2021

TOM 12 Volume

Boinyck 3 Issue

[leanar

Hayyno-npakrnycckuii XypHaa AAd Bpadch
https://journals.eco-vector.com/pediatr

PepakuuonHas Konnerus
Nmutpuii Onerosuy NBaHoB (rnasHbIN peakTop) — [OKTOP MEANLMHCKIX HayK,
npod., pekrop ®rbOY BO «CM6IMMY» M3 PO (CankT-leTepbypr).
P.A. HacbIpoB (3am. . pefaktopa) — LOKTOP MEAULMHCKNX HayK, npod. GrbOY
BO «CM6rMMYy» M3 P® (Cankt-MNeTepbypr).
10.C. AnekcaHapoBuY (3am. M. pefakTopa) — AOKTOP MEAULMHCKIX HayK, Mpod.
OreOY BO «CN6rMMY» M3 PO (Cankt-MeTepbypr).
ATl. BacunbeB (BedyliMi pedakTop) — AOKTOP MEAULMHCKUX HayK, npod.
®re0yY BO «CrermMmy» M3 PO (Cankt-MeTepbypr).
M.A. NaxomoBa (TexHn4eckuii pegaktop) — Gre0QY BO «Cnermmy» M3 P®
(CankT-IeTepbypr).
B.A. ABEpuH — [OKTOP NCUXO0NOrnYeckux Hayk, npod. ®rbOY BO «Crernmy»
M3 P® (Cankt-MeTepbypr).
B.I. ApceHTbeB — [OKTOP MeanUMHCKMX Hayk, foueHT. ®r6BOY BO «BoeHHO-
veauumnHekas akagemus um. C.M. Kuposa» MO P® (CankT-lMetep6ypr).
B.I'. BaupoB — JOKTOP MeAULMHCKIX HayK, npod). PIBY «C3OMUL, um. B.A. An-
ma3oBa» (CaHkT-leTepbypr).
A.A. bapaHoB — akagemuk PAH, JOKTOp MeULMHCKIX HayK, Npod., AUPeKTop
®IBY «Hay4HbIi LeHTp 3[0p0Bbs AeTeil» (Mocksa).
1. Bento — poueHT (Utanus).
AB. Ty6uH — [OKTOP MeaULMHCKIX HayK, npod., PIBY «HMIL, TO um. H.H. Mpuno-
posa» M3 P®, (Mocksa).
B.A. Untoxuna — OKTOP 6MONOrNYeCcKMX Hayk, Npod. VIHCTUTYT MO3ra YefoBeka
um. H.MN. bextepesoit PAH (Cankt-MeTep6ypr).
E.H. UmanuToB — uneH-koppecnoHeHT PAH, LOKTOP MEAULMHCKIX HayK, Npod.
®reoyY BO «CrermMmy» M3 PO (Cankt-MeTepbypr).
E.A. KOpHMEHKO — [0KTOP MeAUUMHCKNX Hayk, npodd. ®IBOY BO «CM6rmmy»
M3 P® (Cankt-MeTepbypr).
EN. KpacHowekoBa — faoktop 6uonoruyeckux Hayk. ®rbY BMO «CMery»
(CankT-TeTepbypr).
J1.C. Hama3oBa-bapaHoBa — akazfemuk PAH, OKTOp MeAULMHCKIX HayK, Npod.
Poccuitcknit HaunoHanbHbIA 1CCNEea0BaTeNIbCKNA MEAULMHCKIIA YHUBEPCUTET
M. H.. NMuporosa (Mocksa).
B.W. Open — [oKTOp MeanUmMHCKNX Hayk, npod). @AY BO «CMermmy» M3 PO
(CankT-TeTepbypr).
Wb. OcunoB — JOKTOP MeuuMHCKMX Hayk, npody. ®TBOY BO «CMernmy»
M3 PO (CankT-MeTep6ypr).
B.H. Manchepos — gokTop ncuxonornyeckux Hayk, npod. PITY um. A.W. TepueHa
(CankT-IeTepbypr).
C.T. MocoxoBa — [OKTOP NcuUxonoruyeckux Hayk, npody. ®rey BMo «Crery»
(CankT-TeTepbypr).
H.B. Ckpun4eHKO — [OKTOP MeAuUMHCKUX Hayk, npodp. GrEY OHKUNBE ®MBA
Poccuu (CaHkT-MeTepbypr).

