHns pernoHanbHoro u depepanbHOro 6HO4KETOB
W BKtOYaeT B cebsl TONbKO NpsiMble 3aTpaTbl. [ToKadaHo, 4To
OOMNONMIHUTENbHbIE 3aTpaTbl NPU NevYeHnn ~7% aeten omanu-
3yMaboM COCTaBNA/IM CTOMMOCTb JiedeHUs 6e3 omanmndymaba
5 peten 13 100 (Tabn. 5).

AHaNn3 4YyBCTBUTE/IbHOCTHU

MNokazatenu ICUR u ICER ang natuneTHero ropuM3oHTa
MOJEeNnMpoBaHMa Benu cebsa yctonunmBo v B 70% utepauumm
He nNpeBblllanM nopora roTOBHOCTM 06LWeCTBa NNaTUTb.

OBCYXAEHME

Pe3lome 0CHOBHOIO pe3ynbraTta uccinejoBaHus

AHanM3bl NONE3HOCTU U IPPEKTUBHOCTM 3aTpaT MoKa-
3a/u, 4To cTpaTerns «omanu3aymab + ctaHgapTHas Tepanus»

Puc. 3. MpAmMbie 1 Hempsamble 3aTpaTthl Ha ie4eHne cTpaTernamu
CpaBHEeHUs B pacyeTe Ha OAHOro nawuneHTa 3a 5 net

2500000 7 3atpartsl, 2 roga 5000000 7 3artparsl, 5 net
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2 £ 2500 000 -
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] CraHpapTHas Omanusymab o CraHnpapTHas Omanusymab
oBBMn 337508 169 588 oBBn 763 481 383207
BdCC 230814 115966 EdCC 584 844 293510
OMeg. ycnyru 902 863 442 622 OMeg. yonyru 2162575 1058914
B aerins a03 o04 B aerener 2143 2145
mc 112327 1304 346 |JIC 267 216 3014298

lpumevaHune. BB — BHYTpeHHMI BanoBon npofyKt, PCC — PoHA coLManbHOro CTpaxoBaHus.




Ta6nuua 4. KoadduumneHTbl «3aTpaThbl-NoAe3HOCTb» U «3aTPaTbl-3dGEKTUBHOCTb», MHKPEMEHTANIbHbIE KOIDOULMEHTbI «3aTPaTbl-NONE3HOCTb»
1 «3aTpaTbl-apOEKTUBHOCTb»

lopu3oHT MoaenupoBaHusa 2 roga lopu3oHT MogenupoBaHusa 5 net
Mokasarenu CTaHaapTHas Omanuayma6 + CTaHpapTHas Omanu3yma6 +
Tepanusa cTaHAaapTHasa Tepanus Tepanusa cTaHAaapTHasA Tepanus
O6uwwme 3aTpaTthl, pyo. 1584 416 2033426 3780259 4752074
MpupocT 3aTtpart, pyo6. PedepeHTHas cTpaTeruns 449 009,93 pedepeHTHas cTpaTerus 971 815,19
KymynsiTuBHas nonesHocTb* 1,226 1,532 3,052 3,824
MpupocT NonesHocTH PedepeHTHas cTpateruns 0,305 PedepeHTHas cTpaTerus 0,772
CUR, py6. 1291842 1327619 1238514 1242 686
ICUR, py6. PedepeHTHas cTpaTteruns 1471412 PedepeHTHas cTpaTerus 1259185
KymynstuBHas
3bEKTUBHOCTL (KONMYECTBO 18,75 9,08 47,28 22,87
rocnutanuaauui)
MpupocT adpPeKTUBHOCTH
(CHWXKeHKne KonuyecTtBa PedepeHTHas ctpateruns 9,67 PedepeHTHasg cTpateruns 24,40
rocnuTannaawum)
CER, py6. 84 493 223 896 79958 207 757
ICER, py6. PedepeHTHas cTpaTeruns 46 433 PedepeHTHas cTpaTerus 39821

lMpnumeyvaHune. * — QALYs, AONONHUTENbHbIE FOfbl Ka4eCTBEHHOM XMN3HU. CUR — COOTHOLEHWE 3aTpaT K rogam KayeCTBEHHOW KU3HMU,
ICUR — pgononHutenbHble 3aTpaThl 3a 1 AONONHUTENbHbIN FOA Ka4yecTBEHHOM Xn3HU, CER — COOTHOLWEHME 3aTpaT K CHUKEHUIO KONMYecTBa
rocnutanusdaumm, ICER — gononHuTenbHble 3aTpaTthl 3a 1 CHUXKEHHYIO rocnuTanuaaumio.

Ta6nuua 5. AHann3 BAMAHUS Ha 6loLKeT U3 pacyeTa Ha 100 nponeyeHbix NauuMeHToOB C TAXKENON HEKOHTPONUPYEMON GPOHXMaNbHOM acTMOMN
(9 rocnutanuzauunin B rod), ropM30HT MOAENMPOBaHUSA — 2 roaa

CymMma npsiMbIx 3aTpat TonbKo cTaHgapTHas Tepanus 1016 093

Ha oaiHOrO NauMenTa 3a 2 rofa, PYS. | CrangapThas Tepanus + oMannaymat 1747872

ﬁl,’agi:jylﬁaegms, Y KOTOPbIX K CTaHAAPTHO Tepanuu so6asnseTcs 10.0% 7.1% 6.8%
Cymma 3aTpar, py6., TonbKo cTaHJapTHas Tepanus 101 609 339 101 609 339 101 609 339
npu NpuMeHeHnn CTaHAapTHas Tepanus + omanuaymab | 108 927 120,32 | 106 804 963,72 106 585 430
[lononHutenbHble 3aTpaTtbl NPy NPUMEHEHUMU omanudymaba -7 317 781 -5195 625 -4976 091
KonunyecTBo naLmeHToB, KOTOPbIX MOXHO MPONEYUTb, €CNN OTKa3aTbCs 7 5 a

oT omanusymaba

ABNSETCH AKOHOMMYECKHM Lieniecoobpas3Hoi. AHan13 BNUSHUSA
Ha GIOXKET He BbIABU 3HAYMMOMN Harpy3Ku Ha GIOQKET.

06cyXaeHue 0OCHOBHOIO pe3ynbTraTta ucciefoBaHuUs

B poCCUIWCKMX 3KOHOMMYECKMX YCNOBMUSX Gblna npose-
JleHa K/JIMHUKO-3KOHOMMYEecKas oOLeHKa LenecoobpasHo-
CTW NPUMEHEHUs omanu3dymaba B KayecTBe [A0MOSHUTENb-
HOW Tepanuu (K 6a30BON MM MOAAEPKMBAOWEN Tepanuu)
y OEeTEN C TSKEeNoW HEeKOHTPONMpyeMow aTonuyeckon ¢op-
Mon BA. BaxHOM OCOOGEHHOCTbIO HACTOSLLIEro MccneaoBa-
HUSA OblNIO0 TO, YTO MOJENMPOBAHME MPOBOAMIOCL HA OCHO-
BaHUM AaHHbIX 06 OMbITE MCNOMb30BaHUSA omanuadymaba
B HU3/ MuusgpaBa P® 3a nepuog 2007-2015 rr. (n = 97).
Omanunadymab 3aperucrpupoBaH Kak B P®, Tak u 3a pybe-
OM, a ¢ mapTta 2016 r. BBeaeH B PP B [lepeyeHb KM3HEHHO
HEOBXOIMMbIX M BarKHEWLW WX NeKapCTBEHHbIX NpenapaTtos.
PaccmoTpeHo ABa ropusoHTa MOAenMpoBaHus — 2 rojaa u
5 net. Mpu 3TOM cpaBHMBANUCL CTpATErUsl Ne4YeHUs TONbKO
CTaHAapTHOM Tepanuen co cTpaTermen Ne4yeHuns cTaHaapTHoOM
Tepanuen ¢ gobasneHveM omanu3ymaba. B moaenb BKiIO-
YeHbl NpaAMble U Henpsimble 3aTpaTtbl. OCHOBHbLIMUK Napame-

Tpamu abOEKTUBHOCTH ABASSIUCH KAYECTBO XU3HU M YacToTa
TSXKENbIX 060CTPEHMI. [JOMONHWUTENLHO OLIEHWMBANCS ypo-
BEeHb KOHTpons Hag BA n cmepTHOCTb OT BA. OpurMHanbHble
MapKOBCKME Mepexofbl, MUCMONb30BaHHbIE MPU MOAENNPO-
BaHWU, ObIIM MONYyYEHbl APYrMMU aBTOPaMM Ha OGLIMPHOM
penpe3eHTaTMBHON BblI6GOPKE 60/bHbIX BA B KOHTponupye-
MbIX ycnoBusax [20] n aganTupoBaHbl 419 HaLWX HYXKA.

B pesynbraTte, y AeTeW € BbICOKOM YacTOTOM rocnuTanmsa-
U1 (9 B rog), cpeaHen ao3on omannsdymasa 558 mr/mec ICUR
1 ICER 6b1/11 HUKE «MOopora roTOBHOCTU 06LLEeCTBaA MNATUTb».
CTtoumocTb NpeaoTBpalleHnst 0OJHOM rocnuTannM3aumm B roa
coctaBuna 46432,60 py6. npu 2-neTHeM MoAeNMpoOBaHUK
n 39820,70 py6. npu nATUAETHEM MoAenupoBaHuu. [o-
6aBneHne omanudymaba B Tepanuio 6,8-7,1% naumeH-
TOB 060MAETCS GIOAMXKETY B AOMOJHUTENBHYIO CTOMMOCTb, Ha
KOTOPYt0O MOXHO nponeyntb 5 n3 100 nauueHToB TONbKO
CTaHJapTHOW Tepanuen.

B Hay4HOM nutepaTtype umeloTcs GapMaKo3aKOHOMUYECKHUE
OLIEHKM LIeNnecoo6pas3HoCTH UCMONb30BaHUs oMmann3ymaba 3a
py6exom. CuctemMatnanpoBaHHbIi 0630p MO OManu3ymady
NICE [6] npuBOAMT pe3ynbraTbl WecTn GpapMaKko3IKOHOMUYe-
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OpuruHanbHas ctaTbf

CKMX uccnegoBaHWi. Bce wecTb wnccnegoBaHWM BKIOYAM
B cebs B3pocnble nonynsumm 60MbHbIX HEKOHTPOAUPYEMOW
BA, npu atom et 12—17 neT y4uTbiBaIUCh «Kak B3POC/ble»,
C MMHUManbHbLIMK MOMpaBKaMK Ha BO3pacT uan 6e3 nonpa-
BOK. B Nt 13 Wwectn nuccnegoBaHuin B Ka4ecTBe OCHOBHOIO
napametpa oueHunsancs ICUR, npu 3TOM ero oLeHKa B pasHbIX
paboTax 3Ha4yuTeNbHO BapblpoBana. To/ibKO B OJAHOM Mcche-
[OBaHWW, C NEPCNEKTUBLI 3ApaBOOXpaHeHns KaHagbl, omanu-
3ymab 6bln NPU3HAH SKOHOMUYECKHM LienecoobpasHbiM Y BCEX
60MbHbIX ¢ HEKOHTponupyemow BA [33]. B AByx UccnegoBaHusx
CAeNaHo 3aK/YeHne 0 BO3MOXKHOM 3KOHOMUYECKOM Lieneco-
06pa3HOCTM UCNOJSIb30BaHMA OMann3yMaba B noarpynne Taxe-
nblX 60nbHbIX B CLUA [34] v LWBeuunu [35]. Ewe B ogHoM paboTte
ncnonb3oBaHne oManmaymaba B CLUA 6bi710 NpM3HaHO Hele-
necoobpasHbiM 0 TeX Nop, NoKa Npou3BoauTeNb He Ao6beT-
CS CYLLECTBEHHOr0 CHWMKEHUS LieHbl npenapaTa [36]. B aByx
paboTax caenaHo 3ak/to4eHne 06 IKOHOMUYECKOW Heleneco-
o6pasHocTn omanunadymaba B CLLUA [37] n B Utanuu [38]. NICE
NPUBOAUT COOCTBEHHbIE (QapMaKO3IKOHOMWYECKUE OLIEHKM
M NPU3HaeT omanndymabd 3KOHOMMYECKM LienecoobpasHbiM
C NepCneKTMBbI 34paBooOXpaHeHns BennkobpuTaHmm, HO TOSb-
KO ANna noarpynn TaxKenblX nauMeHToB [6]. OanH U3 nocnegHux
dapMaKO3KOHOMUYECKMX aHanM30B 6bln BbinonHeH ISPOR
B 2014 r. ¢ nepcneKkTnBbl 34paBoOXpaHeHns EBpocoto3a
n Benunkobputanum [25]. Omann3dymab npu3HaH 3KOHOMMUYe-
CKM LienecoobpasHbiM Kak A/ B3POCAbIX, TaK U Onsa aeTen
¢ Tsxkenon ¢opmon BA [25]. Mpu aTOM 0TAENbHbIN aHann3 6bi
npoBeaeH TONbKO 415 AeTen B Bo3pacTe 6-11 nerT, Torga Kak
netn 12-17 net 6bln OTHECEHbBI KO B3POC0M NONYyNSaLnu.

Takum o06pa3oM, [JdaHHoe dapMaKo3IKOHOMUYECKoe
uccneaoBaHue, NPOBeAEHHOE C NO3ULMK 34PaBOOXPaHEHNS
B Poccuu, cornacyetcs ¢ dapMaKO3KOHOMUYECKUMU OLEH-
KaMW, MOMIyYEHHbIMW B [APYrMX CTpaHax: MCMNoib30BaHue
omanuaymaba §BASETCHa LenecoobpasHbiM B nogrpynnax
TSXKENbIX NauneHToB. OTanyYnem paboThl ABASETCA co3aaHne
oTAeNbHOM Moaenu ans aeten 6—17 net Ha OCHOBE AaHHbIX
0 POCCUMCKOM NeamMaTprUyecKomn npakTuke nevyexHms bA.

3AKJ/IIOMEHUE

Crtpaterua «omanusdymab natoc cTaHgapTHas Tepanus»
ABNSETCH 9KOHOMUYECKN LenecoobpasHomn y AeTeN C BbICO-
KOM MOTPeBHOCTbI0 B OKa3aHWM CKOPOW MeAULMHCKOM
nomMoLiM 1 rocnutanmaaumax. OLeHoYHasa A0Na TaKuUx AeTewn
He npeBblwaeT 7,1% cpean geten ¢ BA, ucnonb3oBaHune
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oManuadymaba y faHHOW MOoArpynnbl He NPUBEAET K 3HA4u-
MOW Harpy3Kke Ha GIXKET.

UCTOYHUK ®PUHAHCUPOBAHUA

CraTbst onybnvKoBaHa npu GUHAHCOBOW MNOAAEPIKKE
000 «HoBapTnc dPapmar (Poccusi) B COOTBETCTBUN C BHYTPEH-
HUMK NONUTUKaMK O6LLECTBA M AENCTBYIOWMM 3aKOHOAaTENb-
ctBoM Poccuitickon depepauun. 000 «Hoaptnuc Papmar,
ero paboTHUKKM NGO NpeCcTaBUTENN He MPUHUMANK yHacTus
B HanMMWCaHUM HaCTOSILLEN CTaTbM, HE HECYT OTBETCTBEHHOCTH
3a cofepraHue cTaTbM, @ TaKXe He HecyT OTBETCTBEHHO-
CTW 3a Nto6ble BO3MOXHble OTHOCALWIMECH K AAaHHOW cTaTbe
[OroBOPEHHOCTU NGO GUHAHCOBbLIE COrNaLleHns ¢ NtobbiMK
TpeTbMmmn nuuamn. MHeHne 000 «HoBapTuc Papmar» MOXKeT
OTNIM4aTbCs OT MHEHMS aBTOpa CTaTbMi U pefaKLuK.

KOH®JIUKT UHTEPECOB

3a nocneaHue 3 roaa A.C. KonbuH yyactBoBasn B Hay4HO-
nccnenoBaTenbCKMX paboTax ¢ NocneayloLllen noaroToBKOm
OTYETOB MO OLIEHKE MEAMLIMHCKMX TEXHOMNOMMM, HammncaHwuu
cTaten M NOAroToBKE Mpe3eHTaLMn Mo KIMHUKO-39KOHOMM-
YEeCKOMY aHanu3y Onas cnemylwux KomnaHun (B andaBuT-
HOM nopsaaKke): AnnepraH, AMaXkeH, Actennac, bepuHrep
MHrenbxanm, Hosaptuc, HoBo Hopawuck, lNdansep, Poul,
P-dapma, CaHodu-ABEHTHC.

B 2014 r. J1.C. Hama3oBa-bapaHoBa npuH1MMana ydyactue
B pabote no rpaHty POOU «PaspaboTka moaenen, anroput-
MOB M 3KCMEPUMEHTaNbHbIX MPOrpPaMMHbIX CPEACTB KOM-
NNEKCHOM CUCTEMbI MOATOTOBKM MHAMBUAYaAbHBIX MPOrpaMm
ynpaBieHUs pUCKaMU BO3HUKHOBEHWUS 3a60/NeBaHUs U aHa-
N1M3a COCTOSIHUSA 340POBbS HAa OCHOBE TEXHOIOTMI yaaneHHoro
MEAULIMHCKOrO MOHUTOPUHIa (Ha NpuMepe neanaTpum)».

OcTanbHble aBTOpbl CTaTbM MNOATBEPAMAN OTCYTCTBUE
KOH®)JIMKTa MHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLLMUTD.
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Peructpbl sBasoTcs 3Q@OEKTUBHLIM MHCTPYMEHTOM y4eTa AMHaMMUKW COCTOSIHMS MauueHToB C peaKoy natonornei. Ljeab
MUccaefoBaHUS: U3YYUTb JEMOrpPapuyecKkme U KIMHUKO-reHETUYECKUEe 0COBEeHHOCTH 6one3Hn lole y aetest B Poccum.
MeTtogbl. [poBeAeHO PETPOCNEKTUBHOE UCC/IejOBaHMNe AaHHbIX O AETSaX ¢ 60/7€3Hbi0 [olle, BKIYEHHbIX B neguatpuye-
cKkui peructp. lMepuoa ydeta gaHHbIX — ¢ 2006 no 2016 r. Pe3ynbtatbl. 3apernctprpoBaHo 115 agetei ¢ 601€3HbIO
lowe B Bo3pacte oT 3 mec o 17 net 11 mec (MeanaHa Bo3pacta AMArHOCTMKM 5 nert), u3 Hux 62 (53,9%) aeBoyku.
PacnpoctpaHeHHocTb 601€3HM cocTaBuna 0,32 cnydasi Ha 100 Tbic. geTcKoro HaceneHns. C 1-m tunom 60ne3Hu [owe
661710 95 (82,6%) neten, co 2-m tunom — 6 (5,2%), ¢ 3-m tunom — 14 (12,2%). MakcrnmaibHOe 41Ci0 60J/1bHbIX BbiSIBIEHO
B UeHtpanbHom (27; 23,5%) n lMpuomxckom (27; 23,5%) enepanbHbiX OKpyrax, HaumeHbllee — B [aibHEBOCTOYHOM
(3; 2,6%). Ha MOMEHT AnMarHOCTUKM y BCEX NauMeHTOB BbisIBeHa criieHomeraaunsi. [eHo- U peHOTUIMYEeCKUe Koppensumm
vy 90 geteri ¢ 60n1e3HbI0 loLe pacnpesennnncs caegyrolmnm obpasom: npu 1-mtune (n=77)B 21 (27,3%) ciy4ae ycTaHOB/IEH
reHotun p.N370S/p.L444P, y 12 (15,6%) — p.N370S/apyras mytauus; npu 2-m v 3-m tvnax y 13 getern ¢ HenpoHonaTuye-
cKkummn popmamu B 9 (69,2%) cnyvanx — p.L444P/p.L444P, B 3 (23,1%) — p.L444P/p.D409H. OcTtaBLumnecs reHoTurbl 6bin
rnpeacTaBAeHbl ApyrumMmu MyTaumusamu, 13 u3 KoTopbix BbisiBAeHb! BriepBble. Mytauns p.W223R (p.W184R) cneundunyHa a4
POCCHMUCKUX NaumeHToB. PepmeHTo3amecTuTeIbHas Tepanusi nposoannacek 109 nauyneHtam (94,8%): y 105 (96,3%) peten
(1-v n 3-1 bl 601€3HKU [ole) — npenapaTom nMmuraoluepassl, y 4 (3,7%) geten ¢ 1-m TMrnom — BenarioLepa3on anbda.
MaToreHeTnyecKoe ne4eHne NpPUBOANT K KYNMUPOBaHUIO OCHOBHbLIX CUMMTOMOB 3a60/ieBaHUs y 6O/bLUMHCTBA NalyMeHTOB.
3aknwqyenune. CosgaHne n BeleHUe negnaTpu4ecKoro pernctpa 6o1e3nHm lole no3BoasieT cMcTeMaTM3npoBaTbh MHpopMa-
LMo 06 0COBEHHOCTSIX TEYEHMS NATOI0MMM Y AETEN M ONMTUMM3NPOBATh NOAX0Abl K €e MOHUTOPUHIY B Poccuiickorn deaepaumm.
Knr4yeBble cnoBa: fetv, 601e3Hb [olwe, pernctp, MONEKYISPHO-reHETUYECKas AnarHoCTuKa, MyTauuu, UMUIIIOLEpPasa,
Benamoyepasa aibda.

(4nsa yutupoBaHuns: MoscucsH I b., [yHgo6uHa O.C., Hamasosa-bapaHoBa J1.C., CaBocTbaHOB K. B., lNywkos A.H., Yep-
HUKoB B.B., MasaHoBa H.H., PomaHiok A. M., CmupHoB B. N. lemorpaduryeckasn n KNIMHUKO-reHeTUYecKan XxapakTepucTmKa
feTten ¢ 6onesHbio fowe B Poccuiickon defepaLunu: JaHHbIe NeanaTpuyecKoro peructpa. lNeanatpuydeckas papmaKonorus.
2016; 13 (4): 354-361. doi: 10.15690/pf.v13i4.1607)

OBOCHOBAHME

bonesHb lowe — Hanbonee pacnpocTpaHeHHas n30-
COMHas 60ne3Hb HaKOMIEHUs U3 U3BECTHbIX 6oslee 4eMm
50 Ho3o0n0rM gaHHow rpynnel [1]. 3aboneBaHue Hacne-
[yeTcs No ayToCOMHO-peLeccMBHOMY TuMy. XapaKTepHoe
npv 3TOM OTCYTCTBME WM CHUKEHUE aKTUBHOCTU IN30COM-
HOro GepMeHTa rnKoLepebpo3naasbl NPUBOAUT K HaAKO-
NJEHUIO MMUKONMNUAHOro cybeTpaTta (rnoKouepebposnaa)
B KJIETKax MOHOUMTaApHO-MaKpodaranbHOro psaa pPeTuKy-
NI03HAOTENNANIbHOM CUCTEMbI C MOPAXEHUEM CEeNEe3EHKH,
nevyeHn, KOCTHOro Mo3ra, LIEHTPanbHOM HEPBHOW CUCTEMBbI
(B 1-10% cnyyaeB) [1, 2]. PacnpocTpaHeHHOCTb 60/1€3HU
[owe B pas3nMyHbIX perMoHax Mupa BapbupyeT B npege-
nax 1:40000-100000, ogHaKo B HEKOTOPbIX 3THUYECKUX
rpynnax (Hanpumep, cpeau eBpeeB-allKeHasn) 3HaYeHus
nokasaTtenst MoryT ObiTb CyLWECTBEHHO Bblwwe [3, 4].

B 1991 r. N0 MHMLMATMBE FPynnbl 3KCNEPTOB, U3yya-
lowmnx 6onesHb lowe (International Collaborative Gaucher
Group, ICGG), 6611 co34aH MeXAyHapOAHbIM PerncTp nawu-
€HTOB, KoTopbIn K 2012 1. oxBaTbiBan 6onee 6000 nauuneH-
TOB M3 62 CcTpaH, BK/OYasA B3POCY0 KOropTy NauueHToB
13 Poccunckon ®Pepepauunn (PP) [5]. Llenbio cospaHus
peructpa ctanu usyyeHune ocobeHHOCTEeN TeyeHns 601e3HU
lowe ons onpefgeneHns o6bEMOB OKa3aHWa MeAWLMH-
CKOM NMOMOLUM U AONTOCPOYHbIX 3bdeKToB hepMeHTO3aMe-
CTUTENbHOM Tepanuu, a Takke pa3paboTKa KIMHUYECKMX
peKkoMeHauui ans onTMMU3aLMn MOHUTOPUHTA U NleYeHUs
NaLMeHTOB, YNy4YLIEHUS Ka4ecTBa MUX KU3HW.

Ha ocHOBaHWM MeXayHapOoLHOro onbiTa B PSAE CTPaH ¢
Y4€TOM AUArHOCTUHYECKMUX U SIKOHOMMUYECKMX BO3MOXKHOCTEN
rocyaapcTBa co3fjaHbl HalMOHaNbHbIE PErUCTPbI, KOTOPbIe
no3Bonunn BbipaboTaTb B KaXKAOM M3 CTpaH peKoMeHna-



LMW MO Yy4eTy U MOHUTOPUHTY COCTOSIHUS nauuneHToB [5—7].
UTorom aHanu3a 6a3bl AaHHbIX CTana BbipabOoTKa Lenen
Tepanuu, CTaHAapPTOB ANArHOCTUKM, HaBNIOAEHUS U eYeHuns
nauuneHToB [5]. OueHKka gemMorpapuyeckux, KINHUKO-reHe-
TUYECKMX NapaMeTpoB U 9GPEKTUBHOCTHU NIEYEHUS B paMKax
O[HOM CTPaHbl U B CPABHEHMU C MEXAYHAPOAHBIMU aHHbIMU
nomoraeTt ONTMMU3MPOBATb TAKTUKY ASIUTENbHOINO BeAeHMS
naumeHToB ¢ 60ne3Hbto fowe. B 2015 r. B Poccun co3aaH
perncTp B3pOChbiX MauMeHToB C 60ne3Hbio fowe Ha 6ase
OrBY «fematonorMyeckuMi HaydyHbld UeHTp» MwuH3apaBa
Poccun (MocKBa), B aTOM e rogy 3apaboTan v neguaTpu-
YeCKuM pernuctp Ha 6ase Hay4yHOro LieHTpa 340p0Bbs AETEN.

Llenb HacTosiLLero uccneaoBaHms — M3y4uTb C MOMOLLbIO
POCCUMCKOro neanaTpuyeckoro peructpa gemorpaduye-
CKME U KIIMHUKO-reHeTu4ecKne oco6eHHOCTU 60/1e3HM owe
y AeTen.

METOAbI

Aun3aiH uccnegoBaHus

MpoBeaeHo PeETPOCNEKTUBHOE UcCiefoBaHMe AaHHbIX O
nauveHTax ¢ 6onesHbio lole, BKAOYEHHbIX B neavaTpuye-
CKWUI perncrp.

Kputepuu cooTBeTcTBUSA

B peructp BKAOYanu AaHHbIEe, NOAyYEHHbIE U3 BbIMUCOK
1 BpayebHbIX 3aK/14YeHWK NaLMeHTOB B Bo3pacTe Ao 18 net
C NOATBEPXAEHHbIM pe3ynbTataMu 3H3UMOAMArHOCTUKM
W/UNU MONEKYNSPHO-reHETUYECKOro UCCieAoBaHWsA AnarHo-
30M «bonesHb lowe».

YcnoBusa npoBegeHus

UccnegosaHne npoBoaunuM Ha 6ase oTaeneHus BOC-
CTaHOBUTENIbHOIO /le4YeHUs AeTen ¢ 6GONEe3HAMW OpraHoB
nuwesaputenbHon cuctembl HUW neamnatpmumn Hay4yHoro ueH-

Tpa 3gopoBbs geten (HU3, MockBa). [poaHanM3anMpoBaHbl
[JaHHble NnauMeHToB, HabnloAaBWKXCA B Mepuog C SHBa-
ps 2006 no gHBapb 2016 1.

MeToauka c6opa uHpopmauum

JH3MMOoAMarHocTuKa ang sepudurKkaumnmn guarHo3sa (onpe-
AeNeHne aKTMBHOCTKU toKouepebposnaasbl U XMTOTPUOSK-
Ja3bl) npoBedeHa Ha 6Gase nabopaTopui MONEKYNSAPHOM
reHETUKM U KneToyHon 6uonornn HU3/ 1 HacneaocTBEeHHbIX
60ne3Hen o6MeHa BellecTB MeanMKo-reHeTUYECKOro Hay4yHo-
ro ueHtpa (Mocksa). Onpeaenenune mytauum B reHe GBA (reH
rnoKoLepebpo3naasbl) NnpoBeaeHo Ha 6ase nabopaTtopuu
MOJIEKYNAPHON FEHETUKM U KNeTovHom 6uonorumn HL3/.

C uenblo cosgaHus 6a3bl AaHHbIX «Pernctp geten ¢
6onesHblo fowe B PO» coTpyaHMKaMu otaeneHns pa3paboTa-
Ha 9/IEKTPOHHaa dopmMa MHANBUAYANbHOW PErMCTPaLMOHHON
KapTbl NaLMeHTa, BKIOYatoLas cneayrowme pasgens:

e «O6wue cBeaeHus». NepcoHasnbHble AaHHble, agpec WU
KOHTaKTHast MHbGOPMaLMS O NaLUEHTE;

° «[MarHo3s»: gaHHble 0 aebiTe 3aboneBaHns, NOCTaHOB-
Ke AnarHosa, Metofax NepBUYHON AMArHOCTUKM W TUne
60/1e3HM, YCTAHOBMIEHHOM COrflaCHO MeXAyHapoAHOM
Knaccubukauuu;

° «BuauTbi»: cornacHo nnaHy ob6cnefoBaHUs MNalMeHTa,
pasgen BKNoYaeT XapaKTePUCTUKY KITMHUYECKUX CUMMTO-
MOB, pesynbTaTtbhl GU3MKaNbHOro ocMoTpa (POCT, Macca
Tena, pasMepbl NEYEeHN 1 cene3eHKn oT Kpas pebepHbiX
Ayr B CaHTMMETpax) U nabopaToOpHO-UHCTPYMEHTAbHbIX
nccneaoBaHUM (KOHUEHTpaunsa remoriobuHa, 4ucno
TPOMOGOLMTOB, IMHENHbBIE Pa3Mepbl NEYEHU U CENE3EHKMU
Nno AaHHbIM YNbTPa3BYKOBOro MCCAeA0BaHWUS/MarHUTHO-
pPE30HaHCHOM U/UNKN KOMMbIOTEPHOM TOMOrpadumn, MUHe-
panbHas MNOTHOCTb KOCTHOWM TKaHW MO AaHHbIM OCTEO-
LEHCUTOMETPUMN MNOSICHUYHOMO OTAENa MO3BOHOYHMKA);
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Demographic, Clinical and Genetic Characteristics of Child
Gaucher Disease Patients in Russia: Pediatric Register Data

Background: Registers are an effective tool for tracing the dynamics of patients with rare pathologies. Objective: Our aim was to
examine the demographic, clinical and genetic features of child Gaucher disease patients in Russia. Methods: We held a retrospective
survey of the pediatric register data with regard to children suffering from Gaucher disease. The period of data accounting was from
2006 to 2016. Results: 115 children with Gaucher disease aged from 3 months to 17 years (the median age of diagnosis is 5 years)
were registered; 62 them (53.9%) are girls. The prevalence of the disease was 0.32 cases for 100,000 children. 95 (82.6%) children
had 1st type of Gaucher disease, 6 (5.2%) — 2nd, and 1 (12.2%) — 3rd. Maximum morbidity was in Central (27; 23.5%) and Volga
(27; 23.5%) Federal Districts; minimal — in the Far East (3; 2.6%). By the time of diagnosis all the patients were suffering from
splengomegaly. The genotype and phenotype correlations in 90 children with Gaucher disease were as follows: in case of 1st type
(n=177),in 21 (27.3%) cases, the p.N370S/p.L444P genotype was set, in 12 (15.6%) — the p.N370S/other mutation; in case of 2nd
and 3rd types, in 13 children with neuropathic forms, in 9 (62.9%) cases — the p.L444P/p.L444P, in 3 (231%) — the p.L444P/p.
D409H. The rest of genotypes were presented by other mutations, 13 of which were revealed for the first time. The p.W223R (p.W184R)
mutation is specific for Russian patients. Enzyme replacement therapy was carried out for 109 patients (94.8%): in 105 (96.3%) children
(1st and 3rd types of Gaucher disease) with imiglucerase, in 4 (3.7%) children with 1st type — with velaglucerase alfa. Pathogenetic
treatment stops the main symptoms in most patients. Conclusion: The pediatric Gaucher disease register allows to systemize the data
concerning the disease course in children and optimizing the approaches to its monitoring in Russia.
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* «JleyeHuner: gata Havyana Tepanuu, UCNoNb3yeMbln npe-
napat ana depmMeHTo3aMeCcTUTENIbHON Tepanuu, O03u-
POBKa, KPaTHOCTb M PEeryaspHOCTb ero BBEAEHMS nauu-
€HTY, @ TaK}Ke MeToAbl BCMOMOraTenbHOro ie4eHus.
Jemorpadunyeckme xapaktepucTUKK, UCNosib3yemble Npu

onucaHuWy nNauMeHTOoB, BKAKYanM Mo, Bo3pacT gebioTa

60Nne3HM, BO3pacCT YCTaHOBMEHUS AMarHo3a, Havana Tepa-
nuu, oebtoTa cneumPprUyeckom HEBPONOrMYECKON CUMMITOMA-

TUKK, cMepTU. Kpome Toro, y4ymTbiBaau 3THUYECKUE TPyNnbl,

a TaKXKe MecTo NpoXkmMBaHus (beaepanbHbiit OKpyr PO).
KnuHnyeckue Kputepmmn 601e3HU BKIOYanM renatocnnie-

HOMeranunio, KOCTHble 60/ U KOCTHble KpW3bl, remopparu-

YECKMM U aCTEHUYECKMIN CUHAPOMbI, CUMMTOMbI MOPaXKeHUs

LeHTpanbHoM HepBHoW cucteMbl (LLHC), 3agepxKy dmnsunye-

CKOro Pa3BUTUSA, MUIMEHTALMIO KOXH.

JlabopaTopHble KpUTEPUU 6ONIE3HU BKAKOYAIM KOHLEH-
Tpauuio remornobuHa u KOAMYecTBO TPOMOOLIMTOB; aKTUB-
HOCTb rtoKouepebpo3naasbl, XUTOTPMO3MAA3bl U nede-
HOYHbIX aMWHOTpaHcdepas; YPOBEHb NMMMAOB, XKenesa WM
deppuTMHa; NPOTPOMOBUMHOBOE BPEMS, aKTUBUMPOBAHHOE
YyacTUyHoe TpoM6onaIacTMHOBOE BPEMS.

OueHKka aPGdEKTUBHOCTM Tepanuu MMUIIIOLLEPaA3on Mpo-
BefeHa ToNbKo y 35 naumeHToB ¢ 605€e3Hbto fowe 1-ro Tvna,
COMNacHO KPUTEPUAM BKITIOYEHNS: PErYASIPHOE leHeHne B J03€e
30-60 E/[l/Kr Ha NpOTSKEHUN HE MeHee Tpex NEeT; UCXOAHble
napameTpbl remMornobuHa, TPOMOOLMTOB, pPa3MepPOB MeYEHM
U cene3eHKM, He COOTBETCTBYOWME HopMe. OLeHnBanu avHa-
MUKy Cneaylolmx fnoKkasaTenen: KOHLEHTpauus remMorioou-
Ha M KONMMYECTBO TPOMOGOLIMTOB, SIMHENHbIE pPa3Mepbl NEeYEHU
N cenesdeHkn (% OT HOPMbI), MUHEepasbHas MNOTHOCTb KOCT-
HOW TKaHuW (Z-score), duanyeckoe pasButTHe (pocT pebeHKa
B nepueHTunsx). CTeneHb yBENMYEHUS OpPraHoB BblpaxKanu
B MPOLEHTax OT rnokasaTenen HOpManabHOro JIMHEMHOro pas-
Mepa, onpeaensemMoro B COOTBETCTBMM C POCTOM pebeHKa [8].
Y 17 nepBUYHbIX NALUMEHTOB ¢ 60/1e3HbIo [owe 1-ro Tvna B BO3-
pacTte oT 5 00 18 feT, He Nosly4aBLUMX IeYeHUs paHee, OLLEHEHO
Ka4yeCTBO M3HM A0 U Yepes3 1 rog OT Havyana natoreHeTuye-
CKOM Tepanuu ¢ UCnosb30BaHNEM MEXAYHAPOAHOro NeanaTpu-
yeckoro BonpocHuka PedsQL (Pediatric Quality of Life).

Pernctp cosgaH ¢ ucnonb3oBaHMEM MPOrpPaMMHOro
o6ecneyeHnsa MySQL (Oracle, CLLA).

CtaTucTMYECKU aHaNun3

AHanu3 pesynbLTaToB NPOBOAMSIM C UCMONb30BAHWEM MNa-
KeTa cTaTtucTuyeckunx nporpamm IBM SPSS Statistics v. 21
(IBM Software, CLUA). OnucaHne KONMYECTBEHHbIX AaHHbIX
BbINOMIHEHO B BMAE abCOMOTHLIX BEAWYMH, MPOLEHTOB W
MeauaHbl (25; 75-n npoueHTMnun). OueHKa pasfinyuMi npo-
BefjeHa OLHOMOMEHTHO B Tpex rpynnax: Ans KOJAM4YeCTBEH-
HblX MPU3HAKOB C WCMNOb30BaHMEM HenapaMeTpuyecKoro

Puc. 1. PacnpepeneHune aetew ¢ 6one3Hbto fowe no dpegepanbHbiM
OKpyram (gaHHble 3a 2006-2016 rr.)
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19(16,5%)

aHanora AMCMNEePCUOHHOIO aHann3a — PaHroBOro Aucnep-
CUMOHHOro Kputepus Kpackena-Yonnuca (y4uTbiBass OTIu-
yue pacnpegeneHus 3Ha4eHUn KoNMYeCcTBEHHbIX MPU3HAKOB
OT HOPMaSIbHOr0); AN KaYeCTBEHHbIX (AMCKPETHbIX) NPU3Ha-
KOB — C MOMOLLbIO KpUTEpUS X2 (npu df = 2). Mpn Hannuuu
CTATUCTUYECKOrO MOATBEPKAEHUS pasfnuMyui rpynn nepe-
XOAWAWM K MOrpynrnoBOMY CTaTUCTUYECKOMY aHanuady c npw-
MEHEHNEM KpuTepneB MaHHa—YUTHU K X2- KonnyecTBeHHble
NPU3HaK1M B 3aBUCUMbIX (MapHbIX) BblIBOpKax cpaBHMBaNM
C nomoLblo Kputepms BUNKOKCOHa, Ka4eCTBEHHbIE MPU3Ha-
KM — C ncnonb3oBaHnem Kputepuns MakHemapa. Pasnuuuns
cYMUTanM CTaTUCTUYECKN 3HaYUMbIMKM npu p < 0,05.

PE3YJIbTATbI

XapaKTepucTuKa NnauueHToB

3a nepunog ¢ 2006 no 2016 r. 3aperucTpupoBaHo
115 peten ¢ guvarHo3om «bonesHb [owe», yCTaHOBNEHHbIM
Ha OCHOBAHWW XapaKTEPHOM KIIMHUYECKON KapTUHbI, AaHHbIX
nabopaTopHO-UHCTPYMEHTaNbHOr0 06CeA0BaHNs, NOATBEPHK-
[LEHHbIX peaynbTaTaMu 3H3UMOAMATHOCTUKM W/UAWU MONEKY-
NAPHO-TEHETUYECKOrO WCCNEAO0BaHMSA, M3 HUX C 1-M TUMNOM
95 (82,6%) peten, co 2-M — 6 (5,2%), ¢ 3-Mm — 14 (12,2%).
BoapacT nauneHToB Konebancsa ot 3 mec ao 17 net 11 mec
(MegnaHa BO3pacTa AMarHOCTMKKM cocTaBuna 5 neT), Masb-
4YnKoB 6b110 53 (46,1%), aAeBovyek — 62 (53,9%). CemenHbIn
aHamHes 6bla oTarouleH B 22 (19,1%) cnyyasx.

Ha 3Ttane AMarHOCTMYECKOro MoucKa nauuneHTbl O6bin
KOHCYNbTMPOBaHbl BpayaMu He MeHee Tpex pasfnyHbIX crne-
LManbHOCTEN, BKIOYaa neanaTpa (Bce OeTH), remaTtonora
(88; 76,5%), ractpoaHTeposiora (79; 68,7%), xupypra/opto-
nega (27; 23,5%), reHetnka (25; 21,7%), ncuxoHeBposora
(23; 20,0%), otopuHonapwuHronora (11; 13,0%), 3HAOKPHUHONO-
ra(11; 9,6%), pesmatonora (2; 1,7%), aepmatonora (2; 1,7%).

Anupemuonorua 6onesuHu lowe

3a nepmoa y4yeTa AaHHbIX Hanbonbluee YUCNo AeTewn ¢ an-
arHo3om «bonesHb [owe» 3aperncTpupoBaHo B LleHTpanbHOM
(27; 23,5%) wn lMpusonxkckom (27; 23,5%), HauMeHbllee —
B [lanbHeBoCTO4YHOM (3; 2,6%) deaepanbHbix OKpyrax (puc. 1).

[Onsa pacyeTa nokasatens YMCNEHHOCTU AeTen ¢ 60nes-
Hbto [OLLIEe UCMOIb30BaNu AaHHble CpeaHEeroqoBoM YACEHHO-
CTW OETCKOro HaceneHus (B Bo3pacTe Ao 18 net) Ha 1 aHBa-
ps 2015 r. B KaxkaoM deaepanbHoM oKkpyre PP, nonyyeHHble
depnepanbHoOW cny»K60M rocyaapCTBEHHOM CTATUCTUKKM PD
[9]. K ykasaHHOM aaTe, no gaHHbIM HU3/, Ha Tepputopuu
P® 3aperunctpupoBaHo 86 aeten ¢ 605e3Hblo fowe. Takum
06pa3om, pacnpocTpaHeHHOCTb 3aboneBaHuns cocTaBuna
0,32 Ha 100 Tbic. geTcKkoro HaceneHus. Cambli BbICOKUM
YPOBEHb pacnpocTpaHeHHOCTU 60NE3HU 3aperucTpupoBaH
B CeBepo-KaBKa3ckoM ¥ YpanbCKOM, CaMbli HU3KUK —
B [lanbHeBocTO4YHOM dedepanbHOM oKpyre (Tabn. 1).

KnuHuyeckune nposiBneHua 6onesHu lowe

Hanb6onee 4acto KIMHW4YeCcKas KapTuHa 60ne3Hu lowe
nposiBnsifacb yBeM4YEHNEM CENe3EeHKU U MedYeHu (puc. 2),
cpeau apyrux nabopaTopHbIX MapKepoB OTMeYeHbl TPOM60-
uMToneHmns U aHemus (puc. 3). YCTaHOBNEHbI XapaKTepHble
ona 6onesHu lowe M3MEHeHUs BGMOXMMWYECKUX MOoKa3a-
TeNen: CHUXKEHWe YPOBHEW XonecTepuHa, NMnonpoTenaoB
BbICOKOWM MJIOTHOCTHU, Xefe3a v NoBbllEeHNE YPOBHEN acnap-
TaTaMuHOTpaHcdepasbl U deppuTnHa. B Koarynorpamme
BbISIBIEHO YA/IMHEHWE MPOTPOMOMHOBOIO M aKTUBMPOBAHHO-
ro YacTUYHOro TPOMGONAACTUHOBOIO BPEMEHMW.

Bpa4eOHble OLIMGKHU Ha 3Tane yCTaHOBJ/IEHUS AUarHosa
B xopge onddepeHumanbHO-MarHoCTUHYECKOro noucka vy
6onblIMHCTBA AeTen ¢ 60/1e3Hblo [owe (87%) nepBoHavyanbHO



Ta6nuua 1. YucneHHoCTb feTel ¢ 6onesHbio fowe Ha TeppuTopumn Poccuiickon denepalmmn (No gaHHbIM Ha sHBapb 2015 T.)

denepanbHbii OKPYT YucneHHOCTb eTCKOoro Yncno cyuaes, a6e. (%) PacnpoctpaHeHHOCTb,
HaceneHusa Ha 100 TbiC. AETCKOro HacelieHus
MPUBOSIKCKUNIA 6213 396 24 (25,3) 0,39
LleHTpanbHbI# 6841417 18 (18,9) 0,26
CUGUPCKM 4312994 17 (17,9) 0,39
Ypanbckui 2701259 11(11,6) 0,41
CeBepo-KaBKkasckui 2736 354 11(11,6) 0,40
FOXKHbI 3237829 9(9,5) 0,28
CeBepo-3anaaHblii 2513393 4(4,2) 0,16
JanbHEBOCTOUHbIN 1347722 1(1,1) 0,07
Bcero 29904 364 95 (100) 0,32

Puc. 2. KnuHnyeckne npuaHakm 60ne3Hu [owe y geten Ha atane
NOCTaHOBKM AnarHo3a

Puc. 3. JlabopaTtopHble Npu3Haku 60ne3Hu [owe y geTen Ha atane
NoCTaHOBKM AnarHo3a
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OblIM YCTaHOBJ/IEHbI OWWOOYHbIE AMArHO3bl M Ha3HayeHa
HeBepHasa Tepanus. TaK, y 35 (30,4%) neten CHUMXEHNE KOH-
LleHTpauun reMornobuHa b0 pacLeHEHO KaK NposiBieHne
wenesonePUuUMTHON aHEMUU, B CBA3KU C YEM ANSA NIeYEHUH
Obl/IM PEKOMeH0BaHbI MpenapaTsl enesa — 6e3 adpdeKTa.
Y 11 (9,6%) feTei KOCTHblE KPU3bl TPAKTOBAJIM KaK Te4yeHune
ocTeomMuenuTa, No3ToMy OnepaTtMBHOE NeveHne npegycma-
TpUBaNo aHTMbGaKTepuanbHylo NoAAEPKKY. Hannyune renato-
crnieHomeranuu u/vnu naHuutonernun y 58 (50,4%) neten
OblI0 BOCMPUHATO KaK TeYeHWe OHKOreMaToforMyecKoro
3aboneBaHus. LlMppos nevyeHn ¢ nopTanbHON runepTeH3nen
OblN OWIMBOYHO AnarHoctupoBaH y 15 (13,0%) aeten, renatvt
MHbEKLMOHHON aTnonorum — y 49 (42,6%). bonblumHcTBY
nauuneHToB (74; 64,3%) 6blna NnpoBeaeHa NyHKLMSA KOCTHOIO
Mo3ra, npuyem B 12 (10,4%) cny4asax — NOBTOPHO. B cBA3M
C HEeYCTaHOBJ/IEHHOW NPUYNUHON U 3HAYUTENIBHOW BbIPaXKEHHO-
CTblo cnneHoMeranuu 6 (5,2%) naumneHtam no MeCTy KUTesb-
CTBa OLWKMBOYHO NpoBeAeHa CNNEHIKTOMUS.

0OC06EeHHOCTH KIIMHUYECKUX TUMOB 60/1e3HM lNoLwe

AHanua pacnpegeneHus AeTen B rpynnax no nosy noka-
3an 60Jiee BbICOKYIO A0M0 AeBOYEK Cpean 6OMbHbIX C HER-
poHonaTuyeckumu dopmamum 601e3HuU fowe no cpaBHEHUIO
C HeHeWponaTuyeckum 1-m tMnom (p = 0,038). B KAUHU-
YeCKOW KapTuHe 6one3Hu fowe 1-ro TMna (HeHewponaTtu-
yeckasg dopma 60ne3HKU) NpeBanupyeT remartosormyeckas
W BUCLEepaibHas CUMMTOMaTMKa B COYETaHWUU C KOCTHbI-
MK nposinennsmMn (p1/2 Tunbl = 0,040), onpegensoWUMm
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MpumedaHue. 1/| — NOBbILWEHHbI/MOHUMXEHHbIA YPOBEHb
na6opatopHoro mapKkepa. ACT/AJIT — acnapTaT-/anaHnHaMUHO-
TpaHcdepasa, JINBIM — NMNONpPoTEUHbI BbICOKOW NIIOTHOCTH,
AYTB — aKTMBMpPOBaHHOE YacTM4yHOE TPOMOONIaCTMHOBOE Bpems,
B — npoTpoM6GUHOBOE BPeEMS.

TSKECTb TeyeHus 3a6oneBaHus, B OTIMYME OT HeMpoHomna-
TM4eCKnx dopm 60ne3Hu lowe (2-n 1 3-1N TUNbl 601e3HK),
Npv KOTOPbIX TSXECTb 3a60neBaHusl 06yCnoBeHa Nopaxe-
Huem LHC (p1/2 u p1/3 = 0,010) (ta6n. 2). Bonee no3aHui
pe6ot (p1/2 < 0,001; p/3 = 0,012) U MaKcUMarbHbIN
nepuoa HabnaeHUss 0T MOMeHTa MaHudecTauuv Ao nocra-
HOBKW AMarHo3a oTMeyeH npu 1-m Tune 6one3Hn lowe
(/21 p1/3<0,001) — 40 mec (26; 58), B CBSI3M C YeM Ha3Ha-
YyeHune Tepanuu GbisIo OTCPOYEHO MO CPABHEHMIO C 3-M TUMOM
6onesHu (p = 0,001). Mpn 6one3Hun fowe 2-ro TMNa oTMe-
YeHbl paHHUe Ae6IoT (p2/3 < 0,001) M NocTaHOBKa AMarHo-
3a (p2/3 < 0,001) BCneaCTBHE THKENONH HEBPONOTUYECKON
CUMMNTOMATUKKU, HabNoaaeMon ¢ NepBbiX MECSLEB XU3HU.
Hanuuve acnupauMoOHHOro cuHApPOMa Npefonpeaenuno
CMepTb NaLMEHTOB OT AblXaTeIbHOM HEAOCTATOYHOCTU B BO3-
pacte o 1 roga. Ana 6one3Hu lowe 3-ro TMna xapakTepHO
coyeTaHue MPU3HaKOB 1-ro 1 2-ro TMna ¢ 6onee NO3aHUM
AEGIOTOM HEBPOMOTUYECKON CUMATOMAaTHKM (p2/3 = 0,001).
PaHHUM 1 Haubonee xapaKTePHbIM MPOSIBIEHUEM MOpae-
HMA LUHC npv gaHHOM Tune Gbina OKy0MOTOpHas anpakcus
(y 14; 100%), nebtoT KOTOpon OoTMeYeH B Bo3pacTe 38 mec
(21; 113).

AKTMBHOCTb 3H3WMHbIX MapKepoB (roKoLepebposu-
[a3bl U XMTOTPMO3MAA3bI) MPU OAHOMOMEHTHOM TPYMMNOBOM
aHanu3e He oOTIM4Yanacb, OAHAKO MOJyYeHO AOCTOBEPHO
6onee BbICOKOE 3HAYEHWE XMTOTPMO3WAA3bl MPU CpaBHe-
HUW Mexay 2-M 1 3-M Tunamu 6onesHu lowe (p = 0,020).
3HayeHUss MeuaHbl KOHLIEHTpaUUWM remornobuHa v Konu-
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OpuruHanbHas ctaTbf

Ta6nauua 2. lemorpaduyeckas, MoNeKyNapHO-reHeTUYeCKas 1 KIMHUKO-1abopaTopHan XxapakTepucTuka 1—3-ro TMnoB 601e3Hu fole y AeTen

Tunbl 6one3xu lowe
Mokasarenu p
1-i4, n = 95 2-h,n=6 3-h,n=14
HAemorpaguyeckmne nokasarenun
[eBoyku a6ce. (%) 47 (49) 5(83) 10(71) 0,100
BospacT ge6iota 60ne3Hu (Me), mec 32,0(13,0; 62,0) 1,0(0,8; 4,0) 12,0 (8,0; 28,5) 0,001
BospacTt noctaHoBKM anarHo3sa (Me), mec 72 (39; 120) 7,0(5,3; 8,5) 21,5 (15,5; 35,0) 0,001
BospacTt Havana tepanuu (Me), mec 89(52;131) - 23(18; 47) -
Bospact cmepTn (Me), mec - 9(3;10) - -
BospacT ge6tota HEBPOIOrMYECKON CUMNTOMATUKM i 20(0,8; 3,3) 38 (21: 113) i
(Me), mec
®depnepanbHbIii OKPYr ¢ MaKCUManbHowM U,EHTpaJ'IbeIMUM [1anbHEBOCTOUHbIT Ceepo-KaBKasckuii i
pacnpocTpaHeHHOCTbIO MpuBOMKCKUI
MoneKynsipHo-reHeTU4YeCKne nokKasarenn*
[eHoTMNMpoBaHsbl, N (%) 77/95 (81) 2/6 (33) 11/14 (79)
p.N370S/p.L444P 21/77 (27) 0(0) 0(0) 0,023
p.N370S/p.W184R 10/77 (13) 0(0) 0(0) 0,192
p.N370S/p.N370S 2/77 (3) 0(0) 0(0) 0,731
p.L444P/p.L444P 2/77 (3) 2/2(100) 7/11 (64) 0,010
p.L444P/p.D409H 0/77 (O) 0(0) 3/11(27) 0,002
p.N370S/apyron annesnb 31/77 (40) 0 (0) 0(0) 0,002
p.L444P/apyroi annenb 8/77 (10) 0 (0) 0(0) 0,271
[pyrue reHoTunsbl 3/77 (4) 0(0) 1/11(9) 0,470
KnnHuko-na6opaTopHble U MHCTPYMEHTa/lbHble MoKa3aTe/In Ha MOMEHT MOCTaHOBKM AuarHo3a

AHemusi, abe. (%) 82/95 (86) 5/6 (83) 12/14 (86) 0,975
femorno6ux (Me), r/n 104 (93; 113) 105 (99; 114) 91 (80; 102) 0,097
Tpom6oumnToneHus, abe. (%) 86/95 (91) 6/6 (100) 13/14 (93) 0,750
TpomGouuTbl (Me), 102/n 93 (65; 123) 97 (56; 120) 96 (75; 129) 0,867
B-D-rniokosnpasa (Me), HM/mMr/4 1,20 (0,60; 1,90) 0,98 (0,47;2,74) 1,35(1,00; 1,93) 0,869
XutoTpnosuaasza (Me), HM/mn/4 (n = 90/6/10) 9386 (5113;14 011) | 15540 (11 850; 22 620) | 8262 (5077;13314) | 0,150
3aaepKa dmuanyeckoro pasButus, abe. (%) 30/73(41) 6/6 (100) 10/14 (71) 0,010
CnneHomeranus, a6ce. (%) 95/95 (100) 6/6 (100) 14/14 (100) -
% yBennyeHue ot Hopmbl (Me):
° [1vHa 79 (53;113) 97 (73; 107) 115(73; 147) 0,073
® lUIMPUHA 55(32;92) 78 (51;101) 73(35; 117) 0,298
CnneHakToMus, abe. (%) 6 (6) 0 (0) 0(0) 0,500
[enatomeranus, a6e. (%) 89/95 (94) 6/6 (100) 14/14 (100) 0,500
% yBennyeHune ot Hopmbl (Me):
° npaBas gons 22(12; 31) 33(17;45) 38 (28; 46) 0,008
° fieBas gons 0(0;3) 35(23; 54) 8(0; 22) <0,001
KocTHas 6onb, a6ce. (%) 41 (43) 0 (0) 3(21) 0,038
KocTHble Kpu3bl, abe. (%) 17 (18) 0 (0) 0(0) 0,100
MwuHepanbHasa NA0THOCTb KOCTHOM TKaHM (Z-score, Me) -0,9(-1,7;-0,3) - -0,9(-1,3;-0,6) -
Cneumnduryeckme cumntomMbl nopaxerusa LIHC, a6ce. (%) 0 (0) 6 (100) 14 (100) 0,01

lNpumevaHme. * — cTaTUCTUHECKUI aHaNn3 BKItOYan cpaBHeHume rpynn ¢ 1-m u 2/3-m Tunamu 6onesHu lowe. LLHC — ueHTpanbHas HepBHas

cucrtema.

yecTBa TPOMBOLMTOB MEXKAY rpynnamMu naumeHToB He pas-
NM4anncb. YCTaHOBMIEHbI HEKOTOPbLIE OCOGEHHOCTH Mopaxe-
HUS MapEeHXMMAaTO3HbIX OPraHoOB: Bblpa)KeHHOe yBenn4eHune
[UTMHbl U WWPUHbBI cene3eHKn BblNo OMHAKOBbLIM AN1a pas-
JINYHBIX TUNOB 60ne3Hu lolwe, 0AHAKO OTMEYEHO, YTO Mpu
HenpoHonaTuyeckmux Gopmax CTeneHb yBeIUYeHUs npaBow
(p*/3 = 0,003) n nesoit (p1/2 = 0,002; pt/3 = 0,006)
[ONIEN MeYeHU BblipaxkeHa B 60MblUen CTEMEHU B OTINYME
OT HEHenpoHonaTuyeckon GopMbl, MPUYEM MPU 2-M TUMe
6onesHn fowe yBenMyeHWe NEBOW [ONM MeYeHu [axe
HECKO/IbKO MpeBannpyeT Haj CTEMNeHblo yBENUYeHUs npa-
BOW Aonu. CnneHsKToMWA B aHamHe3e Oblna npoBefeHa
TO/IbKO Y MauueHToB ¢ 60Me3Hbio fowe 1-ro TMna ¢ meau-

aHoM BoO3pacTa onepaTMBHOro BMelwaTenbcTBa 93 mec
(67; 111). 3agepKka GU3NYECKOrO pa3BUTUS Yalle OTMe-
yanacb Npu HempoHonaTU4eckux gopmax (2-n u 3-u Tmn)
6ore3Hu lolwe no cpaBHeHuio ¢ 1-m Tvnom (pt/2 = 0,007;
p1/3 = 0,036). NMoka3aTenb MUHEPanbHOM MAOTHOCTU KOCT-
HOWM TKaHM (Z-score) mexay 1-M 1 3-M Tunamu 6onesHu lowe
He oTmyancs (p = 0,931).