Editorial Board

Dmitry 0. Ivanov (Head Editor) — Prof., MD, PhD (medicine), Rector.
St. Petersburg State Pediatric Medical University (Saint Petersburg, Russia).
R.A. Nasyrov (Deputy Head Editor) — Prof., MD, PhD (medicine). St. Petersburg
State Pediatric Medical University (Saint Petersburg, Russia).

Yu.S. Alexandrovich (Deputy Head Editor) — Prof., MD, PhD (medicine). St. Pe-
tersburg State Pediatric Medical University (Saint Petersburg, Russia).

A.G. Vasiliev (Leading Editor) — Prof., MD, PhD (medicine). St. Petersburg State
Pediatric Medical University (Saint Petersburg, Russia).

M.A. Pakhomova — Technical Editor. St. Petersburg State Pediatric Medical Uni-
versity (Saint Petersburg, Russia).

V.A. Averin — Prof., PhD (psychology). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

V.G. Arsentiev — Associate Prof., PhD (medicine). Kirov Military Medical Aca-
demy (Saint Petersburg, Russia).

V.G. Bairov — Prof., MD, PhD (medicine). Almazov National Medical Research
Center (Saint Petersburg, Russia).

A.A. Baranov — Member of RAS, Prof., MD, PhD (medicine), Director of Federal
State Budget Institution “Science Center of Children’s Health” (Moscow, Russia).
G. Vento — Assoc. Prof. MD, PhD (medicine) (ltaly).

AV. Gubin - Prof., MD, PhD (medicine), N.N. Priorov National Medical Research
Center of Traumatology and Orthopedics (Moscow, Russia).

V.A. llukhina - Prof., PhD (biology), Institute of the Human Brain N.P. Bekhtereva
(Saint Petersburg, Russia).

E.N. Imyanitov — Member by Correspondence of RAS, Prof., MD, PhD (medicine).
St. Petersburg State Pediatric Medical University (Saint Petersburg, Russia).
E.A. Kornienko — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medi-
cal University (Saint Petersburg, Russia).

El. Krasnoshekova — PhD (biology). Saint Petersburg State University (Saint
Petersburg, Russia).

L.S. Namazova-Baranova — Member of RAS, Prof., MD, PhD (medicine).
Pirogov Russian National Research Medical University (Moscow,
Russia).

VL. Oryol — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

1.B. Osipov — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

V.N. Panferov — Prof., PhD (psychology). RSPU A.l. Gertsen (Saint Petersburg,
Russia).

S.T. Posokhova — Prof., PhD (psychology). Saint Petersburg State University
(Saint Petersburg, Russia).

N.V. Skripchenko - Prof., MD, PhD (medicine). Children's scientific clinical center
of infectious diseases (Saint Petersburg, Russia).

Peuensupyemblii HayuHo-NpaKTUYECKUi XKYPHAT
[MEJUATP
Pediatrician (St. Petersburg)

OcHoBan B 2010 rony B Cankr-Ilerep6ypre
ISSN 2079-7850

eISSN 2587-6252

Key title: Pediatr (Saint Petersburg)
Abbreviated key title: Pediatr (St.-Peterbg.)

Boixoaut 6 pa3 B ron
JKypnan pecdepupyeres P)K BUHUTU

Yupenurenu:

OIBOY BO «Catnkr-Ilerepbyprekuii rocynap-
CTBEHHbII NEIMATPHUCCKUIT MEIHLIHHCKHI YHHBEp-
curer» Munsapasa Poceun,

000 «dko-Bekrop»

rl()]l]'lVlCH()ﬁ HHJEKC
70479 — na noayrojue
81557 — naron

Hsnarensb, yupenureb:
00O «Jko-Bekrop»

JKypnaa saperncrpupoBan @enepanbioil ciyx- T (812)784-97-51

e-mail: nl@eco-vector.com

601 110 HAZ30PY B chepe MAacCOBBIX KOMMYHHKa-

Address for correspondence:
2, Litovskaya St., St. Petersburg, 194100,
Russia. Tel/Fax: +7 (812) 784-97-51.

LMH, CBSI3H U OXPaHbI KYJILTYPHOIO HACJIE/IMS]
[TH Ne ®C77-69634 ot 05 mast 2017 1.

JKypnan Bxonut B [lepeuenn Beylux HayqHbIX
»KypHasioB 1 uzianuii BAK, B KOTOpbIX 10/1KHBI
ObITh OMYOJHUKOBAHBI OCHOBHbIE Pe3yJIbTaThl
JIUCCepTaLi Ha COUCKAHHE YUeHBIX CTeNeHel
KaHau1arta u JIOKTopa Hayk.

TToanuncka Ha neyathyio Bepenio: OO beHHEHHbIH
Kkarasor «[Tpecca Poccun» https://www.pressa-ri.ru

Haymos I1. A. (renepasibHblil IMPEKTOP)
PenbeBa H. H. (Boimyckarouuit penakrop)
CwmupHoBa U. B. (koppekrop)

Enenun B. A. (Bepcrka)

Anpec penakuuu: Jlutosckas yJi., 2,
Cankr-ITerep6ypr, 194100;

[poekT peannsoBan npu pUHaHCOBON 1011~
nepxkke Komurera no Hayke  Bbiciueil LIKose
[paButeabcrea Cankr-Ilerepoypra

®opmar 60 x 90/8. Year.-meu. a1. 13,25.
Tupax 500 3k3. Llena cBoGoHast.
OpuruHaji-MakeT H3roTOBJIEH

000 «Ixko-Bekrop»

00O «Tunorpacdus dkcnpece B2B».

191180, Cankr-Ilerep6ypr,

Ha6. pekn Qonranku, a. 104, aut. A, mom. 3H, od. 1.
Ten.: +7(812) 646-33-77. 3akas Ne 1-6844-1v.
[Toanucano B nevars 20.09.2021

Ha obaoacke — gppaemernm ckyronmypot
«/lokmop u 6oabHOU», a8mMop — akademur
HS. Tunybype (1859—1939), dobpetii opye
[0auu Aporosror Mendeaesoli (pekmopa
JIIMH ¢ 01.04.1925 no 1949 e.) u ee cemou.

[TosHOE MM YacTHUHOE BOCMIPOU3BEeHHE
MaTepualoB, COAEePKALMXCS B HACTOSILLEM
W31aHUU, 10NyCKaeTCsl TOJAbKO € MUCbMEHHO-
ro paspelleHust peiakLHH.

Ccbuika Ha xypHaia «[lexarp» obsi3arenbHa.

DCdlﬁtI‘lCﬂaﬁ (8t. Petersburg)

Deer-review medical journal



PEAKOJUIETMA /EDITORIAL BOARD

B.H. TuMYEHKO — [10KTOP MeANLMHCKMX HayK, npod). ®TEQY BO «CM6IMMY»
M3 PO (CankT-MeTep6ypr).

A.l. XapasoBa — [JOKTOp 6UMONOrMYecKUX Hayk, mpod., 3aB. Kadeapomn.
®rBY BMO «CMN6ry» (Caxkr-retepbypr).

B.I. YacHblKk — [OKTOp MeAMUMHCKMX Hayk, npod. ®rb0Y BO «CMermmy»
M3 PO (CankT-MeTep6ypr).