Pe3ynbratbhl MOJIEKYNAAPHO-reHeTUYECKOro aHain3a
MoneKynapHo-reHeTU4ecKnun aHanua nposegeH y 90
(78,3%) nauueHtoB. MaeHTMdUUMpoBaHo 180 myTaHT-
HbIX annenem, M3 HWX 13 HOBbIX (paHee He OMUCaHHbIX)
y 15 (16,7%) neten. B yncne HoBbix — 11 MUCCEHC-MyTa-




umn: p.Ser81Arg (c.243T>A), p.GIn115Arg (c.344A>G),
p.Thr125lle (c.375C>T), p.Arg209Cys (c.625C>G),
p.Phe298Val (¢.892T>G), p.Ala308Pro (c.922G>C),
p.Phe386Cys (c.1157T>G), p.Alad423Asp (c.1268C>A),
p.Leu459Arg (c.1376T>G), p.His461Tyr (c.1381C>T),
p.lle347Phe (c.1039A>T); oaHa HOHCeHC-MyTauusa —
p.Tyr61X (c.183C>A) v ogHa pgeneuns — p.lle158_Prol61del
(c.474-485del). B 12 (13,3%) cny4yasx BbIIBNEHbl CTPYK-
TYpHble nepecTponkn reHa GBA. Hawnbonee pacnpocTtpa-
HEHHbIMK MyTauuaMn 6binn p.N370S n p.L444P, TpeTben
Nno 4acToTe BCTPe4YaemoCTM oKalanacb MyTtauunsa p.W184R,
ob6HapyxeHHas y 10 (11,1%) neten (tabn. 3).

YcTaHoOBNEHbl TEHO- U DEHOTUMUYECKUE KOPpPEensunu:
MyTaums p.N370S pake B retepo3vroTHOM COCTOSIHUM
XapaKTepHa Ans HeHenpoHonaTtuyeckon ¢opMbl 60/€3HU
fowe; mytauns p.L444P B roMO3MroTHOM COCTOSIHWMM CBSi3a-
Ha C Nopa*KeHWeM HEPBHOM CUCTEMbI U XapaKTepHa ANng Heun-
poHonatuyeckux ¢opm 6onesnn lowe; mytaumsa p.D409H
o6GHapyXeHa To/bKo y aeten ¢ 6onesHblo lowe 3-ro Tmna,
MyTaunsa p.W184R — TonbKo npu 6onesxu lowe 1-ro tmna.
Hanb6onee 4acTbiMKM reHoTMNamMu MNpU HeHerpoHonaTuye-
cKon dopme 3aboneBaHus 6biim p.N370S/apyras mytauums,
p.N370S/p.L444P, p.N370S/p.W184R, npn HenpoHonaTtu-
yeckux dopmax — p.L444P/p.L444P w p.L444P/p.D409H
(c™m. Tabn. 2).

JleyeHue geten ¢ 60ne3Hblo lowe

Mo faHHbIM perunctpa, NevyeHne No MnoBoAy OCHOBHO-
ro 3aboneBaHus NOy4aloT BCE MNauUMeHTbl ¢ 60Ne3Hblo
[owe, KpoMe OeTen ¢ OCTPOM HernpoHomaTuieckon hopmon
(2-n TMN)*. MeanaHa Bo3pacTa Havyana fle4eHns coCTaBu-
na 75 mec (35; 127). ®epmeHTO3aMecTUTeNbHaa Tepanus
npoBoAUNacb ABYMS 3aperMcTpMpoBaHHbiMM B PP npena-

Ta6nuua 3. Mytaumm reHa GBA, KogupytoLero ritoKkouepebpo3niasy

patamu Ona nevyeHus 6onesHu lowe y getem — nmuraoue-
pa3on n Benarnwuepason anbda. IPOEKTUBHOCTb TEpanuu
OLeHUBaNM Ha OCHOBaHUWU KyMMPOBaHMS reMaTolorMYeCKMX,
BUCLepanbHbIX M KOCTHbIX NPOSIBAEHWI 3a60/1eBaHNs, a TaK-
K€ N3MEHEHMS KayecTBa KMU3HM NaLMeHTOB Mo peayabrataM
aHKETUPOBAHUS C NPUMEHEHMEM MNeAnaTPUYECKOro BOMpo-
CHUWKa PedsQL.

Y 35 naumeHToB ¢ 60ne3Hbio fowe 1-ro TMna Ha GoHe
TpexneTHen Tepanun nmuraouepason B go3e 30-60 EA/Kr
BHYTPUBEHHO KanenbHO KaxKable 2 He OTMEYEHO NOBbIWEHWEe
KOHLEeHTpaumn remornobuHa co 105 (99; 113) no 126 (123;
134) r/n (p < 0,001) n KonnyecTBa TpomboLUMTOB € 86 (59;
105) go 158 (148; 210)x10%/n (p < 0,001). Takke Ha6nl0-
[4anocb COKpaLleHWE IMHENHbIX Ppa3MEPOB ANMHbI U LUMPHHbI
ceneseHKkn Ha 54 (47; 51) n 35% (31; 52) cooTBETCTBEHHO
(p < 0,001); ymeHblUeHME pa3MepoB MNpaBOM A0 MEeYeHU
Ha 15% (y 9, 13%; p < 0,001); coKkpalieHne 4ncna aeTten
C 3agepxKon pocta ¢ 14 (40%) po 2 (6%) (p < 0,001), yBe-
NIM4eHnEe MUHepanbHOW MNOTHOCTU KOCTHOW TKaHW (Z-score)
¢-1,3(-1,7;-0,5) po -0,3 (-0,6; 0,2) (p < 0,001). Mpu oLeHKe
Ka4yecTBa XWM3HW y 17 NepBUYHbIX NaLUMEHTOB (He nosnyyas-
LWKX paHee GepMeHTO3aMEeCTUTENbHYIO Tepanuio) Yepes 1 roj
OT Hayana NaToreHeTUYEeCKON Tepanumn OTMEYEHO yyYlleHne
napameTpoB GpU3N4ECKOro, IMOLIMOHANBLHOIO 1 COLMaNbLHOIo
GYHKUMOHMPOBAHUS, a TaKKe MNoBblleHne 06Wen OLEeHKK
Ka4yecTBa XKM3HU (Tabn. 4).

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbrata UcciejoBaHUsl

BnepBble npefcTaBneHbl pe3dynbraTbl aHann3a gemMorpa-
PUYECKUX N KITMHUKO-FTEHETUYECKUX 0COBEHHOCTEN BONE3HU
[owe y AeTen, BbINOIHEHHOIO Ha OCHOBAHWW AaHHbIX Neava-
TPMYECKOro perncrpa. YCTaHOBEHO, YTO, HECMOTPS Ha Hanu-

MyTtauyua* n =90, a6e. (%) Tun 6one3xu lowe

p.N409S (p.N370S) 64 (71) 1
p.L483P (p.L444P) 42 (47) 1,2,3
p.W223R (p.W184R) 10 (11) 1
p.D448H (p.D409H) 3(3) 3

Penkune mytauunu 19 (21) 1,3

HoBsble myTauun** 15(17) 1
CTPYKTypHblE NEPECTPONKH 12 (13) 1

MpumedaHne. * — nepep CKOGKaMM yKa3aHa HOMeEHKIaTypa, pekomeHayemas O6LecTBOM Mo U3y4YeH o BapuaLMil Ye0BEYECKOro reHoma
(Human Genome Variation Society, HGVS) 1 psagom BbICOKOPENTUHIOBbIX XXYpHaNoB, B CKOOKax — TpaAnLMOHHAs HOMEHKNaTypa;

** — MyTalMK, paHee He onucaHHbIe B HAYYHOM nuTepaTtype.

Ta6nuua 4. [luHaMrKa NapaMeTpoB KavyecTBa XU3HU AeTer ¢ 60ne3Hblo lowe B Bo3pacTe oT 5 Ao 18 neT yepes3 12 Mec OT Havyana

depmeHTo3aMecTUTeNbHOM Tepanum umurnouepason (n = 17)

Mo oueHkKe peten Mo oueHKe poautenein
Mapametp p p
Mo ®3T Mocne ®3T Lo ®3T Mocne ®3T
dusnyeckoe GpyHKUUOHUPOBaHME 62 (53;83) | 81(65;93) 0,001 62 (50; 77) | 71(66;87) 0,002
OMoLuMOoHanbHoe GYHKLUMOHWPOBaHWe 70(60;83) | 75(68;83) 0,01 50 (48;68) | 60(53;78) 0,042
CoumanbHoe GyHKLMOHMPOBaHKE 80(73;95) | 90 (83;95) 0,035 70(55;93) | 80(73;95) 0,001
DYHKLMOHWPOBaAHME B AETCKOM cajy/WKone 70 (58; 75) | 70(60; 80) 0,625 50(43;66) | 60 (50; 68) 0,928
06wwi 6ann 75(62;78) | 79(71;87) 0,002 60 (52; 77) | 67 (63;80) 0,002

MpumevaHne. 3T — depmeHTO3amecTUTENbHaA Tepanus.

*  Tlpu 2-m TMNe 60ne3Hu lole nevyeHne He NoKal3aHo B CBA3M C ero HeadPeKTUBHOCTLIO U HeLLenecoo6pasHoCTbIO.
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OpuruHanbHas ctaTbf

yne onpefenieHHbIX 3aKOHOMEPHOCTEN MeXAy FeHOTMMOM
M XapaKTepoM KIMHUYECKUX MpPOosiBNEeHMK 3abosieBaHus,
[Jaxe Npu HanuM4yMu OfMHAKOBbIX MyTaLMW y pasHbIX auL,
60ne3Hb lowe xapaKTepmnayeTcs LWMPOKUM CNEKTPOM CUMII-
TOMOB, TPEGYLWMUX OT KIMHMLMCTA MX CBOEBPEMEHHOIO
BbISIBNIEHUS M OLIEeHKW. [MocTaHOBKa guMarHo3a M HasHaue-
HUe perynsapHon GepMeHTo3aMeCTUTENbHON Tepanuu B paH-
HWE CPOKM NO3BONAT NpeaynpeanTb Pa3BUTUE OCOXKHEHUN,
COKpPaTUTb YNCNO HEOBOCHOBAHHbIX BMELATENbCTB M Ha3Ha-
YEHUIN U, TEM CaMbIM, JOCTUYb K/IIOYEBLIX LIENEN IeYEHUS.

0G6cyXaeHne OCHOBHOro pe3y/bTata UcciegoBaHUs

McTopunyeckn Knaccnoumkauus 6onesHun fowe ocHoBaHa
Ha HalW4YuM UKW OTCYTCTBUM crneumdUYecKon HEeBPONOru-
4YeCKOM CMMMNTOMAaTMKM WM TemMnax ee MporpeccupoBaHus
[10]. Bce nauneHTbl 6binK pa3generbl Ha 3 rpynnbl B COOT-
BETCTBMM C Tunamun 6onesdHu lowe: 1-M TMN — HEHENpo-
HOMaTUYeCKUn, 2-M TUMN — OCTPbIM HEMPOHOMATUYECKUH,
3-1 TUN — XPOHUYECKUI HENPOHONATUYECKUI. [lony4yeHHble
[aHHble COOTBETCTBYIOT MEXAYHApPOAHbIM CTaTUCTUHECKUM
nokasaTensM, COrnacHoO KOTOpbiIM Haubonee pacnpocTpa-
HeHHbIM aBnseTca 1-1 Tun 6onesHun lowe — okono 80-90%
OT 06lLero y1ucna cnyyaes 3aboneBaHus, 2-M TUN 3aHUMaeT
okono 1-5%, 3-n tun — 5-10% [10, 11].

[etn ¢ HeHenpoHonaTuyeckon ¢opmon 6onesHn lowe
(1-1 TMN) He oTAMYanucb MO reHaepHoMmy npusHaky. Cpeau
nauneHToB C HerpoHonaTnu4yeckon Gopmon (2-n n 3-1 T1n)
OTMEYEHO NPEBAMPOBAHME JINL, }EHCKOrO Nosa, YT0 MOXET
OblTb CBSI3@aHO C OCOGEHHOCTAMW pacnpeaeneHus aeTten
no NonoBOMY NpU3HaKy B deaepasbHbiX OKpyrax ¢ Hanbosb-
lwen mx BbigBnsgemoctbto — [danbHeBocTo4yHOoM M CeBepo-
KaBKa3cKoMm, cpean KoTopbix Npeobnajany ceBepoKaBKas-
CKWe (Hapopbl [arectaHa, YeyeHubl, UHIYWKN) U TIOPKCKKE
(TypKM, BalKupbl, azepbanarKaHubl) 3THOCLI. [lonyYyeHHbIn
pesynbTaT NPeanoioKnUTebHO 06yCnoBAEH OCOBEHHOCTAMM
reorpadunyeckon Murpaumm 6onesHu fowe, HaKONUTENbHbIM
adpdeKToM reHodoHaa M BbICOKOM 4acToTon GAM3KOpOA-
CTBEHHbIX 6PaKOB B yKa3aHHbIX MONyAALMUSX.

PaccynTaHHbI HamuK MNoKa3aTeflb PacnpoCTPaHEHHO-
CTM 60ne3HU [ole y POCCUUCKMUX OETEN He COOTBETCTBYET
MEeXAyHapoAHbIM AaHHbIM B CBA3M C OnpefeNieHHbIMK orpa-
HUYEHUAMU unccnefoBaHMa. [onydyeHHbI pedynbraT oTpa-
aeT B 60/bllEN Mepe YUCNEHHOCTb 3aperncTpUpoBaHHbIX
neten ¢ 60nesHbto [olwe B pasinyHbix degepanbHbIX OKpyrax
M B LenoM no PP, a He UCTUHHYD pacnpoCTPaHEHHOCTb
3abo0neBaHns. Ha HU3KYIO BbISB/ISEMOCTb, BO3MOXHO, BJIU-
SOT C/IOXKHOCTb MoSlyd4eHus cneundunveckon nabopaTtopHoOn
BepudmMKaLmnm 6one3Hun fowwe B oTaaNeHHbIX agMUHUCTPATUB-
HbIX OKpyrax, HegocTaTto4yHass MHPOPMMPOBAHHOCTb Bpayvemn
W HaceneHus B OTHOLLIEHWWN PEAKMX HAcNeACTBEHHbIX 60/1e3-
Hen obMeHa M 3a4acTylo HM3Kas KBanuduKauWnsa rMCTONo-
roB, NPUBOASLLME K HEAOOLIEHKE KIMHWYECKMX CMMMITOMOB
M NabopaTopHO-UHCTPYMEHTAbHbIX NOKa3aTenen.

B cBS131 C BbICOKMM KIIMHUYECKUM pa3HO06pa3mem npo-
ABNEeHMM 6ones3Hn lole ee AMarHocTMKa TpebyeT 3HaHuA
KNIOYEBbIX KAMHUYECKMX CUMNTOMOB. PeHoTunmnyeckas
HEeOAHOPOAHOCTb NPOSIBNEHUN B AebtoTe 60/1e3Hu [owe o0by-
CNOBNMBAET NEepPBUYHYO 06pallaemMocTb NauneHTa K cneuu-
anuctam pasHoro npodwunsa. Peadynbratbl Halero uccneno-
BaHWA COMOCTaBMMbl C MEXAYHAPOAHbIMU M MOKa3blBalOT
NPEeMMYyLLECTBEHHOE KOHCYNbTUPOBaHWE [eTen neanaTpom
M remaTosioroM, 4YTo, BEPOSITHO, CBA3AaHO ¢ MaHUdecTalmen
3a6oneBaHna B BWAE reMaToNOrMYEeCKUX M BUCLEePanbHbIX
npossnexHun [12].

BbiCOKas 4YacTota MOCTAaHOBKM OLWWOGOYHbLIX AMarHO30B
M MaHUNyNALUMA Ha NEPBUYHOM 3Tane y cneLmManncToB pas-
NIM4HOro npoduna TpebyeT MNOBbIWEHUA WUHPOPMUPOBAH-

HOCTM O AaHHOM natonornn y Bpadyen. OCHOBHbIE KIWHU-
Ko-nabopaTtopHble nposBneHus 6one3Hn lowe y geten B
P® cooTtBeTcTBOBaNM 06LEN3BECTHLIM [aHHbIM [13-15].
3HaHWe TaKWX OAMarHOCTUYECKUX KpuTepueB 3abosnieBaHus,
KaK CMNIeHo- 1 renaTtoMeranus, aHemust  TPOMOOLMTONEHHS,
MOXET MOMOYb B CBOEBPEMEHHOWM MOCTAHOBKE AMarHosa
[14]. Hannune y psiga nauneHToB ¢ 601e3Hblo fowwe CnaeHaK-
TOMWW B aHaMHe3e 6bl/10 CBA3aHO C OlWMOKaMu AUarHoCTUKU
n oTcyTcTBMEM 3DDEKTUBHOIO fIeYeHUss Ha MOMEHT BbISIB-
NleHns cumnTomMaTuKn. Ha coBpemMeHHOM 3Tane B CBS3M
C Hannymem aPpPEKTUBHOIO Ne4YEHUs NPoBEAEHME CMNEHIK-
TOMUU C LEbIO KyNMPOBaHMSA LIMTONEHUYECKOro CUHAPOMA
M abaomuHanbHOro AuckomdopTa SBASETCH HeonpaBAaH-
HbIM M MOXKET ObITb MPUMEHMMO NIULLIb B CAyYasiX, Yrpoxa-
EMbIX XW3HU pebeHKa [16]. PaHHAS nocTaHOBKa AWarHo-
3a nNpu 2-M 1M 3-M Tunax, BO3MOXKHO, Obla 0b6ycnoBneHa
HanM4yMem HEBPOSIOrMYECKON CUMMTOMATUKM B COYETaAHWUM
c 6onee BblpaXKEHHOW, MO CpaBHEHUIO ¢ 6one3Hblo [owe
1-ro TMNa, cTeneHbio renaTocnieHoMeraamnu.

Mpn M3y4eHUU reHo- U GEHOTUMUYECKUX KOPPENSaLNI
6bIN0 ycTaHOBNEHO, 4TO MyTauus p.N370S pnaxe B reteposu-
FOTHOM COCTOSIHUM aCcCOLMUPYETCH C HEHEMpPOHOMNaTUYECKOM
dopmon 6onesHun lowe; mytauunsa p.L444P B roMo3uroT-
HOM COCTOSIHMM CBSi3aHa C MOpaxeHWeM HEPBHOMN CUCTEMbI
W XapakTepHa ana 2-ro u 3-ro tunos 6onesHu lowe; myta-
ums p.D409H BcTpevaetca npu 3-M Tune 6ones3xHn lowe
W, MO AaHHbIM AUTEepaTypbl, B FOMO3UIOTHOM COCTOSIHWUM
accoummpyeTcs ¢ NoparKeHneM cepiua v CoCyaoB Kafbliu-
dukatamu [17]. CneundunyHoOM, B OTANYME OT APYrMX CTPaH,
019 POCCUMCKOW MONyAsuUUK NauMeHTOB OKa3anacb TPeTbs
no YyactoTe BCTpevyaemoctTy Mmytaumsa p.W184R, accounmnpo-
BaHHasg ¢ 1-m Tunom 6onesHu lowe. O6HapyKeHne reHoTuna
p.L444P/p.L444Py nBoux geten ¢ 1-m Tunom 6onesHu lowe
C y4eTOM MX paHHero Bo3pacTa (1 u 3 roga) U oTCyTCTBUS
npuM3HakoB nopaxeHus LIHC gaet BO3MOXHOCTb npeano-
naraTb Y HUX pa3BuTME B NOCNEAYIOWEM MPOSBNEHUIA XPOHU-
4YeCKoM HenpoHonatuyeckon Gopmbl (3-1 T1M), 4To TpebyeT
AMHAMMWYeCKOro HabntoAeHUs Mnoj KOHTPONeM Hesponora.
Mony4yeHHble AaHHblE COOTBETCTBYIOT pesynbTaTaM aHanusa
MyTalMin B €BPOMENCKON MONynsauuyM nNauueHTOB Heallke-
Ha3CKOro npoucxoxaeHuna [17, 18].

B Havyane 90-x rr. XX B. 6bl1a pa3paboTaHa adPeKTmB-
Has naToreHeTnyeckas GpepmeHTo3aMecTUTeNbHas Tepanus,
KOoTOpas ABASETCH «30/10TbIM CTAHAAPTOM» JIeHEHWUS NauueH-
TOB ¢ 60/1€3Hb10 [0OLIe U Kyn1MpyeT OCHOBHbIE CUMNTOMbI 3a60-
nesaHus [19]. et ¢ 6one3Hbio [owe noayyvanu nevyeHue
NPeMMyLLECTBEHHO NpPenapaTtoM UMUrtoLepasbl, YTO CBS3a-
HO ¢ ero 6onee paHHen perncrpaumen B PO, orpaHnyeHnsamm
no NpUMEHEHWIO Benarnuepasbl anbda y geten mnagwe
2 neT ¥ NaumeHToB ¢ 6one3Hbto fowe 3-ro Tnna. Mo mexay-
HapOAHbIM AaHHbIM, NPU MCNONb30BaHMK B KayecTBe dep-
MEHTO3aMeCTUTENbHON Tepanum Npu 6onesHu fowe 1-ro Tmna
KaK MMUIoLepasbl, Tak M Benarnouepassl anbda B pas-
HOWM CTEMEHN OTMEYEHO AOCTUKEHME KINIOYEBDLIX Lienen Tepa-
nMM — KynMpoBaHWe aHeMuu, TPOMOOLMTOMNEHMK, renaTo-
crjieHOMerasmm, KOCTHbIX KPU30B U yNydlleHne noKkasaTtenemn
PU3UYECKOro pa3BUTUS, MUHEpPasnbHOW MIOTHOCTU KOCTHOM
TKaHM M KavecTBa XM3HW nauueHToB [19, 20]. NonyyeHHble
HaMu peaynbraTbl OLEeHKN 3GPEKTUBHOCTHU Tepanuu UMUIILO-
Luepason y 35 geten ¢ 60ne3Hbio fowe 1-ro TMna 6blIn cono-
CTaBWMbI C JaHHbIMW 3apy6eXXHbIX nccnegoBanmm [19, 20].

OrpaHM4yeHUus uccnegoBaHus

MpK pacyeTe noKkasatens PacnpoCTPaHEHHOCTU YUUTbI-
Bann paeten ¢ 60ne3Hbio [owe, HabNAABLIMXCA TONbKO
B HU3/, B cBS3K C OTCYTCTBMEM [aHHbIX 06 06LIEM Yucre
nauneHTOB NneamMaTpMyYecKom KOropTbl C AaHHOW naTonormemn



B P® no npuynHe HenpoBeaeHUs HeoHaTanbHOro CKPUHUHIa
W HEBKJTIOYEHWNS B3POCIOM KOropTbl NauneHToB. [Mpu pacyete
6blNM UCKITtOYEHDBI BONbHbIE, KOTOPbIM K 1 aHBapto 2015 1.
yXKe UcnofHUNoCb 18 feT, a TakkKe AeTn ¢ 6one3Hbio [owe
2-ro TMNa, ymepLlne K MOMEHTY NPOBEAEHMS UCCNEA0BaHUS.
MoneKynapHoO-reHeTM4ecku aHanma reHa GBA npoBoawau
TonbKOo 90 geTtam ¢ 60ne3Hblo olwe B CBA3M C OTCYTCTBUEM
6uomartepmnana ot 25 nauUMEHTOB K Havany npoBeaeHus
nceneaoBaHus.

3AK/TIIOMEHME

Pervctp nauueHtoB ¢ 60n€e3Hbio0 [owe — BaXKHbIN
WHCTPYMEHT B CUCTEME MOHMTOPWHIA, KOTOPbIA No3BonseT
npoaHannM3nMpoBaTb 3NMAEMMUONOrMYecKkne, aemorpacduye-
CKMe, reHo- U GeHOoTUNMUYEeCcKne 0CobeHHOCTN 3aboneBaHusa
y AeTen 1 onpenenntb 06bEM MEPONPUATUIA, HEOBXOANMbIX
NS NOBblWEHUA 3POEKTUBHOCTU €ro AMarHoCTUKK, Habsto-
AeHMs 1 nedveHns. CornacHo nonyYyeHHbIM AaHHbIM, MOXHO
chaenatb BblBOJ O HEAOCTAaTOYHOW BbISIBASEMOCTU 60/E€3HU
[owey netew B PO, 4To TpebyeT opraHM3aLmum o6pasoBaTtesb-
HbIX MeponpuaATUA B obnactn opdaHHOM NaTonorvm cpeau
Bpayen n HaceneHus 1 NOoBbIWEHUS JOCTYNHOCTH cneumanm-
3MPOBaHHbIX AMarHoCTUYECKNX nabopaTopuin. bonesHb lowe
y OeTen XapaKTepusyeTcs MNoIMMOPOU3MOM KIMHUYECKUX

CMUCOK JIUTEPATYPbI

1. Beutler E, Grabowski GA. Glucosylceramide lipidosis — Gaucher
disease. In: Scriver CR, Beaudet AL, Sly WS, Valle D, editors. The
metabolic and molecular bases of inherited diseases. 8th ed. New
York: McGraw-Hill; 2001. p. 3635-3668.

2. Grabowski GA. Lysosomal storage diseases. In: Braunwald E,
Fauci AS, editors. Harrison’s principles of internal medicine.
15th ed. New York: McGraw-Hill; 2001. p. 2276-2281.

3. Meikle PJ, Hopwood JJ, Clague AE, Carey WF. Prevalence of
lysosomal storage disorders. JAMA. 1999;281(3):249-254. doi:
10.1001/jama.281.3.249.

4. Kingma SD, Bodamer OA, Wijburg FA. Epidemiology and diag-
nosis of lysosomal storage disorders; challenges of screening.
Best Pract Res Clin Endocrinol Metab. 2015;29(2):145-157. doi:
10.1016/j.beem.2014.08.004.

5. Charrow J, Andersson HC, Kaplan P, et al. The Gaucher registry:
demographics and disease characteristics of 1698 patients with
Gaucher disease. Arch Intern Med. 2000;160(18):2835-2843. doi:
10.1001/archinte.160.18.2835.

6. Stirnemann J, Vigan M, Hamroun D, et al. The French Gaucher’s
disease registry: clinical characteristics, complications and treat-
ment of 562 patients. Orphanet J Rare Dis. 2012;7(1):77. doi:
10.1186/1750-1172-7-77.

7. Giraldo P, Pocovi M, Perez-Calvo J, et al. Report of the Spanish
Gaucher’s disease registry: clinical and genetic characteristics.
Haematologica. 2000;85(8):792-799.

8. YnbTpasByKoBasi aHaTomus 340poBoro pebeHka / [op pep.
N.B. [BopsikoBckoro. — M.: dupma CTPOM; 2009. — 384 c.
[Ul'trazvukovaya anatomiya zdorovogo rebenka. Ed by L.V. Dvorya-
kovskii. Moscow: Firma STROM; 2009. 384 p. (In Russ).]

9. ®depepanbHag cnyxba rocygapCTBEHHOW CTATUCTUKK [MHTEp-
HeT]. YncneHHocTb HaceneHusi Poccuitickoit dPepepaumun no nony
1 Bo3pacTty Ha 1 aHBaps 2015 roga. CtaTucTUHeCKu GlonneTeHb.
[Chislennost’ naseleniya Rossiiskoi Federatsii po polu i vozrastu
na 1 yanvarya 2015 goda. Statisticheskii byulleten’” (In Russ).]
[JoctynHo no http://www.gks.ru/bgd/regl/B15_111/Main.htm.
Ccbinka aktMBHa Ha 29.04.2016.

10. Grabowski GA, Kolodny EH, Weinreb NJ, et al. Gaucher disease:
Phenotypic and genetic variation. In: Scriver CR, Beaudet A,
Sly WS, Valle D, editors. The metabolic and molecular bases of inheri-
ted diseases. 9th ed. New York: McGraw-Hill; 2006. p. 3635-3958.
11. Baris HN, Cohen J, Mistry PK. Gaucher disease: the metabolic
defect, pathophysiology, phenotypes and natural history. Pediatr
Endocrinol Rev. 2014;12(Suppl. 1):72-81.

12. Mistry PK, Sadan S, Yang R, et al. Consequences of diagnostic
delays in type 1 Gaucher disease: the need for greater awareness

NPOSIBIEHNN, OAHAKO 3HaHWEe K/YEeBbIX CUMMNTOMOB 3a60-
neBaHns NMOMOXET KIMHWLUMCTY B CBOEBPEMEHHOW MOCTa-
HOBKe anarHosa. OnpeneneHve MyTauuin reHa raoKouepe-
6po3unaasbl ABASETCS LienecoobpasHbiM A ONTUMKU3aLun
MOHWUTOPWUHTa 3a NaLMEHTaMM C reHOTUMaMM, XapaKTePHbIMU
ans HenpoHonatuyeckmx ¢opm 6one3Hu lowe, B TOM yucne
ans 6onee TOYHOro NporHo3a 3abofieBaHUs Y KOHKPETHOTO
nauneHTa. CBoeBpeEMEHHO Ha3HayeHHas perynspHas ¢ep-
MEHTO3aMeCTUTeNbHaa Tepanus MMUINoLEepa3on Npu aaek-
BaTHOM peXunme [103UMpoBaHUs NO3BONSET B TeyeHue 3 net
[OCTUYb KNIOYEBbLIX Lenen nevyeHus y 60nblUMHCTBA AeTen
¢ 60nesHbto lowe 1-ro Tmna.

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbl CTaTbM MNOATBEPAWMSIN OTCYTCTBME KOHPIUKTa
WHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLLUTb

ORCID

I.B. MoBcucsH http://orcid.org/0000-0003-2881-4703

J1.C. HamasoBa-bapaHoBa http://orcid.org/0000-
0002-2209-7531

among hematologists-oncologists and an opportunity for early diag-
nosis and intervention. Am J Hematol. 2007;82(8):697-701. doi:
10.1002/ajh.20908.

13. Kaplan P, Andersson HC, Kacena KA, Yee JD. The clini-
cal and demographic characteristics of nonneuronopathic
Gaucher disease in 887 children at diagnosis. Arch Pediatr
Adolesc Med. 2006;160(6):603-608. doi: 10.1001/archpedi.
160.6.603.

14. Di Rocco M, Andria G, Deodato F, et al. Early diagnosis of
Gaucher disease in pediatric patients: proposal for a diagnostic
algorithm. Pediatr Blood Cancer. 2014;61(11):1905-1909. doi:
10.1002/pbc.25165.

15. Thomas AS, Mehta AB, Hughes DA. Diagnosing Gaucher
disease: an on-going need for increased awareness amongst
haematologists. Blood Cells Mol Dis. 2013;50(3):212-217. doi:
10.1016/j.bcmd.2012.11.004.

16. Cox TM, Aerts JM, Belmatoug N, et al. Management of non-
neuronopathic Gaucher disease with special reference to pregnancy,
splenectomy, bisphosphonate therapy, use of biomarkers and bone
disease monitoring. J Inherit Metab Dis. 2008;31(3):319-336. doi:
10.1007/s10545-008-0779-z.

17. Hruska KS, LaMarca ME, Scott CR, Sidransky E. Gaucher
disease: mutation and polymorphism spectrum in the glucocere-
brosidase gene (GBA). Hum Mutat. 2008;29(5):567-583. doi:
10.1002/humu.20676.

18. lyknHa K.A., ®epaneBa W.C., CoicoeBa E.IM., u ap. Xapak-
TepUCTMKa reHoTUNOB MauMeHTOB ¢ 6one3Hblo lowe | Tvna B Poc-
cuickon depepauun // TepaneBtudeckuii apxus. — 2013. —
T. 85. — N2 7. — C. 72-75. [Lukina KA, Fevraleva IS, Sysoeva EP,
et al. Characterization of the genotypes of patients with Gaucher
disease type 1 in the Russian Federation. Ter Arkh. 2013;85(7):
72-75. (In Russ).]

19. MoBcucsH I.b., TyHoo6uHa O.C., Hamasoa-bapaHoBa J1.C.
OueHKa apdeKTUBHOCTU hepMeHTO3aMeCcTUTENbHON Tepanuny AeTen
¢ 60ne3Hblo fowe No AaHHbIM MeXKAyHapoAHbIX uccneaoBaHun //
lNegnatpuyeckas ¢apmakonorns. — 2014. — T. 11. — N2 3. —
C. 80-84. [Gundobina 0S, Movsisyan GB, Namazova-Baranova
LS. valuation of enzyme replacement therapy effectiveness in
children with Gaucher’s disease according to the international stu-
dies. Pediatric pharmacology. 2014;11(3):80-84. (In Russ).] doi:
10.15690/pf.v11i3.1014.

20. Andersson H, Kaplan P, Kacena K, Yee J. Eight-year clinical out-
comes of long-term enzyme replacement therapy for 884 children
with Gaucher disease type 1. Pediatrics. 2008;122(6):1182-1190.
doi: 10.1542/peds.2007-2144.

<
o

=z
~
[32]
~
=
(@]
—
~
©
-
o
N
~
x
=
—
=]
=
=]
x
<
=
o
<
©
®
<
x
O
w
T
=
&
<
=
=
w
=



OpurnHanbHas cTaTbs

DOI: 10.15690/pf.v13i4.1608

M.B. Xopxuesal, B.A. CkBopuoBal' 2, T.3. bopoBuk! 3, J1.C. Hamasosa-bapaHoBal 3 4,
T.B. Mapruesa? 3, T.B. BywyeBa?, 0.C. MenbHuuyk?, C.B. HekpacoBa?

1 HayuHblit LLeHTP 340POBbLSA AeTeit, MockBa, Poccuitckas degepalus

2 MOCKOBCKM# 06/1aCTHOM Hay4YHO-UCCNEeN0BaTENIbCKUI KITMHUYECKUIA MHCTUTYT M. M.d. BnaguMmupcKoro,
MockBa, Poccuiickas Penepaums

3 MepBblt MOCKOBCKMI rOCYJapCTBEHHbIN MEAULIMHCKUIA yHUBEpCUTET UM. M.M. CeueHosa, MocKBa,
Poccuickaa degepauns

4 POCCUMNCKUI HaLMOHabHbIN UCCNEA0BaTENbCKUIT MEOULIMHCKMIA yH1BEepcuTeT uM. H.W. Muporosa, MocKBsa,
Poccuickaa degepauns

OueHKa Pu3nyecKoro pa3BuTua geTem
Maajlwero WKOoJIbHOro Bo3pacTa
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CyutaeTcsi, 4T0 OCHOBHOM MPHUYUHOMN PA3BUTUSI OIKNPEHNS SBASIETCS] AUCOanaHc MeXy PacxoAoM v MnoTpebaeHUeEM IHEPTHN.
OaHako, B nocneAHne rofbl MosiBMI0Ch MHOIO JaHHbIX O PaHHUX UCTOKaX OXKMPEHUS, popmMupytoLlerocs B nepmnos BHyTpM-
YTPOBHOIro pa3BUTUSI U/UIKU TPYAHOIO M paHHero Bo3pacta. enb nccnegoBaHus: n3y4nuTb GU3INYECKOE pas3BUTHE AETEN
MAajLero WKo/abHOro Bo3pacta. Metogbl. B viccnefoBaHme BKAoYanam geten B Bo3pacte 7—10 net. OueHKa pu3nyecKo-
ro pasBuTUS AeTen npoBoguiack ¢ ucrnosb3doBaHnem nporpammbl WHO AnthroPlus (2009). Pe3ynbtatbl. O6C/1e40BaHb!
652 pebeHKa, U3 HUX rapMOHMYHOE pa3BuTHe no rnokaslartento WAZ (macca tena/Bo3pact) umenn 466/530 (87,9%) 1KO/b-
HMKoB, no HAZ (poct/Bo3pact) — 620/652 (95,1%), no BAZ (nHaeKc macchl Tena/Bo3pact) — To/ibko 438/652 (67,2%)
Aeten. U36biToyHass Mmacca Tena BbisiB/ieHa y 61 (18,8%) n3 324 geBoyek u 65 (19,8%) ns 328 manp4ynkos (p = 0,891),
oxxupeHme — y 24 (7,4%) n 52 (15,9%) neten coorBetTctBeHHO (p = 0,038). 3akntoyeHune. OLeHKa GU3NHECKOro pa3BUTUs
MAaA4LWNX LKOJbHMKOB B Bo3pacTe 7—10 et cB1AeTeIbCTBYET 0 60/1ee BbICOKMX 3HAYEHUAX Macco-pOCTOBbIX ToOKa3aresen
B CpaBHeHMN co cTaHAapTHou nonynsynen BO3. OTKIOHEHUS B QU3MHECKOM Pa3BUTUN MOXKET UMETb KaxK/bii TpeTui pebe-
HOK MNaALLEro LKOJIbHOro BO3pacTa, Mpy TOM YTO OXKMPEHME Y MalbYUKOB BCTPEYaEeTCs BABOE Yalle, YeM y JEBOYEK.

Knro4yeBble cnoBa: feTv, MAajLLME LUKOJIbHUKM, M36bITOYHAs Macca Tena, OXXUPEeHUE, HU3KOPOC/I0CTb, PacrpoCcTpaHeHHOCTb.
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Bywyesa T.B., MenbHuyyk O.C., HeKkpacoBa C.B. OueHKa ®U3MYeCKOro pasBuTUS AeTer MAajlWwero LWKOJbHOro BO3-
pacta (7—-10 neT): pe3dynbratbl KOrOPTHOro uccnenosaHus. leguatpuydeckas gapmarosorus. 2016; 13 (4): 362-366.
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Evaluating the Physical Development of Early Age
Schoolchildren (7-10 Years): Cohort Study Results

Background: Misbalance between energy intake and consumption is considered the main reason of obesity. However, over the recent years
there has been a lot of emerging data concerning early origins of obesity that forms during intrauterine development and/or early age periods.
Objective: Our aim was to study how physically developed are the children of early school ages. Methods: The study included children aged
7 to 10 years. Their physical development was assessed with the WHO AnthroPlus (2009) software. Results: 652 children were examined.
Of them, balanced development was found in: according to the WAZ index (body mass/age) — 466/530 (87,9%) schoolchildren; HAZ index
(height/age) — 620/652 (95,1%); BAZ (body mass index/age) — only 438/652 (67,2%) children. Excessive body weight was found in 61
(18,8%) of the 324 girls and 65 (19,8%) of the 328 boys (p = 0,891), obesity — in 24 (7,4%) and 52 (15,9%) children correspondingly
(p = 0,038). Conclusion: Having evaluated the physical development of early aged schoolchildren between the ages of 7 and 10 years, it is
possible to state that there is evidence in favour of higher readings of mass-weight indexes as compared to the standard WHO population.
Every third early age schoolchild can have physical development deviations, at the same time boys are obese twice as often as girls.

Key words: children, early age schoolchildren, excessive body mass, obesity, prevalence.
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OBOCHOBAHME

OXKMpeHne no pacnpocTpaHeHHOCTM 3aHUMaEeT O4HO M3
BelylWwKnx MecT cpeau anuMeHTapHO-3aBUCUMbIX 3abonesa-
HUW 1 aBnseTca 60ne3Hblo umBuausaumm [1]. MocneaHune
AECATUNIETUS XapaKTepU3ylTCcs 3HaAYUTENbHO BO3POCLLUMM
WMHTEPECOM MccnefoBaTenen, KIMHULMCTOB M PabOTHWKOB
30paBOOXpaHEHUs K NpobaemamM OXMPEHUS M meTabonunye-
CKOro cMHApOMa, 4TO 06YCOBNEHO BbICTPbIM POCTOM YacTo-
Tbl BCTPEYAEMOCTU AaHHbIX COCTOSHMI [2]. YBennymMBaetcs
He TOJIbKO YMCI0 B3POC/bIX NaLMUEHTOB C N3OLITOYHOW Mac-
COV Tena U OXKUPEHUEM, HO U JeTeNn, B TOM Yucne rpyaHoro
Bo3pacTta [2]. Mo gaHHbIM BceMupHOM opraHu3aumu 3gpa-
BooxpaHeHus (BO3), n3bbiToyHasa Macca Tena WIn OXMu-
peHne UMeeTCcs MOYTM Y KaKAoro TPeTbero Xutens nna-
HEeTbl, B 4Yncne KoTopbix 45 MAH aeten M noapocTkoB [3].
B 2013 r. yucno geten ¢ NaToNOrMYECKUMM COCTOSTHUAMM
TOMIbKO B BO3PaCTHOW rpynne 4o 5 neT coctaBnsano 42 mMiH
[3]. Hanbonee BbICOKME MOKa3aTeNy pPacnpoCTPaHEHHOCTU
BbiiBNeHbl B CLUA, rae M36bITOYHYIO Maccy Tena U oxupe-
HUE MMEET KaKabl TpeTui pebeHoK. 3a nocneaHune 30 net
Macca Tena fetei B 3TOM CTpaHe MOBbICMACb B CPeAHEM
Ha 5 Kr [4]. MpobneMa n36bITOYHOro Beca cTana akTyalbHOM
1 B pa3BuBatoLLMXca cTpaHax [D].

B Poccun, no gaHHbiM HUW nuTaHus, pacnpocTpaHeH-
HOCTb M3ObITOYHOW Maccbl Tena cpeau AeTer B Bo3pacTe
2-4 net cocTtaBnaetr 4—7%, B Bo3pacte 5-7 net — 13%,
cpeau yqalmxes 11-14 net — 14-19% [6]. O6¢cnepoBaHue
neTen, npoxusawlmx B ActpaxaHu, EkatepuHbypre, Kpac-
HosipcKe, CaHKT-MNeTepbypre, Camape, NoKkasano, 4To U36bbl-
TOYHas mMacca Tefla MMenacb y Kawaoro natoro peGeHKa,
OXupeHune — y 6%. MakcvMmanbHasi pacrnpoCTPaHEHHOCTb
M36bITOYHON Macchl Tena y Majlb4MKOB M AEBOYEK Habnoaa-
nack B Bo3pacte 10 net (29 n 18% aeten COOTBETCTBEHHO),
MWHUManbHas — B 15 net (17 n 12% cooTBETCTBEHHO) [7].
Moxoxune pesynbraTtbl NOMy4YeHbl M NpU 06CAef0BaHWUM yya-
lmxes B Bo3pacte 12-18 net, npoxuBatolimx B MocKBe:
n36bIToO4Hasa Macca Tena — y 12%, oxupenne — y 5%, npu
3TOM OXMpeHUe valle Habnganock y Manb4ymkos [8]. B apy-
rOM POCCUMICKOM MCCNefoBaHUN YCTaHOBMIEHO, YTO U36bITOY-
Hasi Macca Tena 6o0siee XxapaKTepHa y4allMMcst FOPOACKMX
KO/, YeM WX CENbCKMM CBEPCTHUKAM, XOTS YMCNIO LIKOSb-
HUKOB C OXXMPEHWEM MpPaKTUYECKU OAMHAKOBO HE3ABUCUMO
OT MeCTa NPoXKuBaHus [9].

OXKMpeHue y feTen NoBbIWaeT PUCK Pa3BUTUSA MeTabonu-
4YeCKOro CMHApPOMa M OTAESbHbIX €er0 KOMMOHEHTOB (apTepu-
anbHON TUMNEPTEH3WUW, AUCAUNULEMUKU, WUHCYNMHOPESUCTEHT-
HOCTH, AnabeTa 2-ro TMna, COCyAUCTbIX HapylleHnn) [10, 11].
1o HEKOTOPbLIM AaHHbIM, Yy AeTel B Bo3pacTe 2—3 NeT C OXKK-
PEHMEM YKE MMEIOTCH NMPU3HAKU XPOHUYECKOro BOcCManeHus
MPOBOM TKAHM, N NOBLILIEH PUCK PA3BUTUS PaHHEro aTepo-
cKkneposa [12-14]. K HacTosiLeMy BpEMEHU B Hallen cTpaHe
[ETSAM C M3ObITOYHOW Maccom Tena yaensercs HefocTaTo4yHoe
BHUMaHK1e, YTO CNOCOBCTBYET Pa3BUTUIO OXMPeHUs [15].

Llenbto HacTosiLLero nccnefoBaHus 6bia10 M3ydeHue Gusn-
YECKOro pa3BuTUS AeTen MAaaWero WKOoAbHOro Bo3pacTta.

METOAbI

Aun3aiH uccnegoBaHus

MpoBeAeHo KOropTHOe MccneaoBaHKe ¢ aHann3oM pac-
NPOCTPAHEHHOCTU M3BGLITOYHOM MacChbl Tena U OXKUpeHus
cpeau yyawmxcs Mnaglnx Knaccos o6uieo6pa3oBaTenbHbIX
y4ebHbIX 3aBeEeHUMN.

Kputepuu cooTBeTcTBUSA

Kputepnn BraoveHus: petm B sospacte 7—10 net.

Kputepun HEBK/IOYEHMS: Hanuyiue TSXKenow Hacnej-
CTBEHHOM NaTosIornun.

YcnoBus npoBeaeHun

MccnepoBaHue npoBoannoch Ha 6a3e [ocygapCTBEHHO-
ro OIOMKETHOr0 Yy4YperKaeHus 3ApaBOOXpaHeHus ropoja
MockBbl «[leTckas ropoacKkas noavkinHmka N 133 [lenap-
TameHTa 3apaBooxpaHeHus ropoga MOCKBbI» W LWKON
NeNe 213, 717, 201 r. MockBbl. MccnepoBaHme npoBoanan
B nepuop ¢ aHBaps 2012 no mapt 2013 .

Ucxoabl uccnegoBaHms

OCHOBHO#H MCX0f MCCe[oBaH1A: PacnpPOCTPaHEHHOCTb
M36bITOYHON MacChl Tefla U OXMUPEHUA CPean AeTein mnajLe-
ro LWKO/bHOro BO3pacrTa.

JI0MoIHNUTE IbHbIE MCXO/bl MCC/IE40BaHUS: YCTAHOB/IEHWE
PasNUYMUin HYTPUTUBHOIO CTaTyca y MasjbYMKOB U [AEeBOYEK
MAajLero WKOALHOro Bo3pacra.

MeToabl uccnepoBaHusa

OueHKa ¢pu3n4ecKoro pasBuTus

AHTpONOMETPUYECKME MNapaMeTpbl (Macca Tena, pocT)
MAaALLNX LKONbHUKOB OLIEHWBAM OAHOKPATHO Npu Npodum-
NIaKTUYECKUX OCMOTpax. M3amepeHre Macchl Tena geten npo-
BOAMNOCH Ha 3/IEKTPOHHbIX MEANLMHCKUX BECAX C TOYHOCTbIO
00 50 r. U3amepeHune pocTta BbINOAHANOCH C MOMOLLbIO Meau-
LIMHCKOro poctomepa ¢ OTKMAHbIM TabypeTom B MONOXKEHUM
ctos. Mo AaHHbIM MPOM3BOAWUTENS POCTOMEpPA, TOYHOCTb
n3mepenus coctasnseT 0,1 cm.

OueHKy ¢M3MYecKoro pasBuTUSA OeTen NpoBoOAWIW MO
ctaHpgaptam pocta BO3 (2006) ¢ ncnonb3oBaHWeM MNpo-
rpammbl WHO AnthroPlus (2009). HyTpuTUBHbIN cTaTyc
onpeaensnm no 3Ha4eHUAM BeNUYMUHbI Z-SCOre: YUCO CTaH-
JapTHbIX OTKNOHeHMKn (Standard Deviation Score, SDS),
Ha KOTOpOe 3HayeHWe aHTPOMOMETPUYECKOro Mokasartens
OT/IM4aeTcs OT MeAMaHHOro 3HavyeHus CTaHAapTHOW mony-
naumm [1]. Mpu pacyeTe 3Ha4YeHUn Z-scores ANna aeTen
nccnegyeMon BbIGOPKKM Npeaniaraetcs cyuTatb, 4TO AN4
CTaHAapPTHOM NONYNALMKM OHU PaBHbI HYMO. TakuM 06pa3om,
Be/IMYMHA OTKIOHEHUS BbIGOPOYHbLIX 3HA4YeHUn Z-score
OT HyNs yKa3blBaeT Ha OTK/IOHeHWe noKaslartenen o¢uau-
YEeCKOro pas3BuUTUS [OeTel 3TOW rpynnbl OT CTaHAaPTHOM
nonynsiLuu.

PaccunTbiBanu BeNMYUHBI Chnefylolnx noKkasaTtenen:
Macca Tena K Bo3pacTy Ans geten B Bo3pacte go 10 net
(Weight-for-Age Z-score, WAZ), pocT K Bo3pacTty (Height-for-
Age Z-score, HAZ), nHpekc maccel Tena (MMT) K Bo3pacTy
(BMI-for-Age Z-score, BAZ). B COOTBETCTBUM C PEKOMEHALM-
amu BO3, uHTepnpeTaLmsa NosiydeHHbIX 3Ha4YeHUn Z-scores
NPOBOAMAACH MO CNEAYIOLWUM KPUTEPUAM:

o WAZ: pedunumt macchl Tena — npu < -2 SDS, Hopma —
oT -2 A0 +2 SDS, n3bbiToyHas Macca Tena WUnm oXxupe-
HMe — npu > +2 SDS;

e HAZ: Huzdkopocnoctb — npu < -2 SDS, HopmMa —
oT -2 po +2 SDS, BbicOKOpocnocTb — npu > +2 SDS;

* BAZ: HegocTaTo4yHOCTb NUTaHMA — npu < -2 SDS, Hop-
Ma — oT -2 no +1 SDS, 136blTo4yHas Macca Tena —
oT +1 no +2 SDS, oxupeHune — npu > +2 SDS [16].
MNMokazateno WAZ nydywe oTpaaeT creneHb aeduuu-

Ta, 4eM M306biTKa, Maccbl Tena, ero BelMynHa He 3aBUCUT

OT 3THUYECKUX OCOBEHHOCTEW WM XapaKTepu3yeT rapMOHWY-

HOCTb dM3M4ecKoro pa3suTus [1, 16].

JTHyecKas aKcnepTUsa

UccnepoBaHne 6bi10 0406peHO JloKanbHbIM He3aBU-
CUMbIM 3TU4eckum KomutetoMm PrAY «HLU3/A» MuH3gpasa
Poccun (npotokon N2 3 ot 20.12.2012). Ha npoBefe-
HWe JaHHOM paboTbl 6bIIO NONyYeHO paspelleHne [denap-
TameHTa 3apaBooxpaHeHus T. MockBbl N2 50-18-320
oT 25.05.2012.
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Puc. Pacnpenenexue 3Havyenunin WAZ (A), HAZ (B) n BAZ (B)

B M3y4aeMoi BbIGOPKe [eTer MNaALWero WKoAbLHOro Bo3pacra
(7—-10 neT) B cpaBHEHMU CO cTaHAapTHOW nonynsuunen (5-19 ner),
no gaHHbiM BO3
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B Z-score

= CTanpapTHas nonynsaums (aaHHele BO3 ana 5-19-netHnx)
Wccnepyemas Boibopka (aetn 7-10 ner)

lpumevaHne. 3HaveHuns nokasatensd WAZ paccyutaHbl
[N WKONbHWKOB B Bo3pacTe fo 10 net (n = 536).

CtaTtucTtuyeckan o6paboTka gaHHbIX
Pasmep BbIGOPKM NPeABapUTENBHO HE pPacCyUTbIBasICS.
0O6paboTKy pe3ynsLTaToB UCCNefoBaHUsA NPOBOANAN C UCMOSIb-

30BaHMEM MaKeTa cTaTUCTMYeCKux nporpamm Statistica v. 10.0
(StatSoft Inc., CLUA). OnncaHMe KONMYECTBEHHbIX [AaHHbIX
BbIMO/IHEHO C MCMOMb30BaHWEM 3HayeHu meauaHbl (5-i;
95-1 nepueHTUIn). 3HAa4YMMOCTb Pas3fiMinii KOMYECTBEHHbIX
rokasaTenew nNpu aHanuMse B Noarpynnax BbINOJHEH C MOMO-
wpbto U-kputepust MaHHa—YUTHM M TOYHOTO KpuTepus duliepa.

PE3YJIbTATbI

XapakTepucTuKa BbIGOPKHU

B vccnenoBaHue Gbinv BKIOYEHbI BCE AETH, MPUCYTCTBO-
BaBLUKeE B LIKONE B AHW NPOBEAEHUS NPODUNAKTUHECKMX OCMO-
TpoB. Bcero o6¢cnenosaHo 652 pebeHka B Bo3pacTte 7—10 net
(megnaHa 8 net 3 Mec), obyyaBlunxcs B 1—4-x Knaccax oblie-
o6pa3oBatesbHbIX WKON, U3 HUX 324 (49,7%) AEBOYKM.

OCcHOBHbIe pe3ynbTaThl UCCNIe0BaHUSA

OLeHKa aHTPOMOMETPUYECKUX MOKazaTenen nokasana,
4YTO B BO3PACTHOM MHTepBane ot 7 4o 10 neT BKAYUTENLHO
NMPOUCXOAWUT MOCTENEHHOE M OTHOCUTENbHO PaBHOMEPHOE
yBenuyenmne maccol [30,0 kr; (21,0; 47,6)] v AnuHbl Tena
[135 cm; (122; 150)], a Takke 3HavyeHun UMT (tabn. 1).

Mpn aHann3de u3y4aemblx PacHETHbIX aHTPOMNOMETPHU-
YECKUX MOKaszaTeNlel YCTaHOBNEHO, YTO B 06CnefoBaHHON
rpynne Mnagwux LUKOJAbHUMKOB pacnpegeneHne 3HavyeHuwn
Z-scores CMelleHO BMpaBoO (puc.): Tak, MeanaHa WHAeKca
WAZ coctaBuna 0,50 (-1,2; 2,4), HAZ — +0,45 (-1,1; 1,9),
BAZ — +0,31 (-1,5; 2,5).

OueHKa HYTPUTUBHOro cTtaTyca no Kputepuio WAZ
nokasana, 4Yto B uccnegyemon BbIGOpPKe npeobnaga-
NN OeTVM C HOpMalbHOM ANS MX BO3pacTa Maccon Tena —
oT -2 g0 +2 y 466/536 (86,9%); n36bITO4HAA macca Tena
(WAZ > +2) obHapyxeHa y 57/536 (10,6%) peten, npu
3ToM y 11 4YenoBeK 3Ha4YyeHus npesbiwanum +3,y 2 — +4.
Poct, cooTtBeTcTBylOWMIK BO3pacTy (nokaszatenb HAZ),
BbISiBfieH y 6onbWwuHCTBa deted — y 620/652 (95,1%).
Mpn oOLEHKe HYTPUTUBHOrO cratyca (Kputepuin BAZ) 6b110
YyCT@HOBNEHO, 4YTO rapMOHWYHOe GU3MYECKOe pa3BU-
TMe (Z-score MMT K Bo3pacty oT -2 go +1 SDS) umenu
438/652 (67,2%) feTen mMnafwero WKOMAbHOro BO3pacTa.
Y 125/652 (19,2%) neten onpegeneHa M3bbiTouHas Macca
Tena (BAZ ot +1 go +2 SDS), y 75/652 (11,5%) — oxupe-
Hue (BAZ > +2). ledbmumnT maccel Tena (BAZ < -2) BbisiBNeH
y 14/652 (2,2%) WwKoNbHUKOB (Tabn. 2).

[lononHuTeNnbHbIE pe3ynbTaTbhl UCCNEeJ0BaHUS

CpaBHeHWe HYTPUTUBHOIO cTaTyca Y Maslb4MKOB M JEBOYEK
MaALEero WKOoAbHOro BO3pacTa NoKasaso, YTo JEBOYKM B BO3-
pacte 7—10 net nmetoT 601ee BbICOKYIO Maccy Tena, a Takke
3Ha4veHus nokasatenen WAZ, HAZ n BAZ (ta6n. 3). U36bITOYHYIO
mMaccy Tena no Kputepuio BAZ obHapyxunu y 61 (18,8%)
[eBoYKkM 13 324 n 65 (19,8%) manbunkos 13 328 (p = 0,891),
oxupeHne —y 24 (7,4%) n 52 (15,9%) feten COOTBETCTBEHHO
(p = 0,038). MNpwu aTom TaKenasa creneHb oxxupeHus (BAZ > +3)
6binay 2 (0,6%) neBoyek n 12 (3,7%) manbymkos (p = 0,011).
[etanbHoe onucaHue pacnpefeneHns 3HavyeHun Z-scores
y IeBOYEK 1 Mab4MKOB NpefcTaBieHo B Tab. 4.

Ta6nuua 1. Noka3zatenu GU3n4ecKoro pas3BUTUS U3y4aemon BbIGOPKK AeTeW B 3aBUCUMOCTH OT Bo3pacTa

Bospacr, ner Macca Tena, Kr PocT, cm UMT, |(r/M2
7 25,7 (23,0; 29,2) 127 (123; 130) 16,0 (15,0; 18,0)
8 28,6 (25,0; 33,0) 132(128; 136) 16,0 (15,0; 18,0)
9 33,0 (29,0; 38,0) 138 (134; 142) 17,0 (16,0; 20,0)
10 35,9(31,6; 44,0) 143 (139; 148) 18,0 (16,0; 21,0)

lMpumevaHune. UMT — nHOEKC Macchl Tena.



Ta6nuua 2. PacnpeaeneHne aHTPONOMETPUYECKMX NoKasaTenen B M3y4aeMom BbIGOpKE MNafLnX WKONbHUKOB (N = 652)

Z-score
lNMokasarenb
<-2 -2--1 -1-0 0-+1 +1-+2 > +2
WAZ*, a6c. (%) 7(1,3) 26 (4,9) 135 (25,2) 189 (35,3) 122 (22,7) 57 (10,6)
HAZ, a6c. (%) 6(0,9) 33(5,1) 176 (27,1) 274 (41,9) 138 (21,2) 25 (3,8)
BAZ, a6c. (%) 14 (2,2) 58 (8,9) 173 (26,5) 207 (31,7) 125(19,1) 75 (11,6)

lNpumeyaHune. * — 3HaveHns nokasatens WAZ paccumTaHbl gns 536 WKonbHMKOB B Bo3pacTte Ao 10 net. LiBeTom BbigeneHa Hopma.

Ta6nuua 3. Pe3ynbrathbl OLLEHKU GUIMYECKOrO Pa3BUTUS B M3y4aeMOoMn BbiIGOPKE LWKONbHUKOB MIajllero Bo3pacTa

Moka3arenb AeBouku (n = 324) Manbuuku (n = 328) p
Macca Tena, Kr 31,2 (22,5;49,0) 30,1(21,5;47,1) 0,037
Pocr, cm 136,1(123,2; 149,4) 134,3(122,1; 150,2) 0,081
UMT, kr/m?2 17,0 (14,0; 24,3) 16,0 (14,1; 23,4) 0,068
WAZ, SDS* +0,60 (-1,01; +2,70) +0,41 (-1,23; +2,41) 0,036
HAZ, SDS +0,52 (-0,82; +1,95) +0,28 (-1,25; +1,87) 0,003
BAZ, SDS +0,46 (-1,56; +2,75) +0,22 (-1,44; +2,15) 0,010
lMpnumeyvaHme. * — paccymTaHo ansa 262 fesoyeK u 274 Manb4MKoB B Bo3pacTe Ao 10 net.
Ta6nuua 4. PacnpegeneHne aHTpPONoMeTPUYECKMX NOKa3aTenen B M3ydaeMom Bbi6GOpKe WKONbHUKOB MiajLwWero Bo3pacTa
Z-score
NMokasartennb Mon
<-2 -2--1 -1-0 0-+1 +1-+2 > +2

M 4(1,4) 10 (3,6) 69 (25,1) 85 (31,0) 71 (25,9) 35(13)
WAZ*, a6c. (%)

a 3(1,1) 18 (6,9) 68 (25,9) 99 (37,8) 53(20,2) 21(8,1)

M - 8(2,4) 78 (23,8) 137 (41,8) 80 (24,4) 25 (7,62)
HAZ, a6c. (%)

a 3(1,1) 19 (7,3) 81(31,0) 95 (36,2) 50 (19,0) 14 (5,4)

M 7(2,1) 31(9,5) 71(21,6) 102 (31,1) 65 (19,8) 52(15,9)
BAZ, a6c. (%)

a 7(2,2) 28 (8,6) 106 (32,7) 98 (30,3) 61 (18,8) 24 (7,4)

lpnumeyvaHme. * — 3Ha4YeHUs NoKalaTens paccymTaHbl A 262 aeBoYek U 274 ManbyinKkoB B Bo3pacTe Ao 10 net. M — manbyuku,

[l — neBoyKku. LiBeToM BblieneHa Hopma.

OBCYXAEHUE

Pe3lome 0CHOBHOro pe3ynbrata UcciejoBaHUsl

lpoBefeHHOE KOropTHOE WccnefoBaHWE MO M3YYEHUIO
aHTPOMOMETPMYECKMX MOKa3aTeNen C pacyeToM WHAEKCOB
WAZ, HAZ n BAZ y WWKO/IbHWUKOB MJ1afLiero Bo3pacTa BblSiBU-
10 3HaYUTENbHOE YUCNIO AEeTeN C U3OLITOYHOW Maccow Tena
N oXupeHvem. bonee BblparKeHHbIE OTKIIOHEHUS B CTOPOHY
M36bITOYHON MacChl TeNa U OXKMPEHUS YCTAHOB/EHbI MO MOKa-
3atento BAZ, yem no nHaekcy WAZ. 3HaveHuns HAZ y nogasns-
tolero 60/bWNHCTBA AeTEN HAaX0AMNNCh B Npeaenax HopMbl.

06cyXaeHne 0OCHOBHOIO pe3ynbraTta UccnefoBaHus

M36bITOYHas Macca Tena Bce Yallle BCTpevaeTcs y AeTen
W AOCTUraeT cBOero makcumyma K 10-netHemy Bospacty [7].
K corkaneHuto, MHOrnMe poauTeNnu He OTHOCHAT M3ObITOK Beca
K HeraTMBHbIM haKTopaMm, a, HanpPoTUB, CHMUTAIOT ero NpPU3Ha-
KOM 340p0BbS AeTer, 0COOEHHO Y ManbynKoB. MoBoAOM Ans
obpalleHuns K Bpady 00blYHO CNYXKUT HEe N36bIToYHas NnpubaBs-
Ka B Macce Tena, a )anobbl, CBA3aHHbIE C Pa3BUTUEM OCNOXK-
HeHun [14, 15]. IMeHHO No3aToMy BaxHOW npeacTaBnsercs
CBOEBpPEMEHHas AMarHOCTUKa NaToIorMYecKoro COCTOSHUS C
OLIEHKOW aHTPOMOMETPUYECKMX NMOKa3aTenen u aHanm3om mx
OMHaMWKKM C LeNnblo NpoBeaeHnUs HeobXx0AMMON KOPPeKLUMn
NMUTaHKA 1 PYyrux 03a0paBanBatoLmMx MeponpuaTui [17, 18].
Mpu 3TOM 0c060€E 3HAYEHNE UMEIOT HE TONIbKO abCONIOTHbIE

3Ha4YeHns1 Macchl Tena n pocta pebeHKa, HO U paccymUTaHHble
Ha WX OCHOBe MoKazaTenu Z-score — macca Tena/Bo3pactT,
poct/BO3pacT n UMT/Bo3pacT.

MpoBeaeHHbIV B JaHHOM MCCNea0BaHUN aHannsa CpeaHux
Be/IMYKUH Z-score y aeTen B Bo3pacte 7-10 net nokasan
He3HauyuTenbHoe cMmelleHne napametpoB WAZ, HAZ n BAZ
B CTOPOHY MOBbIWEHNST OTHOCWUTENLHO 3TaJIOHHOW Monyns-
LMKU: OHW UMENU NONOMKUTENbHbIE 3HAYEHUS, HO HaXOAWINCh
B npegenax AonycTMMOro AuanasoHa KonebaHui [16]. 3to
CBUAETENbCTBYET O TEHAEHUMWM K 60fee BbICOKMM Macco-
POCTOBbLIM MOKAa3aTeNsIM Y AETEN MAAJLLErO LWKONbHOIO BO3-
pacTta, npoxuBatoumx B Mockse. [logo6Hoe OTK/IOHEHWE OT
CTaHAapTHbIX 3HayeHui BO3 6bI10 yCTaHOBMEHO M B anuae-
MMWONOrMYECKOM UCCNefOBaHUM POCCUMCKON NeauaTpUyYecKon
nonynaumu, nposegeHHom HUW nutanma B 1994-2012 rr. ¢
LLeNblo peLleHmnst Bonpoca 0 BO3MOXHOCTH U LienecoobpasHo-
CTW UCMONb30BaHMa HopMatuBoB BO3 B Haluen cTpaHe [16].

MonyyeHHble Hamu pe3ynbTaTbl CBUAETENbCTBOBAIN O
TOM, YTO OTKIOHEHWUS B Macce Tena y Aetel JaHHOM BO3pacT-
HOW Tpynnbl BCTPEYaJUChb CYLLECTBEHHO Yalle, YeM OTKJIIO-
HeHWs B pocTe. lMogaBnsiowee 60NbWHUHCTBO LIKOIbHUKOB
7-10 net Mmenun pocT, COOTBETCTBYOLWMIK Bo3pacTy (HAZ).
PacuyeTt nokazatens Z-score macca Tena/BO3pacT BbiiBUN
3Ha4YnUTENbHO 60siee YacTble OTK/IOHEHUS OT HOPMbI, Mpe-
MMYLLECTBEHHO B CTOPOHY MOBbIWEHUS. [eTen ¢ U36bITOY-
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HOM MacCoWn Tena Mnun oxupeHunem 6bino B 8 pasa 6osblue,
yeMm ¢ HegocTaToyHoW. OnpenenexHune Z-score UMT/Bo3pacT
noKasano, 4YTo AeTer C rapMOHWYHbIM Pa3BUTUEM OblO
CYLLEeCTBEHHO MeHblle, YeM MNpu aHanu3e Z-score macca
Tena/Bo3pacT. A COOTHOLEHWE HeLOCTAaTOYHOM Macchl Tena
N U36bITOYHON/OKMPEHNUS elle 3HaYuUTeNlbHEN CABWHYIOCH
B CTOPOHY NocnegHero.

YcTaHOBMEHbI FEHAEPHbIE pas3nyMga: B Bo3pacte 7-—
10 net OeBOYKM MMeIOT 60Jiee BbICOKMM YyPOBEHb duU3nye-
CKOrO pa3BuTUS, YHeM ManbyuKK. B TO e BpeMs OTKIOHEHUS
HYTPUTUBHOIO cTaTyca B CTOPOHY €ro MoBbllEeHUs Yalie
Habnoganncb y Manb4ymMKkoB. MHTepecHbIM npeacTaBnseTcs
daKT, 4TO NpPU MPaKTUYECKU PaBHOM KOJMYECTBE [eBOYeK
M MaNlbYMKOB C M3ObITOYHOW MaccoW Tena y MajbyuMKOB
OXKMpeHue Habganock B 2 pasa valle, a Tsenas cTeneHb
OXMpeHusa — B 6 pas. B uenom pasnuyung no BAZ B 3aBuUCK-
MOCTHM OT Nona feten 6blin LJOCTOBEPHO 3HAYUMbIMU. Hrcno
Mafb4MKOB C FrapPMOHMYHbBIM Pa3BUTUEM NO JaHHOMY MOKa-
3arento 66110 Ha 14% MeHblle, YeM JeBOYEK.

OrpaHM4yeHUs uccnegoBaHus

06bem Bbl60pKVI npeaBapuUTesibHO HE paccyYUTbiBascA,
YTO HE NO3BOSAET CYMTATb OCTATOYHbLIM HYUCIO AETEN, BKIIO-
YEeHHbIX B UWCcnegoBaHUe. I-(pome TOro, B uccnegoBaHuUu
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He y4acTBOBaSiM [ETU, OTCYTCTBYIOLIME B LIKOME B MOMEHT
npoBefeHns NpodUIaKTUYEeCKoro 0cMoTpa.

3AKJ/IIOMEHUE

MpoBeaeHHoe wuccnegoBaHne GU3NYECKOTOo pasBUTUSA
c ucnonb3oBaHueM nporpammbl WHO AnthroPlus (2009)
cpelu y4YallMxcs MOCKOBCKMX LWKOM B Bo3pacte oT 7 [0
10 neT BbIABUIO 6OMbLWYKD A0S0 AETEN C M3OLITOYHON Mac-
con Tena. Hanbonbluee 4ncno geten ¢ n3bbITOYHOM Maccon
Tena onpeaenseTcs Npu MCnosib30BaHWN OLLEHKW OTHOLLEHNS
MMT K Bo3pacTy (MHAeKC BAZ). OTKNOHeHMS B GU3UYECKOM
pa3BMTUM, COMNACHO 3TOMY KpUTepuio, umeloT Ao 1/3 geten
MAajwero WKONbLHOro Bo3pacTa.

UCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbl CTaTbM MNOATBEPAUSIN OTCYTCTBME KOHO MUKTa
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AnTeNbHbIX (B TeyeHne 50 neT) HabnogeHn, NpoLIeaLimMx co BPEMEHN MNepBOro onMcaHus 3aboaeBaHusi, HO U ycrnexamm
QYHKLUMNOHa/IbHON [ANarHOCTUKU U COBEPLUEHCTBOBAHMEM METOAOB BMU3yaan3aLmu CTPYKTYPHbIX MOBPEXAEHUI NEerkux.
B 0630pe U3/10)KEHbI COBPEMEHHbIE MNPEACTaBAEHNS O TEYEHMM OPOHXOJErOYHOM AUCIIa3uM M GaKTopax, BJNSIOLUX

Ha ncxoAbl 3a60s1eBaHMs.
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BBE[EHUE

BpoxxoneroyHaa aucnnasua (BJI4) — nonnatnonoruny-
HOe XpPOHWYeCcKoe 3abonieBaHne MOPPOIOrMiyeCcKn He3penbix
NErkux, pasBuBaloLLeecs Y HOBOPOXKAEHHbIX, [MaBHbIM 06pa-
30M [NyOOKO HEAOHOLIEHHbIX AeTel, Moyvalowmnx Kucno-
pojoTepanuio U HaxoAAWMXCA Ha UCKYCCTBEHHOW BEHTWUNS-
ummn nerkmnx (UBJ1). KnuHnyeckasi KapTvHa xapaKTepuayeTcs
NPEUMYLLECTBEHHBIM MOPaXKeHUEM OGPOHXMON U NapeHXMMbI
NErKux, passutneM amounsembl, Gubposa u/uam HapyleHu-
eM peniMKaLun anbBeos, KUCI0POL03aBUCUMOCTLIO B BO3-
pacte 28 CYT »W3HU W cTaple, G6POHXOO0BGCTPYKTUBHbLIM
CUHAPOMOM W APYrMMU CUMNTOMaMM AblXxaTeNbHOM HeaocTa-
TOYHOCTW. [na 60ne3Hu cneunduyHbl PEHTTEHONOrMYECKHNE
M3MEHEHUS U PErPecC KIMHUYECKUX NPOSBAEHWUN MO Mepe
pocta pebeHKa [1-3]. Onpeaenexve BJ1[, KaK 1 npeacras-
neHuss o daktopax, Cnoco6CTBYIOWMX pa3BUTUIO 3abone-
BaHWA, ero yactote, KnaccubuKkalmun, cBeaeHUs O narore-
He3e W NPeBEHTUBHbLIX Mepax NogpOOHO U3NOXKEHbI B psaae
OTEYECTBEHHbIX U 3apybeXHbIX MOHOrpadun U 3aKpenneHbl
pekoMeHAaLmnaMn POCCUINCKOro pecnmpaTopHoro o6uectsa
n Cotoza negnatpos Poccum [1—3]. 310 N03BOAMIO AOCTUYb

Klavdiia A. Kazakova

eaMHo06pa3unsa B UCMONb3yeEMOM TEPMUHONOMMK U caenatb
3TV NPEeACTaBNEHNS NPAKTUYECKU OBLLEMPUHATLIMMU.

B HacTosiuiem o0630pe npoaHanM3MpoBaHa COBPEMEH-
Hasa nuTepaTypa, Kacawuwasacs GakTopoB pUcKa GOpMUpPO-
BaHua BJ1[], Te4yeHuns n ncxoaa 3aboneBaHus.

TEYEHUE EPOHXOJIEFTOYHOW IMCIIA3UM

Pazsuture BJ1J onncbiBaeTcs ¢ padHbix NO3uUMi. B yacT-
HOCTM, aHaNM3UPYIOTCS OCOBEHHOCTU KITMHUYECKMX MPOSIB-
JleHn 60n1e3HU, 00YCNOBINBAIOLLMX TAXKECTb NOBPEXAEHMUSA
OPOHXONErOYHOM CUCTEMDI, B TOM YMUC/IE€ B 3aBUCUMOCTU OT
BO3pacTa, Macchl Tena npu poxKaeHUn, NPOBOAUMON Tepa-
nun. Kpome T0ro, yuntbiBatoTcs pesynbraTtbl GYHKLMOHANb-
HblX TECTOB, PEHTTEHONOMMYECKUX M3MEHEHWI, 3MNU3040B
060CTPEHMI N UX YacTOoTa.

TunuyHbiMu anga peten ¢ BJ1[ cyuTaloT CUHAPOMbI
yTeYKM BoO3ayxa (MHEBMOTOPAKC, NMHEBMOMEAMACTUHYM,
MHTEepCcTUUManbHas amduaema), NpUcTynbl anHo3 ¢ 6pa-
OUKapaven, npuobpeTeHHble MHOEKLUMOHHbIE MPOLECChI
B JIEFKUX (MHEBMOHWUU, BPOHXMTbI KaK 060CTpeHne 3abone-
BaHWS) B COYETAHUU C AEPULMTHLIMU COCTOSHUSMMU HELO-
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HOLWEHHbIX (rMNoTpoduUa ¢ OTCTaBaHWMEM B POCTE, aHEMMUS,
paxuT), CKIOHHOCTb K CpbIrMBaHWAM, PBOTE, MUKpPOacnu-
pauMu MUK, a TaKXKe HEeBPOJSiorMyeckue HapyuweHus [4].
K 28-My AHIO *XN3HKU pebeHKa 3aBepluaeTcs dopmMmupoBaHne
BJ/1[. TeyeHne 3aboneBaHUs MMeeT BOHOOBPa3HbIN XapakK-
Tep — C YyepeaoBaHMEM NePMOAOB 060CTPEHUS U PEMUCCUMN.
Y 60nblWIMHCTBA NaLMEHTOB HabnogaeTcs MeaseHHoe ynyy-
leHne A0 KIMHWMYECKOM HopManusauum yepes 6-12 wmec;
y OTAENbHbIX AETEN AIUTENBHO COXPaHAETCs 6POHX00BCTPYK-
TUBHbIN CUHOPOM, PELMAMBUPYIOLLMK UIKU YCUIUBAIOWMICS
NPY MHTEPKYPPEHTHBIX PECMIMPATOPHbIX MHDEKLMAX.

MHorve aBTopbl BKNaabiBatoT B NOHATUE «TevyeHne BJ1»
OAHOBPEMEHHO 1 camo GOpMUpPOBaHWE NATONOMMK, Havyasb-
Hble KIMHWYECKME MPOSBAEHUS 3a60NeBaHUsA, UX TAXKECTb,
pasnnyms Knaccuyeckom u HoBon GopMbl. UMEHHO TAXeCTb
KIMHUYECKMX MPOSIBNEHUN, DYHKLMOHANbHbBIX U PEHTIEHO-
NIOTMYECKUX U3BMEHEHUI Yalle BCEro MMeeTcs B BMAY Npwu
onucaHuun Tedenunsa b1 [1, 5]. BoigensitoT nerkoe, cpeaHeTs-
wenoe u Taxenoe tedyeHune bJ1. PaHee onpegeneHne Taxe-
CTM 3a60s1eBaHUS OblNI0 NPEUMYLLECTBEHHO CYOGbEKTUBHbLIM.
O6bEeKTUBHOE CYX/AEHME O TAXKECTU TEYEHUS CTal0 BO3MOXK-
HbIM C BHeApeHWMEeM MeTOoAa KOMMbITEPHOM ToMorpadum
(KT) 1 npeanoxeHMem oLeHnBaTb BbISIBAEHHbIE 3TUM METO-
[OM M3MeHeHusa B 6annax [6].

PacnpegeneHve nauveHToB Mo TaXecTn TeveHnus BJ1[,
pas3nuMyanocb B pPasHbIX MEAMUMHCKMX LeHTpax M B pas-
Hble roabl. COBMECTHbIM aHann3 AMEpMKaHCKON aKagemuu
neagvatpun M KaHagCKoW neanaTpuyecKon accouunauuu,
BK/tOYaloWmin HabnaeHns B KanndopHum 3a 77 520 HoBO-
POXAEHHBIMU C recTalMoHHbIM BO3pacToM MeHee 32 Hep,
06HapyMn HapacTaHue Kak YactoTbl BJ1/1, Tak 1 ee TaXKecTu:
¢ 1997 go 2006 r. yacToTa O6HapyKeHUs 60NEe3HU yBENNYHN-
nacb ¢ 20 go 25,4%, ponsg taxenoix dopm — ¢ 3,6 0o 9,5%
[7]. Mo paHHbIM Hay4yHoro ueHTpa 3g0poBbs geten (HLU3M),
B 2008 r. npeobnaganu OETU C TAXKENbIM Te4eHnem 3abo-
nieBaHus, B T0 BpeMs Kak B 2014 r. ony6/MKOBaHbl cBeje-
HUA 06 M3MEHEHUM COOTHOLWIEHWS 4acCTOTbl KacCUYECKOW
n HoBow ¢opmbl BJ1[ ¢ npeobnagaHuem nocnegHen, 4To
accouunmpyetca ¢ 6onee Nerkum TedyeHnem 3abosieBaHus
[8, 9]. B HacToslllee Bpemsa A0S MALUMEHTOB C TSXKeNbIM
Te4YyeHMeM npu Knaccuyeckon ¢opme BJ1[ HECKONBKO Bbille
(27%), 4em B rpynne nauneHToB € rectalMoHHbIM BO3pacTom
MeHee 28 Hea, chopMupoBaBLLKX HOBYIO dopMy (21%) [10].

ucxoabl BPOHXOJIEFOYHON AUCTIJIA3UM

MpuHATO cynTaTh, YTO K 3-neTHeMy Bo3pacTy bJ1/[] 3akaH-
ynBaeTca nM60 KIMHWMYECKMM Bbl34OpoOBAEeHMEM, MO0
dopmMMpOBaHMEM PELMOMBUPYIOLLETO WMAMU XPOHUYECKOrO
6poHxoneroyHoro 3abonesaHus [3]. Nog BbI3AOPOBAEHUEM
NMOHMMAIOT OTCYTCTBME KIMHUYECKUX CUMMTOMOB OGPOHXO-
NleroyHoro 3abofieBaHUA BHE pecrnmpaTopHbIX MHOEKLUMM
N OTCYTCTBME BGPOHXOOOBCTPYKTUBHOIO CMHAPOMa BO BpeMs
MHTEPKYPPEHTHbIX 3aboneBaHui [1, 11]. Mo agaHHbiM HU3/,
B 2005-2008 rr. Bbi3gopaBnvBann 18% peten c¢ B/,
B 2013 — 6onee nonosBuHbl [1, 11]. Cpean geten ¢ Taxe-
non BN, peunanBupyloLWU BGPOHXUT C OOCTPYKTUBHbLIM
cuHapomoM cdopmupoBanca y 40%, XpPOHUYECKUI OPOH-
XUT — y 17%, 06AnTepmpyoLmnin 6poHxnonnT — y 6% [11].
HekoTopble aBTOpbl cyuTatoT, 4To ucxoa bJ1[ dopmupyetcs
y}Ke Ha BTOPOM rofy *n3uu [1].

[aHHble No YacToTe UCXO40B HEMHOMOYUCEHHbI M NPo-
TMBOpPEYMBLI. bonee Toro, HECMOTPS Ha KIMHUYECKOE BbI3[0-
pOBfiEHUE, MpPaKTMYeCKn y Bcex nauuneHToB c¢ BJ1[ npwu
OTAaNEeHHOM KaTaMHEeCTMYEeCKOM 06CnefoBaHnmM BbIBASIOT-
¢ QYHKUMOHANbHbIE W PEHTTEHONOrMYECKUE WU3MEHEHMUS.
Kaxabin natbin pebeHok ¢ BJ1[ nocne 2-netHero Bo3pac-
Ta UMeeT peuuaMBUpPYIOLWY OGPOHXManbHYD OOGCTPYKLMIO

[12, 13]. B anutenbHbix HAbNoA4eHUSX NoKa3aHo, 4To 4o 10%
B3POC/bIX MPOAOKAT NPUEM [IOKOKOPTUKOCTEPOUAOB
nocne nepeHeceHHOW B paHHeM AeTcKom BospacTte bJ1
[14]. Poccuitckne uccnegoBaTein MeHee OMTUMMUCTUYHDI:
80-88% peten B Bo3pacte 2—-10 neT uUMelT peuuanBbl
06CTPYKLUMU, HECMOTPSA Ha OTCYTCTBUE KaKMX-TMOO ayCKy/b-
TaTUBHbIX UBMEHEHUIN Mexay peumanBamu [15].

Heo6xoaAMMO y4uTbIBaTb CaMOCTOSTENbHOE BAUSHUE
rectallMoOHHOro Bo3dpacTta pe6GeHKa Ha 4YacToTy BO3HMKHO-
BEHUSA OPOHXMaNbHOW OOBCTPYKLMM 3a CYET MNPOSBIEHUM
MOPDODYHKLIMOHANBHON HE3PENIOCTU NEerkux. Tak, B paHHUX
paboTax OblJI0 NOKa3aHo, YTO PUCK OBCTPYKLMU YMEHbLUa-
eTca C Kakgow Hepenew rectaumm Ha 10% [16]. OgHako,
KJIMHUYECKNE NPU3HAKK OBCTPYKLMN U peLUANBbI MHPEKL MM
HUXKHUX ObIXaTeNbHbIX NyTer Yawe o6HapyXuBanu cpeau
NoAPOCTKOB M B3pOC/blX, UMeBLLKX BJ1l B aHamHe3e, YyeM
Yy POAUBLUMXCA MPEXAEBPEMEHHO, C HU3KOW MaccoMn Tena,
HO He cdopmupoBaslumx BJ1[ [17, 18]. [To coBpeEMEHHbIM
NPeACTaBNEHUSAM, faxe MPU KIMHUMYECKOM 6narononyyuu
nepeHeceHHas bJ1[] npMBOANT K CTOMKUM, B TOM YUC/E HEOO-
paTUMbIM, HapylWEeHUM BEHTUASALMOHHON GYHKLUWMK NErKuX,
K paHHen amdn3emaTo3HON NepeCcTpPomnKe ¢ NoTepen anacTtu-
YECKMX CBOMCTB JIEro4YHOM TKaHu [19]. AHanu3 nybénmKauunn
0 HapyweHusax GyHKUMKM AbixaHusa y geten ¢ BJ1[, BKAto-
Yyaa peaynbraTbl MeTaaHanu3a, NpeacTaBleHHOro B Heaas-
HeM 063ope E.B. bonuoson n coaBsrT. [5], cBMAETENBCTBYET
0 AUTENIbHOM COXPaHEHWW He TONbKO GYHKLMOHaNbHbIX
HapyLWeHNN, HO U O MEPCUCTEHLNN UBMEHEHWN B JIEMKMX,
BbiiBNAgemMblix MetogoM KT. [pn o6cnegoBaHnm nNoapoCcTKOB
M MOJIOAbIX B3POC/bIX, UMEBLLMX B aHamHe3e BJ1[], He BbIsiB-
JIEHO pas3nMyuK B 4YacToTe HapyweHun GYHKUUK OblXaHWus
MEXIy NepeHecLInMn Knaccuyeckyo 1 Hoylo ¢opmy BJ1.
bonee Toro, o6HapyKeHa TEHAEHLUNSA K MPOrpeccMpoBaHuio
PYHKUMOHaNbHbIX HapyweHun ¢ Bo3pactom [20, 21].

Hanbonee o6beKkTnBHbIN MeTogq — KT nerkux — noa-
TBEPXKAAET COXpaHEHWEe U3MEHEHUIM B opraHe nocne nepe-
HeceHHon BJI[ y neten B Bo3pacTte A0 9 neT M cTapuwe
[5, 11]. CoxpaHsitoTCcs He TO/IbKO NMOBbIWEHHAa BO3AYLWHOCTb
JIEFOYHON TKaHW, HO WM y4aCTKM nMHeBMOPpMOpPO3a M nepwu-
OpoHxunanbHble M3meHeHus. KT nosBonuia oGHapyKWUTb
nocneacTaus nepeHeceHHon bJ1 ny Bapocnbix [22]. BaxkHo,
YTO 10 HACTOSILLErO BPEMEHM HE MONYYEHO AaHHbIX O MOHOM
coBnaeHnn QYHKLUMOHANbHbIX HapylweHWh U U3MEHEHUN,
BbigBAgeMbIX Npu KT nerkux [14]. Tem He MeHee o6Hapyxe-
Ha TEHAEHLMS K HapacTaHWUIO YaCTOTbl BbIIBIEHHbIX U3MEHE-
HUK ¢ Bo3pacTom [13].

dakTopbl, Bausaouwue Ha Te4eHue bBJ1[

B uncne dakTopoBs, onpenensiiolnx Te4YeHne U UCXoabl
BJ1[1, yacTo o6CyKaaloTCs TakMe, KaK Macca Tena npu pox-
neHuun [23], peaHMMaLNOHHbIE MEPONPUATUS Y HOBOPOXKAEH-
HbIX, BKIOYas ANUTENBbHOCTb U pexkum UBJT [24], npeBeHTUB-
Hasa Tepanua [15, 23].

HaunoHanbHbIM MHCTUTYT AETCKOr0 340POBbS M Pa3BUTHA
yenoseka CLLA (National Institute of Child Health and Human
Development, one of the US National Institutes of Health,
NICHD) B 2007 r. ony6nukoBan peaynbraTbl HabaaeHUs
3a MnageHuamMmu, poamBlLMmmKcs ¢ maccon Tena 501-1500r.
3a 5 net (1997-2002) BbiKMBAEMOCTb HOBOPOMKAEHHbIX
1 yactoTta BJ1[] npakTM4eCKN HE UBMEHWIUCL MO CPaBHEHUIO
c 1995-1996 rr., coctaBuB 84/85 u 23/22% — cooT-
BETCTBEHHO. BMecTe ¢ Tem 6bIJ10 YyCTAaHOBJ/IEHO, YTO YacToTa
dopmupoBaHua bJ1[l 3aBucena OT BECOBbIX NapameTpos,
CTENEeHN HEeLOHOLWEeHHOCTU: nNpu Macce Tena 1250-1500 r
60/1e3Hb AMarHoCTMpoBaHa y 6% HOBOPOMAEHHbLIX, MpU
1001-1240 r — y 14%, npn 750-1000 r — y Kaxaoro
Tpetbero, npu 501-750 r — y 45%.



[opa3fo MeHblle U3Y4eHO BAMSIHWE Ha TAXECTb TeYeHus
BN/l conyTcTBYOWMX e 3a60neBaHN, HEKOTOPbIE U3 KOTO-
pbIX paccMaTpuBaloTca KaKk ocnoxHenue bJ1, apyrne obbe-
OuHeHbl ¢ BJ1] 06WHOCTbIO NaToreHes3a, YTo XxapaKTepHo Ang
HEJOHOLWEHHbIX JeTel. ECTb MHEeHue, 4TO conyTCcTByoLWas
natonorus yraxenset tedeHue bJ1 [25], HO B opurnHanb-
HbIX UCCNEefOBaHUAX 3Ta rMnoTe3a He noaTeepannach [26].

®dakTopbl, BAMaowWwmMe Ha nporHo3 bJ1[]

B uucne ¢daKtopoB, BAMSIOWMX Ha MNPOrHO3 (MCXOAbl)
BN/, paccmaTtpuBaloT TAXKeCTb 60/1€3HU (Bbl3gopaBimMBaloT
OETU C NIETKUM W CPEAHETSKENBbIM TEYEHUEM, MPU TAKENon
BN MoxeT chopMUpPOBaTLCS XPOHUYECKOE BGPOHXONEeroy-
Hoe 3abofieBaHue), a TaKKe Hanln4yne conyTCTBYIOLIMNX 3a60-
neBaHun. [JokasaHo BIMSHME Ha NPOrHO3 TeX e GaKTopos.,
KoTopble cnocobceTBytoT popmupoBaHuto BJ1 1 ycyrybnsaiot
ee TaXKecCTb, npexae Bcero pexum MBI [24]. HYactoTta dop-
MWPOBaHUS XPOHUYECKNX NIEroYHbIX 6one3Hen y aeten ¢ bJ1/,
coBMafaeT ¢ TaKoBOW y nauueHtoB Ha MBJ1, npoBeaeHHoM
no ApyrMm noBogam, B TOM YMC/le MOKa3aHo BAMSHME anna-
PaTHOMO AbIXaHWS Ha PUCK Pa3BUTUS GPOHXMaNbHON acTMbl
He3aBuCcUMO OT Hannuua BJ1 [27]. Y aeTen ¢ MBJ1 B aHamHe-
3e 06HapYKMBALOTCA U3MEHEHUS QYHKLMWM BHELWHEro Ablxa-
HUS B MOAPOCTKOBOM M B3POC/IOM BO3pacTe He3aBUCUMO
oT dakTta dopmupoBaHma BJ11.

B pamkax wnadydyeHuss ucxoga bJ1[, MOXKHO BblAeNUTb
oTAenbHOEe HanpaBieHWe — BbISCHEHWE POAU COMYTCTBY!O-
wux 3aboneBaHun. O4eBUAHO, YTO BCe 3TM 3aboneBaHus
MOryT BWSATb Ha THAXKECTb 0OLWEro COCTOAHUS pebeHKa C
BN/. Bmecte ¢ TeM B AOCTYNHOW nuTepaType He TaK MHO-
ro [OKa3aTenbCTB BAMSHUS CONYTCTBYIOWMX 3ab6oseBaHui
Ha TAXKecCTb M ucxon cobetBeHHO BJ1. Tak, BbigBNEHa Npo-
NOPLUMOHANBbHOCTb TAXKECTU 60NEe3HM Pa3BUTUIO HapPyLLUEHWNH
LleHTpanbHoM HepBHOW cuctembl (LUHC). 3ageprkka pocTa
KOppenupyeT C TAXKECTbO WM AJIMTENbHOCTbIO pecnupartop-
HbIX HapyweHun [1]. lJoka3aHa natoreHeTMyeckas 6,M30CTb
petnHonatum u BJ11 y HeQOHOLWEHHbIX AeTeN: CBA3YOLM-
MW OKa3a/IMCb HapPYLUEHUS TeHHOW perynsiuumn aHrmoreHesa
[28, 29]. lNMokazaHo yxyawatowee NporHo3 BAUSHUE reMoau-
HaMMWYEeCKM 3HAYMMOro OTKPLITOrO apTepuanbHOro NpoToka
[30], nero4yHon runepteH3umn [31], HEKPOTUSUPYIOLLLETO SHTE-
pokonuTta. [JokaszaHo BAusiHME Ha ucxon bJ1[1 pecnupaTtopHo-
CUHUMTManbHou BupycHon (PCB) nHdekunm [1, 32].

CoBpeMeHHble UCCef0BaHMs KacaloTcs MCX0Aa KaK cob-
cTBeHHO BJ1/1, TaK 1 conyTCTBYIOLLMX COCTOSIHMI. [opaxkeHue
LUHC, aHemMuss n peTMHonaTtua HeQOHOLEHHbIX, BPOXAEHHbIE
NMOPOKM CepAaua, CHUXKEHHas Macca Tena, OTCTaBaHUS B
poCTe — COCTOSIHWSA, CBOWCTBEHHbIE HEOHOWEHHbIM U M03-
TOMY MMetoLKne MecTo y 6onblumnHcTBa aeten ¢ bJ1. bonbluoe
BHMMaHWe yaensercsa nocneacrtamam nopaxenusa LLHC, coum-
anbHoM agantaunn [33]. MNpoBeaeHbl UccneaoBaHms No otTaa-
NIEHHbIM MOCNEACTBUSAM HU3KOM MaccChl Tefla Npu PoXKAEHWMN.
B HegaBHMX paboTax NoKa3aHa CBS3b CHUXKEHWS TONIEPaHT-
HOCTU K PU3UYECKOWN Harpy3Ke U HU3KON GU3NYECKON aKTUB-
HOCTU y B3POC/bIX, UMEBLLMX MPU POXKAEHUU OYEHb HUBKYIO
Maccy Tena. Tak, o6¢cnefoBaHHble B3POC/ble C O4EHb HU3KOM
Maccow Tena n cbopmupoBaBluve B aHamHese bJ1/1 He oTiu-
yanncb OT CBEPCTHMKOB C HU3KOW Maccoun Tena 6e3 pas3Bu-
TUS AblXaTeNbHOW NaTonorMu Mpu poxaeHuw. lNoBblileHue
GU3NYECKOWM aKTUBHOCTU B 3TOW MOMNyNAUMU — MyTb K CHMU-
KEHUIO YacToTbl CEepAeYHO-COCYAUCTbIX 3aboneBaHun, auna-
6eTa 2-ro TMna, CMEPTHOCTU OT XPOHUYECKUX OBCTPYKTUBHbIX
Nero4YHbIx 3a601eBaHUM, PUCKM KOTOPbIX MOBbIWEHbI Y B3POC-
NbIX, POAMBLUMXCS C OYEeHb HWM3KOW Maccon Tena [34-36].
PetuHonatus — ofgHO M3 Hambonee YacTblX COMYTCTBYHOLLMX
b/1[] 3a6oneBaHuM — OO0 HeAaBHEro BPEMEHW He paccMma-
TpvBanacb B KadecTse daKTtopa, Bnuvsatowero Ha ucxoa b1,

obcyaanacb TONbKO OOLWHOCTb MX naTtoreHesda. B cambix
NnocneaHMX MccneaoBaHUsIX AOKa3aHo, YTo co4veTaHue BJ1[
C peTtMHonatMen BAUSET Ha CMEPTHOCTb M MHBaNWAM3aLMIo
HeAoHOLWeEHHbIX [37]. 3BeCTHbIN paKT npeapacnonoXKeHHOo-
ctn peten ¢ BJ1[1 K ractpoazodareansHoOMy pedtoKcy 06CyxK-
[aeTcs ¢ NO3ULMIK NaToreHeTUYecKon B3anmoceaau [38].

PECMUPATOPHASA MNOAAEPXKA

NMPU ®OPMHUPOBAHWUU EPOHXOJIEFTOYHOM

AUCNNA3UH

MexaHuyecKast BEHTUNALUMS — OAHOBPEMEHHO MpUYMHa
n cpeacteo Tepanuu BJ1[. B HacTosillee Bpems Bce ele
06CYXKAAITCSH PEXUMbI BEHTUASLMU, MUHUMUIUPYIOLLME KUC-
NIOPOJHYI0 TOKCMYHOCTb WM TpaBMy [AbIXaTelbHOW CUCTEMbI
06beEMOM W [OaBfieHMeM noctynatouiero rasa [39]. Hapsaagy
C BbI6OPOM YPOBHS caTypaLMM KUCAOPOAa M HanpsiKeHus
CO, B KpPOBM OOGCYXKAAIOTCA MEPCMNEKTUBbLI PECMUMPATOPHOM
NOAAEPKKN OaBNEeHMEM 4epel3 HasalbHble KaHtonu [39].
PeaynbraTbl paHAOMW3MPOBAHHbLIX CPaBHWUTENbHbIX MUCche-
OOBaHUM Yy MHTYOGMPOBAHHbLIX HOBOPOXKAEHHLIX, MOAYyYaBLLIMX
cypdaKTaHT, U y AeTen, HaxoasLWnXCa Ha pecnnupaTtopHom noa-
OEPKKe Yepes Ha3aNbHble KaHW ¢ MO3UTUBHbLIM AaBlEHUEM
(Nasal Continuous Positive Airway Pressure, nCPAP), HayaTon
B poA3ane, NpoAeMOHCTPMPOBaInN NpeMMyLL,eCcTBa NocieaHen
B OTHOWEHWN HEOBXOAMMOCTU WMHTYOALMKU, [IIOKOKOPTUKO-
ctepouagHon (FKC) Tepanuu, Konu4yectBa OHEW MeXxaHudye-
CKOM BeHTUnauMW. Pasnnumii B cMepTHOCTM U Yactote b1/
K 36-1 Hef recTallMOHHOro Bo3pacTa B 3TWX rpynmnax He o6Ha-
pykeHo [40, 41]. B aToM CBA3M HOBOPOXAEHHbIM 24—-28 Hep
rectauuv peKomMeHaoBaHa cnegyolas nocnefoBaTebHOCTb
MEPONPUATUI, NO3BOJIAKOLLAS CHU3WUTb YaCTOTY MEXaHUYECKON
BEHTUAALMK NIEFKUX: MHTYGaLMA cpasy Nocne PoXAeHus, BBe-
feHune 0o3bl cypdakTaHTa, aKcTybauusa n CPAP [42].

MEAMKAMEHTO3HOE JIEYEHME ETEM

C BPOHXOJIEFO4YHOM AUCIIASHUEN

Hapagy ¢ anroputMoM MpoduUNaKTUYECKUX Meponpus-
Tmn [43, 44], ynyqwatowmx nporHosd b1, obecyxaaetcsa npe-
HaTanbHas W MoOCTHaTalbHas MeAMKaMeHTO3Has Tepanwus.
AHTeHaTanbHoe ne4vyeHne KC ¢ UENbio CHUMKEHMS YacTOTbl
pecnupatopHoro auctpecc-cuHapoma (PAC) n yBenunyeHus
BbIXXMBAEMOCTU HEAOHOLWEHHbIX HOBOPOXKAEHHbIX Gblf0 Npea-
noxeHo 6onee 40 net Hasaa. C 1994 r. B CLLA XeHLWnHbI, Me-
IOLLIME PUCK NPEXAEBPEMEHHbIX POAO0B MeXKay 24-i 1 34-1 Hep
recraummn, pyTMHHO NpoxoasT Kypc nedenns MKC go poaos, 4to
o6ecneynBaeT CHUXKEHWUE HeOHaTallbHOM CMEPTHOCTH, 4acTOThl
passutus PAC, BHyTPUKENYA0YKOBbIX KPOBOU3NUSHUI, HEKPO-
TU3UPYIOLLEr0 SHTEPOKONUTA, MPOAOIKUTENBHOCTU pecnupa-
TOPHOM MNOAAEPXKKW, nepeBoda B OTAENEHWE WHTEHCWMBHOM
Tepanuu 1 CUCTEMHbIX MHPEKLNI B nepBble 48 4 Kn3Hu. OgHa-
KO, HECMOTPS Ha CHUXKEHME TAKECTU TedeHus bJ1[], ee yacTtoTa
ocTaeTcs cTabuibHON B CBSA3M C NOBbIWEHWEM BbIXXMBAaEMOCTH
HEeOOHOLWEHHbIX HOBOPOXAEHHbIX [42, 45, 46]. [10o3bl, Bpems
Ha3Ha4YeHUs, ANUTENbHOCTb aHTeHaTallbHOM MPOGUNAKTUKM
PAOC HepgoHoweHHbIX [KC cTporo pernaMmeHTMpoBaHbl C yHeTOM
BO3MOXHbIX NOBOYHbIX 3QPEKTOB.

B coBpemMeHHON Hay4yHOW NUTepaType CHUKEHME YacTOoThl
TSXKENon Knaccuyeckon bJ1[] paccmaTpuBaeTcs Kak peaynbrart
COYEeTaHHOro NpMMeHeHus npeHaTtanbHon KC-Tepanunm n nocT-
HaTanbHOro BBeaeHus cypdaktaHTa [47—49]. AHTeHaTanbHoe
BBeAeHWe GeTameTa3oHa PEKOMEHAOBAHO MpW MJaHOBOM
KecapeBoOM cevyeHun Ha 34—36-i Heg 6epeEMEHHOCTH C Liefbio
CHWKeHUA TaxkecTn PIAC 6e3 pucka oTaaneHHbIX OCMOKHEHUN
co ctopoHbl LUHC [50]. Bbino nokasaHo, 4To MOCTHaTalb-
Has Tepanua AeKCaMeTa30HOM Y HOBOPOMAEHHbLIX CHUKaeT
yacTtoTy GopMUPOBaHUS U TsKeCTb TedeHusa B[, npuyem ans
KaJoro rectalyMOHHOro Bo3pacrta yBenYeHne pucka pa3su-
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1 BJ1[, B onpeaeneHHblin NPOMEXKYTOK BPEMEHUW HaxoauTcs
B 06paTHOM 3aBUCMMOCTH OT UCMONb30BaHUS AeKcameTa3oHa
Ha 3TOM e BpemMeHHOM oTpe3Ke. OfgHaKo, comnocTaBfieHue
NOSIOXKUTENbHBIX 3QPEKTOB AEKCaMeTa30Ha € ero No60YHbIMK
LEVWCTBUSAMU, OCOBEHHO C OTAANEHHBLIMU TAXENbIMU HEBPOO-
rTMYECKMMM MOCNEACTBUAMM, 3aBEPLUMIOCL CTPOrMM perna-
MEHTUPOBAHMEM MOCTHATa/bHOrO MPUMEHEHWS [eKcameTa-
30Ha [51]. [MAPOKOPTU3OH HE OKa3blBaET BUSHUSA Ha YacToTy
dopMUpoBaHMSa U TaKecTb TedyeHus bBJ1[. [ekcameTas3oH
006bI4YHO UCMONb3YeTCs B HEOO/bLUMX J03aX U KOPOTKOE BPeEMS
onsa obneryeHms akcTy6aumn [52]. MnnoTHble nccnenoBaHus
NPOAEMOHCTPMPOBANN ylydlleHWE UCXoda NEroYHOro nNpoLec-
ca BCNeACTBME MHTpaTpaxeanbHON MHCTUANSUMKM ByaecoHnaa
BMecTe C cypdaKTaHTOM 6e3 [danbHENLIMX HexenaTenbHbIX
no6o4HbIX 3 PeKToB (Yepe3d 2—3 roga) [53, 54].

B cpaBHUTENbHbIX PAHAOMW3UPOBAHHBLIX MCCNEA0BAHMUSAX
y AeTen C rectauuoHHbiM Bo3pacTom MeHee 30 Hepd, nony-
YMBLUMX KWCIOPOAOTEPANMUIO MPU POXKAEHWM, K BO3pacTy
7 neT He 6blN10 BbISIBAEHO CYLECTBEHHbIX Pa3/IMYni B HacToTe
OC/IOXKHEHWUI MEXAY rpynnaMu C CMCTEMHbLIM MPUMEHEHUEM
[eKcameTa3oHa M WHransTopHbiM BBeAeHWEM OyaecoHunaa,
KPOME HECKONIbKO 60/iee BbICOKOr0 CUCTO/IMHYECKOrO apTe-
pvanbHOro AaBneHus U YacTtoTbl OPMUPOBAHUS GPOHXMANb-
HOM acTMbl B rpynne, Nposie4eHHON AeKkcameTaszoHom [55].
B 60/1blIOM paHAOMU3NPOBAHHOM MUCCNEeA0BaHWN MOKa3aHo,
4YTO paHHee (B TevyeHue 24 4 Nocne PoXKAEeHUSs) MHTpaTpaxe-
anbHoOe BBefeHWe byaecoHnaa cHuxKaeT Yactoty bJ1 y rny6o-
KO HEOHOLUEHHbIX HOBOPOXKAEHHbIX C FeCTaLMOHHbIM BO3pac-
TOM MeHee 28 Heg — a0 28 npotuB 38% B rpynne naaue6o
[56]. MNpoaeMOHCTPUPOBAHO YBENUYEHWE YACTOTbl YAa4HOM
3KCTY6aLMK NPU UCMONb30BaHUN MHIaNaTopHOro 6yaecoHvaa
6€e3 CHUXKEeHUs YacToTbl popmuposaHus BJ1, [57].

Moapo6bHO M3yvanacb 3GPEKTUBHOCTb MHraNSALMOHHO-
ro BBeAeHMUs oKcuaa asoTa. B cuctematmyeckom o0630pe,
BK/tOYaloWweM pesynbratbl 11 wnccneaoBaHWM, NOATBEPK-
OeHo 6naronpuatHoe BAWSHWME MeToda Ha bBJ1 B Buage
YMEHbLEHUS MPOABAEHUI AblXaTeNbHON HEeLOCTaTO4YHOCTH
[58-60]. AMepUKaHCKOE areHTCTBO MO KOHTPOJIO U Ka4ecTBy
NPOAYKTOB W JieKapcTBeHHbIX npenapatosB (Food and Drug
Administration, FDA) pekomeHayeT MHransuMoHHOe BBee-
HWe OKcuia a30Ta AOHOWEHHbIM HOBOPOXAEHHbLIM U Hefo-
HOLLEHHbIM C recTaLMoHHbIM Bo3pacTtom 6onee 35 Hepq [42].
Ha ocHoBaHWW cucTemaTMyecKoro 0630opa, pa3MeLLeHHOro
B 6ubnuoteke Cochrane, MHransuuu okcuaa asota Head-
GEeKTUBHbI ana npodunaktukm BJ1 npyn no3gHeM Ha3Hadve-
HWW; paHHee PYTUHHOE NPUMEHEHUE Y HEAOHOLEHHbIX AeTeNn,
HanpPOTUB, MOXKET CHU3WUTb TAXKECTb MOBPEXKAEHNS FO/I0BHO-
ro MO3ra M ynyyluTb BbIXXnMBaHuWe B oTcyTcTBMK BJ1/], oaHaKo
W He NpeaoTBpaTUT ero passuTtua [61, 62].

B cBA3K ¢ HE3PEeNoCTblo aHTUOKCUAAHTHOM (KaK U 3HAO0-
KPUHHOW) CUCTEMbI, @ TaKXe B CBSI3M C BUTAMUHHbIM Aedu-
LMTOM Y HELOHOWEHHbIX HOBOPOX/AEHHbIX B paHHWX pabo-
Tax 6blIM nccnegoBaHbl 3ddEKTbl psaa npenapaTtoB 3TOM
JINHUK, B TOM YWUCNe 3aMeCTUTENbHON Tepanuu TMPOKCUHOM,
3CTPaAMonomMm, nporectepoHoM. Mo peaynbrataM uccnegoBa-
HWW, YKa3aHHble NpenapaTbl HE PEKOMEHAOBaHbI 418 PYTUH-
HOro MpPUMeHeHus: NoAPO6HOCTU NpeacTaBieHbl B 0630pe
W. Shou-Yien u coaBT. [42].
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Pag meavkameHToB npu BJ1[ npumeHaeTca cumnTomaTu-
YeCKu: BpoHxoaunatatopbl — Npu GpPOHXOCNa3Me C KpaTKo-
BPEMEHHbIM 3dPEeKTOM, KOPenH — npu anuMaopax amnHod
[63], x0T B paHAOMWM3UPOBAHHbIX MCCEAOBaHUSAX Yy HOBO-
POXAEHHbIX, MONy4aBLIMX KODENH, 3aDUKCUPOBAHO CHUKEHUE
NoTPE6HOCTU B KMCNOPOAE M YMEHbLUEHWE AJIMTENBHOCTH BEH-
TUASLUMOHHOW noadepKku [64]. Kpome Toro, npu o6cnenosa-
HWM B BO3pacTe 5 neT cTeneHb MOTOPHO-KOOPAMHALMOHHbIX
paccTponCTB 6blna MeHblle y AETEN, NONYYUBLUMX KODEUH B
HeoHaTa/lbHOM Mepuoje, No CPaBHEHUIO C rpynnon nnauebo
[65]. HeT gocTaTo4HbIX AOKa3aTeNbCTB BAUAHWUS OWYPETUKOB
Ha ¢opmupoBaHue BJ1[l, HO MpPaKTUKYeTCs KpaTKOCPO4YHoe
NPUMEHEHWe npenapaToB 3TOro Kiacca Npu 3a4eprKKe Xua-
KOCTU B CBSI3M C YrpoO30M OTEKa Nerkux [42, 66, 67].

Ha coBpemMeHHOM 3Tane aKTMBHO pa3BMBaeMbIM Mpodu-
NaKTMYECKMM HanpaBneHUEM SIBNSIETCS BaKuMHaumsa rny6oKo
HEOHOLUEHHbIX ETEN C LIENbI0 CHUKEHUS NX 3a60N1EBAEMOCTH
M cMepTHOCTH [68, 69]. MNMonyyeHbl JoKa3aTeNnbcTBa 3QPEKTUB-
HOCTM M 6€30MacHOCTM NacCMBHON UMMYHU3aLnn aeten ¢ BJ1
NPOTUB CUHLUMTUANBHON BUPYCHOM MHOEKLUMK: U3 174 BaKUM-
HUpoBaHHbIX AeTen ¢ bJ1/, (B Hay4yHOM LIeHTpe 300pOBbS AETEN)
HW oauH He nmen PCB-06ycnoBAeHHOro 060CTpeHust 3aboneBa-
HUS B TE4YEHMe BCEro annaeMmyecKkoro cesoHa [9, 70].

MaToreHeTn4yeckn 060CHOBaHHOE BBeLEHWE CTBOIOBbIX
KNETOK MOKa MPOXOAMUT CTaAMI0 3KCMEPUMEHTaNbHOro Mpu-
MeHeHus [71, 72].

3AK/TIOYEHUE

B HacTosilee Bpems 60blUMHCTBO AeTen ¢ BJ1 BbixKuK-
BalOT, HO COXPaHAOTCS MNOBbILWEHHbIA PUCK PA3BUTUS pecnu-
pPaTOPHbIX MHPEKLUMI, TMNIEPPEAKTUBHOCTM GPOHXOB, a TaKXe
TaKWX TAXeNblX OCNOKHEHWI, KaK ero4yHoe cepaLe, peuuau-
BUpYlOLLME MHEBMOTOPAKChl. Bce 6Gonblue OoKal3aTenbCTB
TOro, 4to Bbi3gopoBreHne oT BJ1] K 2—-3 rogam BecbMa
ycnoBHo. Bepudukauma ucxoga BJ11 B HacTosllee Bpems
nogpasymeBaeT nog COOGOW YTOYHEHUE COCTOSIHUSA pPecnu-
paTopHOM cUCTEMbI pebeHKa, NepeHecLlero MexaHn4ecKyto
BEHTUASILMIO NETKMUX B HEOHaTa/lbHOM Nepuoae, K MOMEHTY
OKOHYaHMA paHHero AeTckoro Bo3pacTa. [Mpodunaktuka
HebnaronpuaTHbIX UcxogoB BJ1[, ¢ pa3BUTUEM XPOHMUYECKOTO
OGPOHXONErOYHOr0 MpoLecca AO0MKHa BKIOYATb BaKUMHa-
LMI0 NPOTUB MHDEKLIMIN, UMEIOLLMX BINAHUE Ha pecnupaTop-
Hyto cucteMy (PCB, nHeBMOKOKKoBas, reModuabHas, rpunn).
O4yeBMAHO, 4YTO HEO6XOAMMO cO3[aHUEe PErucTpoB aeTen
¢ BJ1J 1 MHOroueHTPOBbIE OTEYECTBEHHbIE UCCNeaoBaHUs
C M3y4YeHUeM ncxonoB 60M1e3HU, a TaKKe pa3paboTKoM peKo-
MeHZaLMN AN NoAPOCTKOB M MONOAbIX B3POC/bIX, UMEBLLMX
370 3a60/1IeBaHNE B aHaMHe3e.

UCTOYHUK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOp CTaTbM MOATBEPAMI OTCYTCTBUE KOHDNUKTA WHTE-
pecoB, 0 KOTOPOM HEOBXOAMMO COOBLLUTD.
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lpoBeageH KpUTUHECKWI aHain3 My6auKaLmni, MocBsleHHbIX BO3MOXHOCTSIM MeAMKaMEHTO3HOro J1e4eHUsi CUHAPOMa
06CTPYKTUBHOIO anHo3a cHa y AeTei. Ha ocHoBaHWM M3y4eHHOro 063opa mcciefoBaHUI caenaH BblBOA, YTO MHTpaHa3a lbHble
[TIIOKOKOPTUKOCTEPOU bl M @HTarOHUCTbI IEMKOTPUEHOBbIX PELIENTOPOB MOTYT 6biTb 9PEKTUBHbI Y IETEN C IEFKON U CpeaHen
CTEMNEHbIO TSIXKECTU TaKOro HapylleHus.. TeM He MeHee B HacTosilee BpeMs ornyb6/IMKOBaHHbIX AaHHbIX 4151 peKOMeHAaLmMm
YKa3aHHbIX NpernapaTtoB B KAYeCTBE a/lbTepPHaTUBbl XMPYPrM4ECKOMY JIEHEHUIO y IETENH C OCTAHOBKOM 1IEFOYHON BEHTUNSALIMMN
BO BPEMS CHa NnoKa HeJocTaToyHo. Heobxoanmbl AasibHeLLIME UCC/IeA0BaHMS 10 ONPEAETEHUNIO ONTUMAsIbHON AJINTENIbHOCTH
KOHCEepBaTMBHOIO Ie4eHNUS] CUHAPOMa O0BCTPYKTUBHOIO arHO3 CHa y AeTel, BbIICHEHMIO CTOMKOCTH 0J1y4EHHOIo 3¢ peKTa,
a TaKKe YTOYHEHMIO MOKa3aHWi 1 NPOTUBONOKa3aHWi A151 PasingHbIX rpynn npenapaTos.

KnroyeBble cnoBa: c1HApPOM 06CTPYKTMBHOIO arnHoa cHa, 4eTH, aAe€HOMbl, UHTPaHa3aJ lbHble [TIIOKOKOPTUKOCTEPOU bI, aHTa-
FOHUCTbI IEMMKOTPUEHOBLIX PELIENTOPOB.

(Ana yntupoBanus: JlatbiweBa E.H., Pyceukun 10.10., MansasuHa Y.C., XpamoB 1.A. BO3MOXHOCTU MeANMKaMEHTO3HOIo

Nne4yeHns cuHapoMa O6CTPYKTMBHOIO anHoO3 CHa y aeten. lNeguatpuyeckas ¢papmarxonorus. 2016; 13 (4): 373-376. doi:
10.15690/pf.v13i4.1610)

AKTYAJIbHOCTb

Mpo6nema cuHAPOMa OOGCTPYKTMBHOIO amnHo3 cHa
(COAC), yrpoxkaemoro pasBUTMEM CEPbE3HbIX HapyLleHWM
y AeTeRn, npu OTCYTCTBUW CBOEBPEMEHHOM [AWArHOCTUKM
W nedveHus, B nocnegHne 20-30 net Bce Yalle npuBne-
KaeT BHMMaHWe Bpadvyen pasHbix creuunanbHocTen [1-5].
TpaAMLMOHHO B Ka4eCcTBE OCHOBHOIO HamnpaBfieHUs neye-
Hus peten ¢ COAC paccmaTprBaeTCs XMpypruieckoe BMme-
wartenbcTso [1-3].

Ecnn yyecTtb, 4To 60nblIMHCTBO HabmoaeHnn COAC y
[eTeln cBA3aHo ¢ runeptTpoduen rMoToYHON U HEBGHbBIX MUH-
JaNvH, TO, KaK NpaBWO, MPOTOKOM JIeYEHUS TaKUX naum-
E€HTOB BKJ/OYAET pa3/nyHble BapnaHTbl afleHOTOMUM, TOH-
3UNIOTOMUIA UM TOH3UANAKTOMUK [1—3]. OgHaKo, € y4eToM
XMPYPrUYECKMUX PUCKOB, @ TaKXKe BaXKHOM MMMYHHOW POSK

31EeMEHTOB IMMPaLeHONAHOro MOTOYHOro KofibLia aKTUB-
Hasa XMpypruyecKas TakTMKa He Bceraa onpasiaHa [6,7].

HacKonbko addEKTUBHO MOXKHO nomoyb aetam ¢ COAC
KOHCcepBaTMBHO? He npvBedeT NI K MporpeccupoBaHumio
3a60/1eBaHUSA U Pa3BUTUIO OCIOXKHEHMI OTKa3 OT onepauum
WK ee OTCPOYEHHOE NpoBeaeHne?

YT06bl OTBETUTb Ha 3TU BaXKHble ANS KAUHMLMCTOB
BOMPOCHI, Mbl PELMAN MPOaHaNM3MpPoBaThb CyLEeCTBYOLWNE
ny6anKaL M1 O BOBMOXHOCTAX MEAMKAMEHTO3HOIO fle4eHUs
anHo3 y aeTen.

OB30P I'IYBJ'IHKAI.IMﬁ MO IEYEHHUIO COAC

B nutepaType onucaHo npuMeHeHWe C 3TOM Liesbio
HECKOJIbKMX Tpynn npenapaTos, CPean KOTOPbIX aHTUGKUO-
TUKM, CUCTEMHbIE U TOMWYECKUE IOKOKOPTUKOCTEPOUbI

Elena N. Latysheva?, Yuri Yu. Rusetsky?, Ulyana S. Malyavinal, Pavel A. Khramov?

1 Scientific Center of Children’s Health, Moscow, Russian Federation
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Possibilities of Medicamental Treatment for Obstructive Sleep
Apnoea in Children

We have conducted a critical analysis of publications regarding the possibilities of medicamental treatment of obstructive sleep
apnoea syndrome in children. Based on the examined studies we made a conclusion that intranasal glucocorticosteroids and
leukotriene receptor antagonists can be effective in children with light and moderate lesions of this nature. At the same time, for the
time being there isn’t enough published data to justify the recommendation of mentioned preparations as an alternative to surgery in
children suffering from pulmonary ventilation stoppages. Further studies are required in order to determine the optimal terms of
conservative treatment of obstructive sleep apnea in children, to determine the durability of the effect and ascertain the indications and
contraindications for different groups of preparations.
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(FKC), aHTaroHMCTbl TEMKOTPMUEHOBLIX PELLENTOPOB, UHIUOU-
TOpPbl NPOTOHOBOM NoMMbl. OCTaHOBMMCS NOAPOBHEE Ha Kax-
[10M 13 3TUX Ne4yebHbIX HanpaBieHWN.