PepakuuoHHbIi COBET
I. AnueB — J0KTOp 61ONOTNYECKNX HayK, NPOd)., MPE3NAEHT 1 UCTONHNTENb-
HbI gupekTop «fanan», MexayHapoaHblii 61MOMeaNLNHCKNIA HaY4YHO-NCCRego-
BaTenbCKuin MHCTUTYT (CaH-AHTOHMO, Texac, CLUA).
®. buctonn — npod. locnutans Caxta-Mapus-[enna-Musepukopaus, Yuusep-
cutet Mepymxn (Mepymxa, Ntanus).
B.B. bpxeckuii — 0KTOp MeAULMHCKNX Hayk, npod. PIre0Y BO «CMermmy»
M3 P® (CaHkT-lNeTepbypr).
E.M. bynatoBa — [0KTOp MeAWUNHCKNX Hayk, npod. ®rE0Y BO «CM6rmmy»
M3 P® (CaHkT-lNeTepbypr).
W.A. TopbKoBas — [JOKTOP NCUXOMOTMYecKnX Hayk, npodd. @re0Y BO «CM6rmmy»
M3 P® (Cankt-IeTepbypr).
A. Tpom — npodheccop, oTaeneHue pesmaronoruun. Jerckuit rocnutans (LnH-
uuHarm, CLUA).
B.M. Ty3zeBa — A0KTOP MeAMLMHCKMX Hayk, npod). ®IBOY BO «CM6ErMmYy»
M3 P® (CaHkt-TMeTepbypr).
M.J. Augyp — AOKTOP MEAULMHCKUX HayK, Npod., BpMO aupektopa. HCTuTyT
moa3ra 4enoseka um. H.I. bextepesoit PAH (CaukT-eTepbypr).
N.0x.x. 3ayep — npodp. YHUBEPCUTETCKUIA MESULUHCKNA LIeHTP B [JeTcKOM
rocnutane bearpucel (Hugepnanzet).
9.B. 3emMuUOBCKMA — [J0KTOP MeAULMHCKUX Hayk, npod. ®rbY «C3OMUL
uM. B.A. Anmazosa» M3 P® (CaHkT-lleTepbypr).
H.P. Kapenuna — poktop meauunHcknx Hayk, npod. ®re0Y BO «CMermmy»
M3 P® (CaHkT-lMeTepbypr).
[1.C. KopocToBLEB — [OKTOP MeANLUNHCKNX Hayk, npod. @IBOY BO «CMe6rmmy»
M3 PO (CankT-MeTep6ypr).
H0.B. Jlo63un — akanemuk PAH, LOKTOp MeAMLMHCKUX HAyK, Npod., AMPEKTop.
®rbY OHKLUWB ®MBA Poccuu (Cankt-MeTepbypr).
C.A. JlbiITaeB — [OKTOpP MeAMLMHCKMX Hayk, nmpodd. ®IBOY BO «Crermmy»
M3 P® (CaHkt-lNeTepbypr).
[ J1. MUKMPTUYAH — [OKTOP MegULMHCKIX HayK, npod). PIBEQOY BO «CM6IMmy»
M3 P® (CaHkT-MeTepbypr).
AB. Muknsiesa — J0KTOP NCUXONOrM4eckux Hayk, goueHt. PIMY um. A.A. Tep-
ueHa (CaHkT-MeTep6ypr).
H0.B. HatounH — akapnemuk PAH, JoKTOp MEAULMHCKMX HayK, npod. VHcTuTyT
9BOJOLMOHHON chuamonorum u 6uoxumnun um. V.M. CedveHoBa PAH (CaHkT-
[MeTepbypr).
C. Hexait — npodp., Yaneepcutet loBapaa (CLUA).
[A. HoBuK — pJoKTOp MefnumHCKnX Hayk, npod. ®IrbOY BO «CM6ErMmy»
M3 PO (CankT-MeTepbypr).
AB. Nanb4uk — [OKTOP MEAULMHCKUX HayK, npod. ®IBOY BO «CM6rmmy»
M3 PO (CankT-Metepbypr).
®.M1. PomaHioK — [OKTOP MeAULIMHCKNX Hayk, npodd. G3rMY um. .1. MeyHnkosa
M3 P® (CaHkT-lMeTepbypr).
H.[l. CaBeHKOBa — J0KTOP MeAMLMHCKMX HayK, npodd. ®IBQY BO «CM6rMmy»
M3 PO (CankT-MeTep6ypr).
A.C.Cumaxofckuit — [OKTOP MEANLMHCKUX Hayk,
um. akag. .M. Masnosa (CankT-MeTep6bypr).
WI. ConpatoBa — [0KTOP MeNLMHCKMX HayK, Npodd. POCCUIACKNIA HALMOHANbHbIN
11CCNeS0BaTeNbCKNA MeAULMHCKMIA YHuBepcuTeT um. H.U. Muporosa (Mocksa).
C.J1. ConoBbeBa — [0KTOP NCKUX00rnyeckux Hayk, npod. C3rMmy um. N.1. Mey-
Hnkosa M3 PO (CaHkT-lMeTep6ypr).
M.B. CtonsipoBa — [1OKTOp 6MONOrM4eckux Hayk, goueHt. @rb0Y BO «Crermmy»
M3 P® (Cankr-INeTepbypr).
[A. CycnoBa — [10KTOp MeAuUMHCKUX Hayk, npodd. ®rbOY BO «CM6rmmy»
M3 P® (CaHkT-lNeTepbypr).
H. Tatesuan — npodp. LieHTp MeAMUMHCKMX HayK Texacckoro yHuBepcuTeta
(XbtocToH, CLLA).
H.N. Wa6anoB — [OKTOP MeAnUMHCKUX Hayk, npody. ®FEBOY BO «BoeHHo-
meguumnHekas akagemns um. C.M. Kuposa» MO P® (CankT-eTep6ypr).
B.K. HOpbeB — foKTOp MeauuuHcKux Hayk, npod. ®rFbOY BO «Cr6Irmmy»
M3 PO (CankT-MeTepbypr).