CucteMHass aHTUGMOTUKOTEPaANUa

LLInpoKko mpumeHsaeTcs Ana NevyeHus TOH3UAAUTa U age-
HOMAMTA, YTO MHOrAa Cnoco6CTBYET YMEHblUeHUI0 obbema
NMMbageHONIHOM TKaHW U pa3mepa MUHAaAUH, 06YCNOBK-
Bas apdeKTMBHOCTL B OoTHOWweHUn COAC. Tak, A.P. Sclafani
M CO@BT. U3y4anu KPaTKOCPOYHbIN U AONATOCPOYHbLIN 3hbeEKT
OT NpUeMa aMOKCULMNNINHA/KNaBynaHaTa Npu XpPOHUYECKON
aAeHOTOH3UNNAPHOW runepTpodum [8]. B npocnektuBHoe
paHAOMU3UPOBaHHOE ABOMHOE cnenoe naaueboKOHTPONMpY-
eMoe UccnegoBaHue BOLLAW AETU B BO3pacTe OoT 2 Ao 16 ner,
umetlwne Ha doHe 3ab6oneBaHUs CUMNTOMbI OGCTPYKLIMK.
[MauneHTbl OCHOBHOM Trpynnbl MNOAyYanu aMOKCULMIK-
Ha/KnaBynaHaT B fo3e 40 mr/Kr, pa3aeneHHom Ha 3 npu-
eMa, B TevyeHune 30 aHen. Yepes 1 mec neveHus B OCHOBHOM
rpynne oTMeYyanochb CyLEeCTBEHHOE YMEHbLUEHWE BblpaxeH-
HOCTM CUMMTOMOB W CHUXEHWE HEOBX0AMMOCTM NPOBEAEHMS
aAEHOTOH3W/IIKTOMMUM MO CPABHEHMIO C FPYMMNON, Nnosy4yas-
wen nnaue6o (37,5 npotm 62,7%). OaHAKO, KOHTPOJbHbIN
ocMoTp Yepe3 3 1 24 Mec nokasaf, YTo NoKa3aHUs K one-
pauuu coxpaHunucb y 6onblunMHcTBa AeTen (54,5 n 83,3%
ONa aMOKcuUumMnanMHa/KnaBynaHata 1 85,7 n 98,0% — ang
nnaue6o). O6bEKTUBHON OLIEHKM CUMMNTOMOB amnHO3 CHa
B J@aHHOW paboTe He NPOBOAMIOCH.

MNosgHee, B NPOCNEKTMBHOM [BOMHOM CfEMOM MCChe-
posavun D.M. Don u coaBT. oueHuBannM 3dPeKTMBHOCTL
mMaKponuaoB y aetein ¢ COAC [9]. NaumeHTam OCHOBHOWM rpyn-
nbl 6bl1 Ha3Ha4YeH a3UTPOMULUMH B Ao3e 12 mr/Krc 1 no 5,
c 11 no 15 n ¢ 21 no 25-1 gHK nccnegoBaHuna. eTn KoH-
TPONLHOM rPynnbl Nnofy4yanu nnauet6o. o Havyana M yepes
2 Hel Nocfie OKOHYaHMA Tepanuu NPOoBOAMIOCH KOMMIEKC-
Hoe o6cnejoBaHMe NaLneHTa BO BPEMS CHa C LIENblO BbISB-
NIEHNS MPUYUH €ro HapyLeHUs METOAOM MOAMCOMHOrpadum
(NCT). Mo peaynbratam lNCIT He 06HapPYKEHO CTaTUCTUYECKHU
[OCTOBEPHbIX YNy4yllEHWW NapaMeTpoB CHa (xpan, Ablxa-
TENbHbIN MOTOK, [blXaTe/bHble [ABUMXEHWUS GPIOLIHON CTEH-
KM W TPYAHOW KNETKWU, caTypauus KUCNopoaa, MOoXeHue
Tena, 3neKTpoaHuedanorpamma, 3neKTpoKapaMorpamma,
3/IEKTPOMMUOrpaMma, 3NEKTPOOKyNorpammMa, ABUKEHNE HOT,
BMAE03aMnucb CHa) rnocne Kypca feyeHuns. Takum obpasom,
HEMHOIOYMCNEHHbIE WMCCeAoBaHNS He BbISBUAM CTOMKO-
ro apdeKkta aHTMOMOTUKOTEPANUM B OTHOLLIEHUWU [JETCKOro
COAC, noatoMy He MO3BONSIOT paccMaTpuBaTb €€ B Kauye-
CTBE aNlbTEPHATUBbI XMPYPrMYECKOMY JIeYEHMUIO.

UHrMounTopbl NPOTOHOBOW NOMIbI

MpoTuBOpedNtOKCHbIE NpenapaThbl, B YaCTHOCTU UHIUOU-
TOPbl MPOTOHOBOW MOMIbI, MOKa3aan XopoLwne pe3ynbTaTbl B
oTHOWweHnn COAC nerkom CTeneHun TAXECTU y AeTen C ConyT-
cTBylolen ractpoazodareanbHon pedtoKCHON 601e3Hblo
[10]. CnepyeT OTMETUTb, YTO MaALMEHTbI, COOTBETCTBYIOLLME

KpUTEPUSM BKIIIOYEHUS B JaHHOE UccnejoBaHue, npeacras-
NIAOT COOOM Y3KYIO KITMHUYECKYIO TPYNMYy, U UX A0S B NONYy/s-
umnmn geten ¢ COAC goctaTtoyHO mana.

MpuanaHo, 4yto COAC y aeTeit NPUBOAWUT K PasBUTUIO
CUCTEMHOr0 BOCManNeHus, KOTopoe nposBAseTcs MNOBbI-
weHneM ypoBHsi C-peakTuBHOro 6enka. MHTepecHo, 4To
JaHHas TeHAeHUMS KOoppenupyeT ¢ pas3BUTUEM KOMHUTUB-
HOM NaTo/iorMM WU CepAeYHO-COCYAUCTbIMU HapyleHus-
MU W yMeHblUaeTcs Mnocjie afeHOTOH3W/IaKTOMKUKM [11].
CnepoBatenbHO, MPOTMBOBOCNANUTENbHAs Tepanua MoXeT
6bITb apdekTnBHA y aeten ¢ COAC. OaHaKo, B OTKPbLITOM
NWIOTHOM uccnegoBaHum S.A. Al-Ghamdi u coaBT., rae
aBTOPbl OLEHMNM OENCTBME S-AHEBHOro Kypca nepopasnb-
HOrO NPeAHU30/I0Ha Ha BblPaXeHHOCTb CUMMNTOMOB arnHoa,
pa3Mep ageHoOMAO0B M HEOHbIX MMHAANWH, napameTpbl MNCI
y [LeTen ¢ afeHOTOH3WIAPHOW runeptpobuen U KIUHU-
yeckumu nposisneHnamu COAC (MHAEKC anHO3-TMNOMNHO3,
MAI, = 3 B 4ac), Tonbko y 1 U3 9 geten neyeHne nNpueeno
K Y/IydlWeHWto, JOCTaTO4HOMY NS OTMEHbl XMPYPru4eCcKoro
BMelaTtenbCcTBa. Pe3ynbrathbl UCCiefoBaHMsa nokasanu, H4To
cumnToMbl 1 gaHHble MNCI nocne npuema NKC cywectBeHHO
HE U3MEHUNCb, a pa3mMep MUHAATUH YMEHbLIWUICS TONIbKO
y 2 petew [12]. TakuM 06pa3oM, KOPOTKMIM KYPC CUCTEMHBbIX
'KC HeaddeKTnBeH y aeten ¢ COAC 1M afeHOTOH3UNNSPHOM
rmnepTpoduren.

HasanbHble MIOKOKOPTUKOCTEPOUAbI

OddEKT HasanbHbIX MIOKOKOPTUKOCTEPOUJOB AOCTUra-
€TCA NMYTEM CHUMKEHUS KONMYECTBA TaKMUX KJIETOYHbIX KOM-
NMOHEHTOB MMMYHHOW CUCTEMbI KOXW, KaK 303WHOdUIBbI,
T numdounTbl, KNETKM JlaHrepraHca, Ty4Hble KNeTKU 1 Bblae-
NeMbll UMW TUCTaMKH. CTepOUAHbIE TOPMOHbI, pacnblase-
Mble B MOJSIOCTM HOCa, CTAaBGUIM3MPYIOT YPOBHM 3KCMPECCUn
MOJSIEKYNl aAre3nmn, CEKPELMN CNUM3NUCTON 060STI0YKM, IKCTPpa-
BasalMM U TKAHEBOro oTeKa. A X CNOCOBOHOCTb MOHMMKaTb
YYBCTBUTENBHOCTb PELLENTOPOB CAM3UCTOM 060N04KM HOCca
K TMCTaMUHY U MEXaHUYEeCKUM pasdgparkutensam npuBOAWT
K YMEHbLUEHWUIO 3a/0KEHHOCTU HOCA, PUHOPEM, YMXaHUS
n 3yaa B Hocy [13]. B pa6orte R. Esteitie n coaBT. nokasaHo,
YTO Y MNAUMEHTOB, MOJyYaBLWWX A0 AAEHOTOH3UNNIKTOMMUU
no nosogy COAC dnytuKkasoHa dypoaT B TeyeHue 2 Hepn,
NPOAYKLMSA MPOBOCNANUTENBHOMO LMTOKMHA — WHTEpnen-
KWHa 6 — KneTKaMun afeHOMAHOM TKaHK 6blna CyLecTBEHHO
HUKE MO CPaBHEHMIO C KOHTPOIbHOK rpynnon [14].

Mpeanonaraetcs, 4To y AeTen ¢ aA€HOTOH3UIAPHON U-
neptpodmen Tonmyeckne NKC NnpMBOASAT K YMEHbLLEHUIO pas-
MepoB ajeHouaoB. Tak, B KoxpaHoBcKom 0630pe L. Zhang
M COaBT. MOKal3aHO, 4YTO COKpalleHue numdageHOUAHOM
TKaHW nocne NpUMEHEHUs TaKMX NpenapaTtoB, Kak MoMe-
Ta3oHa ¢ypoart, byaecoHua, 6eKIoMeTa30oH, BbiSBIEHO B 4
13 5 nccnegoBaHmm [15].

Mbl Bbiaenunu 4 nccnegoBaHusl, B KOTOPbIX OLlEHUBAM
3bdEKTUBHOCTb MHTPaHa3abHbIX MIOKOKOPTUKOCTEPOUAOB
(MIF'KC) B oTHOWeHUn COAC y aetew (Tabn.).

Ta6nuua. ViccnenoBaHuns addEKTUBHOCTU MHTPAHA3aNbHbIX MTIOKOKOPTUKOCTEPOUAOB Y AETEN C CUHAPOMOM OBGCTPYKTUBHOrO anHoa cHa (COAC)

Yucno ANnTenbHOCTb WAl WAl
PaHgomu- Mnaue6o My6nu-
NMpenapart NnaLMUeHToB, HabnwgeHus, S (KOHTPONB) Ao nocne p - —
COAC/KoHTponb Hen u p Nle4yeHUss | neyeHus u
dnyTnKasoH 13/12 6 Ja 10,7+9,4 | 58+7,9 0,04 [16]
Bynecoxua 27 COAC 4 Het 52+22 3,2+15 | <0,001 [17]
ByaecoHng 62 COAC 6 [a 3,7+0,3 1,3+0,2 | <0,001 [18]
nepeKkpecTHoe
MowmeTtasoHa dypoat 24/26 16 [a 2,7+0,2 1,7+0,3 0,039 [19]

lMpumevaHue. WAl — MHOEKC anHO3-TMUMOMHO3.



R.T. Brouillette n coaBT. npeacraBunM paHOOMU3UPO-
BaHHOe TPOMHOE cnenoe nnaueboKOHTPOMpyemMoe M1cche-
[loBaHWe npumeHeHus GnyTMKa3oHa nponuoHata y 25 ge-
Ten c nerkon u cpefHen cteneHbto COAC [16]. ABTopamu
BbIIBNE€HO CTATUCTUYECKM 3HAYMmoe CcHuxeHune WAT
(¢ 10,7 £ 2,6 0o 5,8 £ 2,2) Nno cpaBHEHWIO C TPynnomn, nony-
yaBwen nnaue6o. MNpn 3TOM aBTOPbl HE OTMETUAMU CYyLle-
CTBEHHbIX PA3/IMYMI MEXAY FPynnamMu HU MO LWKane CUMNTO-
MOB, HV B pa3Mepe aeHOMA0B U HEGHbIX MUHAAMH.

NccnepoBaHue E. . Alexopoulos 1 coaBT. BK/IO4ano
27 neTtew ¢ nerkonm u cpeaHen crtenexbto Tsectn COAC,
nonyyaslUuX B TeyeHue 4 Hepn 6yaecoHuna (no 50 MKr B obe
HO34pKU 2 pa3a B AeHb) [17]. ABTOpbl OTMEeYatoT NOHUMKEHNE
MAl yepe3 2 Hea ¢ 5,2 £ 2,2 o 3,2 £ 1,5, Nnp1 3TOM BbISIB-
NIEHO, 4YTO 3OPEKT OT IeYeHUs COXpaHscs B TedyeHne 8 mec
nocne ero OKoOH4YaHus.

L. Kheirndish-Gozal u D. Gozal npeactaBunu peaynbraTbl
nofo6HOro0 ABOMHOrO CNenoro paHAOMMU3UPOBAHHOMO nepe-
KpPecTHoro wuccnegoBaHus 3GPEKTUBHOCTU 6-HeAeNbHOM
Tepanuu UHTpaHas3anbHbIM 6YAECOHUAOM y AeTen C NerkKom
W cpedHen CTeneHblo HapyweHus ablxaHus BO cHe npu UAT
OoT 2 o 7 [18]. B OoCHOBHOW rpynne BbISBNEHO 3HA4YUMOE
ynyylweHune nokasatenen MCI 1 ymeHblUeHWe pa3mepa aje-
HoMAaoB, Npu 3ToM B 54,1% HabnoaeHun nokazatenu MCr
AOCTUIIN HOPMasbHbIX 3Ha4YeHUI. TaKKe aBTOPbl OTMETUAN
COXpaHeHue TepaneBTUYecKknx adpheKToB crnycTs 8 Hef nocne
npeKpalweHns neveHns. Pasnnyumm B pesynbratax nevyeHus
fneten ¢/6e3 annepruyeckoro puHUTa He BbiIBNEHO.

B paH4OMW3MPOBaAHHOM [ABOMHOM Cnenom nnaueboKoH-
TponupyemoM uccnegosanum C.C. Chan u coaBT. M3yynnu
[encTBUe MHTpaHasanbHoM GopMbl MOMETa3oHa dypoaTta
y neten ¢ COAC [19]. Pe3ynbraT oLeHMBaNM No U3MEHEHUIO
MAl nocne 4 mec nevyeHus. ABTOpbl MOKasanu, 4to MAI
cHmauncsa ¢ 2,7 £ 0,2 go 1,7 + 0,3 B OCHOBHOM rpynne,
ay nauuMeHToB, nonyyasBLlInx nnauebo, Hao060opPOT, NOBbLICKICS
c25+£0,28029%0,6(p=0,039).

Bce npeacrtaBneHHble paboTbl NOKa3ann yMeHblIEHWe
CMMMTOMOB Y MaLMEHTOB CO CPEAHEN CTEMNEHbIO THAKECTH
anHo3 Ha GoHe NpumMeHeHus Ha3anbHbix [KC, npu atom B 2
M3 4 uccnenoBaHWi BbISBNEHO 3HA4YMMOe pe3uayasibHoe
anHoa. CneayeT TakKe OTMETUTb, YTO, HECMOTPS Ha MOSIOXKMU-
TenbHble pe3ynbrathbl ncnonb3osaHus UMKC y ageten ¢ COAC,
He CTOUT 3abbiBaTb MU 06 OTHOCMTENIbHOW KpPaTKOBPEMEH-
HOCTM 3ddeKTa M BO3MOXKHOM MOGOYHOM [OEWCTBUM AaH-
HOW rpynnbl NpenapaTtoB. Ha cerogHsaWHWI AeHb JOKa3aHo,
4YTO TONIbKO MOMETa30Ha dypoaT npu ANUTENbHOM Npueme
He NPUMBOAMUT K Cynpeccumn CKOpPoCTH pocTa y geten [20].

AHTaroHUCTbl 1eMKOTPUEHOBbIX peLenTopoB

Ewe oagHow rpynnon npenapaToB, NPeACTaBAAOWNX KIN-
HUYECKUI MHTEPEC, SBNAIOTCH aHTArOHUCTbI NENKOTPUEHOBbLIX
peuentopoB. JIEMKOTPUEHbI — KOYEBbIE MeAMaTopbl BOC-
nanenus. U3BectHo, 4yto y aeten ¢ COAC akcnpeccus nemnko-
TPUEHOBLIX PELLENTOPOB B aA€HOTOHIUANAPHON TMMPOUAHON
TKaHuM noBblweHa [21]. AHTaroHUCTbl NTEMKOTPUEHOBbLIX peLern-
TOPOB, B YaCTHOCTM MOHTENYKACT, NPUMEHSIOTCA Yy AeTen
C acTMOM W annepruyeckrM PUHUTOM C BoO3pacTa OAHOro
roga. B nutepatype Mbl Hawnm pe3ynbTaTbl ABYX UCCNea0Ba-
HWUI O MPUMEHEHMU MOHTENYKACTa NPKY NeYEHNN anHoa.

MNepBas paboTta npeactaBnsgeT cobon HepaHAOMU3MPOBaH-
HOe OTKpbITOe uccnefoBaHue 16-HedenbHoW Teparnuu MOH-
TeNyKacToM y feten ¢ nerkon cteneHolo COAC [22]. ABTOpbI
noKasann He6oMblLOE, HO CTaTUCTMHECKU 3HAYMMOE U3MEHE-
Hue WA Ha poHe nevenns (c 3+ 0,2 102,0£0,3; p=0,017).

Moaxe A.D. Goldbart n coaBT. NnpoBenu MNPOCNEKTUB-
HOoe [BOMHOE cnenoe paHLOMW3UMPOBaHHOE WccnenoBa-
HUEe 3PPEKTUBHOCTU E€XEOHEBHOro npuemMa MOHTenyKacTa
(8 mo3e 4 vnn 5 mMr B 3aBMCMMOCTM OT BO3pacTa) B Teue-

Hue 12 Hepn y peten ¢ COAC [23]. B pesynbrate, B rpynne
nauueHToB, NoyYaBLINX NPenapart, CTaTUCTUYECKU 3HAYUMO
ymeHblwmnca NAT (y 65,2% pgeten Ha > 50%) n yBenuyun-
¢ Haamp (MMHUManbHOE 3HayeHue) caTypauuu. Takxe
BbISIB/IEHO CYLLLECTBEHHOE YMEHbLLEHWE pa3Mepa aleHOMA0B
no AaHHbIM GOKOBOW peHTreHorpaduy yepena W CHUXKe-
Hue BblpaxeHHocTn cumnTomoB COAC no AaHHbIM aHKETHI,
oLeHMBatoWen KayecTBo cHa. CBSA3KU pe3ynbTaToB feveHuns
C BO3PacToM AeTen OTMEYEHO He BbISO.

Kom6uHupoBaHHasa Tepanua UFKC n moHTenyKkacTom

Ewe aBe paboTbl NOCBSALLEHBI KOMOUHUPOBAHHOW Tepanuu
UI'KC n moHTenykactomM. B nepBon U3 HUX U3ydeH adPeKT oT
Nle4yeHuns aeTen ¢ pesuayanbHbiM arnHo3 rnocse nepeHeceHHowm
a[lEHOTOH3WINAKTOMUK [24]. Pedynbratbl BbISBUIM CTaTUC-
TUYECKM 3Haunmoe ynydweHune AT (cHmsunca ¢ 3,9 £ 1,2 oo
0,3 = 0,3/4ac; p < 0,001) y petent ¢ COAC nerkow cteneHu.

Btopoe uccnepoBaHue npeacraBnsieT cobon peTpocnex-
TUBHbIN aHann3 3PpOEKTUBHOCTU NeYeHUsa y Aeten, nony-
YaBLUMX BbllleyKa3aHHyto Tepanuio He MeHee 12 Hepn [25].
MosTopHas MNCI, BbinonHeHHas 445 yyacTHMKam, Nokasana
ynydywenue B 83% HabnwgeHun. Mpu 3ToM aBTopbl OTMeE-
YatoT, 4To addEKT neveHns Obin XyXKe y AeTen cTaple 7 net
W'y MaunEeHTOB C OXXUPEHUEM.

B nccnepgosanunu C.L. Marcus u coaBr. (Childhood Adeno-
tonsillectomy Trial, CHAT) B 46% cny4yaeB B TeyeHWe 7 Mec
HabnogeHna BbISIBNEHO crnoHTaHHoe pa3peweHne COAC
no paHHbiM MCI [26]. Mpu aHannide daKTopoB, KOTOPblE
MOIK 6bl ObITb NPEANKTOPAMU YMEHbLUEHUS UHAEKCA AblXa-
TeNbHbIX PACCTPOMCTB, OTMeYyeHo, 4yto 17 u3 194 petew
ncnonb3oBanu Tonuyeckne MKC wmnm moHTenykact. [pwu
3TOM aBTOPbl YTBEPXKAAIOT, YTO COMYTCTBYIOLLEE NleyeHue
He NMOBMAN0 Ha YacTOTy CMOHTAHHOTO Yy4YlEeHWS.

OBCYXAEHUE

AHanu3 npuBeLeHHbIX MCCnefoBaHWA MO3BOASET cae-
naTb BblBOA4 O BO3MOXHOW 3DDEKTMBHOCTM KOHCEpPBaTUB-
Horo nevyernna COAC y getei. HO HAacKOSIbKO TaKoe fieveHune
abPeKTUBHEE XMPYpPruyeckoro? Mbl HawWwAW TONbKO OAHY
paboTy nocnegHero AecATUNEeTUs, B KOTOPOM NMPOBOAMNOCH
nono6Hoe cpaBHeHWe. KuTarcKkue yyeHble B MPOCNEKTUBHOM
paHAOMU3MPOBAHHOM UCCNeA0BaHUW Pa3aenuan naumneHTos
Ha 2 rpynnbl B 3aBMCMMOCTM OT CTEMEHM THAKECTM amnHo3
[27]. B Kaxgon rpynne BblgeNeHO MO 2 noAarpynmnbl nauu-
€HTOB, B OAHOM M3 KOTOPbIX AETU MOJy4YanuM MOHTENyKacT,
BO BTOPOM NauueHTam 6bina BbIMOAHEHA aA€HOTOH3UINIKTO-
mMus. Pedynbtat oueHnBanu no gaHHbim MNCI 1M aHKeTMpoBa-
HWS, METOAbLI NEeYEHUs CpaBHMBANM TaKKe C NO3WLMK pUCKa
OC/IOKHEHUN W 3KOHOMMYECKOM BbIrogbl. APpPEKTUBHOCTb
0601X METOAOB Nle4YEeHUS y NaLMEHTOB NEepPBON rpynnbl (Nerkas
cteneHb COAC) 6bla CTaTUCTMYECKM LOCTOBEPHA MO BCEM
noKasartenam. ABTOPbI TaKXKe 0TMEeYaloT, HTO NMPUEM MOHTENy-
KacTa Obl1 3KOHOMUYECKU Bosee BbIroeH aaeHOTOH3UNIK-
ToMMKU. O6LLan apdEKTUBHOCTb leyeHuss cocTaBuna 88% ans
MoOHTenykacta u 100% ana onepaTMBHOro BMellaTenbCcTBa
COOTBETCTBEHHO. B rpynne naumMeHTOB CO CPEAHEN U TAXENON
cteneHbio COAC o4eBMAHbIN 3DDEKT OT KOHCEPBATMBHOIO
neyeHnsa 6bin nonyyeH nuwb B 9% ciy4aeB Mo CPaBHEHWIO
¢ 97% B XMpypru4ecKkomn noarpynne.

3AK/TIOMEHUE

He6osnblwoe KoNn4ecTBo ony6IMKOBaHHbIX UCCefoBaHnm
[EMOHCTPUPYIOT, 4TO CPEean BCEX HaMNpaBieHU MeAnKaMeH-
TO3HOro neyenns TonbkKo UMKC 1 aHTaroHMCTbl NENKOTPUEHO-
BbIX PELENTOPOB MOIYT CyLIECTBEHHO OGNErYUTb BblParKEH-
HocTb COAC nerkon v cpeaHen cTeneHn TAXeCTn y aeTen.

Ony6anMKOBaHHbIX AaHHbIX MOKa HeAOCTaTO4YHO, YTOObI
peKoMeHoBaTb MPOTMBOBOCMANWUTENbHbIE NpenapaTbl B

<
o

=z
~
[32]
~
=
(@]
—
~
©
-
o
N
~
x
=
—
=]
=
=]
x
<
=
o
<
©
®
<
x
O
w
T
=
&
<
=
=
w
=



w
~
(22}

0630p NUTepaTyphbl

KayecTBe anbTepHaTMBbl XMPYPrU4YECKOMY JIEYEHMIO Y NnaLu-
€HTOB C CUHAPOMOM OOGCTPYKTMBHOIO anHo3d cHa. OrpaHu-
YeHMEM AN9 MEeAMKaMEHTO3HOro JIe4YeHUs ABNASIOTCS anHo3
TSXKENOW CTeNEHM, COMYTCTBYIOLLEE OXKMUPEHME, KpaHModaLK-
anbHble U HEMPOMBbILIEYHbIE CUHAPOMbI.

Heob6xoanmbl fanbHeNLWMe MCCneaoBaHUsa ans onpeae-
JIEHUS ONTUMaNbHOM ANUTENbHOCTU KOHCEPBATUBHOIO Neye-
HMA COAC y [eTen, BbISCHEHUS CTOMKOCTU MOJSY4EHHOro
addeKTa, a TakKe YTOYHEeHUs NoKa3aHuM U NPOTUBOMNOKa3a-
HWUI ONS pas3nnyHbIX rPyNn NpenapaTos.
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lNpeactaBieH 0630p COBPEMEHHON OTEYECTBEHHON M 3apy6EXHON HayYHOM InTepatypbl, 0606LaloLLMI JaHHbIE O 3HaYEHUMN
HOPMaJIbHOro cocTaBa MUKPOBUOThI KULLIEYHUKA, OCOBEHHOCTSX GOPMHUPOBAHMS HOPMAaJIbHOro MMUKPOOMOLIEHO3a B OHTO-
reHese. OnucaHbl MPUYUHbI HaPYLIEHUS HOPMaJlbHOro CoCTaBa MUKPOBGMOTbI M X BJIMSIHNE Ha COCTOSIHUE 3/10POBbS ETEH.
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MPO6GUOTHKMN.

(Ana ymtupoBaHuns: Neukypos [.B., Typtu T.B., benseBa N.A., TaxeBa A.A. MMKpoGHOTa KULLIEYHUKA Yy AETEN: OT Npodu-
NaKTUKKW HapyLeHW CTaHOBIEHUS K NPeaynpexaeHnio HeMHDEKLIMOHHbIX 3a6oneBaHuit. leguatpnyeckas papmaKkonorus.
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BBEAEHUE

B HacTosiLLee BpeMs BO BCEM MUPE yYEHbIE U MEANLMH-
CKMe paboTHMKM NpuaatoT 60/bliOe 3HAYEHWE BO3MOXK-
HOCTSIM paHHero BAUSAHMA Ha GOPMUPOBAHWME COCTOSHUSA
3[0POBbS YenoBeKa NepBUYHON NPODUIAaKTUKKN BOSIE3HEN,
HayMHasg ¢ nepuHaTanbHoro nepuoaa [1, 2]. Ha mexayHa-
poaHbIX Gopymax WKMPOKO obcyxaaeTcsa cTpaTerns npeayn-
pexxaeHusa pasnnyHbiX HEMHPEKLIMOHHBIX 6GONEe3HEN, TaKuX
KaK annepruyeckue, ayTouMMyHHble, a Take meTabosu-
YeCKOro cuHapoma, GYHKLMOHASbHbLIX PacCTPOMCTB Xeny-
LOYHO-KULWeYHoro Tpakta (MKT) [3, 4]. BaxHasa ponb npu
OLIEHKe BIMSIHMA KaK Ha TeKyllee, Tak u Ha byayliee cocTo-

SIHWE 340POBbS OTBOAMTCA MUKPOOUOTE KULLIEYHUKA C yye-
TOM 0CcOo6eHHOCTEN ee GOPMUPOBAHNUS HAYMHas ¢ nepuoaa
HOBOPOXAEHHOCTH [5].

YcnoBusimum GopmMrMpoBaHMs HOpMasbHOM MUKPOOUOTHI
KuleYyHMKa pebeHKa gBnstoTcs GU3M0I0rnyeckoe TeveHme
6epeMeHHOCTH Yy 340POBOM XEHLLMHbI, POAbl B CPOK Yepes
€CTECTBEHHbIE POJIOBLIE MyTW, pPaHHee NpuKnaabiBaHWe
(B TeyeHne nepBblx 30 MUH MNoOcne POXKAEHWUS) K rpyau,
nosayvyeHne pebeHKOM MOJSI03MBA, WUCKIIOYUTENLHO TPyA-
HOe BCKapM/IMBaHWE B MepBOE MOJMYroAne XW3HU, paLmo-
HanbHOE MWTaHWe HayuHas C paHHero AeTCKOro Bo3pacta
[1]. B HacTosiwee BpeMsi cyMTaeTcs [AOKa3aHHbIM daKT
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The article presents an overview of modern Russian and foreign scientific literature, which summarizes data on the value of
normal intestinal microflora formation, and on the formation of normal microbiocenosis in ontogeny features. The causes of microbiota
formation lesions and their impact on child health are described. Relevant data on the effectiveness of pre- and probiotics in the
prophylaxis of noninfectious diseases is given.
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BHYTPUYTPOBHOI0 «3HAKOMCTBa» C MaTePUHCKON MUKPOBUO-
TOW B pesy/nbTate TpaHCMAaueHTapHOM nepeaayn MUKPO-
opraHnM3moB [6]. Kak pesynbrat, MO/I0YHOKUCble 6aKTepun
o6HapyK1BaloTCA B nnaLeHTe, NynoBMHE, aMHUOTUYECKOM
YWIOKOCTH, a ¢ 24-i Hep recTaunn — B XKKT BHYTPUYTPOGHO-
ro pebeHka [7, 8J.

CTAHOBJ/IEHUE MUKPOBUOTbI KMILEYHUKA Y AETEH
M3BecTHO, 4TO 3aceneHne 6MOTONOB OpraHM3amMa pebeH-
Ka MPoOMCXOAMT B MpoLecce POAOB, MPU MPOXOXKAEHUU Yepes
poaoBble Nyt Matepu. PrU3nonornyeckoe 3aceneHne MUK-
poopraHuamamu KT HauumHaeTca OT BEpPXHUX OTAENOoB
K HWXHWMM C OMNpeaeneHHoN MnocnefoBaTeNlbHOCTbIO KOJO-
HU3aumn [9]. KpUTnyeckn BarKHbIM 418 HOPMasibHOW KOMO-
HM3aUMM MUKPOOPraHM3Mamu MNuLEeBapUTENbHONO TpaKTa
pebeHKa ABNAeTCH paHHee ero npuKknagbiBaHue K MmaTtepuH-
CKOWM Tpyau, 4TO CBA3AHO CO 3HAYUTENbHBLIM COAEPKaHUeM
MOJIOYHOKMUC/IbIX MUKPOOPraHM3MOB Ha MOBEPXHOCTU ape-
O/bl COCKOB M B MOJI03MBE B COYETaHWM C BbICOKMM COAEpP-
¥aHnem npebnoTnkoB (onnrocaxapuabl) [10, 11]. KayecTtBo
MWKPOGHOM KOMOHM3ALUMN KULIEYHUKA HOBOPOXKAEHHOrO
CU/IbHO 3aBUCKUT OT COCTOSIHWUS 3[40POBbS Oyayllen maTepu,
B T.4. MMKPOGUOLIEHO3a KULLIEYHUKa U POAOBbLIX NyTen [12].
MHOFOYMCAEHHBIMX UCCNEA0BAHNUAMMU C UCMNOSIb30BAHM-
€M MUKPOBMONOTMYECKUX KyNbTypanbHbIX METOLOB AOKa3a-
HO, YTO B NepBble Yacbl U CYTKU KM3HU HOBOPOMKAEHHbIX NPO-
UCXOASAT aKTMBHAs KOMOHM3aLMA U POCT KMLIEYHOW NanoYvKu,
3HTEPOKOKKOB, CO BTOPbIX CYTOK Npeo6iajaeT pocT nakToba-
LM, C TPETbUX CYTOK — BGuduraobaktepun [13-15].
CoBpeMEHHblE Hay4Hble WccneaoBaHWs 3HayuTeNb-
HO paclWMPUAN 3HAHMA O COCTaBE KULIEYHOW MUKPOOUOTbI
[5, 16]. Tak, c BHeLpeHWEM B HayKy W MPaKTUKYy MONEKy-
NIAPHO-TEHETUYECKMX METOAOB MCCNefoBaHUsA CTano MOHAT-
HO, YTO CMEKTP MMKPOOPraHM3MOB KULIEYHON MUKPOGMOTbI
3HAYUTENbHO LWIMPE TOro, YTO Gblfl M3BECTEH HA OCHOBAHWMU
pe3ynbTaTtoB MMKPOBUONOrMYECKUX METOAOB UCCNeA0BaHMUS

[6]. B ogHOM M3 nocnegHux paboT nokasaHo, 4To B MKT
B3POC/IOro 4YenoBeKa MOXeT cofepxartbes oT 15 fo 36 Tbic.
BMAOB GaKTepui, obLliee KOIMYECTBO KONOHMEOBPa3YIoLLINX
eAMHULL B 1 MA peKkanmit MoxeT gocturatb 1012 [16]. Kpome
[OMUHUPYIOLLEro cemMencTBa MWKPOOPraHM3mMoB, OGaKTe-
PUN, B KULIEYHUKE HaXOAATCH SAPOCOAEPHKALLNE SYKapUOThbI
M MNPOKapuoTbl, ¥ KOTopbix oTtcytcTByeT [HK-coaeprkauiee
A4p0, a TaKXKe BUpYyChbl, NnpocTeniume. COBOKYMHO KullevyHas
MUKPOGMOTa YeNoBEeKa COAEPHKUT OKOMO 3,3 M/TH MEHOB, YTO
npubnnantenbHo B 150 pas3 npeBbillaeT UX YACNIO B FrEeHOME
camoro yenoseka [16].

Y neten paHHeEro Bo3pacta B MMKPOOMOTE TOICTOM KULLIKK
OOMUHUPYIOT 6udnaobakTepumn, coctaBnsas Ao 95% obuien
nonyasaumMmM MMKpoopraHMamoB [8]. PeaynbraTbl 0Te4eCTBEH-
HbIX MCCNEAOBaHUM C UCNONb30BaAHWEM COBPEMEHHbIX METO-
0B (cekBeHnpoBaHue reHoB 16Sp PHK, metoa «vonekynsap-
HOro LITPMX-KOA@», METOA NOMMEPa3HON LIEMHON peaKuun)
rnokasasnu, 4To y ileTei B Bo3pacTe 8—16 mec npeobnaatoLum-
MU WTaMMaMu 6udngobaktepun asnsatoTca Bifidobacterium
longum (76%), B. bifidum (52%), B. catenulatum (21%),
B. breve (21%), B. adolescentis (10%), B. dentium (7%) [16].

YctaHOBMEHbI BO3pacTHble 0COOEHHOCTU COoYeTaHus
OOMMHAHTHbIX LWTaMMOB 6MPUA0OBAKTEPUIN. XapaKTepHble
Ons aeTen nepBoro roaa usHu B. longum subsp. infantis,
B. animalis subsp. lactis, B. breve, B. bifidum o6nagatoT
npoTMBOBOCNaNUTENbHbIM 3GdEKTOM U CNOCOBCTBYIOT GOPMU-
poBaHuio Thl-uMmyHHOro oteeta. lNpeobnagatouime WTaMmbl
ouduaobaktepuit y B3pocnblx — B. longum subsp. longum,
B. adolescentis, B. pseudocatenulatum — cnoco6CcTBYOT
Th2-MMMYHHOMY OTBETY M NPEBANMPYIOT B MMKPOOMOTE KMLLEeY-
HWKa Npu oxupeHun [17]. 3T gaHHble NO3BONKIOT NPesnono-
¥WTb BO3MOMXHOCTb NPOPUNAKTUKN OXMPEHUS NMyTEM MCMOSb-
30BaHUA «AETCKUX» LITAMMOB 6UdraoOaKTEPUN.

Ha npoTsaxeHun pocta U pa3BuUTUSa pebeHKa, ero B3poc-
NIEHNS COOTHOLLEHME OCHOBHbIX K1acCOB MUKPOOPraHW3mMoB
n3meHsaeTcs B Nonb3y Bacteroidetes v Firmicutes (ta6n.) [18].

Ta6nuua. CoctaB KMLWEYHON MUKPODIOPLI Y B3POC/bIX Nt0eN U ero 0cCO6EHHOCTU Y ieTew NepBOro rofa *1M3Hu (CBOAHbIe AaHHble 3 [18, 19])

Bacteroidetes
(rpynna rpamMoTpULIaTENbHBIX HECMIOPOOGPA3YIOLINX
aHa3pOGHbIX NANOYKOBUAHbLIX 6aKkTepuit) — 101°-1012 KOE/r

Firmicutes
(rpynna rpaMnosioXuTENbHbIX 6aKTePUI)

90% Bcex GaKTepuh y B3pOC/ioro 4esioBeka

Knacc Bacteroidia, pon Bacteroides (B Tom yucne B. fragilis)
Knacc Cytophagia

Knacc Flavobacteriia

Knacc Sphingobacteriia v ap.

Knacc Bacilli

CewmeiicTBO Lactobacillaceae, poga Lactobacillus lactis, acidophilus, bulgaricus
CemeicTBo Listeriaceae, pop Listeria

CewmelcTBO Staphylococcaceae, pog Staphylococcus

CemeicTBO Streptococcaceae, poa Streptococcus

CemeicTBO Enterococcaceae, poa Enterococcus

Knacc Clostridia

CewmeiicTBo Clostridiaceae, pop Clostridium

CemelcTBO Heliobacteriaceae

Knacc Actinobacteria, pon Bifidobacterium

B3apocnble WwraMmbl: B. longum subsp. longum, B. adolescentis, B. pseudocatenulatum — 10°-10° KOE/r

0CO0GEHHOCTU KULIEYHON MUKPOGHOTDI Yy ieTe NepBOro roaa XXusHu

Knacc Actinobacteria (rpynna rpamnofioxuTeNbHbix 6aKTEPUI C BbICOKMM COAEpPrKaHMeM ryaHo3uHa u uutosmHa B AHK), nogknacc
Actinobacteridae, nopsifok Bifidobacteriales, cemeincTtBo Bifidobacteriaceae

Pop Bifidobacterium — rpamnonoXuTenbHble NoAnMopdHbIe Nano4yKu, HecnopoobpasytoLune, Jalle CTporme aHasapoosbl
MnazaeH4ecKue Wrammsi: B. longum subsp. infantis, B. animalis subsp. lactis, B. breve, B. bifidum — 101°-101 KOE/r

6 MEC KU3HU

Lactobacillalaceae — 108—107 KOE/r (rpyaHoe BcKapManBanue); 108 (McKyccTBEHHOE BCKapMauBaHue) — y 45-67% AeTeit nepebix

Bacteroidia — 107-108 KOE/r — y 35% peTeit B Bo3pacTe 1 Mec 1y 59% — K 6 MeC KU3HU

Clostridium — 10°-107 — NosBAAIOTCS B KULIEUHWUKE K 7-M CYT KU3HU




B HacToslee BpeMs eCTb OCHOBaHMUSl cyuTaTb, 4TO OT
CcooTHoWweHusA Bacteroidetes v Firmicutes 3aBUCAT 0COGEH-
HOCTM MmeTabonnamMa MaKpoopraHuama. B akcnepumeHTax
Ha YXMBOTHbIX MOMly4eHbl pe3ynbTaThl, yKasblBalowme, YTo npu
OXMPEHUN 3Ha4YUTENbHO (Ha 50%) CHWXKaeTcs coaeprkaHue
Bacteroidetes v noBbllaeTca cogepanue Firmicutes [19].

GYHKLUUU KULWEYHOW MUKPOBMOTDI

UMMyHOoreHHasa GpyHKLUuA

MN3BEeCTHO, YTO CTaHOB/IEHWE MUKPOOMOLEHO3a KuLIeY-
HUKa MPOUCXOAUT NPEUMYLLECTBEHHO Ha MPOTSXKEHUWU nep-
BOrO rojia *M3HU pebeHKa, 3aBUCUT OT xapaKrepa nura-
HUS U MHOMOYMUCNEHHbIX GaKTOpPOB BHeLWHen cpeabl [17].
B 3TOT Xe nepuoj X13HU pa3BUMBaETCd UMMYHOJIOrMYyecKas
TONIEPAHTHOCTb K MMKPOOPraHn3mam, 3ace/iMBLUMM KuLley-
HWK. MuKpo6uoTa, cocTaBnsiowas MMKPOOMOLEHO3 pasny-
HbIX NoKycoB XKKT, He BoCnNpuHUMaeTcs UMMYHHOW CUCTEMON
MaKpoopraHu3ma KaK YyxkepofHas, a npuobpeTaeT aHTUreH-
Hble cBoicTBa opraHa [20].

MpeacraBuTeNM KUWEYHOW MYKO3HOM MUKPOOGMO-
Tbl MOCTOSIHHO B3aWMMOLEWCTBYIOT C MMMYHHOW CUCTEMOM
KULWEeYHMKa Yepes pacno3Hatoume anutennanbHble — Tonn-
noao6Hole (Toll-like receptor) — peuenTopbl. B pesynbra-
Te ob6pasyeTcs eauHbli MUKPOOHO-TKAHEBLIM KOMIJIEKC,
B COCTaB KOTOPOro BXOAAT OaKTEPUU, anNUTeNnasbHble KneT-
KW CNU3UCTOM OBOJIOYKM U KIIETKKU CTPOMBbI, 3K30Monucaxa-
puabl, IMUKOKaNWKC, cnmM3b. Beneacteme noctosiHHOro obme-
Ha reHeTMY4ECKMM MaTepuanom, MoJsiekyiaMu, niasMmuaamu
MWKPOOMOTa KMLLIEYHNKA, NPpMoBpeTan aHTUreHbl U peuenTo-
pbl, NPUCYLLME MAKPOOPraHM3my, nepectaeT ObiTb YyKepoa-
HOW, He OTTOpPraeTcs 1 He noaBepraetca dparountosy [21].

MUWKpoOpraHu3mMbl HOPMasbHOM MUKPOOGMOTbLI CrMo-
COGCTBYIOT CO3PEBAHUI0 MUMMYHHOM CUCTEMbI KMULLEYHMKA,
MOZENUPYIOT LUUTOKWMHOBBLIM NPOdUIb, aKTUBUPYIOT CUHTE3
CeKpeTopHoro mmmyHorno6bynuHa (Ig) A [5]. HopmanbHas
MUKpodiopa KUleYHUKa pebeHKa B NOCTHaTallbHOM nepu-
ofe CTUMynMpyeT HarnpaBieHWe UMMYHHOro otBeTa T Xxen-
nepos B CTOPOHY Thl-BapuaHTa, ¢ nocnegywmm ypaBHo-
BelwmnBaHnem Thi, Th2, Th3/Thl-uMMyHHbIX OTBETOB [22].
3awutHas GYHKLMA MUKPOOMOTHI KULIEYHWKA 3aK/llo4vaeT-
cs U B GOPMUPOBAHMU KONOHMU3ALMOHHOW PEIUCTEHTHO-
CTW, YKPEenneHuu KulleyHoro Gapbepa, CUHTE3Ee MyLMHa,
[IEKOHBIOraLMN KENYHbIX KUCNOT, YIy4lleHUn pereHepaumm
anutenus. lNpeactaBUTENM KUWEYHOW MWKPOOWUOTHI, Mpu-
Kpennssicb K peuentopamM anutennasbHblX KITETOK KULWEYHK-
Ka, NPensaTcTBYOT KOMOHW3aLUMUW 3K30MeHHbIX, NaTOreHHbIX
MWKPOOPIraHn3MOB U KOHKYPUPYIOT C YCIIOBHO-NATOrE€HHbIMM
6aKTepuamu [23].

MuweBapuTenbHas, MeTtabonuyeckas

M AeTOKCUKaLMOHHAA PYHKLUHU

KuweyHas MUKpob6WOoTa, CUHTE3UPYS [Aucaxapuaassbl,
crnocobHa paclennaTb MNueBble BOSIOKHA, pacTuUTesbHble
nonucaxapuibl v BolpabatbiBaTb KOPOTKOLENOYEYHbIE XKUP-
Hbl€ KMCNOTbI, TEM CaMbIM BbIMOMHASA HE TOJIbKO MULLEeBapu-
TeNbHYI0, HO U YHKLMIO «MeTabonnyecKoro opraHa» [21].
B paHHeM JeTcKOM BO3pacTe npu npeobnagaHum B MUKPOO-
HOM nen3zaxe 6udnagobakTepuit B 60bLIEM KOJIMYECTBE MPO-
AyLMpyeTcs KOpOTKOLenoYyeyHas yKcycHas KucnoTta (auerar),
KoTopas ycuamBaeT 6apbepHy0 GYHKLMIO KULLIEYHOro 3Mu-
Tenua n obnagaeT NpPoTMBOBOCNaNUTENbHbIM adpdekToM [9].

Mo mepe pocTa U pa3BuTUSA pebeHKa, Npu CMeHe xapak-
Tepa NuUTaHus, BBEAEHUU MPOLYKTOB NPUKOPMa yBeNu4uBa-

eTcs gons obnmraTtHblX aHaspob0B B KULLIEYHON MUKPOBUOTE.
MuKpob6HOTa K1LLIEYHUKa NpuobpeTaeT «B3POC/bIN TUM», MPU
KOTOPOM Ha4yMHaeT NpeBannpoBaTb NPOAYKLMA APYrMX KOPOT-
KOLLENOY€eYHbIX KMCNOT, TaKMX KaK 6yTupaT W NponuoHar,
KOTOpble Takxe o6nafaloT 3allMTHbIMW, MPOTMBOBOCMNASM-
TeNbHbIMU QYHKLUMSAMK, OKa3blBaAOT BAUSIHUE HA UMMYHUTET,
MOAMOULMPYIOT MPOLAYKLIMIO LMTOKMHOB nMbouutamu [24].

Mukpo6uoTta KT BbiNoNHAET AETOKCUKALIMOHHYIO GYHK-
LUMIO MO OTHOWEHMWIO K MHOFOYUCIEHHbIM 3K30MeHHbIM W
3HAOreHHbIM cybcTpataM v MeTabonuTam. B yacTHocCTH,
obnuratHass MMKpPoOBMoTa TOPMO3UT AeKapboKCUAMpoBaHue
FTMCTUAMHA, YMEHbLUAs CUHTE3 rMCTaMMHA U PUCK TOKCHMKO-
annepru4yecKknx peakuunin. B npouecce KnaHeneaTenbHOCTH
6aKTepun CnocobHbl HeWTpanu3oBaTb WK YTUAU3MPOBATb
HUTPaTbl, KCEHOBUOTUKK, MyTareHHble CTepouabl, MOCTynato-
lMe M3 BHeLWHen cpeabl [21].

®AKTOPbDI, BIMAIOLLUE HA DOPMUPOBAHMUE

MUKPOBUOTbI KULUEYHUKA

[Ana dopMnpoBaHUA HOPMasbHOM MUKPOOGUOTbI KMULLEeY-
HWKa y pebeHKa NepBOro roga *M3HKM HeobXoaWMbl YCo-
BWS, KOTOpble 06ecnevYnBaloT BELLECTBA, HaAe/IEHHblE OU-
GMAOreHHbIM 3dDEKTOM, — MNPEBUOTUKU. K HUM OTHOCAT
onurocaxapuibl, NakTo3y, KOPOTKOLENOYe4YHble KWUCOThI,
«a-flaKToanbbyMUH, HYKNEeoTUabl, HYKNeo3uabl [25, 26].

K OTKnoHeHunsIM B GOPMUPOBAHUN HOPMasibHOW MWKPO-
OMOTbl KULIEYHUKA MOTYT NMPUBOAUTL MHOrOYUCIEHHbIE daK-
TOPbI PUCKa, KOTOPbIE B HAcTosLLEee BPEMS XOPOLLIO U3BECTHbI:
® CO CTOPOHbl MaTepu: HanU4ymMe o4aroB XPOHUYECKOM WH-

deKUnn, HapylweHne MUKPOBMOLLEHO3a POAOBLIX NyTEN,

aHTMGaKTepuanbHasa Tepanua Bo BpeMs 6epeMeHHOCTH,
naTtonorua 6epeMeHHOCTH (yrpo3a NpepbiBaHUs, paHHee

WU3IUTUE OKOMOMIOAHbIX BOA), POAbl MyTEM KecapeBa

ceuveHuns [12];
® CO CTOPOHbI pebeHKa: No3aHee NpuKIaablBaHWe K rpyaum,

HEeAOHOWEHHOCTb, NaTo/Iorns NepuHaTanibHOro nepuoaa

(BHYTPHUYTPOOBHbIE MHDEKLMK, PECNIMPATOPHBIN AUCTPEecC-

CUHAPOM W Ap.), ANUTENBbHOE le4eHne B OTAeNIEHUAX pea-

HMMauUK HOBOPOXAEHHbLIX U/WK BTOPOro atana Bbixa-

WBaHUS, aHTUOaKTepHuasbHasa Tepanus, UCKYCCTBEHHOE

BCKapMauBaHue u ap. [12].

Kak npumep, y Aeten, HaxoAsdWMXCs Ha WMCKYCCTBEH-
HOM BCKapM/aMBaHuWW, ¢ 6OfblUEN YacTOTOM BbiCEBAOTCA
B. longum, xapaKTepHble Ana «B3pPOCa0oro» MMKPOOGUOLIEHO-
3a, a TaKXKe YCNIOBHO-NaTOreHHble MUKPOOPraHU3Mbl, Takne
KaK 3HTEPOKOKKM, 3HTEPOBGAKTEPUU, KnocTpuanm [27, 28].

B MHOro4yucneHHblx uccnefoBaHUsAX Obl1O MOKa3aHo
HapyweHne GOopPMUPOBaAHUA HOPMaNbHOMO MWUKPOOBUOLEHO-
3a TOJICTOM KULIKW y AeTen, POAMBLUMXCA HEAOHOLEHHbIMU
[29, 30]. B uccnegosaHun, NpoBeAeHHOM B OTAENEHUU Ans
HeJOHOWeHHbIX AeTen Hay4HOro LeHTpa 340poBbs AeTen
(MocKkBa) 6blJI0 3aperncTpMpoBaHO coYeTaHWe MHOKecTBa
haKTopoB pUCKa, MPMBOAALIMX K HapylleHuto $Gopmupo-
BaHUA MUKpobuoLeHOo3a KuweyHuka [31]. B yacTHOCTH,
M3 25 HeOOHOWEHHbIX AeTer € recrauyMoHHbIM BO3pac-
ToM < 34 Hep 44% poaunucb NyTeM KecapeBa CeyeHus,
72% Haxoannncb Ha cMelaHHoOM, 28% — Ha UCKYCCTBEHHOM
BCKapMJ/IMBaHWUW, KaXKablh TPETUI NOJy4yan fevyeHue B otae-
NIeHUM peaHMMaL MM HOBOPOXKAEHHbIX, OCTallbHble — B OTAe-
JIeHUM BTOPOro 3Tana BbixaxuBaHus. Npu 3TOM BCe AeTu
nony4yanu aHtubakTepuanbHylo Tepanuto. [pyv nomolun
MeToa MMKPOOUONOTrMYeCKoro uccnefoBaHus B BO3pacTe
7 CyT XU3HU 6udUaoGaKTepUM (NpPU ypoOBHE paspelleHus
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0630p NUTepaTyphbl

= 108 KOE/r) 6binM 0GHAPYKeHbl Yy KaXaoro YeTBEpToro
pebeHKa, NakTobaumnibl — Yy Kawgoro TPeTbero, Kuliey-
Has nanoyka BbiceBanacb B 10% cny4yaeB, IHTEPOKOKKU —
B 85%, aHTepobakTepumn — B 65% [31].

POJ/Ib MUKPOBUOTbI B PASBUTUM

MATOJIOFMYECKUX COCTOSIHUM

MHoroyncneHHble @yHKUMM MWKPOOMOTbI 4YenoBeKa,
a TaKXKe UX BIMSIHWE Ha COCTOsIHME 340POBbs YenoBeKa [32]
npegonpenenunn 60MblIOE YUMCNO MCCneaoBaHWW B obna-
CTU cOoCTaBa MMWKPOOGWOTbI MPWU PassfiniHbiX 3aboneBaHMsX.
Mpexae Bcero, 3710 KacaeTcs NaTonornnm nuiieBapuTesb-
HOM CUCTEMbI, B 4aCTHOCTU GYHKLIMOHANbHbIX PacCTPOMCTB
HKKT (cpblrMBaHus, KONUKK, HapyLleHus cTyna) — Haubosnee
pacnpocTpaHeHHON npobnemMbl y AeTel, 0COBEHHO cpeau
MnajeHLUeB NepBoro roga Xu3Hu. Tax, pasnunyHble Gopmbl
PYHKLMOHaNbHbIX paccTporcts KT oTmevatotca 6onee Yyem
y NOMIOBUHbI AeTen B Bo3pacTe Ao 6 mec [33, 34].

Ponb MMKpPO6GUOTBI B GU3MONOrMKU M NATONOTMK MULLEBa-
PUTENbHOM CUCTEMbBI YeIOBEKa Ype3BblyaiHO BelMKa. Heko-
Topble MeTabonnTbl, NPOAYLMPYEMbIE MPOBUMOTUKAMHU, TaKune
KaK MacnsiHas KucnoTta, SBNSIOTCA BaXKHOW 3HEepPreTM4yecKown
cybcTaHumen ans anutenmoumToB [35]. B 4aCTHOCTH, KOPOTKO-
LernoyeyHble KAUCNOoTbl, NPOAYyLMPYyEMble MUKPOOPraHM3Mamu,
OKasbIBalOT CTUMy/UpYyloLLee AENCTBUE Ha YYBCTBUTENbHbIE
peLenTopbl 3HTEPaNIbHOW HEPBHOM CUCTEMbI, PErynupytoLen
COCTOsIHUE MUKPOBHO-TKAHEBOIo KOMIJIEKCa C/IM3UCTON 060-
JIOYKM KuWeYyHWKa. HeloCTaTOK KOPOTKOLUENOYeYHbIX KUCOT
WKW HapylweHWe MX cocTaBa M3MEHSI0T (GYHKLMOHANbHOE
COCTOSIHWE KMLLEYHON CTEHKM W 3HTEpaNibHOW HEPBHOW CHUCTE-
Mbl. V36bITOYHBIN POCT MUKPOGKUOTbLI CNOCOGCTBYET Pa3BUTHIO
XPOHMYECKOro BOCManeHMs CIM3NCTON 0O00UKM; HapyLLEeHne
MYKO3a/IbHOI0 romeocTa3a CHMTaeTcsl BaKHbIM KOMMOHEHTOM
natoreHesa GyHKUMOHaNbHbIX paccTponcts KKT [36].

OfHOM U3 NPUYUH BbICOKOW pPacnpoCcTpaHEeHHOCTU BYHK-
LMoHanbHbIXx paccTponcts KT y geten paHHero BospacTa,
BO3MOXHO, SIBNAETCA 3ameneHHoe CTaHOBJIEHWE MWKPO-
OMOTbl B COBPEMEHHbLIX 3KONOMMYECKUX yCnoBusX. TaK, Mo
HEKOTOPbIM AaHHbIM, HapyleHWs cocTaBa MWKPOOKOTHI
KMleYHMKa o6HapyxuBatoTes y 3/4 neten B BO3pacTe crap-
e 2 neT, NPOXKMBAIOLWMNX B YCIOBUAX KPYMHOIO NPOMBbILLIEH-
Horo ropoga. OTKNoHeHMa nposBaaoTca aeduUnToMm Gudu-
[06GaKTeEPUM U MOIOYHOKMUCABIX CTPEMTOKOKKOB, Haluinem
1-2 BUAOB yCNnoBHO-NatoreHHon ¢nopbl [37]. M36bITOYHBIN
POCT TaKMX BMAOB YCNOBHO-MNATOreHHOM Gnopbl, Kak ctadu-
JIOKOKKM, SHTEPOKOKKM, Knebcuennbl, NnpoTen, rpmbbl poaa
Candida, HabntogaeTcs y NOSOBUHbI 340POBbLIX AeTeN B BO3-
pacTe 0o 6 mec [38]. lNoBhblleHHOEe coaepKaHune Escherichia
coli B COYETAHUN CO CHUMKEHHBLIM YPOBHEM NlaKTOGaKTeEpUn
MOXEeT crnpoBoLMpoBaTb M30bITO4YHOE raszoobpasoBaHue
B KMWEYHWUKE U LUCKOOPAMHALIMIO KULLEYHON MOTOPKKHM [39].

He noaneXut COMHEHUIO poJfib HapyleHun GuoueHo3a
KUWEYHMKA B Pa3BWUTMU MULLEBOW anneprun y aeten pax-
Hero Bospacta. 1o gaHHbIM M. Kalliomaki n coaBT., y HOBO-
POXAEHHbIX AETEW M3 TPYNMbl PUCKa MO Pa3BUTUIO anneprum
C peann3oBaBLWKWMCA BMNOCNEACTBUMU aneprnyeckum 3abo-
/IeBaHMEM OTMEYaeTCs CHUXKEHHOe coaepxaHwe 6uduao-
6aKTepui 1 NnpeobnagaHue KNOCTPUANIN B OT/IMHME OT AETEN,
y KOTopbIx anneprus He passunacb [40]. Umetotca n pas-
M4nsa B WITaMMax 6uduaobakTepun: ana agetenm c ato-
nMen xapaKkTepHa KOJIOHM3auMa KULWEYHWKa WTaMMOM
B. adolescentis, B To BpeMs KaK y 340pOBbIX Yallle BCTpeYa-
totcs B. breve, B. infantis u B. longum [41].

MNMPE- U NTPOBUOTUKU B NPODUJIAKTUKE

U IEYEHUU COMATUYECKOM NMATONIOMUMU

Hopmanuzauua MWKPOOMOTbl KULIEYHWKa Yy [eTen,
NpPeApacnooXKEHHbIX K anneprum, MOXKeT NpensTcTBOBaTb
annepruyeckomy crapty. Tak, Hanpumep, yCTaHOB/EHO, YTO
depmeHTbl, BblaeneHHble U3 Lactobacillus rhamnosus GG
(LGG), cnocobeTByOT Aerpagaumm aHTUIeHOB B MyKO3aslb-
HOM Cfoe, CHUXatoT MPOHULAEMOCTb KUWEYHMUKA AN aHTu-
reHoB Ha GpoHe BoCnanuTeNlbHOro npouecca, YTo yMeHbluaeT
annepreHHyto Harpysky [42-44].

Mo-BnaMmMomy, NO3UTUBHOE BIUSHWME MNPEOMOTUKOB Ha
06MeH BelecTB He MeHee pa3Hoob6pa3Ho. B 3akntoynTensb-
HOM AOKymMeHTe eBpornenckoro npoekta ENDO (European
Commission-funded Project on Non-Digestible Oligosaccha-
rides) cpean AoKa3aHHbIX GYHKLMOHANIbHbIX CBOWUCTB OJIUIO-
caxapuioB, npexae Bcero ¢GpyKraHoB, yKasblBaloTcsl yBe-
SIMYEHMe BCaCbiBaHMS KalbLMA B KULLIEYHUKE, NO3UTUBHOE
BAUSIHWE Ha NMNUOHbIK 06MeH [45].

B cBfi3M € 3TUM aKTyalbHbIMW ABASIOTCA BOMPOCHI
GYHKLUMOHaNbHOrO MNWUTaHWS [eTen paHHero Bo3pacTa.
DYHKLUMOHaNbHBIMW Ha3blBalOT MNPOAYKTbl, KOTOpble 3a
cyeT Mx oboralleHnss BUTaMMHaMU U BUTAMUHOMNOLOOHbI-
MW COEOMHEHUSIMU, MWHepanamu, npo-, NpebuoTukamm,
a TaKXe APYrMMU LeHHbIMU NULLEBLIMWU BELLECTBAMM, NPU-
ob6peTatloT cBOMCTBa 61aronpuAaTHOrO BAUAHUSA Ha pasnuny-
Hble QYHKLMM OpraHnu3ma, He TOJIbKO ynyylas COCTOsHuE
3[0POBbS YENOBEKA, HO W Npeaynpexaas pa3Butue 3ab6o-
neBaHum [46].

B KayectBe nNpebWOTUKOB B MUTaAHUM OETEN TPYAHOro
M paHHero Bo3pacTa MCMoNb3yloT GPyKTaHbl — WHYIWH
N ONUroPpykTosy, GyHKUMOHabHble CBOMCTBA KOTOPbIM
npuaaeT TO, YTO OHM MPAKTUYECKM HE pacLLEnNSIOTCS B TOH-
KOW KULWKE U B HEM3MeHeHHOW dopme LOCTUratoT TONCTOM
KULLKK, Fae YTUIN3UPYIOTCH CaxapoanTUYECKOW O0BanraTHowm
MUKpO6KMOTOMW. [loKkasaHo, 4To Ao6aBNeHNE B COCTaB MOJIOY-
HbIX CMEcel W MNPOAYKTOB MPUKOPMA WMHYIMHA M ONUrodh-
PYKTO3bl OKa3blBaeT 61aronpuaTHOEe AEWUCTBME Ha CMeKTp
KULLIEYHON MUKPOBMOTHI, ynyylwaeT nuuesapenue [32, 46].

B MHOrouLeHTpoBOM WccneaoBaHWMK, MPOBEAEHHOM B
7 ropogax Poccuu, ycTaHOBNEHO, YTO y AeTeN, NPUHUMaBLUMX
o6oralleHHble MHYJIMHOM CMeCH, 0TMeYancb 3Ha4YMMOE yBe-
NM4yeHne KonamyectBa 6MOUAO- M NaKTOBAKTEPUN, a TaKKe
TEHAEHUMS K CHUKEHMIO YPOBHS KMLIEYHOM NanoyKu co cna-
60BblpaxeHHbIMU GepMEeHTaTUBHbIMU CBOMCTBAMM U TAKTO-
30HEraTMBHOM KULIEYHOM nanoyku [47]. B gpyrom uccnepno-
BaHWM, BbiNnonHeHHoM B HUW nuTaHua (MockBa), noKkasaHo,
4YTO eXXeAHEBHbIM NPUEM AeTbMW BTOPOro Noayroamsa XU3Hu
WWIOKMX MOJIOYHbIX KalleK, 060raluleHHbIX MHYIMHOM, OKa-
3blBaeT MO3UTUBHOE BWSIHUE HA COCTOSIHUE MUKPOOMOTHI
KULLIEYHMKa U HopManuaauuio ctyna [48].

Mpn pob6aBneHWM ONUrocaxapuaoB B MNUTaHWE [ETEW,
HaxoASLMXCA Ha MCKYCCTBEHHOM BCKapM/MBaHWMU, OTMe-
YaeTca CHUXKEHWE PWUCKa pPa3BWUTUS aTOMMYECKOro Aepma-
TMTa (AT[) Kak y AeTen M3 rpynn pucKa no annepruyeckum
3abosieBaHMAM, TaM M Y 3[0POBbIX AETEN M3 06LLEN MOny-
naumnm [49]. OTMedveHa NoNoXUTENbHaaA AMHAMUKa KOXKHOMo
3yfa WU KavecTBa XMU3HU Yy aeTen ¢ AT[ npu BKIOYEHUU
B CTaHZAPTHYIO CXeMmy fevyeHus npebuoTryecKux npenapa-
ToB. [loKa3aTenb KayecTBa XM3HW, COMMAcHO pe3ynbratam
BOMpocHWKa Behavioral rating scores, nosbicunca Ha 30%
yXe nocne nepBov Hedenu npumeHeHns npebuoTUKOB
1 Ha 80% — nocne Kypca nevyeHuns No CPaBHEHMIO C AETbMMU,
He nony4yaBWnMK NpeburoTrk [50].



OOHMM M3 CBOMCTB, XapaKTepU3YIoLLMX TepaneBTUYECKNE
CBOMCTBa NPOGMOTUKOB, ABNSETCS MX CMOCOBHOCTL K aaresvu
K KUWEYHOMY 3nuTennto, 4To obecrnevymBaeT KONOHWU3aLM-
OHHYIO PE3UCTEHTHOCTb CIU3UCTOM OOOMOYKM KULEYHUKa,
npensaTcTBys MHBa3WW NaTtoreHoB. [oKal3aHo, 4YTO NaKTo-
GaKTepun, aareanpysacb K anuTenuto, cnocobHbl MOBbIWATb
CMHTE3 MYLIMHA, 6E€IKOB MEMKIIETOYHbIX COeAUHEHUN, CTUMY-
NMpoBaThb pPeLenTopbl anuTenrManbHoro dakrtopa pocta [51].
Haunbonblien agreamsHocTbio o6nagatoT LGG (34%) u B. lactis
BB12 (31%), y ocTanbHbIXx NPOBGUOTUYECKMX LUITAaMMOB OHa
CyLLeCTBEHHO HMXKe: y L. acidophilus LA5 — 4%, L. paracasei
subsp. paracasei F-19 — 3%, L. casei strain Shirota — 1%.
AOresnBHble CBOMCTBaA GaKTEPUIN YyBENUYMBAIOTCS NpPU coYe-
TAHHOM MPUMEHEHMU: Hanpumep, NP1 COBMECTHOM Mnpueme
LGG v BB12 aaresuns Bo3pactaeTt a0 39-44% [52].

B KayectBe NpPoGMOTMKOB B AETCKOM MNWUTaHWW Yalue
BCEro WMCMNoNb3ylT pas/inyHble WTamMbl 6MdKUL0- U NaKTo-
OaKTepun ¢ [oKa3aHHOM 6e30nacHoCTblo U 3PbEeKTUBHO-
cTbto. B meTaaHannide EBponenckoro obuiectBa AETCKUX
racTpoaHTEPONIOroB M HyTpuuuonoros (European Society
for Paediatric Gastroenterology Hepatology and Nutrition,
ESPGHAN), nocBsiLUEHHOM 060ralleH1I0 AETCKMX CMECen npo-
61OTMKaMK, yCTaHOBNIEHO GnaronpuaTHoe BausiHWe B. lactis
n Streptococcus thermophilus Ha TedyeHWe KOMWMK Yy AeTen
paHHero Bo3pacTta [53]. HasHayeHue cMmecu ¢ NpobrUoTUKaM#u
MnageHuam ¢ byHKUMOHaNbHBIMK 3anopamMu crnocob6eTeyeT
HOpMasiM3aLmm KOHCUCTEHLMM U YacToTbl cTyna [54].

bnarogapss cBoMM CBOWCTBaM yny4ywaTb GapbepHyto
GYHKLMIO KULWEYHUKA NPOBUOTUKM NPUMEHSIOTCH B Npodu-
NakTuke o6ocTpeHn ATl n 6poHxManbHOM acTmbl. Mcnonb-
30BaHMe y MnageHueB ¢ AT/ ruaponnM3oBaHHOM CMeECH,
o6oralleHHon LGG, cnoco6CcTBYeT yMeHbLUeHUIO fonun IgA- 1
IgM-CeKpeTHpPYIOLWMX NIa3MaTUYECKUX KIETOK KPOBU U yBe-
nun4yenuto nponopumn CD19/CD27 knetok [55].

HasHayeHre npobMOTUYECKUX MNpenapaTtoB 6epeMeH-
HbIM M HOBOPOXAEHHbLIM 3HAYMMO CHUMKAET PUCK «PaHHMX»
atonuyeckux 3aboneBaHnin — GPOHXMANbHON acTmbl U AT/,
Oco6€eHHO BblpaxKeHHbIM addeKT HabnogaeTcs npu KOMoum-
HaLMW HECKONbKUX WITaMMOB [56].

Mo gaHHbIM aKcnepToB BecemupHoro obuiecTsa annepro-
noros (World Allergy Organization, WAO), Ha ¢oHe npuema
NpPo6MOTUKOB AeTbMU B 19% cnyyaeB OTMEYEHO CHUMKEHME
pucka pas3Butusa AT, — M 3TO NpPU TOM, YTO MPUMEHEHME
NPOBGUOTUKOB HE BAMAET Ha PUCK Pa3BUTUA GPOHXMASIbHOM
acTMbl ¥ NULLEBON anneprun [57].

Mpe- n NPOGMOTUKM BAUSAIOT Ha BCacbiBaHWE MUKpPO3Je-
MEHTOB, B YaCTHOCTM KaNbLMS, MarHus, xenesa: Hanpumep,
WX NPUMEHEHNE cnoco6CTBYET BCACbiBaHWIO KalbLMS B TON-
CTOM KWLLUKe, MOoBbllas TaKMM 06pa3oM MUHepanuM3aLuio
KOCTEN W CHWXXasl PUCK Pa3BUTUS paxuTa y AeTewt paHHero
BO3pacTa 1M 0cTeonopos3a — B 60siee cTapliem Bo3pacTe [58].
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MeTtabonnyeckuit aumao3 aBaseTcs Hanbosee pacrnpoCTPaHeHHbIM HapyLeHMEM KMCI0THO-OCHOBHOIO COCTOSIHUS Y IETeN.
/[laHHO€e CcoCTosIHME COMPOBOXAAET Pa3/MyHble 3a60/eBaHUsl, @ CTeNeHb €ro BbiPa*KEHHOCTU KOPPENUPYeT C BbiXXMBae-
MOCTbIO MaLMUeHTOB: He SIBASIICb OTAEJ/IbHbIM 3ab60/eBaHUEM, METAab0IMYECKNI aLM03, TEM HE MEHEE, MOXKET yXyAllaTb
TeYeHue 6ONIE3HU W farKe NPUBOANTbL K neTaibHOMYy ucxogy. TNpuYnHbl pa3BUTUS NaToorMu pPasHoobpasHbl (B CBSA3M
C JKM3HEYrpoXKaloLLMM U3MEHEHUEM PabGOTbl Pa3/IMYHbIX OPraHoB M CUCTEM — JIErKMX, cepAlia 1 COCYA0B, MOYEK, a TaKKe
BC/Ie[ICTBUE HapyLLEeHUs1 MeTaboim3ma IMNUA0B, NMpu caxapHoMm anabeTe, OTpaBAEHUSIX U T. 1.), YTO U ONpeAeNseT 3anHTepe-
COBaHHOCTb LLIMPOKOIro Kpyra CreLmnancToB K aToH npobaeme, a noaxofbl K AMarHOCTUKE ynpoLLakT MOUCK 3TUOJIOMMK MeTa-
60/1M4yeckoro auunaosa. B pabote npeactaB/ieHbl CBEAEHNS O PU3MOIOrMYECKMX OCHOBaX PeryasiuMm KMCA0THO-OCHOBHOIO
COCTOSIHUSI, €ro 3TUOJIOrMK N NMaToGU3NOI0rNKU; PACCMOTPEHbI MPUHLIMMLI Teparmm.

Knro4yeBble cnoBa: vetabosiM4ecKni aLumngos, AeTu.

(Ansa umtnpoBaHus: Tenaes P.®., JlactoBKka B.A., lMNbitans A.B., CaBnyk (0. B. MeTa6onnyeckun aumMaos: AnarHoCTUKa u
nedeHue. MegmatpudecKkas papmarxosorus. 2016; 13 (4): 384-389. doi: 10.15690/pf.v13i4.1612)

AKTYAJZIbHOCTb KUCNOTHO-LWENOYHOW BAJIAHC

MeTabonmMyeckun aumMao3 — pacnpoCcTpaHeHHOE KUC-
JIOTHO-LLIE/I04HOE PacCTPOMCTBO, CBSI3AHHOE C pa3BUTUEM
MU3Heyrpoxatoumx coctosHui [1]: ypoBeHb pH apTtepwu-
a/lbHOM KPOBM CHUXaeTca < 7,35, KOHUeHTpaLuns 6ukapbo-
HaTa (HCO3") — < 18 MMonb /N, HO NapuunanbHoe fJaBlieHne
YrNeK1cnoro rasa B aptepuansHomn kposu (PaCO,) npu aTom
He noBbliwaeTca [2]. lMpuunHamn, 06yCcNOBAMBAIOLWNMHU
nofobHoe naTtoPpu3noNorniyeckoe CocTosiHUe, MoryT ObiTb
rMNEepPnpoOAyKLNS KUCNOT, MOHUMKEHHAsA 3KCKPELMUS KUCNOT
W/WAK NOBbIWEHHAs 3KCKPeuus ocHoBaHui [2]. Mpn3Haku
M CUMNTOMbI MeTabo/IMYeCKOro auunaosa HecneunduyHbl,
a AMarHo3 OCHOBbIBaETCA Ha AaHHbIX 1abopaTopHbIX UCChie-
noBaHun. OT paHHEro pacrno3HaBaHWS M NIeYEHUS OCHOB-
HOM NMPUYUHBI METaboIMYECKOro aunao3a 3aBUCUT BbIXKK-
BaeMoCTb nauuneHTos [3-5].

3Ha4YeHUe KUCIOTHO-Le/I04HOro 6anaHca

PeaKuus BHYTpEHHEN cpefbl OpraHn3ma, B T.4. KpOBU, —
O[lHa U3 CaMbIX YXECTKO PEryIMpyeMbIX MOCTOSHHbIX BEUYUH
[2]. Benku, npeacraBnas cobov aMPOoTEPHblE COEAUHEHUS,
CMOCOGHbI MEHSITb CBOIO KOHPOpMaUMIO NPU Manemmx
CABMUrax 3TOM KOHCTaHTbl, YTO He3amMeaIMTeNIbHO NPUBOANT
K U3MEHEHMUI0O aKTMBHOCTU GEPMEHTOB, CTPYKTYPbl MOHHbIX
KaHafoB, HapyweHuio GYHKUMW pelenTopoB FOPMOHOB,
MeanaTopoB U APYrMX GUONOrMYECKN aKTUBHbBIX MOJIEKY.

Pa3BuTHe MeTaboMyeCcKoro aumnao3a ConpoBOXKAaETCA:
® CHUXEHMEeM COKpaTUTEeNbHOM CMOCOGHOCTM MWOKap-

[a — yAapHOro U MUHYTHOIO 06beMa KpoBH;
® CHUWXEHWEM YYBCTBWUTENbHOCTU CEPAEYHO-COCYAUCTOM

CUCTEMBI K BO3AENCTBMIO BA30MPECCOPHbIX U MHOTPONM-

HbIX @areHToB;

Rustem F. Tepaev!’ 2, Vasilij V. Lastovka?l, Anna V. Pytal?, Julija V. Savluk!

1 scientific Center of Children’s Health, Moscow, Russian Federation
2 Sechenov First Moscow State Medical University, Moscow, Russian Federation

Metabolic Acidosis: Diagnostics and Treatment

Metabolic acidosis is the most common child acid-base balance disorder. This condition accompanies a variety of diseases, and the
degree of its severity correlates with the patients’ survival: although not a separate disease in itself, metabolic acidosis, however,
can worsen the disease course and even lead to death. The pathology causes are various (in connection with life-threatening
changes in various organs and systems — lungs, heart and blood vessels, kidneys, and also due to a violation of lipid metabolism, in
case of diabetes, poisoning, etc.), which determines the fact that a wide range of specialists are interested in the issue. Approaches to
the diagnosis simplify the search for the etiology of metabolic acidosis. This study presents data on the physiological basis of acid-base
balance regulation, and its etiology and pathophysiology; the principles of therapy are observed.

Key words: metabolic acidosis, children.
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® CHWXeHWeM obuero nepudpepmyeckoro conpoTnBIEHUS
COCYy[0B;

° yxyaweHvem nepdy3um Ha ypoBHE MUKPOLIMPKYNSTOPHO-
ro pycna;

® KOMMEHCATOPHOWM ObILLIKOW;

®  JIero4YHOW runepTeH3nen;

° crna3moM apTepuon B 30He KpoBoobpauieHus KT u
MOYEK CO CHUXKEHWEM MNepucTanbTUYECKOM aKTUBHOCTU
KULWEYHWKa 1 anypesa;

° runepkanMeMmen u MoBbIEHWMEM BHYTPUKIETOYHOIO
cofepKaHus HaTpus;

° rojaB/ieHNeM aKTUBHOCTU MHEBMOLMTOB Il TUMa CO CHU-
YEHUEM CUHTE3a cypdaKTaHTa;

° yBE/MYEHUEM PUCKa Pa3BUTUSA CyLOPOT;

® CMELLEHMEM KPWMBOM AMccOoLMaALMM OKCUremorniobuHa
BMPaBO CO CHW}KEHWUEM CPOACTBA reMorniobuvHa apuTpo-
LIUTOB K KMCNIOPOAY U flecaTypauunen [4].

CocTaBnfowWMe KUCNOTHO-LLEJ/IOYHOIro 6asiaHca

Kucnotamun Ha3biBaloT BellecTBa, CNOCOOHbIE OTAaBaTb
noH Bogopoga (H*), a ocHoBaHMAMM — BellecTBa, Crnoco6-
Hble ero NpuMHUMaTb. CUAbHBIMW CUYMTAIOTCA T€ KUCNOTHI,
KOTOPbI€ MOMHOCTbIO MOHU3UPYIOTCA B GUOIOTMYECKUX KU -
KocTax (B AaHHOM crydae, KoTopble pacnapgatorcs Ha HY
W KUCNOTHbIM OCTAaTOK); cnabble KUCAOTbl, COOTBETCTBEHHO,
MOHM3UPYIOTCS B GUOSTIOTMYECKUX KMAKOCTSAX HE MOMHOCTbIO.
[MpMMEpPOM CUNIbHOM KKUCAOTbI cny>KuT consiHas (HCI), KoTto-
pasi B OpraHn3mMe COAepXMTCS NOMHOCTbIO B MOHWU3UPOBAH-
HOM COCTOSIHUW, @ NPUMEPOM clabov KMCNOTbl — YrosnbHas
(H,CO3), KOTOpas MOHU3UPYETCH NNLLb YaCTUYHO:

H,CO; (kucnota) <> H* + HCO,™ (ocHoBaHue).

MokasaTtenb KUCNOTHOCTU cpeabl — pH

BogopofHbin nokasatenb (pH) oTpaaeT KOHLeHTpa-
LIMI0 CBOBOHbIX MOHOB BOAOPOAA M paBeH oTpuLatenbHOMY
AECATUHHOMY NorapudMy 3TOWM KOHLEHTpaLuuu:

pH = -Ig [H*].

Hanpvmep, ecnu KOHLEeHTpaLu1sa MOHOB BOAOPOAa paBHa
107" Monb/n, To pH = 7. B GU3MONOTUYECKMX YCTIOBMSX NOKa-
3atenb pH aprepuanbHOM KPOBM Konebnerca B npepenax
ot 7,35 po 7,45. MeTtabonn4yecKknin aumaos anarHocTmpyercs
npu cHuxeHnn pH < 7,35 [5].

Dr3nonorniyeckme 3Ha4eHna KOHLEHTPaLLMM MOHOB BOLO-
poja BO BHEKNETOYHOW XMOKOCTU NojaepuBatotcs bybep-
HbIMU U BbIAENUTENbHBIMU CUCTEMAMMU (IEFTKUMU, MOYKaMM).

BydepHble cucTtembl

bybepHble cucTeMbl NPeAcTaBAAOT MNEPBYIO «JIUHUIO
3alMTbl» KUAKUX cpel OpraHM3aMa OT PE3KUX U3MEHEHWUM
pH. 3nemeHTamun GydepHbIX CUCTEM ABAAIOTCA BELLECTBA,
crnocobHble 06paTMMO CBA3bIBaTb MPOTOHbI. B opraHuame
CYLLLECTBYIOT YeTblpe OydepHble CUCTEMDI:

° OGuKapboHaTHas;

* ¢docdaTHas;

° OenKoBas;

° remornobuHoBas (ABASETCHA YacTbio 6eN1KoBOro 6ydepa,
HO BblAefieHa OTAe/IbHO B CBA3KM C 0COO0M IOKanu3aum-
el — BHYTPW 3pUTPOLIUTOB).

Hanb6onblWwnin nHTEepec B peryasunn KMCIOTHO-LLENTOYHO-
rO COCTOSIHUSI KPOBU U MEXKIETOYHOMN KUAKOCTU NpeacTaB-
nset 6ukapboHaTHas 6ydepHasn cuctema.

Bbunkap6oHaTHass 6y¢epHass cuctema. [NaBHas BHe-
KnetoyHas 6ydepHasa cuctema BKIOHAET 3 KOMMNOHEHTa —
BOJHbIN pacTBop, yronbHyto Kucnoty (H,CO3) 1 conb yronb-
HoM Kucnotbl, Hanpumep NaHCO5. B opraHu3me yronbHas

Kucnota obpasyetca B peakumun CO, ¢ H,0 ¢ yyactnem dpep-
MeHTa Kap6oaHrugpassl. H,CO5 auccoummpyet cnabo, ob6pa-
3ysl HEGOJbLIOE KOMMYECTBO MOHOB HT 1 HCO5". Hanpotus,
6uKapboHaT HaTPUSA AMCCOLMMPYET NOYTU NOSTHOCTLIO, 06pa-
3ys HCO5 1 Na*. Huxe npeacTtaBneHa cxema GpyHKLUMOHUPO-
BaHWsA GUKapOoHaTHOW BydhEepPHON CUCTEMDI:

CO, + H,0 5 H,CO5 S H* + HCOS.
——
+

Na*

Mpun po6asneHun K GukapboHaTHOMY Gydepy CuIbHOM
Kucnotbl, Hanpumep HCI, NpoToHbI, NOCTYNUBLUKE C KUCIO-
Ton, HenTpanuaytca HCO;™ ¢ BbiaeneHnem CO,:

H* + HCO5” — H,CO5 — CO, + H,0.

B pe3synbTaTe BbilleonUCaHHbIX peaKLiMit 06pasyetcs 60/b-
we H,CO5 ¢ nocnepyollen ee auccounaumnen Ha CO, n H,0.
MN36bIToK CO, CTUMYNMPYET BEHTUASALMIO NIETKUX, COCOBCTBYS
BblcBO60OXAeHMI0 CO, N3 BHEKIETOYHOM UAKOCTH [5, 6].

Perynsiuua KUCNOTHO-LLENOYHOI0 PaBHOBECHUSA
Bbl€NUTE/IbHbIMU CUCTEMAMMU
06Lme NPUHUMMbI PErynsumnmn GU3noNorniecKom KOHLEH-

TpaLun MOHOB BOAOPOa BO BHEK/IETOYHOM XKUAKOCTH [4]:

° 009 NnoadepxKaHus noctosiHcTBa pH He06x0aMMO, YTO6bI
KO/IMYECTBO MOCTYMNatoLWMX B KPOBb KUC/bIX U LWENOYHbIX
BelLLecTB 6bl/I0 PABHO WX BbIBEAEHWUIO U3 KPOBMY;

® KMC/ble W WEN0YHbIE BELLECTBA, NOCTyNas B KPOBb, pea-
rMpyloT ¢ 6UKapboHaTHbIM BydbepoM, M3MEHSS COOTHO-
LeHne ero KoMnoHeHTos — H,CO5 (CO,) 1 HCO5';

° 3ajaya BblAeNWUTENbHbIX CUCTEM — MOAAEPIKaTb KOH-
LleHTpauMmM KOMMOHEHTOB O6GWKapboHaTHOro 6ydepa
(CO, 1 HCOg3') unu, no KpaHen Mepe, COOTHOLLEHNUE 3TUX
KOHUEHTpauuw;

* KoHuUeHTpauus CO, perynupyetcs Nerkumu, a KOHLEH-
Tpauma HCO;” — noykamu.

YpoBeHb K* u aunpos

PeHanbHas cexkpeuus noHoB HT Haxoautcs B npsimon
3aBMCMMOCTHM OT YpOBHSA Kanus (K) CbiIBOPOTKM KPOBU 1 onpe-
faenseTcs ypoBHEM TpaHCMeMbBpPaHHOro obmMeHa BHYTPUKIe-
To4yHoro Kt Ha BHeK/eTo4Hble MoHbl HY B KneTKkax KaHasb-
ueB. MnepkanMeMuss conpoBOXKAAETCA BHYTPUKIETOYHbBIM
aNkano3oM CO CHMeHueM ceKkpeuun HY n peabcopbumu
HCO5, rMnokanMemMus — BHYTPUKIETOYHbIM aLUgo30M C
noBbiweHnem cekpeuun H* u peabeopbumn HCO,. Takum
0o6pa3omM, runepKanmemMms MOMXKET CONPOBOXKAATbLCSA aLunao-
30M, a rMnoKanmMemumsa — ankanosom [7].

AHMOHHaNA pa3Huua

Mna3ma, Kak 1 nobon Apyron BOAHbLIA CEKTOP OPraHu3-
Ma, 9NEeKTPOHEeWTpanbHa, TaK KaK COAEPWUT paBHOE KOMu-
4eCTBO KaTUOHOB M aHWOHOB. OCHOBHbIM KaTUOHOM M/ia3mbl
KPOBW ABNSETCA HATPUN, OCHOBHBIMW aHUOHaMU — XJ10pUAbI
N 6MKapboHaT aHMOH. B MEeHbLUMX KOHLEHTpaLUKUax B nnas-
Me COAeprKaTcs Takue aHWOHbI, KaK docdaTbl, cynbdaThl,
OpraHnYyecKne KMCOTbl, a TaKKe KaTMOHbI — Kalni, MarHun
W KanbUuWK.

lMocKonbKy B MNOBCEAHEBHOW KIMHUYECKOW MpaKTUKe
M3MepsEeTCH KOHLIeHTpaLUua He BCex MOHOB, a Tonibko K*
n Na* (kaTnoHbl), HCO3™ 1 CI” (@HWOHBI), @ KOAMYECTBO M3Me-
pseMbIX KaTUOHOB GONblue KOMYecTBa U3MEPSEMbIX aHU-
OHOB, MEXJY HMMMK cO3aaeTcs pa3HuLa, Ha3biBaemas aHu-
OHHOM (Anion Gap, AG). Takum 06pa3om, pasHULy Mexay
M3MepseMbIMU KOHLEHTpaLWsaMu kaTnoHoB (Na™, K*) n aHu-
oHoB (CI, HCO3") nna3Mbl KpOBW Ha3bIBaIOT aHUOHHOW.
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YBennyeHne aHMOHHOM pa3HuLbl MOXKET 6blTb CBA3AHO
60 C YMEHbLIEHNEM HEU3MEPSEMbIX KAaTMOHOB (Hanpumep,
npu rMNoKanbUMEMUU, TUIIOMArHUEMUU U TUMOKAIUEMUN),
M60 C NOBbIWEHUEM HEU3MEPSEMbIX aHWOHOB (Hanpumep,
opraHu4eckux Kucnot, docdhaToB, anbbymMnHoB). MNpu fobas-
JIEHWU B MNa3my KUCIOT NOTPe6NA0TCH aHUOHblI 6UKapboHa-
Ta, YTO MNPUBOAMT K yBENUYEHUIO aHUOHHOM Pa3HULbI:

HA + NaHCO, < NaA + H,CO5 < CO, + H,0.

MpenenbHble 3Ha4YeHWUS aHMOHHOM Pa3HMLbI COCTaBAIOT
8-12 mmonb/n [6-8].

AHMOHHasi pa3HMya MOYMU. INEKTPOHENTPanbHOCTb
MO4YM ONPEAENIETCA CNeayIoLWLMMU PEAKLUAMMU:

CI"+ UA=Na* + K" + UC,

roe UA — HensmepsieMble aHWoHbI (bocdaTsl 1 cynbda-
Tbl), UC — Heusmepsemble KaTUOHbI (MarHum 1 KanbLui).
AHHMOHHEA pa3HuLa MOo4YM onpelensercd Kak pasHuua
MeX Iy CYMMOW U3MEPEHHbIX KATUOHOB Y aHWMOHOB B MOYe:

UA - UC = Na* + [K* - CI'].

B HopMe 3HayYeHWe aHWMOHHOW Pa3HULbl MOYM MONOXM-
TEeNIbHO MK GNIM3KO K Hynt. PacyeT aHMOHHOM pasHuULbl
MOYM 3HauyuTeNbHO obnervyaet anddepeHunanbHyo aua-
FTHOCTUKY NPW auuao3e ¢ HoOpMasbHOM aHMOHHOW pasHuLEN
KpoBu. lMonoxutenbHas aHMOHHas pa3HuLa MOYM MO3BO-
Nn9eT NpeanofnoXKuTb noTepto GuKapboHaTa MOoYKaMmu, T.e.
pasBuUTME MOYEYHOro KaHanbLEeBOro auMaosa, oTpuuateb-
Hag — noTtepto OMKapboHaTa Yepes Kenyao4HO-KULWEYHbIN
TpaKT (KKT) [9].

AHMOHHasi pa3Hulya B guddepeHUnabHON AHarHo-
CTUKe MeTabo/im4ecKoro auympgosa. PacyeT aHWMOHHOWM
pasHuLbl HeobxoauM B AnddPepeHLUManbHON ANarHOCTUKe
MeTabo/IM4eCcKoro aumao3a. Metabonmyeckunin aumnao3 Knac-
CUOULMPYIOT Ha auMao3 C HOpMasibHOM WM C MOBbILLEHHON
aHWOHHOM pas3Huuen. AuMao3 ¢ HopMasbHOM aHWOHHOM
pasHuLen HasblBaloT MMNePXI0PeMUYECKUM, ero NPUYNUHOM
ABngeTca ypesmepHoe BbiBeaeHne HCO5 (Moykamu, yepes
HKKT) nnn gedeKt noyeyHoro noakmcneHus [9—-11].

CoCTOsIHMS, KOTOpble MOryT CTaTb MPUYMHOM MeTabo-
JIMYECKOr0 auuao3a € HopMasibHOM aHWMOHHOW pas3HULEW,
cnegyowue [10, 11]:

° [uapes;

®  KUWLIEYHbIV CBULY, KMLIEYHas AepuBaLmMa MOYu;

® MPOKCHMMaNbHbIK TYOYNAPHbLIM aumngos (Tun 2);

° Tepanus MHrIMbUTOopamMun KapboaHrnapasbl;

° aucTanbHbIN TyOYNapHbIM aungos (tun 1);

°  rMnepKalneMmn4yecknMn MnpoKCUManbHbIM TyOYyNApHbIN

aumaos (tvn 4);

° oYye4yHas HeJOCTATO4YHOCTb;

°  WHDY3US KUCNOT;

° ObICTpoe BO3MelleHe o6bemMa puaunonornieckum (0,9%)
pactBopom NaCl.

MNoBbllWEeHHas aHMOHHAsA pa3HuLa Habnoaaetca [7, 8]:

° npu naktatauunpose (L-nakrat, D-nakrar);

® KeToauu[o3e (HaKornjeHue [(3-OKCMMaCNsiHOM KUCOTHI,
aueToaleTara);

® MOYEe4YHOW HeLOCTAaTOYHOCTU (HaKonneHwe cynbdaTos,
docdartoB, ypatoB);

° Mpueme cannumunatoB, MeTaHona unn dopmanbaernaa, aTm-

NeHrnMuKond, napanbiernga, deHbopmunHa/metThbopmnHa;
°  KMHOY3UKU nponuneHrnnkons (L-nakrart, D-nakrar);

°  MUPOrNyTaMMHOBOM aumMaeMmnm (5-oKCUNPOIUHEMMUS);
® MaccuMBHOM pabaomuonuae (B peaysibTate BbICBOOOXKIe-
HUA HY M opraHnyecKnx aHMOHOB U3 Pa3PyLIEHHbIX MbILLLL).

Onsa nerkoro 3anoMWHaHUA MPUYUH MeTabosIMYeCcKoro
aungosa € MNoBbIWEHHOW aHWOHHOW pas3HULER WMCMONb3y-
I0TCS MHEMOHWYECKMEe cxembl, Hanpumep GOLD MARK [7]:
G — Glycols (Ethylene and Propylene), O — Oxoproline,
L — L-lactate, D — D-lactate, M — Methanol, A — Aspirin,
R — Renal Failure, K — Ketoacidosis.

OcmongapHas pasHuua naasmbl

OMONSIPHOCTb Ma3Mbl ONpeaenaeTcs rnaBHbIM 06pa3om
KOHLIEHTpauunen HaTpus, MMIOKO3bl M MOYEBUHbI. Pacuer
OCMOISPHOCTHM NAa3Mbl MOXKHO MPOM3BOANTL MO GopMmye:

OcmonsipHocTb (MOcm/n) = 2 X Na (Mmonb/n) +
MO4Y€eBUHa (MMOSIb/N) + FIOKO3a (MMOJb/N).

OcmonsapHoW pasHuuen nnasmbl (aHrn. osmolar gap)
Ha3blBaeTCs Pa3HOCTb MEXAYy MBMEPEHHOMN U pacCYUTaHHOM
OCMOJISPHOCTbIO NMna3msbl [7]. B Hopme ocmonsipHas pasHuua
He npesblwaet 15 mOcm/n nna3mel [11].

B cnyyae Korga ocMonsipHas pa3HuLa coYeTaeTcs ¢ auu-
[1030M W YBE/MYEHHOMW @aHMOHHOM pPa3HULEN, AMArHOCTUKA
OTpaB/ieHUN TOKCUYHBIMU CIMPTaMKU He NpeLacTaBNseT Tpya-
HOCcTen. AUuMao3 B KOMOWHALMK C NOBbILLEHHOW aHUOHHOM
n ocMonsipHon (> 15 mOcM/Kr) pasHuLen TpebyeT HEOTIOXK-
HOM Tepanuu. KOHKPETHbIM TOKCUYHbIN areHT MOMET ObiTb
naeHTMbMUMPOBaH NP MOMOLLM ra30BOW Xxpomatorpadum.
JTOT e METOA NOMOXET B O6HAPYKEHWUU 3TaHoNa, METaHO-
na, n3onponaHona, aueToHa, NPOMUAEHINIMKONA U ITUEH-
rnukons [11].

K/IMHUYECKHUE NPU3HAKU METABOJIMYECKOIO

ALMAO3A

CvMNTOMbI METAB0IMYECKOTO aLna03a He ABASITCA creLu-
duryecknmmn. CTUMyNALMA OblXaTeNbHOro LiEeHTpa B CTBOME MO3-
ra NpuMBOAMUT K MMMNEPBEHTUAALMM AN KOMMEHcaumMn aungosa
nyteMm anumuHaumn CO,. B pesynbrate y nalMeHTOB MOXeT

HabnaaTbCs pa3nnyHas No CTENEHW BbIPAXKEHHOCTU OfblLl-

Ka. Kpome Toro, y 601bHbIX MOMyT OTMeYaTbca 601 B rpyau,

TaxuKapaus, ronoBHas 60/b, CNYTaHHOCTb CO3HaHKs, cnabocTb,

60/N B KOCTSIX, CHUXKEHWEe anneTuTa, TolWHOTa 1 pBoTa [12].
Mpn cbope aHamMHe3a BaxKHO 06paTUTb BHUMaHWE Ha

cnepyowme o6CcToAaTeNnbCTBa:

* Hanuyue gnapeu (noteps HCO5™ yepes HKKT);

® [aHHble 0 AnabeTe UNK ANUTENbHOM rofI0AaHUK (HaKo-
nneHue KETOHOBbIX TeN);

° MPU3HaKMU NONMYPUK, MOBbILLIEHHANA Kaxaa, 601b B anu-
ractpajnbHOM obnacTtu, pBoTa (BO3MOXHO, 3TO NposBe-
HUA OMabeTUYEeCcKOoro Ketoaumaosa);

°  HaluMyne HUKTYpUK, NONMYPUK, 3yaa U aHOPEKCHK (CUMM-
TOMbI NOYE€4YHON HEAOCTAaTOYHOCTH);

® yKa3aHue Ha NpueM NeKapcTB UKW TOKCMYHbIX BelecTB
(canuuunaTos, auetasofiaMmnia, LMKIOCMNOPUHA, 3TUNEH-
rNWKONS, MeTaHona);

®  Halauyue 3pUTeNbHbIX HapyWeHWKW, BKIOYasa HapylweHus
BOCMNpUSATUS cBeTa, GOTODOOUIO, a TaKKe CKOToOMa — cre-
Mom y4acCTOK B NOJie 3peHns (OTpaBieHNe METAHONIOM);

° MpU3HaKKW HedponrTnasa (NoYEYHbIN KaHanbLeBbIn aLu-
[03 UK XpoHUYecKasa auapes);

®  )Kano6bl Ha WyM B ylax, 3aTyMaHEHHOe 3peHne U roso-
BOKpY)XKeHUWe (Nnepefo3npoBKa canuuunatamu).

AUATHOCTUKA

®dusuKanbHoe UccnepoBaHue

Hanb6onee o4eBUAHbIK CUMMNTOM MeTaboONMYECKO-
ro auuaosa — 3TO MepsieHHoe rny6oKoe AbixaHue, unu
OblxaHne Kyccmayns (popma runepseHTUnsumnu). Y geten c
XPOHUYECKMM MeTaboNMYEeCKMM auMao30M MOryT Habsto-
[aTbCs 3afepKa pocTa 1 paxuT. Koma 1 runoToHUS accoum-



MPYIOTCH C OCTPbIM TSXKENbIM METaB0/MYECKUM aLMA030M.
[pyrve KIMHWYECKUe NPU3HAKKU He cneLuduyHbl U 3aBUCAT
OT OCHOBHOIO 3a60/1eBaHMS.

KnuHuyeckoe o6cnepoBaHue

[narHos yctaHaBnMBaeTCa NyTeM OLEHKW COAepXKaHus
3/IeKTPO/IUTOB U ra3oB KpoBW. Hu3kuin HCO5  (Hopmasib-
Hble 3HayeHus 6MKapboHaTa 3aBWUCAT OT Nnosa U Bo3pacTa
nauvMeHTa v BapbupyloT B npegenax 17-29 mmonb/n) u
pH < 7,35 npu aHanu3e rasoB KpoBu (Haubonee pac-
NpocTpaHeHHas — KanuangpHaa npob6a) NoATBepXKAatoT
HannMyne metabonuyeckoro aumgosa. [Ana auddepeHunans-
HOW JMArHOCTUKM M AUArHOCTUKM CMeLlaHHbIX PacCTPOWCTB
Heo6XxoaAMMOo ornpeaefieHUe aHUOHHOW pPa3HULbl (YPOBEHb
> 12 MMOJb/N yKa3blBaeT Ha auuao3 C YBEJIMHEHHOW aHu-
OHHOW pasHuuewn). BaxHO OTMETUTb, YTO aHWOHHas pas-
HULUA yMeHbllaeTcs B npornopuun 2,5 MMOAb Ha Kaxable
10 r/n cbiBOPOTOYHOro anbbymuHa. Ecnn aHMoHHaa pas-
HUUa He yBenuyeHa (< 12 mMmonb/n), To ans auddepeHum-
anbHOM AMArHOCTUKM NoTepb GMKapboHaTa Yepes NoYKK Unn
KT Heo6x0anMO M3MEPUTb aHUOHHYIO pPasHuLy Mo4u [B].

HAenbra aHMOHHOM pa3HULbI. N5 OLLEHKN KOMOWMHUPOBAH-
HbIX HapYLIEHWN KUCIOTHO-LLENOYHOrO PaBHOBECUS UCNOMb3YET-
Csl NOKa3aTenb [eNbTbl aHUOHHOM pa3HuLbl (AAG). M3mepeHue
rnoMoraeT O6HapyuMBaTb MPUCYTCTBME BTOPOr0 KUCMOTHO-
LLEeNI04HOro PaccTponcTBa y NaLMEHTOB C NOBbILLEHHON aHUOH-
HOW pasHuuen. [Ing pacyeta NpUMEHSETCS YpaBHEHUE:

AAG = (AG - 10) / (24 — HCOs).

NHTepnpeTauuns pesynbraTtoB NPOM3BOAUTCS Cneayowmm
o6pasom (Tabn. 1) [13].

o6wmnin aHann3 KpoBH. MeTabonMYeCcKUn aumaos
HEe MMeET NaTOrHOMOHWYHOW KapTWHbI KNETOYHOro cocTaBa
KPOBW, OAHAKO NENKOLMUTO3 WIW NEWKONEHUS MOryT 6biTb
NpU3HaKaMu cerncuca, AN8 KOTOPOro XapaKTepHO pa3Bu-
TMe runepnaxkTateMuMnM W nakratauuaosa. Taxenas aHemus
COMPOBOXAAETCH CHUKEHMEM YPOBHSA AOCTAaBKM KMCOpoAa
TKaHAM W, BO3MOXHO, NaKTaTalMao30M.

AHMOHHas pa3HMLia MO4YMu. PacyeT aHMOHHOM pa3HMLbI
MOYU ABNAETCS NONE3HbIM A1 YTOYHEHUS MeXaHU3Ma note-
pu 6ukapboHaTa novykamu unu yepes KT B HEKOTOPbLIX CNy-
Yyasgx MeTabo/IM4ecKoro aunao3a 6e3 yBenmyeHnss aHWoHHOM
pasHuUpbl.

CogeprKaHne KeTOHOBbIX TeJl. Hanvyne KETOHOBbLIX TeN
yKa3blBaeT Ha AnabeTUYyecKui, anKoronbHblM KeToauuao3s
WM KeToaLMA03, CBSI3aHHbIM ¢ ronoaaHnem. [na obHapye-
HUS KETOHOBbLIX T€N MCMONb3YeTcs HUTPOMPYCCUAHbINA TECT,
[11 KOTOPOr0 XapaKTepHO cepbe3Hoe orpaHM4yeHmne — c ero
NMOMOLLbIO HEeNb3s onpefeNnTb [(3-OKCUMACSHYI0 KUCMOTY.
3T0 0COGEHHO Ba)KHO MpPW AMArHOCTUKE MeTaboNIM4ecKoro
c6051 y NaUMEHTOB C TSXEeNbIM LIOKOM WAW MEeYeHOYHOM
HeAO0CTaTOYHOCTbIO, COMPOBOXKAAEMbIX HAPYLIEHWMEM CUHTE-
3a aLeToaleTtata U3 B-OKCMMacnsgHOM KUCNOTbI [7].

KoHueHTpaunsa nakKtata B nia3me KpoBM. Jlaktar
ABNSETCS NPOAYKTOM aHa3pobHOro metabonnama roKo-
3bl. B HOpmMe KOnM4yecTBO NlakTaTa B KpPOBM coOcCTaBnser
< 2,0 mmonb/n. MnepnakrateMmnss accoLunpyeTcs ¢ TKa-
HEBOWM TMMNOKCUEN U ABASETCHA NMPeauKTopoM Hebnaronpu-
ATHOrO UCX0Aa Yy [eTer C CEncucoMm, rMNoBONIEMUYECKUM,
KapAuoreHHbIM WOKOM. BmecTe ¢ Tem runepnakratemus
He ABNSETCA YYBCTBUTENbHBLIM KPUTEPUEM: COCTOSIHUE MHO-
rMX OeTen MOXET yXyAwaTtbCs U Npu HOPMajibHOM YpOBHE
nakrtarta [9].

B 3aBMCMMOCTM OT MPWYMHbLI, Bbl3BaBLIEW MOBbIWEHWE
NlaKkTaTa B KPOBW, BbIAENSIOT HECKONIbKO TWMOB faKTaTa-
umaosa:

e TMN A Habniojaetca Npu TKaHeBOW runonepdysun unm
HapyLLEeHNN OKCUTeHaLIMK KPOBH;

e TN B — npusHaKkoB runonepdy3vn He HabnogaeTcs
(MmeeT MecTo Npu 3a6oieBaHMSX NEeYEHU, OTPABEHUSX,
BPOXAEHHbIX AedeKTax MeTabonn3ma U 3710Ka4eCTBEH-
HbIX OMyX0NsX);

e TMn D oTMevaeTca nNpu MNOBbILEHHOM 06pPa30BaHUK
D-nakTaTa KMWeEeYHOW MUKPOBUOTON, KOrAa UMEET MECTO
CUHAPOM 4Ype3MepHOro pocta 6aKTepuh B KULLIEYHUKE
(aHrn. Intestinal Bacterial Overgrowth Syndrome).

B 1abn. 2 npeactaBfieHbl 3TMOSIOrMYEeCKMe GpaKTopbl pas-
BWUTWUS NaKkTaTaumaosa [14, 15].

[Nna MCKNOYEHMS MOYEYHbIX NMPUYMH MEeTaboIMYecKoro
aumaosa onpefensioTcs chneaylolme nokasatenu: TpaHc-
TYOYnspHbIM Kanuesbln rpagneHT (TTKG), akTMBHOCTb pPeHu-
Ha Mna3Mbl, YPOBEHb anbAoCTEpPOHa Mna3mbl, GPaKLMOH-
Has aKCcKpeuunsa 6ukapboHaTa (FEHCOZ'), Harpy3o4Hblin Tect
C X/IOPMAOM aMMOHUS, pa3HuLa B 3HadyeHun PaCO, mexay
KpPOBbIO M MoYoM npu BBeaeHnn HCO; [9].

JNIEMEHUE

[naBHOW 3agayen B ne4eHnn MeTaboIM4ecKoro aumaosa
ABNSETCS YCTPAHEHWE NPUYMHBI Er0 PA3BUTKUS, T.€. Tepanus
OCHOBHOro 3a6osieBaHUs: HanpumMep, Npu nakratauuaose
TpebyeTcs KOPPEKLMUS TMMNOKCUU M TKAHEBOW WLIEMMUU, NPU
AMabeTM4eCcKoM KeToaungo3e — yCTpaHeHue runeprivke-
Mun 1 T. 4. [8, 11].

KnioueBbie NPUHLMNbI JIeYeHuUsA
1. Heob6xoguMo WMAEHTUOULMPOBATL MPUYMUHY, BbINOSIHUB
ncecneaoBaHWe KUCNOTHO-OCHOBHOMO COCTOSIHMS M pac-
CYUTaB NoKasaTtes/lb aHUOHHOM pPa3HULbI.
2. 06ume peKomeHaauuu:
®  BOMbWKNHCTBO C/ly4aeB MeTabonM4ecKoro auuaosa,
HabnoAaeMbIX B NeanaTpuyecKux OTAeNeHusX pea-
HUMALMKU M MHTEHCMBHOM Tepanuu,— 3TO NlaKTaT-
auMao3bl MPW LOKE (CHUXEHWE YPOBHS AOCTaABKM
Kucnopoja TKaHAM) WMAW cygoporax (nosbllleHue
notpeb6neHua kucnopoga). MHdy3nmoHHasa Tepanus
W AOMONHWUTENbHAsA OKCUIreHauuns B 60/1bWKUHCTBE Cly-
YaeB CTabUAN3UPYIOT COCTOSIHKE;

Ta6nuuya 1. OLeHKa KOMGMHUPOBAHHbIX HAPYLLEHUI KUCIOTHO-LLEN0YHOro cocTosiHMSA [13]

JenbTa aHWOHHOW pa3HULbI

PeKomeHaauum no oueHkKe

<04 MnepxnopemMmnyeckunit aumao3a c HopMmanbHon AG

<1 Aunpos ¢ ysenuyeHHon AG 1 aunaos ¢ HopmanbHom AG

Aumnao3 6e3 ConyTCTBYIOLMX KUCNOTHO-LLEN0YHbIX PACCTPOMCTB

Otrl1p02 Naktataumpaos: cpeaHee 3HavyeHne AAG 1,6
[ns nnabeTnyecKoro KeToaLmaosa xapaktepHa AAG ~ 1 B CBSI3U C NOTEPEN KETOHOBbIX TEJT C MO4OM
- Aunao3 ¢ yBenm4yeHHoOM AG U KOHKYPEHTHbIN METab0IMYECKUI anKkanos nin NpeaLecTByoLLmi

KOMMEHCUPOBaHHbIM pecnupaTopHbIi aungo3

Mpumeyvarme. AAG — aensta aHMOHHOM pasHULbI.
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HeoTno)Hble COCTOSIHUA Y AeTen

Ta6nuua 2. MNpuynHbl PasBUTUSA NakTaTauungosa [15]

TMnoKkcuyeckue

Herunokcuueckue

Nwemusa

CHUWKEHHbIN KNUpeHC

Lok, TAxenas aHeMus, 0CTaHOBKa cepaLia

MoyeyHas unu nevyeHo4Has ANCHYHKLMA

[MnoKcus opraHnama

[MchyHKUMS NUpyBaTAErMaporeHassi

OTpaBneHue yrapHbiM razom

[lednunT TMaMUHa, HEIOCTATOK KaTeXoNaMUHOB, alKOTO/bHbIM MU IMabeTUYECKUI KeToaLmio3

PecnupaTopHble HapyLleHns

Pa3o6LieHns okucanTenbHoro ¢ochopmnampoBaHus

Tayenas actma, XpOHUYeCcKme
06CTPYKTUBHbIE 6ONE3HM NErKKX, acPUKCHs

MeTab0onu1Tbl LMaHWAOB, CanuLmMNaToB, MeTaHoNa U 3TUNEHTIUKONS, aHTUPETPOBUPYCHblE
npenaparbl, Banbnpoesas KUcnoTa, 6uryaHuabl, U3oHMa3una

Mnonepodysnsa

YCKOPEHHbIN a3pO6HbIN FUKONN3

NwemMunsa KOHEYHOCTH UK
Me3eHTepuasbHaa nwemua

MHTeHcrBHasA duaunyeckas Harpy3sKka, cerncuc, Cyaoporu, n36bIToK GPyKTO3bl,
3/10Ka4YeCcTBEHHble HOBOOGPa30BaHUS

° Heobxoaumo noaaepxuBatb pH = 7,25, ecnu ato
BO3MOXHO; ecnv pH < 7,2 — paccmoTpeTb BOMNPOC
O MPUMEHEHNN UCKYCCTBEHHOM BEHTUNSALMM NETKHUX;

° B C/lyyae pa3BUTUSA OpraHHbIX AMCOYHKLWUIA NPOBO-
[OWTb COOTBETCTBYIOLLYIO TEepanuio Jaxe npu HeycTa-
HOBNEHHOM AMarHo3e Ao ynyyweHus pH;

® paccMOTpPeTb BOMpPOC O Tepanuu 6GuKapboHaToM,
€C/I1 3TO COrnacyeTcs C KIIMHUYECKOMN CUTyaLMEN.

3. [loaTBepraeHWe AMarHosa:

° apTepuanbHbii pH < 7,35;

° nedunumnt ocHoBaHUM (Base Excess, BE) < 3 mmonb/n;

e cooTBeTcTBYyeT M PaCO, cTeneHn aungosa?

O6blyHo PaCO, cHWKeHO Ha ¢dOoHe KOoMMeHcaToOpHOM

TMNEepPBEHTUASALMM NPU MeTaboIMYECKOM auuao3e U

NOBbIWEHO — MPU PECANPATOPHOM; Y NALIMEHTOB, HaxXo-

OALWMXCA Ha MCKYCCTBEHHOM BEHTUNALMWU NIETKUX, BO3-

MOXHbl HOpMasbHble 3Ha4yeHnsa PaCO, He3aBUMCUMO OT

BUAa HapYLIEHNS KUCIOTHO-OCHOBHOIO COCTOSHMS.

4. AHanuM3 KpoBW U MOYMU:

*  U3MepuTb chiBopoTodHble Na*, K*, Cl, mMo4yeBuHy,
KpeaTUHWH, NaKTaT, rMoKOo3y U anbOyMUH;

° npoBepuTb pH MO4YM, KETOHOBbLIE TENA;

® paccyuTaTb aHMOHHYIO pPa3HULY U CKOPPEKTUPOBATb
npv rmnoanb6yMUHEMUN.

5. AAropuT™M AMarHOCTMYECKOro MoUCKa B 3aBUCMMOCTHM
OT aHMOHHOM pa3HuULpbI.

Mpun AG > 16 cnegyeT pacCMOTPETb KIMHUYECKYIO CUTYa-

LIMIO M COMOCTaBUTb C TEpaneBTUHECKUM MaHOM:

° JlaKTaTauMao3 — COOTBETCTBYET I 3TO KIIMHUYECKOM
cuTyaummn? Hanpumep, runoTeH3uns, noteps Xuako-
CTU/KPOBW, MMOKapananbHaa AMCPYHKLMSA, cenTuye-
CKWW LWOK, CYyAOpOru U T.NM.;

° KeToauuaos;

° MoYyeyHas HeOCTATOYHOCTb.

Ecnv KnMHW4Yeckas cuTyauusi He COOTBETCTBYET HUYe-

My M3 Bblllenepe4ynucneHHoro, Heo6xoanumMo MCKIYUTb

oTpaBfeHue.

Mpu AG < 16 cnegyeT pacCMOTPETb KIIMHUYECKYIO CUTYa-

LIMIO M COMOCTaBUTb C TEpaneBTUYECKUM MIaHOM:

° ONpeaenvTb, He NOBbIWEHA M KOHLEHTPaLMS X10pK-
[l0B; yCTaHOBUTb, HE cTana N MHbY3MOoHHas Tepanums
NPUYUHOM Pa3BUTUSA TMNEPXIOPEMUMU;

® eCTb 1M NoTeps 6uKkapboHaTa Yeped XKKT;

® ecTb 1 noteps 6GuKapboHaTa NoYKamu (MOYEYHbIN
KaHanbLUeBbln aunaos).

6. JleyeHwne ocTporo MetabonmMyeckoro aumuao3a nyteM npume-
HeHus 6ydepHbIX PacTBOPOB 06bIYHO UCMOSb3YETCH AN NO4-
nepxanusa pH nnasmbl > 7,2. He cywecTtByeT o6uienpum-
HATOro Noaxo[a K NpUMeHeHnto 6ydepHbIX PacTBOPOB NpU
MeTabonnyecKom aLumao3e. Takke He pelleH Bonpoc Bbi60-

pa 6yhepHOro pactBopa B KOHKPETHON KIIMHUYECKOM CUTY-
aumun. Hanbonbluee pacrnpocTpaHeHne Nony4yunu aea npe-
naparta — pactsop 6ukapboHaTa HaTpUs U TpPOMEeTamor.
PacTBop 6MKap6oHaTa HaTpus 5% npumeHseTcs:

°  npu notepsix GukapboHaTa U3 BEPXHUX OTAENOB racTpo-
MHTECTMHaNbHOrO TPaKTa, Auapee, MOYEeYHOM KaHanble-
BOM aLn03E;

® KaK cneuynduyeckoe neveHune npu neKapCTBEHHOM nepe-
[103UPOBKE;

° Mpu Tenom aunpose (pH < 7,1) ¥ rMNoTeH3uK, Koraa
HeahEKTUBHbBI MHOTPOMHbIE NpenapaThbl U3-3a AUCPHYHK-
LMW peLenTopoB.

PacyeT Heo6x0aMMOro Konnyectea 6GUKapboHaTa HaTpuUs
npoussoauTcs no ¢opmyne MenneHraapga—AcTpyna:

HCO5™ (Mmmonb) = BE X 0,3 X m (Macca Tena nalueHTa B Kr),

npu atom 1 mn 8,4% pactBopa paBeH 1 MMOJib.

PacTtBop cneayeT BBOAUTbL MEAJIEHHO U TUTPOBATbL U3 pac-
yeta 1-2 MMOJb/KI B Yac A0 AOCTUXKeHUA pH = 7,2.

Ha ¢oHe npoBoanMON Tepanun BO3MOXHbI YyCUIEHWE BHY-
TPUKNETOYHOro auMaosa, 06YCNOBNEHHOIO BHYTPUKNETOY-
HOM Anddy3nen yrnekMcnoTbl; TMNoKannemus; runoKkanbLume-
MUSi; TMNepHaTpPUeMus; TMNepPoCMONAPHOCTb; NPU 60NOCHOM
BBEAEHWN MNpenapata — CHUXEHWe apTepuasbHOro Aaslie-
HWUS; NOBbILEHWE BHYTPUYEPENHOTO JaBEHUS U PUCK OTEKa
rO/IOBHOI0 MO3ra, B CBA3M C YeM NMPUMEHEHNE BUKapboHaTa
HaTpusa TPeBGYET MOHUTOPUHIA KMCIOTHO-LWLENOYHOrO 1 oblLe-
ro COCTOSIHUA nauueHTa [4]. Ucnonb3oBaHne GukapboHaTa
HaTpus y NauMeHToB C flakTaTaunao30M He CONPOBOXKAAETCH
YNy4lEHWEM FeMOANMHAMUYECKUX NOKasaTenen — 4acToTbl
ceplievHblX COKpalLleHWI, LLeHTpaibHOr0 BEHO3HOro AaBie-
HUS, caTypaLnn LLeHTpaNbHON BEHO3HOM KPOBW, CUCTEMHOWM
[OCTaBKM KUCNopoda TKaHAM, apTepuanbHOro AaBlieHUS,
cepfie4yHoro Bbi6poca. Kpome Toro, He oTMeyaeTcs noBbllle-
HUS YYBCTBUTENIbHOCTU K KaTexonaMuHam [15].

B KpuTnyeckux cutyaumax AMepuKaHcKas Konnerns Kap-
anonoros (American College of Cardiology, ACC) peKomeH-
OyeT NpUMeHsTb GMKapOoHaT HaTPUSA TONbKO B Clly4ae afekK-
BaTHOM BEHTUAAUMKU NErkux, abPeKTUBHbIX KOMMPECCHM
rPYOHOM KNETKW, Ha3HaydyeHus anuHedpuHa, a Takxe npwu
nposeieHun cepaeyvHOo-Iero4HoON peaHumaumm Nno npoJsioH-
rMpoBaHHOMY cueHapuio [14].

MNepen TeM Kak ncnonb3oBatb 6UKapOboHaT, Bpay AO/MKEH
OTBETUTb Ha YeTbipe Bonpoca [14]:

1) NOHATHbI N NPUYMUHBI CHUKEHWUS YPOBHA pH, 1 aBnset-

CS1 1N OH OMacHbIM 415 NauneHTa;

2) eCTb /I OCHOBaAHWA AN NPEAMNONOXKEHUS, YTO MOBbILE-

HWe pH KpoBM C npumMeHeHnem OuKapboHaTa HaTpus

NPUHECET NONIOKUTENbHbBIN 3QDEKT;




3) COnpsiKeHo N1 BBeAeHWe GUKapboHaTa HaTPUS C PUCKOM
pa3BuUTMS NOGOYHBIX 9PDEKTOB /151 KOHKPETHOMO NaLMEHTa;
4) obocHoBaHa v Tepanus 6MKapbOHaTOM HaTPUS MEXaHU3-
MaMu pasBuUTUS aumnao3a, v aumao3 MOXET YCMIUTbeA?
Tpometamon aBnsetcs 6ybepoMm, He cofepallnM HaTpus
n He obpasyowmm CO, B npouecce peakuun C KUcnoTamu.
OTcyTCTBME HATpUsA B MOJEKYNe TpoMeTamona no3BonseT
MCMNoNb30BaTh NpenapaTt Npu rmnepHaTpMeMun, BO3HUKatoLWEeN
B peaynbrate MacCMBHOW Tepanuu OUMKapOOHaTOM HaTpwus.
Kpome Toro, TpomMeTamon Cnoco6eH YCTPaHATb BHYTPUKIETON-
HbIM aumMao3 U He Bbi3bIBAET BHYTPUKIETOYHON rMNepKapbuu.
HecmoTps Ha To, 4TO MCNoNb30BaHWe Npenapata Npu cepaeyHo-
NIErO4HON peaHMmaLLMK CONPOBOXAAETCS YBENNYEHNEM COKpa-
TUMOCTU MWOKapa, CHUXKEHWEM ob6Llero nepudepuyeckoro
COMPOTUBAEHUS U Nepdy3MOHHOMO [aB/eHUS B KOPOHAaPHbIX
cocyfax, TPOMeTaMos1 He NMoKa3aH Npu ee NPOBEEHUN B CBSA3MU
C NOBbILWEHHbIM PUCKOM Pa3BUTUA NleTanbHOro ucxoga [14, 15].
[ns pacyeTta o6bema BBOAUMOro TpucaMmHa UCMNONb3y-
eTcs cnepyouas ¢opmyna [16]:

KonnuectBo npenapata (B mi; 0,3 Monb/n pacTBopa) =
M (macca Tena B Kr) X BE (aeduumT ocHOBaHWn B MMOb/N).
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B ctaTbe onucaH ciyyan yCrewHoro npuMeHeHUs MOHOKJ/IOHa/IbHbIX @aHTUTEN K peLentopam UHTepaenkuHa 6 Tounimsyma-
6a y ABYX/IETHENO NMaumeHTa C TSXKENbIM TeYEHNEM CUCTEMHOIO OBEHMIbHOIO MAMOMATUYECKOro apTpuTa, PE3UCTEHTHOMO
K riepopasibHbiM M napeHTepasibHbIM [JTIOKOKOPTUKOCTEPOMAAM, HECTEePOUAHbLIM MNPOTUMBOBOCMAIMTE/bHLIM Mpenapatam,
METOTpEKcaTy. YxKe nocse nepBoro BBeAEHWS TOUMAU3yMaba KyrnupoBasancCh InuxopanKka v 60/1€BOH CUHAPOM, 3HaYUTE lb-
HO YMEeHbLUMAACh YTPEHHSIS CKOBaHHOCTb, K 4-1 Hes BBEAEHUS Npenapata HOPMasn30Banch 1abopaTopHble nokasatenm
aKTMBHOCTM 60/1€3HU, K 16-1 He NOJIHOCTbIO perpeccupoBasiv BoCnaanTe/lbHble MUBMEHEHMS B CycTaBaXx, bbl/ia KOHCTaTupo-
BaHa ¢a3a HeaKTMBHOM 60/1€3HN. [JINTENIbHOCTb PEMUCCHM CYCTABHOI0 CUHAPOMAa M CUCTEMHbIX MPOSIBJIEHMI 110C/1€ NPpUMe-
HeHus Toumnmndymaba coctaBuaa 20 mec. HexenatesibHbIX peaKuui Ha poHe rnpoBoAUMON Teparnnn He 3aperucTprupoBaHo.
Knro4eBbie cnoBa: ToUnnM3ymMmab, toBEHWUIbHbIN MANONATUYECKUI apTpUT, AETH.

(Ana uymtnpoBaHus: AnekceeBa E.W., BanueBa C.W., b3aposa T.M., [leHucosa P.B., CnenuoBa T.B., JlomakuHa O.J1.,
Yomaxmase A. M. KnuHU4eckuin cnyvyam npuMeHeHus Toumnndymaba y naumeHTa ¢ CUCTEMHbBIM IOBEHW/bHBIM ManonaTuye-
CKUM apTputom. lNeanatpudeckas papmarkonorus. 2016; 15 (4): 390-394. doi: 10.15690/pf.v13i4.1613)

BBEAEHMUE natus, renaTtocrnjieHomeranus, nonuceposut. OTmevaeTcs
CUCTEMHBIV OBEHU/bHbBI MAXONATUYECKUIA apTpPUT 3Ha4YuTEIbHOE MOBbIWEHWE YPOBHA N1abopaTopHbIX MapKe-
(lONA) — Tsxkenoe 3aboneBaHWe, xapaKTepuaylolieecs pOB BOCNaNUTENbHOM aKTUBHOCTH (CKOPOCTb OCefaHUs 3pu-

pa3BUTMEM MPOrpeccUpyoWero apTputa nepudepmuyecKkmx
CYCTaBOB, COMPOBOXAatolleecs TaKUMU CUCTEMHbLIMU NMPO-
SIBNEHWUAMM, KaK NMXopajKa, Cbifb (3pMTemMaTos3Has, nepe-
MeXatolascs, netydyas), reHepanMaoBaHHas numbageHo-

TpouuntoB — COI, C-peaKTuBHbIM 6enoK — CPB, dubpurHo-
reH, nenKkoumnTbl, TpomboLKMThl) [1, 2]. TedeHne 3ab6oneBaHus
XapaKTepuayeTcs pa3BUTUEM TSXKENbIX KUSHEYrpoXKaloLmnX
OCNOXHEHWM, NporpeccupoBaHmeM GyHKLMOHANbHON Heao-
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CTaTO4YHOCTU M UHBaNUAM3aumMmn naumeHTa, CBA3aHHOM C KOCT-
HO-XPSILLEBOMN AECTPYKLMEN B CycTaBax, 3ajepXKon Gpusnye-
CKOro pa3BuTHS. ITO 3HAUYUTENIbHO CHUMKAET KaYeCTBO HU3HU
nauumeHtoB ¢ tOMA n ux poautenen [3, 4].

JNleyeHne cuctemHoro HOMA npeacraBnseTr cobow CnoxK-
Hyl0 3afady. 3To CBSA3aHHO C HeJOCTaTO4HOM 3DPEKTUBHO-
CTblO Y TAKMX NaLMEHTOB UMMYHOZENPECCAHTOB, B YaCTHOCTH
MeToTpeKcarta [5, 6]. [puMeHeHWe nepopanbHbIX U NapeHTe-
panbHbIX [MIOKOKOPTUKOCTEPOUIOB 4YacTo NMPUBOAMUT K pas-
BUTUIO TSXKENbIX MOB0YHbIX 3GPEKTOB U 060CTPEHMIO 3a60-
neBaHns — Npu OTMEHE UM CHUXKEHWUK J03bl [2].

o gaHHBIM MHOMOYUCIEHHBIX UCCNeAOBaHUM NOCNeaHUX
neT, cucteMHbIn KOUMA oTHOCKTCS K rpynne aytoBocnanuTteb-
HbIX 3a60/1€BaHNI, U OHY U3 K/IOYEBBIX POJIEN B ero narto-
reHese urpaet WHTepnenkuH (Interleukin, IL) 6. Bbicokoe
cofepxaHue IL 6 B CMHOBMaNbHOW MUAKOCTU U CbIBOPOTKE
KPOBW MPMBOAWUT K Pa3BUTUIO TAMXKENOrO AECTPYKTUBHOIO
apTpuTa M CUCTEMHbIX MPOSIBNEHUN GONE3HU, NOBbIWEHUIO
nabopaTopHbIX MapKepoB BOCMaUTE/IbHOM aKTUBHOCTH,
Pa3BUTUIO TMMOXPOMHOM aHemMuu. IL 6 6noKkupyeT Bbipa-
60TKY ropMOHa pocTa, aApeHOKOPTUKOTPOMHOrO M coma-
TOTPOMHOrO FOPMOHOB, C YEM CB$I3bIBAOT 3a4EPXKKY pocTa
WU KOTHUTUBHbIE HapyLWeHUsa Y 3TUX naumeHToB. C aKTUBHO-
cTbto IL 6 cBs3bIBAOT pa3BUTME amMuIoMgo3a — OJHOro
13 Hanbosiee TAXKeNbIX 0CNOXHEHNUK cucTeMHoro FOMA [7, 8].

B pesynstate MHOMOYUCAEHHbIX KIMHUYECKUX UCCNeno-
BaHWM NpUMeHeHus Touunusymaba (ryMaHU3UMPOBAHHbIX
MOHOKJ/IOHa/IbHbIX @aHTUTEeN K peuenTopy IL 6) y naumeHToB
¢ cucteMHbiM HOMA 6bina NokasdaHa BbiCOKas 3PpdEKTUB-
HOCTb M XOpollas NepeHOCUMOCTb 3Toro npenapara [9-11].
NnniocTpaumen BblLWEN3NOXKEHHOIO ABASETCA NpeacTaBieH-
HbI HAMUW KITMHWUYECKUI CllyYan.

KNUHUYECKHUHA NPUMEP

MauneHT A.T. HabnaaeTcs B PEBMATONIONMYECKOM OT-
JeneHnn Hay4yHOro uLeHTpa 340pOoBbs AeTer C AMarHo3om
«CUCTEMHbIN OBEHWUIbHbBIV MONMONATUYECKUIN apTPUT» C AEKa-
6pa 2014 .

AHamHe3 60n1e3H1. Manbyuk 3abonen octpo 31 MioHA
2014 r. (B Bo3pacte 1 roga 9 Mec), Korga y Hero otme-
Yanucb noBblleHWe Temnepatypbl Tena o 39-40°C,
NOKpacHeHWe ropna, BbICbiNaHUA MNOAMMOPOHOro xapak-
Tepa, yCuaMBalolWMecs Ha BbICOTE NMXOpPaaKku. PebeHoK
KOHCYNBLTUPOBaH NeanaTtpoM no MecCTy XUTeNbCTBa, NocTas-
neH amarHos «OcTpas pecnupatopHas BUpycHas MHbEKUMS.
Annepruyeckmni gepmatuT». HasHayeHbl aHTUIMCTaMUHHbIE,
aporoHuKatolne npenapaTtbl, HTEPDEPOH (B CYyNnNo3uTo-
pusx). HecmoTpa Ha NPOBOAMMYIO Teparnuio, COXPaHAIUCh
debpunbHas nuxopagka (4o 3 NoAbLEMOB B CYT), Cbifb, YCH-
NvBatoLasncsa Ha BblicoTe nuMxopaaku (puc. 1). Pe6eHoK 6bin
rocnuTann3vpoBaH B NegvaTpuyeckoe oTaeneHue no Mecty
*utenbcTBa. lpu obcnegoBaHWM BbiiBEHA TMMOXPOMHas
aHemus (remorno6uH, Hb, 105 r/n), ocTanbHble MOKa3a-
TENN KIIMHUYECKOrO U OGUOXMMMYECKOrOo aHaln3oB KpPOBWU
B npeaenax HopMbl. PebeHKy Obln BbICTaBAE€H AMarHo3
«Annepru4yecknin gepmaTut». HasHayeHbl aHTUrMcTaMUHHbIE
npenapatbl, 3HTEPOCOPOEHTbLI, MECTHO — Ma3u C [JOKO-
KOpTMKOCTEpOUaamMu; nNpoBoAnNacb aHTMOaKTepuanbHas
Tepanus. YuutbiBas OTCyTCTBME 3ddeKTa OT MpoBOAUMOM
Tepanuu (coxpaHanucb pebpunbHas nuxopaaxka n obunbHas
NATHUCTO-Nanynne3Has Cbinb), 6bIN1 Ha3Ha4YeH NPeaHU30/0H
ANS BHYTPUMbIWEYHOro BBefeHus B go3e 10 Mr/Kr B cyT
B TeyeHWe 3 AHEN C NepexoLoM Ha nepopasbHbid Npuem
B fo3e 1 mr/kr B ¢yT (10 mr/cyT). Jo3a npeaHn30n0Ha 6bina
NMOCTENEHHO CHU}XKEHA, U NpenapaTt oTMeHeH 4yepe3 10 aHen.

Puc. 1. MATHUCTO-Nanyne3Has cnvMBHas Cbifb B AeboTe
3aboneBaHus (MoHb 2014 T1.)

Ha doHe npoBogumon Tepanuu KynupoBanucb nuxopagka,
Cbinb; A0 OKTA6psA 2014 r. pe6eHOoK YyBCTBOBan cebs yaoB-
NIETBOPUTENBHO.

C 16 okTs6psa 2014 r. 6€3 04EeBUAHOIO NPOBOLMPYIOLLETO
daKTopa y pebeHKa BHOBb NosiBUNach Mxopagka. logbembl
Temnepatypbl (4o 39,0°C) go 3 pas3 B CyT CONpPOBOXAaNnCb
03HO6O0M, N0X0 OTBEYas Ha NPUEM XKapONOHWUMKaIOLLMX npe-
napaTtoB. B 370 ke Bpems y pebeHKa pa3Bucs BblparKeHHbIN
601eBON CMHAPOM B KOJIEHHbIX U FONEHOCTOMHbIX CycTaBax,
pebeHOK OTKasbiBaNics XoauTb. Manb4yuMK Oblal HamnpasfeH
Ha CTalMOHapHOe fieyeHne B neauvaTpuyeckoe OTAeNeHue
O6nacTHOM AETCKOM KNMHUYECKON 60NbHULbI I Pa3aHu.

lpu noctynieHun COCTOSHWE PacLEHEHO KaK Taxenoe.
Pe6eHOK BANbIN, BblpaxkeHHas cnaboctb. OTMeYanuch pas-
BUTWE MOJIMAPTUKYNSIPHOrO CYCTaBHOrO CMHAPOMa C rnopa-
KEHWEM KONEHHbIX, TONEHOCTOMHbIX, MJEYEBbIX, MENKUX
CyCTaBOB KWUCTEW 1 CTOM, a TaKXe IMXopaaKku 4o GpebpunbHbIX
undp (4o 3 pas B TeYHEHUE CYTOK).

lpu ocmoTpe BbifBAEHa MMMdageHonaTvs (nanbnuMposa-
JIMCb MHOXECTBEHHblEe NMMMbaTUYECKMe y3bl B 061aCTU LLEW,
noambllEYHble, MaxoBble, MOABUXHble, 6€360/1e3HEHHbIE,
AMaMeTpoM Ao 5-7 Mm).

B KanHmM4yeckom aHaimn3e Kposu: noBbiweHne CO3 o
40 MM/4 (Hopma Ao 15), nefikountos o 17x10°2 (Hopma
6-11), aHemusa (Hb 96 r/n npu Hopme 115-140); B uMMyHO-
JIOFrMYECKOM aHan3e KPOoBM — MNOBbIWEHWE CbIBOPOTOYHOM
KoHLUeHTpauun CPB po 60 mr/n. Manb4yuKy nposogunach
aHTMbaKTepuanbHaa Tepanua 6e3 addekta. CoxpaHanuchb
niMxopajgKa, NonnmapTpuT.

Pe6eHKy BbINOMHEHbI KOMIbIOTEPHas TOMOrpagus opra-
HOB TPYAHOM KNETKM, KMBOTa, BMOMNCUSI KOCTHOMO Mo3ra —
naTonorMm He BbiIBNEHO. Ha 0CHOBaHMM AaHHbIX aHaMHe3a,
KNMHUYECKOM KapTUHbI, NPOBEAEHHOr0 NabopaTopHO-UHCTPY-
MeHTaNnbHOro o6cneoBaHUa Gbin BbICTABJEH [AMArHo3:
«HOHOLWECKMN apTPUT C CUCTEMHBIM Havanom». Manbyuky
Ha3HauyeH MeToTpekcaT B fo3e 10 mr/Hen (19 mr/m2 nno-
Waan MNOBEPXHOCTU Tena B Hel) BHYTPUMBbILWEYHO; Y4u-
TbiBasl TAXECTb COCTOSIHMA (CoxpaHstoulytocs hebpunbHyto
NUXopaaKy, HeapdEKTUBHOCTb HECTEPOUAHbBIX MPOTMBOBOC-
nanuTenbHbIX NpenapaTtoB), NPoOBOAWIACL MNy/bC-Tepanus
MeTUINPEeAHN30N10HOM B Ao3e 250 Mr/cyT (25 Mr/Kr B cyT)
B TeyeHue 3 agHen. Manbymk nony4ymn 3 BBEOEHUS METO-
TpekcaTa. Ha doHe nekapcTBEHHOW Tepanuu COXpaHAIUCh
exeaHeBHble NogbeMbl Temnepatypbl 4o 38-39°C, Bblpa-
EHHble BOCNanuTefibHble U3MeHeHUsl, 601eBON CUHAPOM
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JAunarHocTuKa B neguaTpuu

Puc. 2. 06wwmi BMA 601bHOI0 A0 Havyana nevyeHus Toumnnsymabom
(A) 1 Ha doHe npoBoanMoW Tepanun (b)

Puc. 3. BocnanutenbHble UBMEHEHUS B KONEHHbIX, FONIEHOCTOMHbIX,
MEJIKMX cycTaBax CTomnbl 40 Havana (A) U Ha GoHe Tepanuu
Tounnuaymabom (b)

"

W HapyleHne GYyHKLMW B KONEHHbIX, FONEHOCTOMHbIX, MENKMUX
CycTaBaXx KUCTEeW M CTONM, 3Ha4YMTENbHOE NOBbIWEHWE Nabopa-
TOPHbIX MapKepoB aKTUBHOCTM 6GONE3HU. B cBA3K ¢ coxpaHs-

IOLLLENCH aKTUBHOCTbIO 601€3HU Mallb4YMK Oblnl rOCnUTaNN3u-
poBaH B peBMaTonornyeckoe otaeneHne Hay4yHoro LeHTpa
3a0poBba Aeten (MockBa).

lNpu noctynneHun B otgenexHme HL3/ y pebeHka oTmeya-
JIUCb exefHeBHble NoAgbeMbl TeMNepaTypbl 40 Ge6PUNIbHbIX
umdp fo 3 pas/cyt, cnabocTb, NPU3HAKK NopaXeHus Ta3o-
6epEeHHbIX, KONEHHbIX, FOIEHOCTOMHbIX, MENKUX CYCTaBOB
KWUCTEN M CTOM C BblPa)KEHHbIMW IKCCYAATUBHBIMU U3MEHE-
HUAMKM, GONEBLIM CUHAPOMOM W YTPEHHEN CKOBAHHOCTbLIO
6onee 3 4 (puc. 2A, 3A). TakxKe Npu NOCTYNIEHUN y pebGeHKa
oTMevancs KawwuueobpasHbii ctyn go 3-5 pas/cyt 6e3
NaToJIOrMYECKMX MPUMECEN.

lpu ocmoTpe obpallany Ha cebs BHUMaHWe oTCcTaBaHue
B PU3NYECKOM pa3BuUTUKM (pocT pebeHka 87 cm, Bec 11 Kr),
numbaaeHonatus.

B KinHn4yecKom aHann3e KpoBM — aHEMUS, NENKOLMTO3,
yckopeHue COJ; B UMMYHOJI0rM4€CKOM — MOBbILLIEHWE CbIBO-
POTOYHOM KOHLUEeHTpaunn CPB (Tabn.).

lpu npoBegeHUn HHCTPYMEHTabHOro o06c¢/iefoBaHus
BblSIBieHa renartocnieHomeranus; nNpu3Haku cepos3uta He
06GHapyKeHbl.

YuntbiBas AUTENbHOCTb IMXOPAAKM, HanmMyme nonnumopd-
HOWM CbiMM B aHaMHe3e, pebeHKy MpoBeAeH M0JIHOreHOM-
HbIM aHa/n3 Ha ayTtoBocnanuTesibHble cuHAapombl (CAPS,
TRAPS) — MyTauui He BbIIBAEHO.

C Lenblo UCKIOYEHNA XPOHUYECKOrO BOCMANUTENIbHOIO
3a60/1eBaHNS KULIEYHUKA, YYUTbIBAA HaNUyMe pPas3HUKeEH-
HOro cTyfna A0 5 pa3s/cyT, NOBbIWEHHbIW YPOBEHb Kanbnpo-
TeKTMHa (955 MmKr/r npu Hopme 0-45), pebeHKy npose-
AEHbl KOJIOHOCKOMNMS, 330¢aroracTpoayoAeHOCKONUs Mnoj
HapKo3oM, MOPQOOrn4ecKoe ucciegoBaHne matepua-
JI0B I€CTHUYHOM 6uorncuu. [daHHbIX 3a pa3BuUTUE Yy pebeH-
Ka HecneundUnyecKoro A3BEHHOro Konuta, 6onesHn KpoHa
He nonyyeHo. BbiBneHbl YMEPEHHO BblpaXKEHHblE Hecnewu-
dpuyeckme BocnanuTenbHble U3MEHEHUS BEPXHWUX OTAENO0B
KENYAOYHO-KMILEYHOrO TpaKTa, MPSMOMA KWULWKKW. Y4uTbiBas
[aHHble aHaMHe3a, KIMHWYECKOM KapTWHbl, MPOBEAEHHOro
o6cnefoBaHus, anarHos «KOHOLWEeCKU apTpUT C CUCTEMHbBIM
Ha4vanom» Obl/1 MOATBEPKAEH.

JleyeHne. YunuTbiBas TsxKenoe TeyeHue 3aboneBaHug,
Hannyne MapkepoB HebnaronpuATHOro NPorHo3sa (paHHWM
BO3pacT nalueHTa, AnuTenbHasa nuxopaaKka, 60/blloe Kou-
4eCTBO MOPaXKeEHHbIX CYCTaBOB, BbICOKME nabopaTopHble

Ta6nuua. JuHamuKa KIMHUYECKUX 1 NabopaTopHbIX MOKa3aTenen akTMBHOCTU CUCTEMHOIO IOBEHUIbHOMO MAMONATUYECKOro apTpuTa

Ha doHe Tepanuu TouMandymabom y naumeHTa A.T., Bo3pacT 4 roga

Mepuopa HaGaoaeHUs
MNokasarenu
UcxogHo 1cyr 4 Hep 24 Hep 20 mec

Temnepatypa Tena, °C 39,5 36,6 36,6 36,4 36,7
YTpeHHSAs CKOBaHHOCTb, MUH 180 30 5 0 0
CKOpOCTb 0CefjaHUst 3pUTPOLIUTOB, MM/Y 88 52 3 5 3
femMorno6wuH, r/n 81 93 109 115 125
3puTpoLmTbl, X1012/n 3,82 4,01 4,73 4,95 4,66
Tpom6oLuTbI, X10%/n 717 521 329 326 264
JNenKkouuTsl, ><109/n 12,1 7,4 7,6 8,1 6,0
C-peaKTUBHbIN 6eN0K, Mr/n (Hopma o 5 r/n) 71,1 4,3 <1,0 <1,0 <1,0
Ynyduwenue no kputepuam AKP .., - - 90% - -
Poct, cm 87 87 87 95 100

pnmedarmne. AKP qq, — KPUTEPUN BKTUBHOCTU AMEpUKaHCKo Konnerun pesmatosioros (ACR, 2011).




noKasaTenM aKTUBHOCTU 60Ne3HU), HeaPDEKTUBHOCTL Tepa-
MUK FIOKOKOPTUKOCTEPOUZAMK AN BHYTPUBEHHOIO BBeAe-
HWUSI, METOTPEKCaTOM B A03e 19 Mr/mM2 B Hefl, PeGEHKY bl
Ha3Ha4yeH TouMan3ymab, MPoAoIKEHa Tepanusa MeToTpeK a-
TOoM B go3e 15 Mr/M2 B HeJl BHYTPUMbILLEYHO.

Toumnuadymab 3aperucTpupoBaH B Poccuickon degepa-
unu, CLUA, AnoHuu. NokalzaHnamm ansa ero Ha3HavyeHms aBns-
€TCsl B TOM 4YMCNEe HOBEHUbHbBIN MOMONATUYECKUI apTpuUT —
CUCTEMHBLIK W NONMAPTUKYNAPHbLIM BapuaHTel [12-14].
K MOMeHTy Ha3Ha4eHus npenapaTta pebeHoK AOCTUI BO3pacTa
2 net 5 mec, 4nMTenbHOCTb 601Ee3HN cocTaBnsna 6 Mec.

Tounnnzymab BBOAMICS BHYTPMBEHHO, KanenbHo, B A03€
12 Mr/Kr maccbl Tena Ha BBefeHue 1 pas B 2 Hea. Yxe
nocne nepsov MHOY3UKM npenapata KynupoBanacb JSIMXO-
pagKa, 3HaYMTEeNbHO YMEHbLUMAUCH YTPEHHAS CKOBAHHOCTb,
60N1eBON CUHAPOM; PeBEHOK CTajl aKTUBHbLIM, MOABUMHbLIM,
3HAYUTENBHO YNYHLIUACS 3MOLMOHANbHbIAN GOH. B KnnHUYe-
CKOM aHanun3e KpoBW HOPMann30BanocCb KOAMYECTBO Nieit-
KoUMTOB, TPOMBOLIMTOB; YMeHbluMnacb CO3, Hopmanusosa-
Nlacb CbIBOPOTOYHAs KOHLUeHTpauus CPB (cm. Tabn.). Yepes
4 Hep Tepanuu KynupoBasUCb BoOCManuTeNbHble U3MeEHe-
HUS B KONEHHbIX, FONEHOCTOMHbIX, MEIKUX CyCTaBaXx KUCTEN
W CTOM, 3HAYMTENbHO YBENUYMUACA OOBLEM ABUKEHWUIA B HKX,
HOpManu3oBasics ypoBeHb remornobuHa, CO3 (cm. T1abn.).
Yepes 6 Mec OT Havana Tepanuu COCTOsTHUE Manb4ymMKa ocTa-
BaNloCb CTabW/bHbIM, MOMHOCTbIO GblNKM KYNMPOBaHbl Bocna-
NUTENbHbIE U3BMEHEHUS, HOpPManM30Bascsa 06bEM ABUKEHUM
B cyctaBax (puc. 2b, 3b). JlabopaTtopHble MapKepbl aKT1B-
HOCTM 60/Ie3HM MOSIHOCTbIO HOPMann30BaNnCb, GblNa KOH-
cTaTMpoBaHa CTagusa HeaKTUBHOM 60Ne3HU. Pe6EHOK BbIpoC
3a nepsble 6 Mec Tepanuu Ha 8 cM. AP EeKT OT NPOBOAUMON
Tepanuu coxpaHseTcs B TedeHne 20 mec. B HacTosiwee Bpe-
M$ YBENMYEH MHTEPBAN MeXay BBEAEHUAMM Toumansymaba
[0 1 pasa B 4 Hef, 6e3 Npu3HakoB 060CTpeHMa 3aboneBa-
HUS. 3a BPEMS JIeYEHMS TOLMNIN3YMaBOM HexenaTenbHbIX
peaKkuuit Ha BBeAeHMe npenapaTta He 3aperncTprupoBaHo.

OBCYXAEHUE

BepudurKkaumsa guarHosa 0OBEHUAbHOIO MaMONaTUYeCcKo-
ro apTpuTa B AebtoTe 3ab60neBaHUA — CMOXKHasA KINMHUYe-
CKas 3ajava. Pa3BuTne y pebeHKa CUCTEMHbIX MPOSBAEHUN
(nMxopagaka, cbinb, NMMdageHonaTns), CoNpoBOXKAALWMNXCS
3Ha4YUTENbHBIM MOBbIWEHWEM NabopaTopHbIX NoKaslaTenen
aKTMBHOCTU 60ne3HM (COJ, KONMYECTBO IEMKOLIUTOB, TPOM-
6ouunToB, ypoBHS CPB), gaxe npuv HanMynuu MNpPU3HaKOB
nopaxeHus nepudepryecknx cyctaBoB TpebyeT nposefe-
HUA KOMMIEKCHOrO 06CNefoBaHUsA C LIENbio UCKIOYEHUS
remo61acto30B, numdonponMdpepaTuBHbiXx 3aboneBaHui,
CONMMOHbBIX OMyXOnen, BUPYCHbIX U GaKTepuanbHbIX WUHOEK-
LMK, peBMaTUYECKUX BOJIE3HEN, ayTOBOCNANIUTENbHbIX CUH-
apomoB [4, 15]. B npeacraBneHHOM KJIMHWMYECKOM ciy4vae
HannynMe y Manbyumka GpebpunbHOM NMXOPaAaKM B TeyeHue
1 Mec, He OTBevalolen Ha MpUMEeHeHUe HEeCTEPOUAHbIX
NPOTUBOBOCNANUTENIbHbIX WU aHTMOaKTepuasbHbIX MNpena-
paToB, 0OWIbHOWM MSATHUCTO-NAanyne3HoOn CbiMuK, YCUIUBalo-
Lencs Ha BbICOTE JIMXOPALKWM M He CcOonpoBOXAatolencs
3y40M, SIBASNOCb OCHOBaHMEM [A1s NPOBEAEHUs yrnybneH-
HOro o6¢cnefoBaHus € LEeNblo UCKIIOYEHNS BbllleyKa3aHHbIX
cocTosiHMW. bonee TOro, NpMMeHeHWe TNIOKOKOPTUKOCTE-
POUAHBIX TOPMOHOB AN NMapeHTepasibHOro U nepopasbHo-
ro npuema [o nposedeHus Heob6xoauMMoOro ob6cerefoBaHUs
3HAYUTENbHO OTOABUHYJIO CPOKU MOCTAHOBKMW MPaBWIbHOMO
[IMarHo3a 1 Ha3Ha4YeHUss ajeKBaTHOM Tepanuu.

Mpy peunanBMpOBaHUM CUCTEMHbIX MPOSIBJAEHUN W pas-
BUTUU MOAMApPTPUTa MO MECTY XUTeNnbCTBa ObliM npoBeje-

Hbl Heob6XoaWMble 06CNeAOBaHUS W BbICTaBAEH [AMarHo3
«HOBEHMNbHBIM MANONATUYECKMI apTPUT, CUCTEMHbIN BapuaHT.
HecmoTps Ha Hanuyne GaKkTopoB HeGNAroNpPUATHOrO NPOrHoO-
3a (paHHWM BO3pacT AebloTa, BbipaXKeHHOCTb CUCTEMHbIX MPO-
SB/IEHUI, 3HAYUTENBHOE M3MEHEHWE NabopaTOPHbIX MOKasa-
Tenen akTMBHOCTY 60OE3HU, Pa3BUTHE TAKENOro NoavapTpuTa
C nopaxeHueMm TasobefpeHHblx cyctaBoB) [1, 4, 15], Manbyu-
Ky BHOBb MPOBOAMAACH Ny/bC-Tepanus rIOKOKOPTUKOCTEPO-
WOHLIMW FOPMOHaMK, 6Gbin Ha3Ha4yeH MeToTpeKcar. JleyeHune
He MPUHECNO pe3yNbTaToB — coxpaHsnacb GebpusibHasa 1nxo-
paaKa, NporpeccupoBas NoanapTpuT, PEGEHOK MPaAKTUYECKM
He nepeaBUrancs CaMoCTOSTENbHO, YTO MOATBEPKAAET MHOOP-
MaLnio O HEBBLICOKOW 3hdEKTUBHOCTM MeToTpeKcata [4, 5]
1 INIOKOKOPTUKOCTEPOMAOB Npu cucteMHom HOUA.

B nocnegHee Bpemsi HAaKOMWAOCb [AOCTATOYHO [aHHbIX,
CBUAETENLCTBYIOWMX 06 3QPEKTUBHOCTU M 6Ee30MacHOCTH
TounnmMsymaba npu CUCTEMHOM HOHOLWIECKOM apTpuTe. Tak,
OOHWUM M3 Haubonee 3HaAYUMbIX MCCNEdOBaHWIA MOCNEAHMX
neT ABASETCS MeXAyHapoAHOe PaHAOMWM3MPOBaAHHOE Mna-
LebokoHTponupyemoe uccnegosaHne TENDER ¢ yvactuem
43 ueHTpoB B 17 cTpaHax [12, 14]. B Poccuitckon Pegepauum
nccneaoBaHMsa No oueHKe 3ahdEKTUBHOCTU U 6€30MacHOCTH
ToumMnuadymaba y naumeHToB ¢ cucteMHbiM FOUA npoBoamMnnch
B Hay4HOM LieHTpe 3g0poBba aetein [16], HUM pesmaTonoruu
[17]. PesynbTaTbl 3TUX MCCNefOBaHWM OKa3anucb conocTa-
BUMbIMW U NPOAEMOHCTPUPOBANUN BbICOKYIO 3GDEKTUBHOCTD
1 6e3onacHoCTb Touunudymada. AGPeKT Tepanum 3aBucen
OT ANUTENbHOCTW, BO3pacTa AebloTa U CTENEHU aKTUBHOCTU
6one3Hn. bonee mMeaneHHbIA OTBET Ha NeYeHue oTMevasncs
y NauMeHTOB C CEepo3WUTaMu, AJIMTENIbHbIM MOMMAPTPUTOM.
lMoKazaHo, Y4TO Haunydlwune pesynbratbl O6blIn AOCTUMHYTbI Y
nauneHTOB, Ha4YaBLUMX Tepanuio B paHHWE CPOKN GONE3HM.

Hannune dakTopoB HeGNAronpmusaTHOrO NPorHo3a sBns-
10Cb OCHOBaHWEM AN Ha3Ha4YeHUs reHHO-UHXEHEePHOW 61O-
NIOrMYECKOM Tepanuun ¢ UCNob30BaHNEM I'YMaHU3MPOBaAHHbIX
MOHOKJ/IOHa/IbHbIX aHTUTeN K peuentopy IL 6 Toumnnsymaba
npu nocrynneHmn pebeHka B HU3/A. lMpoBoguman Tepa-
nus NO3BONWNA HE TONbKO AOOUTLCH PEMUCCHUM CYCTaBHOMO
CUHAPOMA W CUCTEMHbIX NPOSABAEHUI 6ONE3HMU, NPOrpeccu-
POBaHUSA KOCTHO-XPSILLEBOW AECTPYKLMU U MHBANMAU3ALMUK
nauueHTa, HO U M36exaTb Ha3HaAYEeHUS TIOKOKOPTUKOCTE-
POMAHbIX TOPMOHOB, NPEAOTBPATMB TEM CaMbiM pa3BuUTUE
nobo4HbiX 3PPEKTOB TaKOW Tepanuum U BepHyB pebeHKa
W €ro ceMbio K HOPManbHOM U3HW.

3AKJ/IIOMEHME

CBoeBpemMeHHasi BepudUKaLMUa AMarHo3a, Ha3HayeHue
afleKBaTHOM Tepanuu B paHHUE CPOKM GOPMUPOBaAHUSA 6O-
NIE3HU BAUAIOT Ha pa3BUTUE TAXKENbIX OCNOXKHEHUI CUCTEM-
HOro IOHOLIECKOro apTpuTa, NpeaoTBpallaloT NPorpeccupo-
BaHWe 3a60/1eBaHNS U, O4EBUAHO, MEHSIOT MPOrHO3 JaHHOIo
3aboneBaHus. Tounnmsymab ABASeTCa NpenapaToM Bbibopa
419 TeYeHUsI CUCTEMHOIO IOHOLIECKOro apTpuTa, O BbICOKOK
3QPEKTUBHOCTU KOTOPOro CBUAETENbCTBYET B TOM 4ucne
W NpeacTaBNeHHOE KIMHUYEeCKoe HabnogeHue.

UCTOYHUK ®DUHAHCUPOBAHUA

He ykasaH.
KOH®JIUKT UHTEPECOB
E.U. AnekceeBa — TnoJlydeHUe wuccnegoBaTe/lbCKMX

rpaHToB OT dapMaleBTMYecKMx KomnaHun Roche, Phizer,
Bristol-Myers Squibb, Novartis.

T.M. B3apoBa — nony4yeHue UccneaoBaTe/lbCKUX rpaH-
TOB OT papMaLleBTUHYECKMX KOMNaHuK Roche, Phizer.
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C.WU. BanueBa — nony4yeHne nccnegoBaTebCKUX rpaH-
ToB OT dapmaLeBTUHECKMX KOMNaHui Roche, Bristol-Myers
Squibb.

T.B. CnenuoBa — Nnony4yeHue nUccneaoBaTeNbCKUX rpaH-
TOB OT dapmaLeBTUYeCcKon KomnaHuu Centocor.

P.B. leHucoBa — rnosiy4eHne nccneaoBaTeNbCKUX rpaH-
ToB OT ¢dapmaueBTUHECKMX KomnaHui Roche, Centocor,
Novartis.
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CuHgpom lentya—Erepca — [OCTaToO4YHO peakoe 3aboseBaHne ¢ ayTOCOMHO-AOMUHAHTHbLIM TUIIOM Hac/ie0BaHUs, Xxapak-
TepusyroLleecsi MHOXEeCTBEHHbIMU raMapToMamMu B XKeJy[A0YHO-KMLIEYHOM TpaKTe. JledeHne Takux 60J1bHbIX TPaanuLMOHHO
XUpypruyeckoe, HO B HacTosLee BpeMs biarojaps BHEAPEHUIO B KITMHUYECKYIO MPaKTUKY HOBEHLUMX METOANK BHYTPMUITPOC-
BETHOWM 3HAOCKOMMUK 3a4acTyto yAaeTcs n3bexaTb OTKPbITbIX MMOJI0CTHbLIX oriepaumii 1 rnpoBecTH NMOJIHOLEHHYIO ANarHOCTUKY
u yaaneHne raMapTOMHbIX MOJIMMOB MUHUMaJIbHO MHBa3UBHbLIM MyTeM. Llesibio nybankaumm JaHHOM ctaTbi ctasia Heobxo-
AMMOCTb Ha rpumepe CoO6CTBEHHOIO KIMHMYECKOro Hab/iogeHns npoAeMOHCTPUPOBaTh AMarHoCTMYeCKUe u ornepaTuBHbIe
BO3MOXHOCTHU COBPEMEHHOMN BHYTPUNPOCBETHON SHAOCKOMNUK B JIEHEHUM MaUNEHTOB C MHOXXECTBEHHbIM Hac/l1e4CTBEHHbIM
M0/IMMO30M }eJy[AOYHO-KMLLIEYHOro TpaKkTa. Metoguka ry60Kon oAHO6as/IOHHOW 3HTEPOCKOMMM B COYETaHUMM CO CTaH-
[apTHLIMWU PYTUHHBIMW 3HAOCKOMUYECKUMU MaHUMYIALUMSMM 103BOJISET BbIMNOJHUTL TOTaJlbHbI OCMOTP BCEro YKesy[04YHO-
KULIEYHOro TpaKkTa u B cJlyyae HeobXoAMMOCTH MPOBECTH yAasleHne NpakKTUYeCKU JII0ObIX 3NUTEIMalbHbIX HEOMIa3ni, YTo,
6€3YCJI0BHO, MOJIOKMTE/IbHO CKa3blBaeTCH Ha Ka4yecTBe KM3HM NalyneHTOB.
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Peutz-Jeghers Syndrome: Diagnostic and Therapeutic
Possibilities of Modern Intraluminal Endoscopy as Shown
on Own Clinical Observations

Peutz-Jeghers syndrome is a relatively rare autosomal-dominant inheritance type disease characterized by multiple hamartomas in
the gastrointestinal tract. Treatment of such patients is traditionally surgical, but nowadays, due to the introduction of new methods
of intraluminal endoscopy, it is often possible to avoid open abdominal operations, diagnose and remove the hamartomatous polyps in
a minimally invasive way. The aim of this article is to demonstrate the diagnostic and surgical capabilities of modern intraluminal
endoscopy for the treatment of patients with multiple hereditary gastrointestinal polyposis as shown on our own clinical observations.
The technique of deep single balloon enteroscopy in conjunction with standard routine endoscopic manipulations allows to perform a
total examination of the whole gastrointestinal tract and, if necessary, to remove almost all epithelial neoplasia, which certainly has a
positive impact on the quality of the patient’s life.
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JAunarHocTuKa B neguaTpuu

BBEJAEHMUE

CuHpapowm lMenTtua—Erepca — oTHOCUTENBHO peikoe 3a60-
fleBaHMe C ayTOCOMHO-AOMMWHAHTHbIM TUNOM HacnefoBaHus,
XapaKTepuaylolleecs HalMinemMm MHOMXKECTBEHHbIX ramMapTom
eNyao4YHO-KMLILEYHOro TpaKTa B COYETaHWNU C MeNaHWHOBbI-
MU MUTMEHTHbIMM NATHAMM Ha KOXE M CIM3UCTbIX 060104Kax
(NpenMyLLeCTBEHHO Ha ry6ax U CIU3UCTON OOONOYKE LLEK)
[1, 2]. 3aboneBaHue OTHOCUTCH K rpynne Tak Ha3blBaemblx
HacneACTBEHHbIX raMapTOMHbIX MOJMMNO30B, B 4YMC/E KOTO-
pbIX BbIAENSIOT TaKKe OBEHWIbHbIM MOMUMO3HbIN CUHAPOM
n 6onesHb KoyaeHa [1, 2]. lng atoi rpynnbl 601e3Hen XxapaK-
TepHO GOPMUPOBAHMNE B Pa3/IMYHbIX OTAENAX NULLEBaPUTENb-
HOWM CUCTEMbI MOSINMOB, UMEIOLLMX OCOBYIO FTMCTONOMMYECKYIO
CTPYKTYpy. o cBOEN npupofe OHW OTIMYaloTCs OT runep-
nnacTM4ecKnx ob6pa3oBaHMM U afeHOMAaTO3HbIX HEOoMNIa3umn.
[aMapTOMHble KULIEYHblE NoAMMbl 06pa3ytoTca U3 HopMasb-
HbIX TKAHEN CTEHKM MOJMbIX OPraHOB XeNyAo4YHO-KULIEYHOro
TpaKTa C HapylleHUMEM COOTHOLIEHUS TKaAHEBbLIX 3/IEMEHTOB,
HO 6€e3 MPU3HAKOB KIETOYHOW atunuu u/unu nponudepa-
UMM, a MX CTpOMa, B CBOK O4Yepeab, NpeacTaBnseTr cobow
[PEBOBUAHO-BETBALLMECS MYYKU TNafKUX MbILL, MCXOASALLMX
M3 CO6CTBEHHOWN MbILLEYHOM MAACTUHKKN CIM3UCTOM 060N04KM,
4TO NPY MOPGHONOrMYECKOM NCCNEeA0BaHUN MOXKET co3aaBaTb
NIOXHOE BNeyvat/ieHne MHBa3nmn anuTenuns B TONLLY KULLIEYHOM
cTeHkM [3]. OfHaKo, He MCKOYEH BapuaHT, Npu KOTOPOM
B anuTenanbHOM Mniacte ramapToMbl MOTYT ObiTb BbiSIB/IEHbI
NPU3HaKM KaK rMnepnnactMyeckoro, Tak U afeHoOMaTO3HOro
XapaKTtepa, NprMyem B pasHbix GOKycax 0AHOro 06pa3oBaHuUs
OAHOBPEMEHHO. TaK, Hanpumep, 415 NOMUMOB TOJCTOM KULLKMU,
no AaHHbIM pa3HbIX aBTOPOB, XapaKTepPHbl YA/IMHEHHbIE BET-
BALWMECSH KPUMNTbl C 6OMbLIMM KOMMYECTBOM GOKaNOBWUAHbIX
KNETOK, a TaKXKe Hanu4me y4acTKoB afjeHomaTo3a, YTo Tpeby-
€T NoAX0Aa K UX PacCMOTPEHMIO KaK MOTEHLMaNbHO 3/10Kave-
CTBEHHbIX [1, 3, 4]. MaKpocKonuyecKas CTpyKTypa raMapToMm-
HbIX MO/IMNOB TaKXXe BeCbMa BapuabesbHa: 0T MUHUATIOPHbIX
(HECKONbKO MUANIMMETPOB) Ha WMPOKOM OCHOBaHUM (Tun 0—Is)
[10 OrpoMHbIx (5 cm 1 6onee) Ha HoxKe (Thn O—Ip), CNOCOBHbIX
MOJIHOCTbIO MEPEKPbIBaTb MPOCBET NOJIbIX OPraHOB, MPOBOLMU-
poBaTb MHBArnMHaumio, cMelasicb Noa BAUSHUMEM NepucTasb-
TUKKM WU «yTarMBas» 3a COOOW CIIM3UCTYIO OOO0SIOYKY KWLLIKK
[5, 6]. B cBa3u ¢ aTm popmurpyeTcs AOBObHO LUMPOKKI ana-
Na3oH KIMHUYECKUX NPOSIBAEHUN — OT MOMHOIO OTCYTCTBUSA
KaKoM IM60 CMMNTOMATUKK NPU HaMMYUK HEGONBLLIOIO YMcna
«MWHWATIOPHbIX» MOUMNOB [0 BapWaHTOB KMULIEYHOM Hemnpo-
XOAMMOCTH (06Typauus, MHBarmHaums) npu MacCMBHOM pocTe
KPYMHbIX raMapToM. Hepeakumu TakKe CHMTalOTCS Kenyaou-
HO-KMLLIEYHbIE KPOBOTEYEHUS Pa3/IM4HON WMHTEHCMBHOCTH,
BO3HMKaloLMe Npu TpaBmaTu3aLnun NoBEPXHOCTU MU CaMo-
amnyTauuun noamnos. JleyeHne Takmx 60bHbIX TPAAULMOHHO
XMPYPrMuyecKoe, HO B HacTosilee BpPeMS B CBA3U C BYpHbIM
pa3BUTUEM M BHEAPEHMEM B KIIMHUYECKYIO MPAKTUKY HOBEN-
LUMX METOAMK BHYTPUNPOCBETHON 3HAOCKONWUM 3a4acTylo yaa-
eTcsl M36eXKaTb OTKPbITbIX MOJIOCTHLIX ONepaLmi U NPOBECTU
MOJSIHOLLEHHYIO ANArHOCTUKY W yAaneHWe raMapTOMHbIX MOJU-
NoB MUHUMasIbHO MHBA3WBHbLIM MyTEM.

[MpuBOAMM COBCTBEHHOE KIMHUYECKOEe HabntogeHue na-
LUMEHTKM Cc cuHapomom [lenTua—Erepca, roe nocrapaem-
Ccsl MPOAEMOHCTPUPOBATbL Lienecoobpas3HoCTb MPUMEHEHMUS
COBPEMEHHbIX 3HIOCKOMUYECKUX TEXHOSIOTUI B AMArHOCTUKE
W Ne4YeHMU NauneHToB JaHHOW KaTeropmu.

KJIUHUYECKUNA NPUMEP

MaumeHTka C., 17 net, noctynuna B OTAENEHNE HEOTIOKHOM
xupyprun GrAY «HLU3/d» M3 PO ¢ anobamu Ha cnabocTb, Nepu-
oam4ecKkme 60JU B KMUBOTE, HE CBA3AHHbIE C MPUEMOM MULLIM.

N3 aHamHe3a. B Bo3pacTe 9 Mec poanTensimMmm naumeHTK1
BnepBble 6bl/10 3aMeYeHo BbinageHue noavna npsaMon KuLl-

KW Npu aKkTe gedeKaumnu, B CBA3KU C YEM 0OPATUANCH K XMPYP-

ry nNo MecCTy xuTenbcTBa. [pousdBeaeHa Xxupypruyeckas

NONUNIKTOMMUSA W BbICTaBAEH MpeaBapUTENbHbIA AMArHo3:

«CuHapom lMentua—Erepca» (NoATBEPKAEH TMCTONOIMYECKHU

n reHeTnyeckmn). B 2003 r. B Bo3pacTe 5 neT geBo4yKa nepe-

Hecna onepaTMBHOE BMeLWaTenbCTBO B 06beMe nanapoTo-

MWW, PE3EKLIMM YaCTU TOHKOM KULIKK MO NOBOAY MHBArMHaLMu

(To4yHas noKannsauyus, 06beM pe3eKLmn 1 BUA HaNOXKEHHOTO

aHacToMO3a Heu3BecTHbl). [locneonepaunoHHbIM Nepuosa

npoTeKan rmagko, NauMeHTKa 6blna BbiNUcaHa C yayyleHu-
eM. OgHaKo, Yepes rog cuTyalms NoBTOpMUnach: BbINMOJHEHO
aHanorMyHoe onepatMBHoe nocobue no NoBoay NOBTOPHOM

TOHKOKMLUEYHOMW MWHBArnMHauuu (ToYHble AaHHble 06 00b-

eMe TaKKe HEWU3BECTHbl MO MPUYMHE OTCYTCTBUS BbINMUCKHU

M3 nctopumn 6onesHun). B Bospacte 8 (2006 r.) n 12 net

(2010 r.) B niaHoOBOM MNopsiaKe HEOOAHOKPAaTHO BbINOHS-

fnlacb 9HAOCKOMMYECcKas MOSIMNAKTOMUSA U3 BEPXHUX U HUK-

HUX OTAENI0B KeNyAdo4YHO-KUILIEYHOro TpaKTa («rnyboKas»

3HTepocKonug He npoBoaunace). C anpens 2012 r. neBo4ka

HabngaeTca B OTAeNEeHUM 06LEN XMpYprun (HblHe oTaene-

HWE HEOTNIOXKHOM M nnaHoBow xupyprun) HU3, roe 6bi10

npoBeAeHO MOJSHOLEHHOE KOMMeKcHoe ob6cnegoBaHue,

PEKOMEHOBAHO AMHaMUYecKoe HabnogeHue.

12.01.2016 no MecCTy XMUTenbCTBa BbIMOJIHEHA BWaOEO-
KancynbHas 3HAOCKOMWUSA (3aKitodeHue: «MHOXKECTBEHHbIE
NnonnNOBMUAHbIE 06Pa30BaHUS XKefyaKa U TOHKOM KULLUKW»).
C 08.02 no 27.02.2016 geBoyKa 6bl1a rocnuTanMaMpoBaHa
B OTAeNeHue HeoTnoxHon xmpyprum HU3 ana noo6eneno-
BaHWA W OMepaTMBHOMO NeYyeHns B o6beme 3HLOCKOoMuYye-
CKOM NOSIMNIKTOMUM.

YuutbiBas AaHHble aHaMHe3a, pacrnpocTpaHeHHOCTb NaTo-
NorM4ecKoro npotiecca, 6b110 MPUHATO PeLEHNE O BbINOHe-
HWW NO3TAMHOro 3HAOCKOMMYECKOrO BMELLATENbCTBa:

e 1-1 atan — 330daroractpoayoqeHOCKONUs ¢ NpuMeHe-
HWEM KOHG)OKanbHOW nasepHOn 3HAOMWKPOCKONUK (Ans
NOMNOMHUTENbHOM TMCTONOTMYECKOM AMArHOCTUKMK in Vivo
B Ka4YeCTBe TaK Ha3blBaeMOW ONTUYECKON BUONCUn) n yaa-
NieHne 06HapyKEHHbIX raMapTOMHbIX NOSIMMOB (3a UCKIIO-
yeHnem dopmupyrowmxea — < 0,5 cM) Ha rnybuHe, Mak-
CMManbHO JOCTYMHOM AN1F CTaHAAPTHOrO racTpoCcKona;

® 2-i 3Tan — BbINOJIHEHWE TpaHCOPanbHON 0AHOGANIOHHON
3HTEPOCKOMNWM C LIENbIO AOCTYNa K My60KUM OTAeNaM ToLlen
KMLLIKM ¥ MPOKCUMaNbHOMY OTAENY NOAB3AOLIHON KULWKW;

e 3-11 3Tan — TpaHcaHanbHas ogHo6aNnI0OHHasA 3HTEPOCKO-
NUsa,/KOIOHOCKONMKS C LieNiblo OCMOTPa TOICTON KULLKKU U
HEJOCTUTHYTbIX MPU aHTEerpagHoM 3HTEPOCKOMNUKN OTAENOB
NOAB3A0LHON KULIKK.

1-n 3tan. B nnaHoBoM nopsigke B YCAOBUSIX onepa-
LMOHHOM Mo KOMOMHMPOBaAHHbLIM 3HAOTPaxeanbHbIM Hap-
KO30M C NpUMEHeHWeM 3SHAOCKOMWYECKOM BUOEOCUCTEMbI
EVIS EXERA Il (Olympus, AnoHus), racTpocKona C BbICOKUM
onTnyeckum paspewleHmem GIF-H180J (Olympus, AnoHus)
W CUCTEMBI AN KOHdOKaNbHOW Na3epHon 3IHAOMUKPOCKOMUK
Cellvizio 3oHgamu GastroFlex UHD (Mauna Kea Technologies,
®paHuMa) BbINOAHEH OCMOTP MULLEBOAA, XenyaKa v aBe-
HaALaTUNEPCTHON KWLWKK. BbiiBNEHbl MHOXECTBEHHbIE
raMapTOMHbIe MOMUMbI }KenyaKa U eANHWYHbIE FaMapTOMHble
nonunbl ABEHaALATUNEPCTHON KULIKW pasnnyHblX pasme-
poB, GOpM U NOKanusaumn — oT MunmapHbix (0,1-0,2 cm
B AMaMeTpe) A0 KpyrnHbIX, pa3dmepom okono 1,5 cm, ¢ aye-
WUCTON CTPYKTYPOW MOBEPXHOCTU Ha LIMPOKOM U CYKEHHOM
ocHoBaHuu (tn O—Is n O—Isp no MapuKcKon KnaccuduKka-
ummn) (puc. 1). lNMocne BHyTpMBEHHOIO BBeaeHus 1,5 mn 10%
pactBopa dyopecLenHa HaTpus (B BO3pPacTHOM A03UPOBKe
He 6onee 5 Mr/Kr) npoBefgeHa KOH)OKanbHas NnasepHas
3HAOMUWKPOCKOMNMS BbllIEONUCaHHbIX 06pa3oBaHui (puc. 2):
BblIB/IEHbI NMPWU3HAKW afeHOMAaTO3HbIX U TMNEPNIAcTUYECKMUX



M3MEHEHUIM B PasNM4YHbIX raMapToMax Ha anuTenuanbHOM
YPOBHE Ha rnybuHe He 6onee 20 MKM (puc. 3, 4).

Mo 3aBepLlUeHnn LMarHOCTMYECKOro atana 3HAOCKOoNMUYec-
KOro BMellaTenbCcTBa 6bl10 MPOM3BEAEHO YaaneHne BCex Kpyn-
HbIX raMapToM (7 MONAMMOB B XenyaKke v 2 nonauna B ABeHad-
LaTUNEepPCTHOM KULLKE) METOAOM METNIEBON 3NEKTPOIKCUNIBUM:
nocne npeasapuTenbHON MHBEKLMKU B MOACIUSUCTbIN CoK (Moa,
OCHOBaHMe Kaxgoro nonuna) 0,0001% pactBopa agpeHanunHa,
MOAKPALIEHHOrO MHAMIOKAPMUHOM (C LleNblo NPEBEHTUBHOIO
remMocTasa 1 npodpunakTnkK neppopaLnn) Ha Kaxgoe obpaso-
BaHWe Gblna HabpoLleHa NOAUMNIKTOMUYECKas NETAS, U BbINO-
HEHO WX yaaneHue B pexxume EndoCut Q addekt 2-3 (aneK-
Tpoxupyprudecku 610k ERBE cepun VIO 200 D, lepmaHus).
B oOHOM €AMHCTBEHHOM cry4ae Obl10 OTMEYEHO YMEpPeHHOoe
noATeKaHWe CBEXEW KpOoBM U3 061acTh MONMMIKTOMUK, Npe-
KpaTuBLUEeCs Nocne HanoXeHWUs IHAOCKOMUYECKON KAUMChI.

2-# atan. Yepes 5 cyT nocne nepBon MaHUNynsuuu 6oiaa
BbIMOMIHEHA aHTerpagHas TpaHcopasbHas oAHOGaNNoHHas
3HTEPOCKOMMUSA C LeNblo JOCTUKEHMS TyOOKUX OTAENO0B TOH-
KOW KULWKK. [Ins 3Toro 6bla1 NPUMEHEH creunanbHbii 3HAO-
ckon SIF-Q180 (Olympus, AnoHus), UMeoLWnin annHy pabo-
yen yactn 200 cM, U TMOKUK CUIMKOHOBLIM Ty6yc ST-SB1
(Olympus, fAnoHus) co cneuunanbHbiM 6GanoHOM Ha AuC-
TallbHOM KOHLE, HEO6X0ANMbIM ANS «cOCOapnBaHuUs» TOHKOM
KUWKK. PasgyBaHue n cayBaHWe GannoHa OCyLeCcTBASNI0Ch
C MOMOLLbIO BO34yxa, Nogaya W AaBjieHWe KOTOPOro KOH-
TponupoBanucb 6s0koM ynpasneHus MAJ-1725 (Olympus,
fnoHusa). [Anana3oH HarHetaemoro AaBfieHWs COCTaBASnN
ot -6,0 go +6,0 MM pT. cT. JaHHas MeToAMKa No3Bonuna
OCMOTPETb OKOJIO 2 M TOHKOW KMLLKK (OT CBA3KKU TpenTua),
BbIIBUTb MHOMECTBEHHbIE FaMapTOMHbIE MOMAUMNbI TOLEN
M HavyanbHOro OTAena NOAB3AOLWHOM KULWKK, aHanornyHble
BblLWEOMNUCaHHbIM raMapToMaM B KenyfKe, TONbKO 3Hauu-
TenbHO 6osbliero pa3mepa (Ao 3,5 cM B AuvameTpe, npe-
MMYLLECTBEHHO Ha HOXKe — Tun O-Ip; puc. 5): Bce obHa-
pyX€eHHble HOBOOGpa30BaHUA (6 NoAMnoB) GblM yaaneHbl
METOAOM METNEBOMN 3NEKTPOIKCLUIUMN.

Puc. 1. IHBEPCHOHHbIN
OCMOTp }enyaKa: no Bcem
CTeHKaM onpeaenstoTcs
MHOECTBEHHbIE raMapTOMbl
pasnnyHbIX pa3mMepoB

Puc. 2. lpoBenexne
KOHbOKanbHOM (30HA0BOM)
Nla3epHOI 3HAOMUKPOCKONWUMU
ramapTOMHbIX MOJINMOB KenyaKa

Puc. 5. KpynHbii
ramapToMHbIv nonun (tun 0—Ip)
TOLLEN KULLIKKU: 3axBayeH
NOJIMN3IKTOMUYECKOM neTnen

Puc. 6. MHbekuyusa 0,0001%
pacTBopa agpeHannHa

(C MHAMTOKapMUHOM)

B MOAC/N3UCTLIN COH

nojJ OCHOBaHWe HOXKW nonuna

3-# atan. Ha 8-e cyr nocne nepeHeceHHOro BMelWa-
TeNbCTBa MalLueHTKe Oblfl BbINOJHEH 3aBeplialolwnin atan
3HJOCKOMUYECKOTO JIeYeHMs, BKIIIOUYMUBLLIMI B ce65 KOMOUHa-
LIMI0O KOJIOHOCKOMUKU U PeTporpagHon TpaHcaHaibHOM OfHO-
6anNoHHON WIEOCKOMMUU, BbLIMOMIHEHHYIO C LENbI0 OLEHKM
COCTOSIHUSA HEeLOCTYMHbIX OCMOTPY OTAENOB MOAB3AOWHOMN
KWULWWKK Npu npeablaylem ncenegosannn. B pesynsrate 6biiu
OBGHapYXeHbl MHOXECTBEHHblE ramMapToMbl BO BCeX OTAe-
Nlax TONCTOW KWUWKKW (HOBOOGpPa3oBaHWM B MNOAB3AOLIHOM
KULLIKE He BbISBJIEHO — OPWEHTUPOM TOTaSIbHOrO0 OCMOTpa
EeNYAOYHO-KULWEYHOro TpaKTa MOCYXWUI0 BWU3yanu3unpo-
BaHHOE JI0Xe yAaneHHOro Ha npefbiyliemM atane noauna):
Ha puc. 6-11 npefcTaBieHa nowarosas METOLMKA YAaNeHNs
raMapTOMHbIX MOIUMOB TONCTON KULIKKM (BCEro 16 nonvnos).

MocneonepauUnOHHbIM Mepuos npoTekan rnagko. Ha
3-U1 cyT nocrie nocnefHero BMeLlaTenbCTBa nauneHTKa oblia
BbIMMcaHa JOMOMN.

OBCYXAEHUE

OCO6EHHOCTbIO AAHHOIO KIMHUYECKOro HabntoaeHUs saB-
nseTcs paHee nposiBfieHMe cuHapoma [lentua—Erepca u
CBOEBPEMEHHas NOCTaHOBKa AMarHosa (Ha 1-m rofy »KM3Hu
peb6eHKa). 1o gaHHbIM nTepaTypbl, CPeAHMI BO3PACT MaHK-
decraunu 3abonesaHms Bapbupyet ot 10 o 12 net [1], ofHa-
KO OMnMucaHbl ciy4yaun Havana 3aboneBaHuns B paHHeEM BOo3pac-
Te [7]. lamapTOMHble nonaunbl Npu cuHapome MenTtua—Erepca
Hanboee 4YacTo TOKANM3YTCA B TOHKOM KULLKe (B NopsigKe
ybblBaHMA NO YacToTe: B TOWeN, NoAB3A0WHON M ABEeHaaua-
TUMEPCTHOM KMLIKE), OAHAKO MOFYT BCTPEYATbCH B KenyaKe
W TONCTOM KuwKe [1, 7]. B HaweM KIMHUYECKOM MpuMepe
Hanbonee KpynHble nonunsl (4o 3,5 cM B AvamMeTpe) Gbinn
OBGHapyXeHbl B TOLLEN KULLKE, YTO coBNadaeT C AaHHbIMM
nutepatypsbl [1]. TakKe B peaKux cnydasix noaunnbl MOryT BO3-
HUKaTb B XETYHOM U MOYEBOM My3blpe, MOYEYHbIX JIOXaHKaXx,
MOYETOYHUKaXx, HOCOBbIX X04ax U 6poHxax [7]. MHBarnHauuu
KUWEYHMKa, 3a4acTylo MOBTOPHbIE, ABASAIOTCA TUMUYHBIMU
ans 6onbHbIX ¢ cuHapomoM lMenTtua—Erepca [1, 5]. B agaHHOM

Puc. 3. AneHoMaTo3Hble Puc. 4. [unepnnactuyeckue
NPU3HaKK: TYGYNApHble NPU3HaKK: 3Be3a4aTblii MPoCcBeT
1 BOPCUHYaTble CTPYKTYpbI, Kpunt

nedbopmMuUpoBaHHbIe

W YOIMHHEHHbIE KPUNTbI

™.

Puc. 7. PopmunpoBaHue
BOASIHOM «MOAYLLIKW»,
OTrpaHUyYnBaloLLEN CIU3UCTYIO
060/104KY OT MbILLEYHOWM

Puc. 8. Ha6pacbiBaHue
NOJIMMNIKTOMUYECKON NETIN
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Puc. 9. 3axsar
NONMMN3KTOMUYECKOW neTnemn
HOXKW nonuna

Puc. 10. NepeceyeHune
HOXKM Noauna B pexumme
EndoCut Q acddekT 2
(3NEKTPOXMPYPrUYECKUIn 610K
ERBE VIO 200 D, lepmaHus)

KIIMHUYECKOM NpUMeEpe AEBOYKE ABaXKabl Gblna npoBefeHa
pe3eKLMs YacTU TOHKOM KULWKK B CBA3M C TOHKOKMLLEYHOWM
MHBarnHaunen B Bo3pacte 4o 6 net.

MHeHMa aBTOPOB MO MNOBOAY 3N10KAYECTBEHHOIO NOTEH-
LUMana ramaptomMm pacxoasatcs [7—9]. O6bI4HO OHU HE CKJIOH-
Hbl K MajurHu3dauuu, ogHaKo MnaToreHeTMyeckas Lenoyka
raMapToma—ajeHoMa—KapuuMHoMa MOXKeT cylecTBoBaTb
[8, 9]. Takke 60nbHbIE ¢ cMHAPOMOM [lenTua—Erepca umetot
NOBbILEHHbIN PUCK Pa3BUTUS 3/10KA4YECTBEHHbIX ANUTENMaNb-
HblX HOBOOGPA30BaHUM KaK B XeNyao4HO-KULWEYHOM TpaKTe
(paK Kenyagka, TONCTOM U NPSMOW KMULLKK, TOHKOW KWULLKK),
TaK M B ApYyr1x opraHax (nogxenygo4vHas xenesa, MosioyHas
enesa, opraHbl penpoayKTMBHOM cuctembl) [7, 8]. B cBA3K
C 9TUM AMHaMKUYeCKoe HabntoaeHne NauneHToB ¢ CUHAPOMOM
MewTua—Erepca HanpaBneHO Ha NpeAoTBpaLLEHUE OCNOXK-
HEHWW, CBSA3aHHbLIX C MOJMMO30M KEeNyAOYHO-KULWEYHOrO
TpaKTa (KpOBOTEYEHWE/aHEMUS, MHBArMHaLusa/KulevHas
HENpPOXoAMMOCTb) U paHHee BbIIBJEHWE 3M10KaYeCTBEHHbIX
HoBOOGpa3oBaHui [8, 9]. B HacTosiLee BpeMsi OTCYTCTBYIOT
YyeTKMe peKoMeH4aLmMmM No YacToTe SHAOCKOMUYECKMX obcne-
noBaHun y aeten ¢ cuHgpomoMm lentua—Erepca, a Takxke
cornaweHust OTHOCUTENIbHO MOHWTOPUHIa APYrux opraHoB
C LENbl0 MCK/IOYEHUS pas3BUTMS HOBOOOGpasoBaHui [9].
B HaweM KAnHMYeCcKOM HabnaeHun 4eBoYKe GbiNo NpPoBe-
[eHO NOSIHOE 3HAOCKOMNUYEecKoe 0b6cnefoBaHNe KenyaoyHo-
KULIEeYHOro TpaKTa: 33odaroractpofyoeHOCKONUs, TpaHc-
opanbHas 0aHOGaNN0HHas 3HTEPOCKONMUSA U TpaHCaHanbHas
0AHOGaNNoHHas 3HTEPOCKOMNMS /KONOHOCKOMKUS C yaaneHnem
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Puc. 11. Jloxe yganeHHoro
nonvna (NOCTKoarynsLMOHHbIN
cTpyn 6e3 Npu3HaKoB
KPOBOTEYEHMS)

BCEX KPYMHbIX raMapTom.

PekomeHgoBaHo Habnto-

[eHue y neanatpa, ractpo-

3HTeponora, xupypra,

‘ eXxerogHoe npoBejeHue

" 3HJOCKOMMYyecKoro obcene-
JIoBaHus.

3AK/TIIOMEHUE

Y4uTbiBas TO, YTO CUHA-
pom [lentua—Erepca (Kak,
‘ BMpPOYEM, W pyrue Hacnea-
CTBEHHble  MOJIMNO3Hble
CUHAPOMBI) cYMTaeTca OT-
HOCUTENbHO pPeaKon naTo-
nornen [2], nauueHTbl, cTpagawowmne 3TUM 3aboneBaHUEM,
TpebyloT 0co060ro BHMMaHua 1 noaxoaa. CoBpeMeHHble 3H0-
CKOMUYECKMe TEXHOIOTMM NO3BONSIOT MPOBECTU PaHHIO0, CBO-
€BPEMEHHYI0 AUArHOCTUKY U, YTO HEMANIOBAXKHO, OCYLLLECTBUTb
NMOJTHOLEHHOE MUHUMHBA3WBHOE flieyeHue Tex 60/bHbIX, KOTO-
pbIX paHblle NPUXOANIOCH onepupoBaTb. MeToanKa rny6oKown
0HOGANIOHHON SHTEPOCKOMNUK B COYETAHMUM CO CTaHAAPTHbI-
MU PYTUHHBIMWU 3HAOCKOMUYECKUMU MaHUNynauusamMm (33oda-
roracTpoAyoeHOCKOMMUS, KOJIOHOCKOMKS) NO3BOASIET BbINOS-
HWTb TOTaNbHbIA OCMOTP BCEr0 XKeNyA04YHO-KULLIEYHOro TpaKTa
W B cniydae Heo6X0ANMMOCTM NPOBECTHU yaaneHne NPaKTUYeCKU
MOGbIX 3nuTennanbHbIX HEoMnnasun, YTo B CBOID OYepeb
NMONOXMUTENBHO CKa3biBAETCA Ha Ka4eCcTBE KMU3HW NaLMEeHTOoB,

n36exaBLUNX TAXKENOM TPaBMUPYIOLLLEN onepaL .

UCTOYHUK ®UHAHCUPOBAHUA
He yka3aH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MNOATBEPAMAN OTCYTCTBME KOHGIMKTA
MHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLLNTD.
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lpeactaBneHo HabawAeHWe MepUoaNYECcKOro CUHAPOMa, accoLUMMpOBaHHOro ¢ Mytalmen B reHe peuentopa TNF «
(TRAPS), — oHoro u3 HamboJsiee 4acTo BCTPeYaloLMXCs ayTOBOCHAMTE IbHbIX COCTOSIHWI. [Tou MONEKYISPHO-FEHETUHECKOM
obcnenoBaHun pebeHKa B Bo3pacTte 9 /IeT 6blsa BbisiB/eHa geneumns ¢.337_339del B reTepo3UroTHOM COCTOSIHUU B IK30HE
04 reHa TNFRSF1A, npuBogsiuas K geneumu ammHokmcaotel p.Glull3del. [logobHas mMyTaLms paHee He onvicaHa B peru-
cTpax nauneHToB ¢ TRAPS v no gaHHbIM KOMMNbOTEPHOIro aHaam3a (Alamut visual) sBnsietcs natoreHHou. [TpuBeAEeHHbIN Kin-
HUYECKMI NMPUMEP YKa3biBaeT Ha Hainyme B POCCHUICKOM ronynsummn cemen ¢ TRAPS, KOTopble MOryT UMETb «HETUMUYHbIE»
mytaumm reHa TNFRSF1A. OnucaHo ycrielwHoe npuMeHeHue y nauneHTa MOHOK/IOHaIbHOro aHTUTesla K MHTepieinkmnHy 13
KaHaKkuHymaba. B pe3synibTaTte, yxe Yepes [ieHb MOJHOCTbIO KyNUpoBanCh JIMXopaaKa M aboMUHaIbHbIA CUHAPOM, YMEHb-
wunack 60/1b B KOJIEHHbIX cycTaBax. Yepes 1 He iedeHus y pebeHKa HopMain30Basinch 1abopaTopHbIe noKalaTesin akTuB-
HoCTU 60/1€3HMN (CKOPOCTb OcefaHus apnUTpoUMTOB, C-peaKTUBHbIN 6E/0K). B TeyeHne nocaegyrolmx 32 Hea 060CTpeHMH
OCHOBHOI0 3ab60/1€BaHMsl HEe 3aPUKCHMPOBaHO. HexxenatesibHbIX IBJIEHUHM Ha QOHE Teparnnn KaHakKMHyMabom He 0TMEeYasioCh.
Takum o0bpa3oM, noKasaHa BbICOKasi 3pPEKTUBHOCTb U 6€30MacHOCTb KaHakMHymaba y 60/1bHOro ¢ NepuoanYECKUM CUH-
ZIPOMOM, accoLMnpPoBaHHbIM C MyTalmen B reHe peuentopa TNF o, 4TO yKa3biBaeT Ha NepCrneKTMBHOCTb TepParneBTUYECKOro
rnpumeHeHus 6710KkaTtopa nHTepieikmnHa 13 y 60/bHbIX ¢ TRAPS-cuHApOMOM.

KniodeBbie cnoBa: 4eTH, ayTOBOCNANTE/IbHbIE CUHAPOMbI, MOJEKYSPHO-reHeTudeckas anarHoctuka, TRAPS, TNFRSF1A,
HoBas MyTauusl, KaHaKnHymao.

(Ansa yntupoBaHus: Cnenuosa T.B., AnekceeBa E. W., CaBocTtbaHoB K.B., MNMywkos A.A., b3apoBa T. M., VicaeBa K.b., [leHun-

coBa P.B. OnbIT ycnewHoro nevyeHns KaHaknHyma6om nauueHta ¢ TRAPS-CMHAPOMOM C paHee He OnucaHHOW MyTauunen
B reHe peuentopa TNF a. [Meguatpuyeckas papmarxonorus. 2016; 13 (4): 399-403. doi: 10.15690/pf.v13i4.1615)
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Treating TRAPS Syndrome with a Previously Undescribed TNF «
Gene Receptor Mutation Successfully with Canakinumab

The article presents an observation of one of the most common autoinflammatory syndromes — TRAPS (periodic syndrome associated
with a mutation in the TNF « receptor gene). During a molecular-genetic examination of a 9-year-old child, a ¢.337_339del deletion in
the heterozygous state of the TNFRSF1A gene exon 04, leading to a p.Glul113del amino acid deletion, was found. This mutation
has not been described previously in TRAPS patients, and according to computer analysis (Alamut Visual) the issue is pathogenic.
This observation indicates the presence of families with TRAPS in the Russian population, who can have «atypical» TNFRSF1A gene
mutations. A successful use of monoclonal antibodies to interleukin 13 — canakinumab — in the patient is described. As a result, fever
and abdominal syndromes have completely stopped, while knee joints pain decreased a day later. After a week of treatment, the child’s
disease activity laboratory indices returned to normal (ESR, C-reactive protein). No exacerbations were fixed over the next 32 weeks.
No adverse effects were registered during canakinumab therapy. Thus, canakinumab has demonstrated a high level of effectiveness
and safety for the patient suffering from a periodic syndrome associated with a mutation in the TNF a gene receptor. This indicates
therapeutic use prospects for the interleukin 13 blocker in TRAPS syndrome patients.

Key words: children, autoinflammatory syndromes, molecular genetic diagnosis, TRAPS, TNFRSF1A, new mutation, canakinumab.
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BBEJAEHMUE

JlnxopagkKa, KaKk npaBuio, ABNSETCH O4HOM U3 MMaBHbIX
NPUYUH OBpaLLEHUSA 3a MEQULMHCKOM MOMOLLbIO K neaua-
Tpy. MaToreHHble BO36YAUTENM Halle BCEro CTaHOBATCA MpU-
YMHOM GonesHen, oOycnoBAMBas NOAbEMbI TemnepaTypbl
Tena, TEM He MeHee uenbli pag HeMHOEKUMOHHbIX 3a60-
JleBaHUM TOXXe COMPOBOXJaeTca nuxopagkon [1]. B atux
c/lydaax TemnepaTtypHble peakuuu BO3HUKalT Moj BO3-
fencteneM ¢GaKTopoB, BbI3bIBAIOLLMX acenTuyecKkoe BOC-
naseHne 1 NOBPeXAeHne TKaHen (anneprus, ayTouMMyHHble
3ab6osieBaHud, TpaBMbl U p.) [1]. TakMM 06pa3oM, NauueHTy
C IMXOpajKoMn NpUXoauTCs NPOBOANUTL AnddepeHunanbHyo
[MarHOCTUKY C Y4eTOM KIIMHWMYECKOW KapTUHbI Lenoro psja
3a60/1eBaHUN.

Tak, HanpumMep, CUMNTOMbl CUCTEMHOIO BOCMNaieHUs B
coYeTaHun C IMXOPaKOM XapaKTepusytoT rpynny Hacnej-
CTBEHHbIX, TaK Ha3blBaeMbIX NePUOLUYECKMUX ayTOBOCMaNN-
Te/bHbIX, COCTOAHUI [2]. B co3gaHHOM B paMKax NpoeKTta
EUROFEVER mexayHapoaHom peructpe 60/bHbIX C pea-
KMMU COCTOSIHUAMW B HacTOsLLEEe Bpems 3aperucrTpupo-
BaHO 6onee 2500 nauMeHTOB C ayToBOCMaNUTENbHLIMU
cuHapomamu [3].

AyToBocnanuTenbHble 601€3HN Ae6I0TUPYIOT Yalle BCero
B AETCKOM BO3pacTe [2], He MMeIoT B CBOEN OCHOBE MH(DEK-
LMOHHOro areHTa [4], MOCKONbKY pa3BMBalOTCS BCIEACTBUE
reHeTUYECKOro HapyleHUs B3auMOLENCTBUS MOJSIEKYNSAP-
HbIX PerynaTopoB BocnaneHusd. CorfiacHoO COBPEMEHHOWM
KnaccuduKaLmm, K aytoBoCnanuteSibHbiM 3aboneBaHUsM
OTHOCATCH CeMenHas CpeauM3eMHOMOpCKas Jnuxopajka
(Familial Mediterranean fever, FMF), runep-lgD-cuHapom
(Hyper-Immunoglobulinemia D assotiated periodic fever
sindrom, HIDS), cuHgpom Makna-Yannca (Makle—Wells
syndrome, MWS), XpOHWYECKMIM MAaJEeHYECKUA HEeBPOsO-
FTMYECKUIA KOXHO-apTUKYNSpHbIM cuHapom (Chronic infantile
neurological cutaneous articular syndrome/Neonatal-onset
multisystem inflammatory disease, CINCA/NOMID), ceme-
Hasa xonogosas KpanueHUua (Familial Cold Urticaria/Familial
cold autoinflammatory syndrome, FCU/FCAS), nepunoaunye-
CKWIM CMHAPOM, aCcCOLMMPOBAHHbIM C MyTaLlMen reHa peLen-
Topa ¢daKkTopa HeKpol3a onyxonu (Tumor necrosis factor
Receptor-Assotiated Periodic fever Syndrome, TRAPS) [4].

XapakTtepuctuka TRAPS-cuHapoma

TRAPS-cMHAPOM (CeMelHas nepuoauyveckas nuxopan-
Ka) — MOHOreHHoe HacneacTBeHHOe 3aboneBaHue, Hacne-
[lyemMoe Nno ayToOCOMHO-AOMUHAHTHOMY Tuny [4].

Mpn TRAPS Bo3pacT Hayana 3aboneBaHus BapbupyeT
OT 2 Hef *M3HM Ao 53 net [3]. ATaku NMXOpafKK XapaK-
TEPUIYIOTCA 3HAYUTENbHOM MPOAOIKUTENBHOCTBIO (0T 1-3
[0 5-6 Hepn), CONPOBOXAAKOTCA CbiMblo (3PUTEMATO3HOW,
MaKysionanyne3Hon, KonbLEeBUAHOW, YPTUKAPHOM), KOHbIOH-
KTMBUTOM, NepuopouTanbHON 3pUTEMOM C OTEKOM (4acTo
OAHOCTOPOHHEW), UHOFAa YBEUTOM, MUANTUAMKU, apTpanrus-
MU, 60NSIMU B KUBOTE. B pefikux crydyasx MOXeT oTMevaTbCs
HE3PO3UBHbIN apTPUT, 3aTparMBaloL i, Kak NpaBmio, Kpyn-
Hble cycTaBbl [4].

CornacHo AaHHbIM, 06beAMHSAIOWMM pe3ybTaTbl Uccne-
[10BaHW, CBEAEHUS U3 MHOOPMALMOHHOM 6a3bl MO FrEHHbIM
MyTaumam denoBeka (Human Gene Mutation Database,
HGMD), npuumHomn passutmua TRAPS ABNSIOTCA NaToreHHble

MyTauuMK, pacnofioXeHHbIE B OnpeaeNneHHbIX 06nacTsax reHa
TNFRSF1A [5, 6].

Kak noKa3blBaeT HaKOMIEHHbI KIWHUYECKUW OMbIT,
GONbWKWHCTBO ayToBOCNANMUTENbHbIX CUHAPOMOB MWMEIOT
TAXKEN0e TeYeHue U HebnaronpuaTHbiM NPorHo3. Boigsne-
HUE W NevyeHne Takux NauueHToB NpeacTaBAsalT 6o/bline
TPYAHOCTH.

B npuBeaeHHOM HUXKe KIMHUYECKOM HabntogeHnu oTpa-
JKEH OMbIT AMArHOCTMKWM M YCMELWHOro fle4eHns 60MbHOro
¢ TRAPS-cuHapomom.

KNIUHUYECKHUIA NPUMEP

MauuneHT T., BO3pacT 9 nert, HabnwgaeTcs B peBMaTo-
JIOFMYECKOM oTaeneHMn Hay4yHoro ueHTpa 340poBbsA AeTewn
(MockBa) B TeyeHue 8 Mec.

N3 aHamHe3a. ManbyuK poauncs ot 2-1 6epeMeHHOCTH,
BTOPbIX CPOYHbIX poAoB. Macca Tena pebeHKa npu poxkae-
Hun 3150 r, ganmHa Tena 51 cm, oueHka no wkane APGAR
7/8 6annoB. PaHHee dM3MYeCcKoe 1 NCUXMYECKOE pa3BUTUE
COOTBETCTBOBasIO Bo3pacTy. podunaktmieckme npuBUBKU
NPOBOANIUCH COMAcHO rpaduKy HalMOHaNbHOro KaneHaa-
psi. HacneactBeHHbIM aHamMHeE3 Mo peBMaTU4yecKuM 60ses-
HSIM HE OTATOLLEH.

MepBble cMMnTOMbI 3a601€BaHMS NOSABUINCE Y pebeHKa
B Bo3pacTte 7 neT (¢ oKTtabps 2014 r.), korga 6e3 BUAUMbIX
NPOBOLMPYIOLLMX MPUYUH MaHUDECTUPOBaAN MNOBbIWEHWE
Temnepatypbl Ao 39°C, ronoBHasi 60nb, cnabocTb, 601u
B )KMBOTE, Anapes, apTpanrMnm B KONEHHbIX CycTaBax, nepu-
depunyeckas numdageHonaTua ¢ NPeUMyLLECTBEHHbIM yBe-
JINYEHNEM MaxoBbIX TMMOOY3N10B 40 2 CM.

Manb4uK rocnuTanM3anpoBaH B NeanaTpuyecKkunin ctaumo-
Hap No MecTy XuTenbcTBa B OKTA6pe 2014 r. Npu o6ecneno-
BaHWW OTMEYanoCb NOBbILWEHNE Cneaytowmnx nabopaTopHbIX
MapKepoB BOCMaNeHUs: NelKouuToB go 22x10°2/n (Hopma
Io 11,5), Tpom6ouuToB A0 630X10%/n (Hopma o 440),
remorno6uHa o 92 r/n (Hopma ot 120), cCKOpoCTU oce-
naHusa aputpoumtoB (CO3) go 77 mm/4 (Hopma po 20),
CbIBOPOTOYHOM KOHLEeHTpauum C-peaktnBHoro 6enka (CPB)
no 105 wmr/n (Hopma < 5 mr/n). Y pebeHka WCK4YeHa
Xupypruyeckas natosorus. lpoBognnacb aHTMbGaKTepuasb-
Haa Tepanusa uedTpnakcoHoMm, CenemMumuMHOM; Ha3Have-
Hbl HecTepouaHble MPOTMBOBOCMNANMTENbHbIE MpenapaThbl.
[ToNoXMTENBHOW AMHAMUKK HE OTMeYanoch. lNocne uckoye-
HUS UHDEKLMOHHBIX U XMPYPrUYECKMX 3ab0ieBaHUM No MeCTy
¥UTENbCTBA OblN yCTaHOBNEH AnarHo3 «KOHOWECKUM apTpuT
C CWUCTEMHbIM Ha4yanoM», Ha3Ha4YeH MpPeaHM30/10H B [03e
1 Mr/Kr mMaccbl Tena B CyTKM nepopanbHo. Ha doHe npwu-
emMa NpegHU30/I0Ha Y ManbynKa KynupoBaiuchb Nnxopanka,
apTpanruun, 6011 B KMBOTE, YMEHbLUMANCE pa3Mepbl JNM-
doysnoB. B TeyeHne 2 Mmec npeaHn300H 6blsl NOCTENEHHO
OTMeHeH. Yepes 3 Mec nocne OTMEHbI Tepanuu y Manbymka
BO30OHOBUAUCH NMXopaaKa Ao ¢pebpunbHbix LUndp, apTpan-
rMK, NOSIBUNACb MPUMNYXI0CTb KOMIEHHbIX CYCTaBOB, OAHO-
KpaTHO OTMeYeHa aputemaTo3dHas cbifb. PebeHKy npoBeje-
Ha nynbc-Tepanus MeTUINPeaHN30/I0HOM B Ao3e 15 mr/Kr
N2 3, HadHayeHbl HeCTEPOUAHbIE MPOTUBOBOCNANUTENbHbIE
npenapatbl. B TeyeHne nocneayoullero roga y Masbyvka
OBaXAbl OTMEYanuCb 3MNn30abl 06OCTPEHUS 3aboneBaHus,
conpoBoXaaemble GebpUNbHON TMXOPAOKON, apTpanrnuamu,
MUanruamMu, abaoMUHaNbHbIM CUHAPOMOM, NMMdangeHona-



TUEN, BblpaxeHHoM cnabocTbio. Ha dpoHe nnuxopaaKku y nauu-
€HTa PerucTpMpoBanoCcb NOBbIWEHWE NaboPaTOPHbIX MOKa-
3atenen akTMBHOCTU O60JIe3HU: NEeNKoLMTO3 A0 28><109/n,
TpombéoLuTo3 go 700X 109/n, nosbllweHne CO3 go 82 mm/y,
CbIBOPOTOYHOM KOHUeHTpaunn CPB go 108 mr/n.

C uenblo YTOYHEHMS AMarHo3a M Ha3Ha4YeHus neveHus
pebeHoK Obla1 HanpaBieH Ha rocnuTanM3auunio B peBmarto-
fiornyeckoe otgeneHve Hay4yHoro LeHTpa 340pOoBbs AeTew
(HU3A, MockBa).

lpu noctynneHmn B HLU3/] (aHBapb 2016 r.) cocTosiHMe
pebeHKa pacLeHMBaNnoCb KaK cpeaHen TaXKecTu, o6ycnoB-
JIEHHOM 06LLen cnabocTblo, BANOCTbIO, IMXOPaAKon, 60/bo
B XMBOTE.

lpu ocmoTpe obpallany Ha cebs BHUMaHue numdaje-
HOMaTKus, OTEK KOJIEHHbIX CyCcTaBoB, 60/1b B OKOJIOMYNOYHOM
W anuracTpanbHOn 061acTsax KMBOTa NPU Nanbnalnu.

B KAMHUYECKOM aHanan3e KpoBM — TUMNOXPOMHas aHe-
Mus (remorno6buH 104 r/n), nosbiweHne CO3 go 77 Mm/\,
B MMMYHOJIOTMYECKOM aHain3e — MOBbIWEHWE CbiBOPO-
TOYHOM KOHUeHTpaumn CPBb go 53 mr/n. B 6MOXMMUYECKOM
M MMMYHOJIOTMYECKOM aHanu3ax KpoBu BCe MoKasaTenu
OblM B Npejenax HopMmbl.

B aHannzax moyu: npotemHypus (go 0,033 r/n), docda-
Typus (12,5 mmonb/n).

Mo faHHbIM ynbTPa3BYyKOBOIro MCCAe[0BaHMA onpegens-
ICb YBENMYEHME pa3MepPOoB NpaBon 40NN nedYeHun, andpodys-
Hasi HEOHOPOAHOCTb M MOBLIWEHWE 3XOrEHHOCTU ee NapeH-
XMMbl; pa3Mepbl MOYEK M YalleYHO-IOXaHOYHbIX CUCTEM
He npeBblWann HOPMbI, OAHAKO OTMEeYanoCb MOBbIWEHWE
9XOr€HHOCTU KOPKOBOro cfiost noyveK. Co CTOPOHbI Apyrux
OpPraHoB W CUCTEM MATONOMMKN HE BbISIBEHO.

PebeHKy npoBeaeHbl axokapanorpapusi, KOMnbTEPHas
TOMOrpagus Nerkmx, MarHUTHO-pe30HaHCHasi ToMorpagpus
(MPT) 6prowwHo#m noaocTn, 33oparoracTpogyoaeHOCKOMus,
GMOPOKOIOHOCKOMNMSA: MPU3HAKU CEpPO3UTOB, O0O6BEMHbIX
obpasoBaHW, BOCMANUTENIbHbIX M3MEHEHUW He OO6Ha-
py*KeHbl. [0 gaHHbIM KOMMbtoTepHOM M MP-Tomorpaduu
KONEHHbIX CYCTaBOB OTMEYaNioCb YTONWEHUE MSATKUX TKa-
HeW cycTaBOB, MPU3HAKOB KOCTHO-XPSLWEBOW AECTPYKLMHK
He BbIBASNOCh.

ManbyuKk Obln OCMOTPEH 0QTa/IbMOJOIOM, CypaoJi0-
FOM — CO CTOPOHbI OPraHOB YyBCTB MaTO/I0MMK HE BbISIBNEHO.

YynTbiBasi AaHHble KIMHUYECKOW KapTuHbl (IMxopajgka,
Cbifb, NMMdageHonaTus, apTpuTt, abaomMuHanbHbl CUHAPOM),
y NaumneHTa 3anoA03peH ayToBOCMaNUTENbHbIM CUHAPOM.

locne ocmoTpa pebeHKa reHeTMKOM 6blf1 pPEKOMEHA0BaH
MOSIEKYNSIPHO-TEHETUYECKUIA aHaNM3 C LEeNblo BbISBAEHMS
MyTaLWi, NpuBOasLWKX K pa3Butmuio TRAPS-cuHapoma.

l[eHomHas JHK 6bina BblaeneHa 13 LEeNbHOW BEHO3HOM
KPOBW METOAOM 3KCTpaKuuu deHon-xnopodpopmom. Ppar-
MeHTbl reHoB TNFRSF1A n NLRP3, copgepyalime Bce Koau-
pYIOLLME YHACTKMU C NpUAeraowmmMm MHTPOHHbLIMK 061aCTAMM,
6blIM NOMly4eHbl C NMOMOLLbIO NMOMMEPA3HON LIENHOM peaK-
umn (MUP) ¢ ucnonb3oBaHnem cneumdryHbIX NparmMepos
(Tabnuua ¢ nocnegoBaTeNbHOCTAMM). YHaCTKU UCCneayeMbix
reHos amnanduumpoBanu ¢ ucrnonb3oBaHnem metoga MUP
Ha Tepmouumknepe Bio-Rad T100 (CLUA) B 20 MK peaKuu-
OHHOM cmecu: 70 mM 6ydep Tpuc-HCI (pH = 8,8), 16,6 vM
cynbdat ammoHus, 0,01% TeuH-20, 2 MM xnopua mMarHus,
200 HMonb Kaxkgoro dNTP, 500 HMonb npanmepos (EBporeH,

Poccus), 1,5 en. Taq AHK-nonumepasbl (EBporeH, Poccus),
20-50 Hr reHomHon OHK. Ycnosusa MUP: 95°C/2 MuH —
1-n umkn; 94°C, 10 ¢, 54-66°C, 60 ¢ — 40 UMKNOB.
NaeHTndHnKaLmo NpoayKTOB peaKkummn NpoBOAWIN B arapos-
HOM rene [7].

MNMocne atoro Bce dparmeHTbl ObiM NpoaHann3npoBa-
Hbl METOAOM MPSAMOro aBTOMaTUMYECKOro CEeKBEHWPOBa-
HUA C Mcnonb3oBaHMeEM Habopa BigDye Terminator Cycle
Sequencing Ready Reaction Kit (Applied Biosystems,
Foster City, CA, CLLA) Ha aBTOMaTM4eCKOM CEKBeHaTope
OHK ABI 3500 XL (Applied Biosystems, CLLUA). MNony4yeHHble
nocnefoBaTeNbHOCTM OblM  HaNoXeHbl Ha pedepeHc-
Hble nocnepoBaTtenbHocTn RefSeqGene NM_001065.3
(TNFRSF1A) n NM_004895.4 (NLRP3) 13 6a3bl AaHHbIX
HauuoHanbHOro ueHTpa 6MOTEXHOSIOrMYECKOM MHbOpMa-
umn [8]. B pesynbrate nNpoBeAEHHOr0 MOJSIEKYNAPHO-reHe-
TUYECKOro MCCNeAoBaHus y nalMeHTa BbiBeHa Aeneums
€.337_339del B retepo3nroTHOM COCTOSIHUM B 3IK30HE
04 reHa TNFRSF1A, npuBoaswas K geneumm aMMHOKUCOTbI
p.Glull3del. deneuus paHee He onucaHa, pacrosioXKeHa
B 061acTu LMCTEMHCBA3bIBAIOWEr0 BHEK/IETOYHOIO JOMEHa
CRD2 peuentopa TNFR1 1 no gaHHbIM KOMMbIOTEPHOIO aHa-
nunsa (Alamut visual) asBnsercsa natoreHHow.

Peb6eHKy 6bln ycTaHoBfeH AuarHo3 «TRAPS-cuHapom»
M Ha3HayeHa naToreHeTMyeckasa Tepanusa 610KaTOPOM
UHTepnenknHa (IL) 13 (kaHaknHymab) B Jo3e 2 Mr/Kr Macchbl
Tena NoaKoXHo. lNocne nepBow MHBLEKUMM KaHaKuHymaba
y NauMeHTa KynupoBannch nxopaaka, CycCTaBHOM CUHAPOM,
60nb B uBOTe. Yepe3 1 Hea Tepanuu HOpPManM30BaIUCb
nabopaTopHble MOKa3aTenu aKTMBHoOCTU 6one3Hn (COJ,
CPB). PebeHoK nony4yaet KaHakMHymab B TeyeHue 8 Mec:
060CTpeHn 3a6oneBaHns He OTMEYanoch, HeXenaTenbHbIX
ABNIEHUIN Ha GOHe NeYeHns He 3aperncTpMpoBaHo.

OBCYXAEHUE

AyToBOCNanuUTeNbHbIE CUHAPOMbI BKIOYALOT rpynny 60-
nesHen, 06bEAMHEHHbIX MOBTOPAWMMUCA 3NU304aMU
CMOHTAHHO BO3HMKalWero HenHbEKUMOHHOro Bocnane-
HWUS C M3BECTHOM reHetudyeckon npupogon [4]. Obuwme
ANs Bcen rpynnbl 3aboneBaHUi NpU3HaKM — nepuoaunye-
CKMWe 3nn304bl TMXOpPaAKK, MONUCUCTEMHOCTb U NOBbIWEHWE
ocTpodaszoBbix MapKkepos BocnaneHunsa (CO3, CPB v ap.) [9].
[na Kaxaoro M3 aytoBOCManMUTENbHbIX CUHAPOMOB Xapak-
TEPHO coYeTaHWe TeX WK UHbIX MPU3HAKOB, BapbUpPYyOLWMX
Mo BblIpa)eHHOCTU, YacToTe U XxapaKTepy TedyeHus [10, 11].
Knaccnyecknm npuvMepom ayToBOCNanMUTENbHbIX CUHAPO-
MoB cnyxuT TRAPS [4].

Hanbonbluee 4Mcno onucaHHbIX K HacTosWeEMY BpeEMEHMU
MyTaumn B reHe TNFRSF1A pacnonoxeHo B 3K3oHe 04,
npu aTOoM Haubonee pacnpocTpaHeHa MyTauusa ¢.362G>A
(R92Q) [12]. TeH TNFRSF1A KoauvpyeT OAMH W3 peLenTo-
poB ¢daKTopa HeKkpo3a onyxonu (Tumor necrosis factor,
TNF) o« — BaKHenwWmnn NpoBoCnanuTeNibHblM LIUTOKKUH, NPO-
OyUMpyeMbI MOHOUMUTaMKU/MaKkpodaramun, numdountamu,
NK KneTkamu, nonMMopdHosAepHbIMK ielKouuTamu [6, 12].
mMnepnpoaykuna TNF o MrpaeT BeayLLyo natoreHeTM4eCcKyto
pPO/ib MPU MHOMMX BOCMANUTENbHbIX 3a60neBaHUAX, BKIOYas
peBmaTU4eckue (peBMaTouHbIA apTpuT, rpynna cepoHera-
TUBHbIX CMOHAMNOAPTPUTOB, IOBEHUbHbIM apTPUT 1 Ap.) [9].
OAaHaKo, K HacToalWweMy BPEMEHU He CYLLECTBYET CUCTEMATH-
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JAunarHocTuKa B neguaTpuu

3MpPOBaHHOM MHDOPMALMK O KOPPENALMN FreHOTUN-GEHOTUN
y 60nbHbIX ¢ TRAPS.

AddekTbl TNF « ocyLLecTBASOTCS NOCPEACTBOM COEau-
HeHus ¢ peuenTtopamu | Tuna ¢ maccon 55 K[a u Il TMna
¢ maccoun 75 k[la. B pesynbrate B3aMMOAENCTBUS C peLen-
TopaMu 3anycKaeTcsi cepusi BHYTPUKIETOYHbIX NMPOLLECCOB
nepegayun curHana, 4to NPUBOAUT NMOBO K aKTMBaLUKU dak-
Topa NF-kB ¥ akcnpeccun reHoB meguMatopoB Bocnane-
HUA (NPOBOCNANUTENbHbIX LUTOKMHOB), NGO K MHAYKLMMK
anonto3a [6, 9]. CocTosiHME XapaKTepu3yeTcs npuctynamu
NIMXOpPagKK, 60Nbl0 B KMBOTE M JIOKaNIbHbIMKU MUaNrUsMM.
B KMHMYecKoM KapTMHE AaHHOro 3aboneBaHns TaKKe Onu-
CaHbl 3NN304MYECKME IPUTEMATO3HbIE MOpaXKeHus, nnmoa-
[eHoNaTus, KOHbIOHKTUBUT, OAHOCTOPOHHMUI nepuopbuTanb-
HblM OTEK, CMHAPOM OTEYHOW MOLIOHKW, ONMUroapTpanrus
[3]. MpoaomKknTeNbHOCTb aTaK BapuabesibHa (0T OAHOro AHA
[0 HECKOJIbKMX MecSLIEB), B cpeaHeM 2—3 Hef. XapaKTepHbl
noBbllleHNe ocTpodaszoBbIx Nokasatenen (CO3, CPB, ¢ubpu-
HOreH, PeppUTUH), NENKOLMUTO3 C HENTPODMIE30M, TPOMBO-
LIMTO3, CHUMKEHNE KOHLEHTPALUK remornobuHa [5].

CaMbIM rpo3HbIM OCNOXHeHMeM TRAPS, npuBoaswum
K MOYEeYHOM WAX MEevYeHOYHOW HegoCTAaTOYHOCTM WU runbe-
M nauueHtoB [12], aBnsetca AA-amunonao3 (nopaxaer
0o 25% 6o0nbHbIX). CornacHo AaHHbIM AUTepaTtypbl, MyTa-
UMK, 3aTparuBatolmne LIMCTEUHOBLIE OCTATKM B MOJEKyne
peuentopa TNFR1, ropasgo 4alle npuvBOASAT K pas3BUTUIO
CUCTEMHOr0 amunnonao3sa [12], Toraa Kak Mytauuu ¢ HU3Kom
neHeTpaHTHOCTbO (R92Q) 06bIYHO BOBJIEYEHLI B pasBUTUE
XPOHWYECKMX BOCNaNUTENbHbIX MPOLLECCOB, a UX HOCUTENM
nmeloT 6onee msrkoe tedyeHune TRAPS [12]. JaHHbIX 06 oco-
6GEHHOCTSX TedeHns 3a60neBaHuns y NaLuMeHTOB C MyTaLMaMu
B reHe TNFRSF1A K HacTosLleEMY BPEMEHU B Hay4HOMU NnTe-
paType He npeacTaB/ieHo.

B npeactaBfeHHOM KAMHUMYECKOM ciydae y pebeHKa
C BHOBb BbISIBIEHHOW MyTaluMen 3abofeBaHUe XapaKTepu-
30Banocb Ge6PUNbHOM JIMXOPAOKOW, BblparKEHHbIM abao-
MUHaNbHbIM CUHAPOMOM, nuMdageHonaTtuen, pasBUTUEM
apTputa. [na KynupoBaHWA MPUCTYNOB WCMNONb30Banu
HecTepouaHble MPOTMBOBOCNANUTENbHbIE Npenapathbl U Mo-
KOKOpTUKOCTEpouabl B 4o3e > 20 mr/cyt [13]. OgHaKo, Heoa-
HOKpaTHO OTMeYeHHas BTOpUYHas HE3IDODEKTUBHOCTb ITUX
npenapatoB notpeboBana ackanauuun aosbl [12]. MNonbITKK
Mcnosib3oBaHna B nedeHnn TRAPS KonxuumHa, MeToTpeKca-
Ta, a3aTMonpuHa pesynbTatoB He ganu [12].

B nocnegHee gecatunetne NpuUHLUMNMANbLHO HOBbIM MOA-
Xo4oM K nevyeHumto TRAPS cTtano uvcrnonb3oBaHWE FEHHO-
WMHXKEHEPHbIX 6uonornyeckmnx npenapartos [14]. lMepBbiMu
M3 3TOro Knacca 6b11n MHrnbutopel TNF a (MHPAMKcmab,
aflanMmymMab) — MOHOKJIOHanbHble aHTMTeNna K TNF «, KoTo-
pble He TONbKO MPOAEMOHCTPUPOBANIN HEBBLICOKYHD 3ddek-
TUBHOCTb, HO AaKe NPoBOLMPOBaIM 060CTPEHNE COCTOSAHUM
[15, 16]. StaHepuenT, NpenapaTt Ha OCHOBE PEKOMOWHaH-
TbIX pPeLenTopoB, 6bin1 B NPUMEHeHMM 6onee yernewHbiM —
YAyYWeEHUs COCTOSIHUS WMAW PEMWUCCUM JocTurana 6onblias
4yacTb NaLMEHTOB, OAHAKO, B cpefHeMm 4yepeld 3 roga neve-
HUS Y HUX pas3BuBanacb BTOPUYHAA HEIDODEKTUBHOCTb
[16, 17]. BONbWMHCTBO M3 3TUX NauUMEHTOB 6bIIM nepe-
BeAEeHbl Ha MHIMOUTOP MHTepnenkuHa (IL) 1, nokasaBsLwero

Hauny4lwyo pesynbTaTMBHOCTb Y nauuneHToB ¢ TRAPS [18].
BTopuyHas HeadOEKTUBHOCTb MOHOK/IOHAJbHbIX aHTUTEN
K IL 1 y Taknx 60/IbHbIX KpalHe peaKo CTaHOBUTCA NPUYMHOM
OTMeHbI Npenapara.

B HacTosilee BpeMs HaKonfeHbl AaHHble 06 yCnewHoMm
NPUMEHEHNN KaHakuMHyMaba [18]. Haw onbiT noarsepaun
OT/INYHbIN 3PDEKT Tepanum MOHOKIOHANbHbIMW aHTUTENaMKU
K IL 13 419 NOAKOXHOro BBeAeHWUA B [03€e 2 MI/Kr Kaxable
8 Hepn y nauumeHtoB ¢ TRAPS: Tepanuns KaHakuHymabom
He TObKO NO3BOSIMNIA KyNMMpoBaTb JMXOpafKy, Cbinb, abao-
MWHasbHbIA U CYyCTaBHOM CUMHAPOMbI, HO U cnoco6CcTBOBana
YAYYLWEHUIO KayecTBa XWU3HWM pebeHKa U NpefoTBpaLleHmio
Pa3BUTUSA KUBHEYTPOXKatoLLEro OCNOXHEHU — amMunongo3a.

3AK/TIOYEHUE

PazHoo6pa3ne KIMHUYECKUX MPOSIBIEHUN BPOXKAEHHbIX
NepUOANYECKMX TMXOPAAOK M HaNnnine paHee He U3BECTHbIX
reHETUYECKMX MyTaLMi, NPUBOAALMX K Pa3BUTUIO ayTOBO-
cnanuTenbHbIX CMHAPOMOB, yKa3blBaeT Ha Heob6XO0AMMOCTb
[OeTanbHOro n3yyeHunsa aTux 3abonesaHui. NpumeHeHne Tex-
HONOMMN CEKBEHUPOBAHUS HOBOIO MOKOJSIEHWUS, HanpaB/eH-
HOW Ha MOWCK MyTauMW B TapreTHbIX reHax y nauueHToB
C KIMHWMYECKOM KapTUHOW ayTOBOCNAaNMTE/IbHOrO COCTOSIHUS,
NO3BOJIUIIO HaM BbISIBUTb HE OMWCAHHYIO paHee MyTauMio
y nauueHTa C Nepuoauyeckon NMXopagkon M Hal3Ha4uTb
naTtoreHeTM4ecKoe nevyeHne npenapaTtoM MOHOKIOHAMbHbIX
aHtuTen K IL 1. B pesynbraTte 6bUIM MPOAEMOHCTPUPOBAHbI
BblCOKas aPpPEKTUBHOCTb M 6e30MacHOCTb KaHakuMHymaba
onsa nevyeHns TRAPS-cuHagpoma.

UCTOYHUK ®UHAHCUPOBAHHUA

He ykasaH.
KOH®JIUKT UHTEPECOB
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K.B. CaBOCTbSAHOB — [OJly4eHUE UCCnenoBaTe/IbCKUX
rpaHToB OT dpapMaLeBTMieckon komnaHmm Novartis.

T.B. CnenuoBa — nony4yeHne nccneaoBaTeibCKUX rpaH-
TOB OT dapMaLeBTMYeckon KomnaHmm Centocor.

A.A. MywKoB — noJjsly4eHne uccreaoBaTebCKUX FpaH-
TOB OT dapMaLeBTMYeckon KomnaHum Novartis.

P.B. [leHucoBa — noJsiy4eHue uccneaoBaTebCKUX rpax-
TOoB OT dapmaueBTUYECKMX KomnaHuin Roche, Centocor,
Novartis.
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CraTbs nocBsileHa ananepreHcrneympudeckon ummyHotepanmm (ACUT) — eaUMHCTBEHHOMY 3TMONaToreHeTUYECKOMY METOAY
Tepanuu anneprudyeckon natonaormum. CrnocobeTBys GoOpPMUPOBaHNIO UMMYHOJIOrMYECKOM TonepaHTHocTn, ACUT moangpuum-
pyeT TedeHne 60/1€3HU, NPEAOTBPALLAET BO3HUKHOBEHUE HOBOH UJTN YTSIXKENEHUE UMEIOLLIEHCS] CEHCUBUAN3aLIMN, TEM CaMbIM
npeaynpexaas pa3BUTHE acTMbl, YTO OCOBGEHHO aKTyaslbHO [/11 NaLMEeHTOB JETCKOro Bo3pacTta. ABTopamu rnpeacTaB/ieHbl
OCHOBHbI€ 0COBEHHOCTM MexaHu3Ma AEUCTBUS U yCI0BUS JOCTUIKEHMS 3aniaHnpoBaHHOIo aggeKkta. PaccmatpuBaloTcs
K/I0YEBbIE MPOTMBOMNOKa3aHms K HazHadyeHno ACUT, npuHLUmMIbl BbiI6GOpa COOTBETCTBYIOLIErO aepreHa A5 1Ie4eHns n 0Co-
6EHHOCTU ero BBEAEHUS AETIM KaK C MOHOCEHCHMOUAN3ALMEN, TaK N YYBCTBUTE/IbHLIM K rpynne aanepreHoB. O603Ha4Y€eHbI
JAasibHeLLmne NepcreKkTUBbl Pa3BUTUS MCCIEA0BaHUI M y)Ke UMEIOLLMECS JOCTUKEHNS JaHHON MEeAULIMHCKON TEXHOJIOMMH.
Knrw4yeBble cnoBa: annepreHcrneunpuyeckas MMMyHoTepanus, cyb6MHIBa bHas ajnepreHcrneympnyeckas MMMyHoTepPa-
nusi, NaToreHeTn4YecKas Tepanus anneprum, MHAYKUUS MMMYHHOM TOIePaHTHOCTH, AETH.

(4na ynTupoBaHusa: BuwHéa E.A., Hama3oBa-bapaHoBa J1.C., AnekceeBa A.A., CenumaaHoBa J1.P, JleBuHa K0.T., 3deH-
nveBa K.E., Jo6pbiHnHa E.A. AnnepreHcneundunyeckas MMMyHOTepanus Yy AeTel: COBPEMEHHOE COCTOsiHME BoMpoca.
Meanatpunyeckasn papmaronorus. 2016; 13 (4): 404-408. doi: 10.15690/pf.v13i4.1616)

AKTYAJIbBHOCTb HO fleyebHbIM addeKkTom [1]. AnnepreHcneundunyeckas
KoHTponb Hag annepruyeckumu 60ME3HAMU MOMXKHO nMmmyHotepanus (ACUT), onbIT UCMONb30BaHUS KOTOPOM
[OCTUYb MYTEM MPUMEHEHUS CMMMNTOMATUYECKUX CPEACTB HacyYUTbIBaeT y)Ke 6osiee BeKa,— €AMHCTBEHHbIM naTore-
M npenapaTtoB AN 3KCTPEHHOW MOMOLUM, OAHAKO NUlb HETUYECKUI MEeToh Tepanuu Ans NeYeHns pecnnupaTtopHOn
cneundunyeckas MMMyHoTepanus obnajaeT AencTBUTeSNb- anneprun Kak y aeten, Tak vy B3POC/bIX NauneHToB [2].
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Allergen-Specific Child Immunotherapy: Current State of Affairs

The article is devoted to allergen-specific immunotherapy (ASIT) — the only etiopathogenic therapy method for allergic diseases.
By promoting the formation of immunological tolerance, ASIT modifies the course of the disease, prevents the occurrence of new or
the worsening of existing sensitizations, thereby preventing the development of asthma, which is especially important for pediatric
patients. The authors present the mechanism of action and its main features and conditions with regard to achieving the planned effect.
Considered are the key contraindications to ASIT, the principles of selecting the appropriate allergen for the treatment and features
of its introduction to both children with mono sensitization and children sensitive to the allergen group. Further prospects of research
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fABnsdcb, MO CyTW, BaKUWHaAUWEN MNPOTUB OMNpefeNieHHbIX
annepruyeckux saboneBaHunin, ACUT MOMKET M3MEHUTb MX
TeyeHue, NPeaoTBpPaTUB HOBYIO CEHCUOBUNM3ALIMIO annepre-
HOM U1 pa3BuTMe acTmbl [1, 3], Gnarogaps BblpaboTKe UMMY-
HOJTOTMYECKOW TONEPAHTHOCTH.

AJJIEPTEHCNELIU®OUYECKAAA UMMYHOTEPANUA

MexaHusm Bo3gencTteua ACUT

YHuKanoHoe agenctene ACUT 06ycnoBneHo MONEeKyNspHbI-
MU U KIIETOYHBIMU MEXaHU3MaMu, KOTopble Oblain JOCTaTOYHO
noapo6HO M3y4eHbl M OnucaHbl B nocnegHee Bpems [3, 4].
Bozpenctene ACUT BKIOYAET MHAYKLMIO PaHHEN TMNOCEHCH-
6UNN3aumm TYYHbIX KNEeTOK U 6a30bnI0B, reHepaLnio oOTBETa
nonynsaumn T v B perynatopHbIX KNETOK, MoaudUKauumio
BbIPabOTKN UMMYHO06YNMHOB (Immunoglobulin, Ig) E n G4,
YMEHbLUEHUE KOJIMYECTBa 303MHODUIIOB M Ty4HbIX KIJIETOK
B C/IM3UCTOM 060N04KE OPraHOB-MULLIEHEN, CHUXKEHWE aKTUB-
HOCTU MOCNEeAHUX, a TakKe 6a30buNoB, LMPKYIUPYIOLLMX
B KpoBSAHOM pycne. [Tpu 3TOM nepeknoyeHne annepreHcre-
umMdunyeckmx apdexkTopHbiX T 1 B KNETOK Ha perynatopHbIn
deHoTMN ABNSeTC KNloYeBbIM cobbiTueM B npouecce ACUT
W HOpManu3alumMm UMMYHHOIo OTBETa Ha asniepreHol. Kpome
TOro, MHAyuupyemble uHTepnenknHom 10 perynsaTopHble
B KNeTKM, TaKkKe Crnoco6CTBYIOT Pa3BUTUIO TONEPAHTHOCTU
3a cYeT cynpeccun adPeKTOpHbIX T KNETOK U CeNeKTUBHOM
MHAYKUMK 18G4, AnnepreHcneunduryeckme perynsiTopHble
T v B KNeTKM — KNto4YeBbIE 3BEHbA BCEW UMMYHOPETYNNPYIO-
Len uenu, AencTeBmMe KOTOpPOM HanpaBieHO Ha nogaBfieHne
BOCMaNUTENbHbIX LIMTOKMHOB AEHAPWUTHBIX KIETOK; cynpec-
cuio addekTopHbIX Thl, Th2 1 Thl7 KNETOK; YyMeHblueHne
annepreHcneunodunyecknx IgE n 3anyck BblpaboTku 1gG4,
a TaKe nogasieHne MUrpaLmm Ty4YHbIX KNeToK, 6a30buros,
303UHODPUNOB U 3PODEKTOPHBIX T KNETOK B TKaHW. Takum
obpasom, nog Bosgenctamem ACUT nponcxoasat BUAOU3ME-
HEeHMe UMMYHHOIro OTBETa OpraHn3ma Ha annepreH U MHAyK-
LMA pa3BUTUS TOIEPAHTHOCTU.

®dakTopbl, o6ycnoBnauBawwme apdeKtmBHoctb ACUT

OpaHako, addpekTnBHOCTL ACUT 06ycnoBanBaIOT MHOXe-
CTBO QaKTOpPOB, BarKHEMLIMMU M3 KOTOPbLIX ABASAKOTCS Mpa-
BW/IbHas NOCTaHOBKa AWarHo3a, oT6op NauMeHTOB U TOYHO
onpeaeneHHbIn NepBUYHbIA CEHCUOBUNNIUPYIOLLMIA annepreH.
CnepyeT NOMHUTb, YTO Yy NauMeHTa MOXET ObITb KaK UCTUHHaSA
CEHCUBMNIN3aLMA K KOHKPETHOMY asfiepreHy, Tak U CEeHCu-
6unnsaumns BCneacTtBUE UMMYHONOTMYECKOW NEPEKPEeCTHON
pPEeaKTUBHOCTU K CXOAHbIM MO CBOEMY CTPOEHUIO annepreHam
[5]. CTpyKTypHOE ¥ MMMYHOJIOTMYECKOE CXOACTBO Mexay
annepreHamu 00yC/NOB/IEHO TaKCOHOMUWYECKOM ONM30CTbio
BMaoB. OaHKU 1 Te e IgE-aHTUTENa MoryT B3aMmMoaemncTso-
BaTb CO CTPYKTYPHO CXOXMMW dparMeHTamu aniepreHos
pPa3HOro MNPOUCXOXAeHUs (06WwuMK anuTonamu, Genkamu
O[HOrO CEMENCTBA), OAHAKO HEKOTOPbIE MOJIEKY/bI ABNSIOT-
CSl YHUKaNbHbIMW MapKepamu cneumdUyecKkmx annepreHos.
Mpu 3TOM O4HU NepeKpecTHopearnpyloLme MoneKysbl MoryT
06YyCNOBNMBaTb BbIPaXEHHble KJIMHWUYECKUE MPOsiBIEHUS,
B TO BPEMS KaK Apyrme — OTCYTCTBME CUMMTOMATUKMU.

MpK NOMOLLM MONEKYNAPHON anneproanarHoCTUKKU MOX-
HO ocCywecTBUTb ANdIEPEHLMPOBAHHbBIA NMOUCK MCTUHHOIO
CEHCUBUNN3UPYIOLLErO aniepreHa, B TOM YMCNe UCKIUYUTb
60 NOATBEPAMTL NEPEKPECTHYIO PEAKTUBHOCTL OpraHM3ma
[6—8]. MoneKynapHbIi METOA B HAcTosILLEE BPEMS NnoayvyaeT
Bce 6o/bluee pacnpocTpaHeHne B KIMHUMYECKOM MpaKTuKe,

€ro LUeHHOCTb HeocrnoprMma B BoMnpocax NporHo3a pasButus
NIOKaNbHbIX MPOSB/IEHWUIN, OMpeAeneHns pUcKa CUCTEMHOWM
peaKkLunn, OLEHKU NEPCUCTEHLMU KIUHUYECKOW CUMMNTO-
MaTUKU U npoBefeHus cneuudUu4ecKkon MMMyHOTepanuu.
BarkHelwee npemmyL,ecTtBO MONEKYIAIPHON ANArHOCTUKKN —
MaeHTUOMKaUMSA MapKEPOB, XapaKTepPUIYIOLWNX NepeKkpecT-
HYIO peaKTUBHOCTb [7, 8].

OCOBEHHO C/IOXHOM MOXET NoKasaTbCs CUTyauus ¢ noj-
6opom ACUT ans naumMeHToOB C MNONMBANEHTHON CEeHCUOU-
nu3aunen. MHOXeCTBEHHbIE MONOXMUTENbHbIE Pe3ynbTaThbl
obcnefoBaHU MOryT 6biTb 06GYC/OBJ/IEHBI NEPEKPECTHOM
PEaKTUBHOCTbIO anflepreHoB B COCTaBe AMarHOCTUYECKMX
3IKCTPAKTOB (MCMOMb3YEMbIX KaK MPU KOXHbIX MPUK-TECTaX,
Tak u npu onpegeneHun sigk) [9, 10]. Hanpumep, naum-
€HT, NePBUYHO CEHCUOUIU3UPOBAHHLIM K TpaBaM, MOXET
[aTb NONIOXKUTESIbHYIO PeaKLMI0 BO BPEMS NMPUK-TeCTa C 3KC-
TpaKToM 6epesbl, KOTOPbIN COAEePXMUT NpodunnH Bet v 2,
Nno CBOEW CTPYKTYpPe OYeHb CXOAHbIM C MPOdUANMHOM TpaBs
Phl p 12 (tTumodeeBKM nyroBon). B cnydyae ecnun y Takoro
nauuneHTa OTCYTCTBYIOT cekpeTopHble (s) IgE Bet v 1 v BbisiB-
naeTcs NosioXKuTenbHbln TUTP SISE K Phlp 1 v Phl p 5, MOXHO
cfienatb 3aK/tlo4eHME O HaIMYUM UCTUHHOW CEHCMOMNN3aLUK
K TpaBaM. B ooHOM M3 nccnegoBaHMi 6bI1I0 NOKa3aHo, YTo
MCMONb30BaHWE MOJIEKYNAPHON anneproguarHoCTMKu noTpe-
60Bano nameHnTb ACUT, nogobpaHHyto Mo pe3ybTaTaM KOX-
HOro TECTUPOBAHUA (NPUK-TECTOB), 6osiee YyeM y 50% naum-
eHToB [11].

Taknm 06pas3omM, B C/llydae MHOXECTBEHHOW annepruu
MOJIEKYNSipHasa anneprognarHocTuka AaeT BO3MOXHOCTb
naeHTMdMumMpoBaTb COOTBETCTBYIOWMNA MPUYUHHO-3HAYM-
MblW annepreH ana nposegeHus ACUT.

CornacHo KJIMHWYECKUM pekoMeHaauunam [1, 5], pesynb-
TaTbl N0ObIX AUArHOCTUHECKMX TECTOB, B TOM YKUC/ie METOLOB
MONEKYNSAPHOM AUarHOCTUKKU annepruun, cnegyet aHannsupo-
BaTb B KOHTEKCTE [JaHHbIX KIIMHUYECKOr0 aHaMHe3a, TaK Kak
noaTeBepxaeHHaa n1abopaTopHO CEeHCUBUNU3auna K annep-
reHy He Bcerja COMpOBOXAAETCA KIMHUYECKMMU NposiBfie-
HUSAMU. B TO e BpeMs CEHCUBUNU3auns NiMllb K onpeaeneH-
HbIM ajiepreHamMm MMeeT KIIMHUYECKOoe 3Ha4YeHne: CBeeHuns
aHaMHe3a B HEKOTOPbIX C/ly4asx OCTalOTCH peLlatoLmnmm npu
nofbope npenapara ang cneumduyecKon MMMyHoTepanuu.
MMeHHO faHHbIN GpaKTop ABNSETCH Onpeensounm B BONpo-
ce apdeKTMBHOCTU ACUT: NnpaBubHO BbiGpaHHbIA aniepreq
0OMHaKOBO 3bdEKTUBEH KaK MpU MOHOCEHCUOUIU3aLUK,
TaK M Npu YyBCTBUTENBHOCTYM K rpynne annepreHos [12].

Bbe3onacHocTb U 3apPpeKTUBHOCTL ACUT

PaHee ACUT ocyuiecTBasinacb TOIbKO METOAOM MOAKOMX-
HOro BBeAeHus annepreHa. B TeyeHue nocnegHux 25 net
LWMPOKOE pacnpocTpaHeHne noay4maa cybauHrBanbHas
ummyHotepanus [1]. OT4acTu 370 6bI710 06YCNOBIEHO BOMPO-
coM 6e30MacHOCTM MOAKOXKHOM MMMYHOTEpPanuu, 4To nNpuBe-
J10 K OrpaHMYEHUIO ee UCMONb30BaHUsA B HEKOTOPbIX CTpaHax
EBponbl 1 cTUMynMpoBano NMOWUCK HOBbIX, 6onee 6e3onac-
HbIX METOLOB BBeAEHUS, a TaKkKe pa3paboTKy U BHeApeHHUe
cTaHAapTM3auun annepreHoB. Kpome Toro, B KIMHUYECKOM
NPaKTUKEe PEXUM UHBEKLIUIA MOXKET ObiTb AOCTYMNEH AaneKko
He BceM naumeHtam. Cyb6nnHreasnbHbl NyTb BBEAEHUS MpH
ACUT uncnonb3yeTcs BO BCEM MUpE BCe Yalle: Ha ceroj-
HALWHWI LeHb JOoKa3aHa ero 6e30MnacHOCTb C TOYKW 3peHus
CUCTEMHBIX MOBOYHbIX 3PDEKTOB MO CPABHEHUIO C NMOAKOMK-
HbIMU MHbEKUMaMK annepreHos [1, 13]. MHOroneTHu onbIT
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NPUMEHEHUSA CBUAETENbCTBYET O BbICOKOW 6€30MacHOCTH
cy6nvHreBanbHOM MMMyHOTEPanuK: 3a BCe BpeMs Habnoae-
HUS He 3adMKCUMPOBaAHO HWU OAHOrO0 CMEPTENbHOro Ucxoaa,
a anun304bl aHadWIaKCUK BblI ONUCaHbI NULLb B UCKTIOYU-
TeNbHbIX Cy4yasx; 60MblWMHCTBO (> 90%) NO6OYHbIX HEXena-
TeNbHbIX SBNEHUN 0ObIYHO MECTHOIO 3HAYEHUS U OrpaHuye-
Hbl MecToM BBeaeHus [13].

YyuTbiBas TOT aKT, 4TO UMEHHO COMHEHUSA B 6e3onac-
HocT ACUT mMoryT ctaTb BO3MOXHOW NPUYMHOM OTKa3a oT ee
nposefeHus, C Lefiblo O6bEeKTUBHOINO aHaln3a BblparKeH-
HOCTM M TSXKECTU, @ TaKXKe 4acTOTbl TaKMX peaKkuuin Oblin
pa3paboTaHbl KIMHUYECKNE KnacCcubUKaL UM OLEHKM NO6OY-
HbIX peakunn npu cyénuHreanbHoun [14] n nogkoxHon ACUT
[15]. CnegyeT OTMETUTb, YTO GOJIbLUMHCTBO HEXenaTesbHbIX
ABNEHUN, CBA3AHHbIX C CyONUHIBANIbHOM MMMYyHOTEpanuen,
NposBASETCA Yepe3d HEKOTOPOE BPeEMS OT Hadana JeveHus
N CaMOCTOSITENIbHO KyNUpYyeTCsi B TeHeHUEe HECKOJIbKUX AHEN.
PaspaboTaHHas TpexypoBHeBas KiacCudUKaLMA MeCTHbIX
peakumn npu cybsMHIrBasbHOM UMMYyHOTEpanun OCHOBaHa
Ha CyObeKTUBHOM OLlEHKE MNaLMEHTOB: TaK, O4HUM U3 OCHOB-
HblX GaKTOPOB, ONpeAenslowmx CTeneHb TaKecTu (3-9 cTe-
neHb), aBnserca npexkpaweHne ACUT, BbIdBaHHOE MeCTHOM
peaKkumen.

B uccnegoBaHMsaX MOKa3aHO, YTO MECTHble peaKkuuu
«He 6eCrNOKOUIN» UK «TONIbKO HEMHOIO GECMOKOUIU» OKOO
82% pecnoHAeHTOB, NoyyaBluMX NOAKOXKHYO ACUT, n Tonb-
KO 4% roToBbl 6bINM U3-3a@ HUX MPeKpaTUTb Tepanuio [16].
BwmecTe ¢ TeM JoKa3aHO, 4TO MECTHbIE peaKLMK He No3BosIs-
0T MPOrHO3MpPOBaThb NOCNEAYIOLNA CUCTEMHbIV OTBET Opra-
HM3Ma Ha nbon n3 metogoB ACUT [1, 17, 18]. MNMpu 3atom
HW B O4HOM M3 HabAEHNIN He BbINI0 YCTaHOBEHO, YTO YBE-
JINYEHNE YACTOTbl BblPaXEHHbIX HeXenaTeNbHbIX MECTHbIX
peakuuin npu npoBefeHUn nogkoxxkHon ACUT yBennyusaet
PUCK pa3BUTUS CUCTEMHbIX NOBGOYHbIX ABNEHUI [19].

He meHee aKTyanbHbIM OcCTaeTcs BoOMNpoc 3QdEKTUB-
HocT ACUT, B TOM 4yucne ¢ 3KOHOMUYECKOM TOYKU 3PEHUSA
[20]. B uensax ctaHaapTM3aLmMmn TaKoro aHanmaa B nocnegHee
BpeMs PEKOMEHAO0BAHO MCMNO/b30BaTb CUCTEMHbIV MOAXOA:
OAHOBPEMEHHYIO GanibHYI0 OLLEHKY TAMXECTU KIMHUYECKMUX
NPOSB/IEHUI anieprumn U KoanyecTBa UCnosib3yeMblX eKap-
CTBEHHbIX cpeicTB (06beM MOTPe6GHOCTU B cMMMTOMaTUYe-
CKoM Tepanuu). OQHaKo, B eXeJHEeBHOW MpaKTUKe creuu-
anucTa AaHHbIM MEeTO[, HECMOTPS Ha CBOIO MPOCTOTY, LMPOKO
He MCMNoJIb3yeTCs, OCTaBasiCb NMoKa aTpUOYTOM NLb KIUHU-
YeCKUX uccnenosarum [21]. B npaKTuke 419 NnoBCEAHEBHOIO
MCMNoNb30BaHUA MOXET OblTb Nosie3Ha BU3yasbHas aHaso-
roBas WkKana OLUEHKU CUMMNTOMOB. 3TO HarNsA4HbIN CyObeEK-
TUBHbIN MeTOA OLEHKM oblero AMcKkoMdopTa nauueHTa,
06YCNOBIEHHOMO MNPOSABIEHUSIMU annepruiecKon NaTonoruu,
OTpa)KaeT He TONbKO BbIPAaXXEHHOCTb KaM4oro CUMMToOMmMa,
HO 1 9P PEKTUBHOCTL NPOBOANMOWM Tepanuu [22].

OaHaKo, B OT/IM4ME OT CUMMNTOMATUYECKON UAKU MHOW Te-
panuun, ACUT ¢ aKCTpaKTaMu annepreHoB 3a4acTyto He CTONb
yaobHa [Ans nauMeHTa 3a CYeT TaKMX OCOOEHHOCTEW, KaKk
cxema Jie4eHus (HepeaKo MHOroneTHss), 6eCnoKOWCTBO
M 03ab604E€HHOCTb MO NOBOAY AEWUCTBUSA, a TaKKe MPOAOSIKM-
TENbHOCTb AOCTUrHyTOro addekrta. Kpome TOro, HecMoTps
Ha MHOrOYMCNEHHbIE KIIMHUYECKUE UCCNefoBaHUA U meTa-
aHanu3bl, cBuaeTenbcTBylowmne 06 abdekTnBHocTn ACUT,
3TOT BapuaHT Tepanuu UCnonb3yeTcs Bee elle HeJoCTaTOYHO
LUMPOKO, a N0 HEKOTOPbLIM AaHHbIM, MeHee Yyem y 10% nauu-
€HTOB C a//IePrMyecKUM PUHUTOM USIM aCTMOM BO BCEM MUpe

[1]. CywecTByloWwMe pasnuing Mexay permoHaMmu npu 3Tom
He yfaeTcst 06bACHUTbL NLb COLManbHbIMU UM AKOHOMUYE-
CKMMMW NPUYUHAMM.

OOnH M3 OCHOBHBbIX GaKToOpoB, 06YCNOBAMBAIOLIMX Orpa-
HUYEHMS LWMPOKOro ucnonb3oBaHua ACUT — HepocTaTou-
Has ocBefOoMJIEHHOCTb [1]. K coXKaneHuto, Ha cerofHsaLWHum
[leHb CO CTOPOHbI CMELManUCTOB OTCYTCTBYET eAnHOEe MHe-
HUE MOATBEPXKAEHHON 3DDEKTUBHOCTU U IKOHOMMUYECKOM
uenecoo6pasHoctn ACUT, a pasHbii npodecCroHanbHbIn
YpOBEHb Bpayen, OCyWEeCTBASIOLWNX BeAeHWe nauueHToB
C annepruen, HECOMHEHHO, He MOBbLILLIAET Ka4eCTBO Meau-
LIMHCKOW MOMOLLM TakKuM 60nbHbIM. OTCYTCTBME U pPa3po3-
HEHHOCTb CBEEHUIN 06 anneprum 1 MeTogax ee fie4eHnsa Kak
B MOMNyNsiLMK, TaK U y OTAENbHbIX NALMEHTOB C annepruen,
MHOrJa HedoCTYMHOCTb AaHHOro metoda Tepanuu Bcnegd-
CTBME OCOBEHHOCTEN pEXMMA NEeYeHUs 1 BbICOKOW CTOMMO-
CTU camux MpenapaTtoB ANl HEKOTOPbIX C/IOEB HACENeHWus
CT@HOBSATCHA NPUYUHON OrPaHUYEHU KOHTUHIEHTa BOMbHbIX,
y Kotopbix ACUT nossonunna 6bl 3HAYUTENIbHO YMEHbLUUTb
nposiBNeHns 60ne3Hn M NpeaoTBpaTuTb pPa3BUTUE HOBOWM
ceHcubunmaaumm.

MokasaHusa n npoTuBonoKka3saHua K ACUT

MpumeHeHne ACUT B KOMMJIEKCHOM Jle4eHun annep-
TMYECKOro pUHUTA U acTMbl (KOHTPOJIMPYEMOMN) HE UMeEET
NPOTMBOPEYUI B pPEKOMEHAAUMAX pasfinyHbiX annepro-
NIOrMYecknx cooblects Mupa. lNoKaszaHo 3HauyuTeNbHoe
CHUXXEHUE BbIPaXXEHHOCTU CUMMTOMOB aTOMUYeCKoM acT-
Mbl WU aniepruyecKkoro PUHOKOHBIOHKTUBUTA, annepreH-
cneumMdUyecKon runeppearkTMBHOCTM AblXxaTeNbHbIX NyTEN,
a TaKXe YMeHblleHWe MnoTpebHOCTU B MCMNOoNb30BaHWUU
NIeKapCTBEHHbIX cpeactB [23, 24]. OcobeHHoe 3HayeHue
MMEET aKTyalbHbIM KaK AN AeTen, Tak M Oaa B3POCblX
nauMeHTOB NOTEHLMaNbHbIN cTeponacoeperaoni apPexT
ACUT, 3aknovaolWmMnca B NpeaoTBpalleHUM BO3MOMKHbIX
HexenaTtenbHbiX 3QPEKTOB MHIaNALUMOHHbIX TIOKOKOPTK-
KocTeponaoB Y 60/1bHbIX acTMOW. [pn ncnonb3oBaHuK obe-
nx TexHMK ACUT — NOAKOXKHOW U CyONMHIBaIbHOM — OTMe-
YEeHO CHWMKeHWe O03bl 6A3UCHON Tepanun UHransaLUMOHHbIX
TIIOKOKOPTUKOCTEPONAOB, HEOBXOAMMOW ANS NoAAepKaHNa
KOHTpONS Hag actmon [25-27].

OfHaKo, ANs HEKOTOPbIX annepruyeckux 3aboneBaHun
noKasaHWsa He onpegeneHbl OCTaToO4YHO 4eTKOo. HecmoTps
Ha TO, YTO pe3ynbTaTbl MOCNEAHWX MCCNefOBaHWM npea-
CTaBNAOTCS [JOBOJIbHO o6HaaexuBawwmmmn ana ACUT Kak
6one3HbMoanPuUMpyoLLEro MeToaa Tepanuu MNULLEBON
anneprum u aTtonMyYyecKoro pepmaTvTta, [OKa3aTenbCTBa
3bdEKTUBHOCTM OrpaHUYeHbl, U NPOBEAEHWE TAKOro fieve-
HUS 3aTPyAHEHO BbICOKMM PUCKOM Pas3BUTUA HeXXenaTtesb-
HbIX NMOBGOYHbIX ABNIEHUN. B cuctemartnyeckom o63ope [28],
NPOBEAEHHOM C LieNbl0 HE3AaBUCUMOMN OLEHKU MMEIOLLUXCH
[OoKazaTtenbcTB apdEKTUBHOCTU N 6e3onacHocTn ACUT npu
aTonnyeckom gepmatuTe, 6bI10 NpoaHann3npoBaHo 12 paH-
[IOMU3NPOBaAHHbIX M1aLEBOKOHTPONNPYEMbBIX KAUHUYECKUX
nccnegoBaHUM CTaHOAPTU30BAHHbLIX aNfiepreHoB Khellewn
[OMalUHEen MblM U MNbiAbUbl C yd4acTnem 733 nauueHTOB.
Mo pesynbtatam Tpex HabnoAEHUM, C y4eTOM reTeporeH-
HOCTU WCCNEeaoBaHWM, CyWECTBEHHOW AWMHAMMWKKM COCTOSN-
HMA nocne Kypca ACUT He oTMeyeHo, B ABYX Mccneno-
BaHUAX (85 y4aCTHMKOB) coo6Llanocb O 3HAYMTENbHOM
NnonoXuTenbHOM addekTe: npu oblwen oueHKke CMMNTOMOB
OTHOLLEeHME WaHcoB cocTaBuno 2,85 (95% poBeputenb-



Hbln nHTepBan, AN, 1,02-7,96); cy6beKTUBHbIE NposiBie-

HMA 3yaa no 10-6annbHOW WKane CHU3MAUCb Ha 4,2 6anna

(95% AN 3,69-4,71). Takum 06pa3om, No pesynbTatam aaH-

HOrO MeTaaHann3a, BCMEACTBME BbICOKOW FeTepOreHHOCTH

KayecTBa MccnegoBaHUMM M OCOBEHHOCTEM CTAaTUCTUHYECKOM

06paboTKM pe3ynbTaToB NONYYEHHbIE JOKa3aTeNbCTBa HeLo-

CTAaTOYHO yb6eauTenbHbl AN KOHKPETHbIX PEeKOMeHAaL MK

no ucnonb3osaHunio ACUT npu aTonnyeckom gepmaTure.

B HacToslee BpeMsi MOKa3aHus K Has3HadeHuto ACUT
ABNAOTCH CNeUndUYECKUMU U OBLLENPUHATLIMU, @ KIUHU-
YecKuMe cuTyaluu, Korga u3-3a coobGpaxkeHuit 6esonac-
HOCTM MNauMeHTY He PEKOMEHAYETCA BBeLEeHWe IKCTpaKTa
annepreHa (1.e. UMelTCA MPOTUBOMOKA3aHUSA: Hanpumep,
BC/IEACTBME COMNYTCTBYOLWMNX 3a60NEBAHWUIA UIN MHOE), MOTYT
cnerka otamnyatbes [2, 29]. TepMUHONOIMYECKU BblAENSAOT
a6CoNOTHbIE U BPEMEHHbIE — OTHOCUTESIbHbIE MPOTUBOMO-
KasaHug. o cornacutenbHOMY AOKYMeHTY EBpornenckon
aKafeMUU anneprosiorum u KIUHUYECKON WMMYHOIOMMK
(European Academy of Allergy and Clinical Immunology,
EAACI), abcontoTHbIM MPOTUBOMNOKa3aHWeM 4151 MPOBEAEHUS
ACUT asnsioTcs [2]:
® OHKONOrMyeckue 3aboneBaHus;

°  TXKenble MMMyHoNaTonornyeckme coctosHus, Cring;

® HEKOHTpo/MpyeMas 6poHxXManbHas actMa TAXenoro nep-
CUCTUPYIOLLErO TEYEHMHS;

® GEpPeMEHHOCTb.

OTHOCKTENbHOE MPOTUBONOKa3aHWe MOXET ONpeaensTb
BpeMeHHOW napameTp. B Takux cnyyasax nposegeHne ACUT
OTKNIaAblBalOT Ha OMpPeAEeneHHblt nepuoa: Hanpumep, 40
MOMEHTa AOCTUXKEHUS PEMUCCHUM OCHOBHOM WMAU COMYTCTBY-
lowen natonorMm, NMbo KynupoBaHWUs NPOSBAEHUIN OCTPOro
MHODEKLIMOHHOro 3a601eBaHuWs, a TakKe B ClyYasx BakuuHa-
umun [29]. NMpu Ha3HavyeHun cybnuHreansHon ACUT cneayet
NMOMHWTb O AONOSTHUTENbHbIX KITUMHUYECKUX COCTOSTHUSX, KOTO-
pble MOMYT OTCPOYUTb Ha4asno Tepanuu:

° MOBPEXAEHUA U paHbl CAU3UCTOM OBGOS0YKKM POTOBOM
nonaocTu;

°  XUPYPrMYEeCKUE MaHUNYASLMU B POTOBOM MONOCTH;

° 3ab05eBaHUs MNapoAoHTa W MaTonorus cnmMaucTon o6o-
JIOYKM POTOBOM MOJIOCTH.

B 10 e Bpems ucrnonb3oBaHne ACUT B HEKOTOPbIX
KNUHUYECKMX CUTyaLMsX onpenenseT aHaanad COOTHOLWEHHUS
OTHOCMUTENIbHOIO PUCKA M OXMAAEMOW MONb3bl OT MPOBEAEH-
HOW Tepanuu. KoMnieKkcHas OLleHKa COCTOSIHMS MalueHTa
B TaKMX cllydasx urpaet KawodeBylo ponb: ACUT npoBoasT,
ecnun apdeKT Tepanum npesblilaeT Nt060N PUCK yXyaLlEeHUs
COCTOSIHUS NauuneHTa. OTHOCUTENbHbIE MPOTUBOMOKAa3aHWUS
ans HasHadvyeHua ACUT B aaHHbIX cinyyasx cneaytowme:
® MCUXMYECKME PaCCTPONCTBa;
°* MpPUEM MHIMOBUTOPOB MOHOAMMUHOOKCMAA3bl B KOMOGUHA-

UMK C CUMNAaTOMUMETUKAMMU;

° naTofIorusa CcepaedyHO-CoCyaMCTOM cUCTeMbl, Tpebylowas
Tepanuu B-610KaTtopamu, UHIMGUTOPaMU aHTMOTEH3UH-
npespallatolero pepmeHTa;

°  UMMyHoAedUUNUTHbIE cocTosiHMS, BUY-nHbeKLUS;

®  4aCTU4YHO KOHTponnpyemasi 6poHXManbHas actMma.
BakHbIM BOMPOCOM OCTaeTcs M BO3PpacT Havana npo-

BegeHua ACUT. 3a pyb6exom [onycKaeTcss Mcnofb30oBa-

HWE AaHHOM TEXHONOrMM Yy MaLMEHTOB paHHEro Bo3pacTa

[1, 2, 29]. UccnepoBaHU adEKTUBHOCTU U 6E30NACHOCTU

KaK CybnuHrBanbHOM, Tak M nogkoxHon ACUT y nauueH-

TOB B BO3pacTe 40 5 neT, He NOATBEPXKAAIOWMX HaIUYUg
KaKuX-TMO0 HeraTMBHbIX MOCNEACTBUI, YBEIMYEHME YacCTOThI
W TAXECTU HexenaTesbHbIX SABMEHUM UK HUBKYI0 adbdeK-
TUBHOCTb METOAMK [1, 2], a TaKKe OOKa3blBaloWMX UX Npe-
MMYLLECTBO AJ1A LUIMPOKOrO UCMONb30BaHWUA B AaHHOM BO3-
pacTHOM rpynne, Noka HefoCTaTo4HO. Ha cerogHsWHWM aeHb
B Poccun ACUT paspelweHa y ageTten ¢ Bo3pacta 5 ner
(BO3pacTpaspeLleHHbIM Ananas3oH Afig CTaHA4apTU30BaHHbIX
annepreHoB, 3aperncTpUpoBaHHbIX Ha TeppuTopumn PP) [29].

3AK/TIOYEHUE

ACUT — eOnMHCTBEHHbIN NaTOreHeTM4YecKUin MeToa Tepa-
MUK, MOAUPULIMPYIOLLNMIK TEYEHWNE anfIepPrMYecKor NaToNorunu.
Ha cerogHsilHWM AeHb OCTalOTCS OTKPbITbIMKW BOMPOCHI BO3-
MOHbIX Hepeanu30BaHHbIX Lienen ucrnonb3oBaHusa ACUT,
Hanpumep B NpodunakTnuKe aebrota aniepruyeckon naTono-
My 40 BbISIBNEHUS MapKepoB 3POEKTUBHOCTU U NPELUKTO-
poB BbliGOpa ASIUTENBHOCTU Kypca fiedeHus. C Lenblo nouc-
Ka OokaszatenbctB adpdektnsHoctM ACUT B npodunaktuke
annepruyeckux 3abonesarvnin EAACI nHMuMMpoBaHO NpoBe-
fLeHune meTaaHanusa [30]. CneunansHo chopmyIMpoBaHHble
YeTKMe KpUTepuun otbopa MCCnegoBaHWM OTparkatoT KPUTH-
YECKUM MoaxoA K oLeHKe 3ddEKTUBHOCTH, PEHTAOENbHOCTH
M 6e30MacHOCTM [JaHHOM MeaMLMHCKOW TEXHONOrMu npwu
annepruu. K Tekyliemy MOMEHTY HaKOMIeHO MHOIo uccneno-
BaHWM M OOCTATOYHO reTePOreHHbIX Mo AN3anHy COOBLWEHNN
06 addekTMBHOCTM ACUT npu pasnuyHbix dopmax aniepruu,
HO TOJIbKO aHa/iM3 U CUHTE3 MOJIy4EeHHbIX AaHHbIX NO3BOJUT
chopMmnpoBaTb HYETKME PEKOMEHAALMU MO UCNONb30BaHUIO
ACUT B uenax npodunaKkTUKu.

CoBeplUieHCTBOBaHWE cTpaTerMm MWHAYKUMK annep-
reHcneumMdPuyecKon TONEepPaHTHOCTU B LENsSX yBeUYeHus
6e30nacHOCTU U 3PGDEKTUBHOCTU AaKTUBHO MPOBOAMTCH KaK
3a cyeT pa3paboTKM HOBbIX MpenapatoB ajfiepreHoB MU
aAblOBaHTOB, TaK M aibTepHATMBHbIX METOAOB BBEeAEHMUS.
MHHOBaLMOHHbIE NOAXOAbl PEAU3YIOTCS C UCNOSIb30BAHUEM
MOAMDUUMPOBAHHBIX NENTUAO0B U PEKOMOUHAHTHbBIX aHTUre-
HOB /19 BHYTPUKOXHOIO/HaKOXHOIro npumMeHeHus. B uensax
NOBbIWEHUT UMMYHHOIO OTBETA Ha anfeprexsbl Npy ogHOBpe-
MEHHOM CHWXXEHUU PUCKa HexenaTesbHbIX fBIEHUN, B T. 4.
aHadUNaKCUYECKUX pPeaKLMn, MCMoNb3YlTCA pasfinyHble
BCMOMOraTenbHble BellecTBa. BaxHeWwnm HanpaBneHnem
ynyqweHnsa ACUT-TEXHONOMMK AOMKHO CTaTb COBEPLIEHCTBO-
BaHuWe CTaHAapTM3aL MM annepreHoB, BbiMyCKaeMblX pasnny-
HbIMW NPOU3BOAUTENAMMU.

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbM MNOATBEPAMAN OTCYTCTBME KOHPIMKTA
WHTEPECOB, 0 KOTOPOM HEOBXOAMMO COOBLNTD.
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| Mapraputa HukonaesHa Ky3sHeuoBa
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8 aBrycta 2016 r. Npou30LWn0 3HameHaTenbHoe Cob6bl-
TMe — ucnonHunock 80 NeT co AHA POXKAEHUS 3aMeYaTeNbHOro
Y4YEHOro, NOCBATUBLLENO CBOIO U3Hb NPODUNAKTUKE AETCKUX
60Nne3Hen U 0340POBNEHUIO AETEN Halen CTpaHbl, AOKTOpY
MeAMLMHCKMX HayK Maprapute HukonaesHe KysHelLoBoM.

Poaunacb Mapraputa HwWKonaeBHa B OAHOM W3 yaM-
BUTENbHbIX MO KpacoTe MecT cpeaHen nonockl Poccun —
MaNleHbKOM ropoake HaBonoku MBaHOBCKOW 06nactv Ha
6epery peku Bonru.

[oKoneHuto AeTen BOMHbI JOCTanacb HenpocTas cyabba —
BHECTM CBOIO NMOCW/bHYIO NENTY B 06LLyt0 Nobesy, a 3aTem noa-
HATb M BOCCTAHOBWTb CTPaHy M3 PyMH, NEPEBECTU €€ KU3Hb
«Ha MUPHbIe penbebl». BMecTe co Bcew CTPaHON, C TaKUMU e,
KaK W OHa, monoabiMu ntoabMu Mapraputa HukonaeBHa npw-
HMMana yyacTue B OCBOEHMM LIENUHBI, 3a 4TO B 1957 T. 6bina
HarpakaeHa Meaasnbto «3a 0CBOEHWE LIENIMHHbIX 3EMESTb».

Bbyoyuiee nio6ow cTpaHbl, OCOGEHHO CTpaHbl, MoTe-
pPSABLUEN MUAMOHBI FpaxkaaH, — 310 ee aetn. U B 1955 1.
Mapraputa HuKonaeBHa nocTynuna Ha neaMaTpPUYECcKUn
dakynsTeT MBaHOBCKOro ME[UUMHCKOTrO MHCTUTYTa, OTKY-
na, nonyynB AMNAOM Bpaya-neauaTpa, Obiia HanpaBieHa
Ha CeBep, B YnpaBneHue BpavyebHO-CaHUTAPHOW CNyXKObl
CeBepHON eneaHon goporn MuHUcTepcTBa nyten cooblue-
HusA. C 1961 r. oHa paboTana y4acTKOBbIM NeanMaTpoM B eT-
CKOM KOHcynbTauuu, a ¢ 1962 no 1965 r. 3aHMmana elue
W JOMKHOCTb 3aBefaylolllen AeTCKUM OTAENEeHUEM KeNne3Ho-
[OPOXHOM 60MbHULbI Ha CT. HaHaoMa.

B 1965 r. Mapraputa HvuKkonaeBHa npowna KiuHu4e-
CKYylO OpAMHaTypy no cneuuanbHocTn «flegnatpusa» Ha Kade-
apax ApocnaBcKOro MeAanLIMHCKOro MHCTUTYTa, a Yepes ABa
roga BHOBb BepHynacb Ha KpailHuin CeBep, rge paboTta-
Nla CHayana opAMHaTOPOM, a 3aTeM 3aBeaylolen AEeTCKUM
OTAENEHUEM XKeJIe3HOLOPOXKHON 60/bHULLI Ha CT. [Mevyopa
(c 1968 no 1972 r.). B atn roabl 6narogapsi BbICOKUM
0enoBbIM U MOpasibHO-3TUHECKMM KadvecTBam MaprapuTa
HuWKonaeBHa faBaxkabl n3bupanacb AenytatoM pPanoHHOro
CoBeta. B 1970 r. 3a gobnectHbi Tpya Ha CeBepe cTpaHa
oTMEeTHNa ee 3acnyrn meaanbto «3a A06MEeCTHbIV TPYA».

C 1972 no 1975 r. Mapraputa HukonaeBHa pa6oTana
Bpayom-neanmaTpoM NONMKIMHUYECKOrO OTAENEHUA AETCKON

06beaMHeHHOM MOCKOBCKOW rOpoACcKOM 60nbHuubl N2 17.
3aTeM nepelna Ha paboTy B LieHTpanbHbi opaeHa JleHnHa
WHCTUTYT YyCOBEPLUEHCTBOBAHUS Bpayen (HbiHe PoccuicKas
MeAMLMHCKaa akagemus nocneannioMHoro ob6pasoBaHus),
B KOTOPOM Ha Kadeape p13nonornm pasBmtusa 1 BOCNUTaHUSA
[eTer paHHero Bo3pacTa Aenunacb CBOMM 6oraTbiM Mpak-
TUYECKMM OMbiTOM. Ha aTon e Kadegpe eto 6blna BbINO-
HeHa W ycnewHo 3awuueHa (1986) KaHauaaTCcKag Auc-
ceptauus no teme «[lpodunakTnka OCTPbIX PECANPATOPHbIX
3aboneBaHni y AeTen paHHero Bo3pacta ¢ UCNoSb30BaHUEM
npoaurMo3aHa» noj pykosBoactBoM npod. P.B. TOHKOBOW-
AMNONbLCKON. B 3TOT e nepuos BPEMEHU 3@ MHOTONETHUIN
[06pOCOBECTHBLINM TPyA B 06/1acTv 34paBoOXpaHeHus Obina
HarpaxkaeHa meganbto «BetepaH Tpyaar.

B 1987 r. MaprapuTta HukonaesHa npuctynuna K paborte
B [IO/IKXHOCTM Hay4yHOro COTPYAHWKa NabopaTtopun 340pOBbS
[leTel paHHero u AOLWKOMbHOro Bo3pacta MHcTUTyTa neau-
aTpun. MHTepec K NpodunakTMH4eCKon neavaTpun u sicHoe
npeacrtaBieHne, 4To 60se3Hb Npolle NpefoTBpaTUTb, YEM
BblIEYUTb, ONpPeaenvnn [fanibHeNnlWne HayyHble WMHTepechl
MaprapuTbl HUKONnaeBHbl. Hay4yHbI MOMCK B 3TOM Hanpas-
JNIEHWW BbINUACS B NOArOTOBKY M YCMELWHYIO 3aluTy AOKTOp-
CKOM auccepTaumm Ha TeMy «9dPeKTUBHOCTb Hecneuuduye-
CKOM NPOdUNaKTUKKM OCTPbIX PECMMPATOPHbIX 3aboneBaHui
y netew» (1994). JanbHenwee yrnybneHve Tembl npodpunak-
TUYECKOW neanaTpum B [AETCKUX BOCMUTATENbHbIX YYPEXK-
aeHusax Mapraputa HukonaeBHa npoaomkuna B AOSIKHO-
CTW Beaylero Hay4yHoro COTpyAHMKAa OTAeNeHUs nevyebHOoMn
GUBKYNBTYPbl M CMOPTUBHOM MEAMLMHbBI No4 PYKOBOACTBOM
OLHOr0 U3 OCHOBaTeNen JieHebHON GU3NYECKOM KYNbTYpPbl
W CNOPTUBHOM MeAMLMHbBI B OTEYECTBEHHOW neanaTpum npo-
deccopa Cepres BacwunbeBuya Xpyuea. bonee 10 net
MaprapuTta HuKonaeBHa BbiNnosiHANa paboTy y4eHOro cekpe-
Tapsa npob6neMHon Komuccun «fpobnembl pocTa UM pas3Bu-
TUS 300POBOro pebeHKa» U «300POBbIM PeBGEHOK. JKOOrus
W 300POBbE AETEMN».

Mpownu rogbl, Ho MaprapuTa HvkonaeBHa M cendyac B
ctpoto. OHa nNpoaomKaeT COGCTBEHHbIE UCCnefoBaTeNbCKME
pa3paboTKK, Kacatowmecs NPoOUIaKTUYECKUX MEPOMNPUATUI
B [ETCKMX YYPEXAEHMSAX C WMCNOoNb30BaHWMEM (GU3UYECKUX
GaKTOpoB 0340POBJEHUSA, U MPETBOPSET MX B HM3Hb. ElO
ony6nnkoBaHo 6onee 250 HayyHbiXx paboT, B 4YMCie KOTO-
pbiX METOAMYECKME pEeKoMeHAauuu u nocobus ana meau-
LMHCKMX M nefjarormyeckux paboTHWKOB. B pamKkax depe-
panbHOM LeneBon nporpammbl «letn CeBepa» Maprapurta
HukonaeBHa BHOBb y4yacTBoBajia B pa3paboTke nporpam-
Mbl MO BOCMWTATE/IbHO-0340POBUTENBHON paboTe C AETbMMU
B AOWKOMbHbIX YYPEXKAEHNUSAX CEBEPHbIX PEMMOHOB CTPaHbI.
PaspaboTaHHasa MeToAMKa NpeaynpexaeHmsa OCTPbIX pecnu-
paToOpHbIX UHOEKLMI yaoCcToeHa cepebpsaHon meganu BAHX,
npodunakTnyeckas pabota B [AOLWKOMbHbLIX YYPEXAEHUAX
oTMe4YeHa AUMNIOMOM Ha BbiCTaBKe B Baplase.

Mbl pagbl, 4TO U cenyac 3TOT A0OPbLIN, UHTENNIUTEHTHbIN,
CKPOMHbIA M YAMBUTENbHO CBET/bIM 4EN0BEK MPOAO/IKaeT
pa6otaTb Ha 6naro Halwero Oyayulero — Halux AeTew.
3p0poBbsa Bam, Mapraputa HukonaeBHa! U gonrux, gonrux,
[ONTUX NET KU3HU!

PykoBoACTBO U COTPYAHUKM Hay4HOro LieHTpa 310p0Bbs
JeTen, peiKoJIIervs XypHana, Apy3bsi U YYEHUKU C yAO0-
BOJIbCTBMEM MPUCOEANHSIIOTCS K N034PaBAEHNM U KenarT
KPEenKoro 3/10p0Bbsi U HOBbIX TBOPYECKMX yCriexoB Ha 61aro
OTEYECTBEHHOr0 34jpaBo0OXpaHeHUs!
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| UBaH EBreHbeBU4Y CMUPHOB

27 aBrycta ucnonHunocb 70 neT rnaBHOMY Hay4yHOMY
COTPYAHUKY M No4eTHOMY npodeccopy Hay4yHoro ueHTpa 340-
poBbs AeTert MuH3apaBa PP, 3acny>KeHHOMyY AeAaTento HayKu
Poccuickon depepaunn, ogHOMy M3 cosfaTenen natopu-
3MO0JIOMMYECKON LIKOJbI B OTEYEeCTBEHHOW neanatpuu MBaHy
EBreHbeBun4y CMUPHOBY.

MBaH EBreHbeBuy poaunca B WpKyTCKOW o6nacTtu.
B 1963 ., 3aKOHYMB C OT/IMYUEM LLKONY, MOCTYNUA Ha ne4veb-
HbI paKynsTeT MPKYTCKOro MeanuMHCKOro MHCTUTyTa. B CcTy-
[leH4YecKne rofbl Ha Kadeape onepaTtuBHOM XUPYPruu OH
noslyd4nMn nepBble HaBbIKM 3IKCMEPUMEHTANIbHOW Hay4yHOW
paboTbl, YTO MOC/AEe OKOHYaHUA WHCTUTYTa (TaKXe C OTIu-
4ynem) MOCNYKUSIO OCHOBAHWEM [N HanpaslieHUs Ha y4ye-
6y B acnupaHTypy 2-ro MOJITMWN um. H.W. NMuporosa npu
Kadegpe onepatuBHON XUpPyprum u Tonorpaduyeckon aHa-
ToMUK (pykoBoauTenb — uyneH-kopp. AMH CCCP, npod.
I E. OcTpoBepxoB). OpuruHanbHble Cnoco6bl COCYAWCTOM
N30NALMN NeYveHn And npodPuiakTuKM MacCUBHbIX KPOBOTE-
YEHMM C UX aHaTOMO-3KCNePUMEHTaNbHbIM OO0CHOBAHMEM,
npeactaBleHHble B KaHAMAATCKOM auccepraummM Ha Temy
«QHOKaBaNbHOE LWYHTUPOBAHWE MpPU PE3EKUUHAX NeYHeHu»
(1974), N.E. CMMpHOB 3alMTuA ABYMS NaTeHTaMM.

Mocne oKoHYaHUs acnupaHTypbl MBaH EBreHbeBnY pa6o-
Tan accucTeHToM Kadegpbl Tonorpaduyeckorn aHaToOMWM
W onepatuBHOM xupyprun 2-ro MOJITMW, nosblwan Kea-
nmdukaumio 8 MMA um. U.M. CeyeHoBa, nponaa 3ameva-
TeNIbHYI0O Hay4HYIO U NefarorMyecKylo LKoYy BblAatoLerocs
y4eHoro, akageMuka B. B. KoBaHoBa. Ho BOT ye B TeyeHue
no4ytv 40 net (c aBrycta 1977 r.) npodeccrmoHanbHas cyabba
MN.E. CMUpHOBa cBfA3aHa ¢ HayyHbIM LEHTPOM 340pPOBbS
fetein. OH nocnegoBaTe/lbHO 3aHUMaN AOMKHOCTU Mnajle-
ro (go 1980 r.), ctapwero (o 1990 r.), rnaBHOro Hay4Horo
COTpyAHMKa nabopaTtopun natodu3nonorun Torga elle axka-
nemuyeckoro MHctuTyTa negmatpuun, a ¢ 1999 no 2015 r.
6bln 3aBegylolWMM nabopatopuen natopusunonorum ¢ 61o-
KOM pafiMOHYKIUAHbIX nccnegoaHnin HU3 .

B camom Havane cBoen TpynoBow 6Guorpacdun MBaH
EBreHbeBunY NposiBKUA Ce0S Kak MHULMATUBHBIN, YXKE C CONUA-
HbIM OMbITOM MPOBEAEHUA 3KCNEePUMEHTaNbHbIX MUCCneno-
BaHWW Hay4HbIM pPaBOTHUK. MIMEHHO NO3TOMY ANA MHOro-

MeCSAYHbIX KOMaHAMPoBOK (1978, 1980 rr.) B WHcTUTYyT
dapmaKkonormum u TOKcuKonorun lanne-ButreH6eprckoro
YHuBepcuteta M. MaptuHa Jliotepa (I[AP) ¢ uenbto ocsoe-
HWS HOBbIX METOOB UCCEA0BaHW NpocTarnaHAnHOB BbI6GOP
Obl1 caenaH B NoOnb3y MooAoro cneuuanucta. OcBoeHue
mMaTtepuana no3sonauno W.E. CMMpHOBY MpoBecTu 3Kcne-
pUMeHTaNbHble UccnegoBaHns GapMaKoaMHaMMYeCcKoro
addeKTa npocTarnaHiMHOB Ha COCTOSIHME KOPOHAPHOIo KPo-
BOTOKa, YCTAaHOBUTb 3aKOHOMEPHOCTM perynsauuu cepaua
npocTaHoMgaMu Npu HapyLeHUAX cepaeyHon AeaTebHOCTH.
[MonyyeHHble AaHHbIE NIErIM B OCHOBY JJOKTOPCKON AnccepTa-
ummn «InHamMuKa NpocTaHOMAO0B NMPU HapYLLEHUSAX cepaeyHOM
fedTtenbHocTu» (1987). B 1995 r. MBaHy EBreHbeBu4y 6bi10
NPUCBOEHO y4yeHoe 3BaHue npodeccopa.

Hay4yHoe TBOpyecTBO WN.E. CMMpHOBaA BHECNO CYLLECTBEH-
Hbl BKNagd B pa3BuTME NaTodu3noNIorMmM AETCKOro OpraHus-
Ma, Cnoco6CTBOBANO M3Y4YEHUIO OCOOGEHHOCTEW MaTOrHOMO-
HUYHbIX NATTEPHOB BGMONOrMYECKM aKTUBHbIX COEANHEHUI NPH
pa3nMyHbIX NaToNIOrMYECKMX coCcTosHMAX y aeTen. [Moa ero
PYKOBOACTBOM M JIMYHOM Y4aCTUM COTPYAHWKM NabopaTtopumu
natodusnonorum HU3 v MHOroYncneHHbIe YHeHWKU BNucanm
APKYIO [MaBy B Pa3BUTUE TaKMX Pa3aenoB OTEHECTBEHHOM Hay-
KM, KaK MONIeKYNSpHO-6M0IOrMYecK1e nccneaoBaHus ankosa-
HOWMAOB M WX NPeAWeCcTBEHHWKOB Npu 60n1e3HSX cepaua, ner-
KMX, MOYEK, anneprmiyeckon U HEeBPOIOrMYECKOW MaTonornu
y AETeN; KNETOUYHbIE U MONEKYNIAPHbIE MEXaHU3Mbl PErYAALUN
PYHKLMOHaNbHbIX CUCTEM pacTyllero opraHv3ama B OHTOre-
He3e; BbIIBIeHWE 3aKOHOMEPHOCTEN QYHKLMOHUPOBAHUSA
¥MBbIX CUCTEM; MOJIEKYNSIPHbIE OCHOBbLI GOPMUPOBAHNUS XPO-
HUYecKnx GOopM NaTofiorMu; HaydyHoe OOOCHOBaHME HOBbIX
TEXHOMOrMIM NPODUNAKTUKM, AUArHOCTUKM, NEYEHUS U peabu-
NIMTaLMm pacnpocTpaHeHHbIX 60n1e3Hen AeTer U NOAPOCTKOB.

Boigatowytocs HayyHylo fedtenbHocTb W.E. CmMupHoBa
SAPKO XapaKTepu3yeT 06beM OMyOGMKOBAHHbBIX M3AAaHUN: OH
aBTop noytn 800 Hay4HbIX paboT, B YMCIE KOTOPbIX 6 MOHO-
rpadun n 12 yyebHbix nocobuin; 25 nateHToB Ha nlobpeTe-
HUA 1 16 yaocToBEpPEHMM Ha paunpeanoxexusa. Mm noaro-
ToBJieHbl 11 foKTOPOB U 30 KaHAMAATOB HayK.

MHororpaHHa gesTenbHocTb MBaHa EBreHbeBnya Cmup-
HOBa W KaK TaNaHTIMBOIro opraHmM3atopa HayKku: ¢ 1993 1. oH
HEeOJJHOKpaTHO Nepen3bupasncs Ha AOMKHOCTb 3aMeCcTUTeNs
OVPEKTOpa MO Hay4yHoW paboTe; Ha MPOTAKEHWUU MHOMUX
NIeT NPUHMMan HenocpeacTBEHHOE y4acTue B MOHUTOPUHIE
M OLLEHKEe pe3yNbTaTUBHOCTU AeATENIbHOCTU HaYYHbIX YYPEXK-
neHnn PAMH, peanusauun meponpuatmin deaepanbHbIX
LeneBbIX MPorpaMm Mo COXPaHEHUIO U YKPENSIEHUIO COCTOS-
HUS 30POBbSA AETCKOro Hacenenus («detn Poccum», 1991 —
1995, 2007-2010; «JeTtn CeBepa», 1996-2006, 1 ap.). OH
3amecTuTenb npeaceaatens [ncceptauMoHHOro coBeTta npu
HU34 v rnaBHOro pepaktopa «PoccuicKoro neguatpuye-
CKOrO XypHana»; aBnsercs 4ieHom YyeHoro coBeTta HL3/,
Mcnonkoma Coto3a neguaTtpoB Poccun, MexxayHapoaHoro
Hay4HOro obuiectBa No NatoGM3nONOrun, a TaKkKe peaKos-
JIErMt HECKOJbKUX XKYPHaNoB.

MBaH EBreHbeBrny CMUPHOB aKTMBHO MPOAOJIKAET CBOKO
Hay4HYI0 1 0OLLECTBEHHYIO AeATENIbHOCTb, COAEepKaHWe KOTo-
pon — oxpaHa W YKpenneHue 340poBbs Aeten Poccuu.
B BbINO/IHEHMM 3TOM BbICOKOM MWUCCUW Kenaem tobunspy
KPEnKoro 310p0Bbs Y HOBbIX TBOPYECKUX AOCTUHKEHUN!

Ucnonkom Coto3a negmnatpoB Poccun,
aaAMUHUCTPaumns Hay4yHoro LeHTpa 340p0Bbs AETEH,
PEAKONINIErns ypHana, yY4eHUKU 1 KOJIJIern.



| FanuHa BacunbeBHa BonbiHel

10 aBrycta otnpasgHoBana cBoW 60-neTHUn tobunen
rNaBHbIA Hay4HbIM COTPYAHUK racTPO3HTEPONOrMYECKOro
oTAeneHusa ¢ renatonoruvyeckon rpynnov HUWU nepunatpum
(c 2008) OOKTOp MeAMUMHCKMX Hayk lanuHa BacunbeBHa
BonbiHel.

Poaunacbk lanvHa BacunbeBHa B noc. MatneBo MefbiH-
CKOro panoHa Kanyxckon o6nactu, B WMHTENNUIEHTHON
CeMbe nefaroroB: MaTtb — Y4uTeNlb HEMELKOro A3blKa,
oTel, — npenogaBatesib GU3UKK, ANEKTPOTEXHUKK U INEK-
Tpoo6opyaoBaHua. C paHHero AeTctBa MposiBfsfia WHTe-
pec K ecTeCTBeHHbIM Haykam. CBOM NyTb Bpaya Hadvana B
1973 r., KOrga noctynuna Ha neguaTtpu4yeckuin dakynstet
2-ro MONITMW wm. H.W. NMuporosa. B Havyane cBoero Tpy-
[OBOro nyTW, cpasdy No OKOHYaHWWM WMHCTUTYTa, Oblna pac-
npegeneHa Ha pa6oty B 3-e [haBHoe ynpasneHve M3 CCCP
(cenyac degepanbHoe MeLUMKO-OMONOrMYECKOE areHTCTBO),
roe pab6otana B TedyeHue 18 net. lNepBble 4 roga Tpy-
Aunacb y4acTKOBbIM NeavaTpoM Ha TEPPUTOPUM KapKoro
Y36eKknctaHa. Hecmotpa Ha KagpoBbi aedbuuut, 6pana Ha
cebs1 ABOVIHYIO Harpysky, M B nobylo norogy npuxoauna Ha
NOMOLLb MaleHbKMM NaLueHTaM.

B nepuvon 1983-1985 rr. lannHa BacunbeBHa npo-
xoauna obyyeHue B KIIMHWMYECKOW opauHaTtype WHCTUTyTa
negnaTtpuu. MNog pyrkosoactsom npodeccopa J1. B. HYuctoson
cobpana Hay4YHo-uccnegoBaTenbCKMM maTepman U B 1987 .

3almMTnNa KaHauMaaTCKylo AMccepTaumio Ha TeMy «3HavyeHne
reHeTMyeckux dakrtopos M HB-BMpycHOM nepcucTeHuuu y
poauTtenen B GOpMUPOBaAHMU XPOHUYECKOro renaTtuTa U ump-
po3a ne4vyeHu y geter». OKOHYMB KIMHUYECKYIOD OpauHaTy-
py, lannHa BacwnbeBHa npogo/mkuna paboTatb B y4pexie-
Huax depepanbHOro MeaMKo-6MON0rMYecKoro areHTCcTBa,
HO yXe B PoccunM — cHadana 3aBepylolen AeTCKUM OTae-
NIeHMEM NONUKINHUKKM (1985-1986), 3ateM 3aBeaytolen
neguaTpuyecKkMM OTAeNleHneM cTauuoHapa (1987-1997)
Ha CMOJIEHCKON aTOMHOW 3MEKTpOoCcTaHuMn. B 3ToT nepuoa
eto 6bin pa3paboTaH METO[ YNbTPa3BYKOBOW AMArHOCTUKMU
OCTPbIX MHEBMOHWN y AETEN.

MNMocne nepees3ga B MockBy B 1997 r. 3aBefgoBana HeB-
HbIM CTALIMOHAPOM [ETCKOM MONUKIMHUKKM, a ¢ 2001 r. pa-
60Tana Bpa4yoM B OTAENIEHWU FaCTPOIHTEPOSIONMU U 3HAO-
CKOMUYECKMX METOAOB uccnemoBaHus MocKkoBckoro HUU
neanaTpuun u 4ETCKOM XUPYPruu.

BocnutbiBas aoBoux aeten, lannHa BacunbeBHa B 2007 T.
3almMTnna AOKTOPCKYIO AUccepTaumio Ha Temy «[laToreHeTu-
yecKasi xapaKTepucTnka v auddepeHumMpoBaHHas TaKTUKa
NleYeHUss BarkHenWwmx GOPM XPOHUUYECKOro racTputa y aetemn»
(Hay4HbIM KOHcynbTaHT — npod. A.[l. Llaperopogues), KoTo-
pasi nerna B OCHOBY MOHOrpaduu «XpOHUYECKWUW racTpuT
y aeten» (2013).

B 2006 r. lannHa BacunbeBHa MpuHANa npuriaweHue
Ha pab6oTy B ®eaepanbHoe 6IOPO MeAMKO-COLMaNbHON 3KC-
neptmabl MuH3gpaBa Poccuu, roe 6onee ABYX NeT BO3-
rnaBnsina CEKToOp KIMHUKO-QYHKLMOHANbHbIX OCHOB MEANKO-
coumnanbHOW 3KCNEepPTU3bI, YCNeB 3a 3To BpeMs pa3paboTaTb
cUCTEMY OMpeaenieHns orpaHUyeHnn pasnnyHbiX Kateropum
MU3HeOeaTeNbHOCTM y AeTen pa3HOro Bo3pacTa Ha OCHO-
Be MexayHapoaHon Knaccndukauum GyHKLMOHMPOBaHMUS,
OrpaHUYEeHUN KNIHEAEATENBbHOCTU M 340p0Bbs. OAHaKO Tara
K KIIMHUYEeCKOM paboTe BHOBb NpMBeENa ee B HayyHbIV LLEHTP
3[0pOBbSl AETEN, B racTPOIHTEPOSIOrMYECKOM OTAENEHUU
C renaToorMyeckon rpynnomn Kotoporo lanvHa BacunbeBHa
paboTaeT Mo HacTosLLEE BPEMS.

[annHa BacnnbeBHa MMEET BbICLLYIO KBaNMOUKALMOHHYIO
KaTeroputo no neguatpuun. Asnsgetca aBtopom 200 HayyHbIX
paboT, B TOM yncne 6 moHorpadpum, 100 x)KypHanbHbIX Ny6au-
Kaumn, 10 naTeHToB Ha M306PETEHMSA B 061aCTU MEANLMHbI.
MNoao ee pyKOBOACTBOM 3alliMllEHbl 2 KaHAMAATCKWE AMc-
cepTaymu.

Peakonnerus x)ypHana, Apy3bs, KOJIIEMN U Y4EHUKMN

OT BCceH Aylum no3apasnsioT [anmHy BacunbeBHy ¢ obunieem
W XenakT JOroro TpyA0BOro nNyT1 Bpaya-y4eHoro

B caMoW 61aropoHou npogeccumn Ha ceete!




CUMYNALLOHHO-TPEHUHIOBbIi LLeHTp Hay4yHoro LueHTpa 340poBbA AeTel

Hay4HbI LEeHTp 340p0BbS AETEN — YHUKaNbHbIN
neaMaTpu4yeckmM LIEHTP C MHHOBALMOHHOM TEXHO-
JIOTMYECKON U Hay4yHOM MHOPACTPYKTYpPOU, ABNSIO-
WMHACA KpyMHENW MM obpas3oBaTelbHbIM LIEHTPOM
NocCNeBy30BCKOro npodeccroHanbHOro obpa3oBa-
HUS [IeTCKMX Bpayen (neamatpoB M AETCKUX XMPYyp-
roB) Poccuu n ctpaH CHI.

B 2013 . Ha 6a3e LleHTpa OTKPbIT COBPEMEHHbIM
BbICOKOCMELMANN3NPOBAHHbIA KOMMbIOTEPU3UPO-
BaHHbIA CUMYNALMOHHO-TPEHUHIOBbIN LLEHTP. LleHTp
OCHallleH COBpPeMEHHbIM 060pyaoBaHMEM: POBOThI-
cumynatopbl (PediaSIM, BabySIM), BupTyanbHble
cumynatopsl (JTanCum, BuptyOpT), neguatpuyeckune
MaHeKeHbl (HbHOBOPH, Buptybabu, TpaBMaKuHa

W ap.), pecnupatopHbiv TpeHaxep (TectHecT), meau-
LMHCKWE BUAEOTPEHa)kepbl Ana nanapoCKOMuu,
MYNSKM U GaHTOMbI AN OTPABOTKM MPaAKTUYECKMX
HaBbIKOB Pa3/IM4HOM CNOXKHOCTU. [1aTb y4yebBHbIX
K/lacCoB CHabeHbl BUAeoOKamepamMun U obbeauHe-
Hbl B CETb, M306pPaXKEHWE M3 HWUX TpaHCaMpyeTcs
B 3an gebpuduHra. B xome TpeHMHroB MaHeKe-
Hbl-MMWUTaTOPbl BbICOYANMLIIErO YPOBHS MO3BOASIOT
Cc03/laTb MHOXECTBO NMPUBIMIKEHHbIX K peanbHOCTH
KNMHUYECKUX CUTyauuih, OBNafeTb MaHYyaslbHbl-
MW HaBblKaMW OKa3aHWA 6a30BOW WM IKCTPEHHOM
MeAULIMHCKOM NMOMOLLM AeTsaM B Bo3pacTe a0 5 ner,
CcMOJennpoBaTtb MPUHLIUMBLI OKa3aHWUA 3KCTPEHHOW
NOCUHAPOMHOM Tepanuu.

TemaTtnyeckue Kypcoi: *

e (a3oBasf M paclMpeHHas cepaeyHo-neroyHas
peaHuMauus (OCHOBbI TpeHUHra PALS);

® HapylweHWs cepevyHoro putmMa 1 aHTMapuTMmnye-
CcKas Tepanus;

® 0OCTpas AblxaTesbHas HeAOCTaTOYHOCTb U Pecnu-
paTopHas Tepanus;

° nepBas NOMOLLb MPWU HEOTNOMKHbIX COCTOSHUAX
B neguaTpuu;

® OKazaHue NoMmoLLM Npu TpaBMax y AeTew;

®  3HJOCKOMWYECKas XMpyprus;

e 0TpaboTKa HaBbIKOB HaNOXEHUS AETCKMX LIBOB
M OCHOB [EeCMypruu.

MpenogaBaTenu-tpeHepbl:
® BbICOKOKBaNInOULUMPOBAHHbIE  CMNeLnanucTbl

LleHTpa, eeQHEBHO OKa3blBalolWMe HEOTI0XK-

HYt0 MOMOLLb (MeanaTpUYECKYIO, XMPYPruyecKyto,

peaHUMaLMOHHYI0) AETAM,

° npodeccuoHanbl, MMewWMe crneunannsaymio
B HEOHATO/I0rMK, aHecTe3MoNornn-peaHnumMmaTo-
I0TUK, NYAbMOHONOIMK, annepronoruu, Hedpo-
NIOTWUK, XMPYPruK, opToneanu u ap.

B pamkax nporpamMMbl NOArOTOBKM HaLMOHab-
HbIX KaApOB CTPaH-y4aCTHUL, POCCUMHCKOro mnpo-
eKTa no peanusaumn MYCKOKCKOW WHWLMATMBHI
B 2014 roay Ha 6a3e LleHTpa npoBeaeHo 5 oby4vato-
LWMX HAaYYHO-NPAKTUYECKMUX CEMUHAPOB.
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* — C Bbljayen cepTUPUKATOB rocyJapCTBEHHOMO (POCCUMCKOrO U MeXAyHapoLHOro) o6pasua.

Bonee nogpo6Haa nHdopmaLmsa no agpecy: simcenter@nczd.ru

www.nczd.ru