npocp. MCAernmy

V.N. Timchenko - Prof., MD, PhD (medicine). St. Petersburg State Pediatric
Medical University (Saint Petersburg, Russia).

AD. Harazova - Prof., PhD (biology). Saint Petersburg State University (Saint
Petersburg, Russia)

\.G. Chasnyk — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

Editorial Council
G. Aliev — Prof., PhD (biology), President and CEO “GALLY”
International Biomedical Research Institute Inc. (San Antonio, TX, USA)

F. Bistoni — Prof., MD, PhD. University of Perugia (Perugia, Italy).

\LV. Brzhesky - Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medi-
cal University (Saint Petersburg, Russia).

E.M. Bulatova - Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medi-
cal University (Saint Petersburg, Russia).

LA. Gorkovaya — Prof., PhD (psychology). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

A. Grom - Prof., MD, PhD (medicine) Division of Rheumatology. Children’s Hos-
pital Medical Center (Cincinnati, USA).

V'l Guzeva - Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

M.D. Didur - Prof., PhD (medicine), Acting Director. Institute of the Human Brain
N.P. Bekhtereva (Saint Petersburg, Russia).

P.J.J. Sauer — Prof., MD, PhD. Beatrix Children’s Hospital, University Medical
Center (Netherlands).

EV. Zemtsovsky — Prof., PhD (medicine). Almazov National Medical Research
Center (Saint Petersburg, Russia).

N.R. Karelina — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

D.S. Korostovisev — Prof., MD, PhD (medicine). St. Petersburg State Pediatric
Medical University (Saint Petersburg, Russia).

Yu.V. Lobzin — Member of RAS, Prof., MD, PhD (medicine), director of Children's
Scientific Clinical Center of Infectious Diseases (Saint Petersburg, Russia).

S.A. Lytaev — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

G.L. Mikirtichan — Prof., MD, PhD (medicine). St. Petersburg State Pediatric
Medical University (Saint Petersburg, Russia).

AV. Mikliaeva — Associate Prof., PhD (psychology). RSPU A.l. Gertsen (Saint
Petersburg, Russia).

Yu.V. Natochin — Member of RAS, Prof., MD, PhD (medicine). Sechenov In-
stitute of Evolutionary Physiology and Biochemistry RAS (Saint Petersburg,
Russia).

S. Nekhai — Prof., MD, PhD. Howard University (USA).

G.A. Novik — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

A.B. Pal’chik — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

F.P. Romaniuk — Prof., PhD (medicine), North-Western State Medical University
named after |.I. Mechnikov (Saint Petersburg, Russia).

N.D. Savenkova — Prof., MD, PhD (medicine). St. Petersburg State Pediatric
Medical University (Saint Petersburg, Russia).

AS. Simakhodskiy — Prof., PhD (medicine). Pavlov First Saint Petersburg State
Medical University (Saint Petersburg, Russia).

1.G. Soldatova — Prof., MD, PhD (medicine). Pirogov Russian National Research
Medical University (Moscow, Russia).

S.L. Solovieva — Prof., PhD (psychology). North-Western State Medical Univer-
sity named after I.I. Mechnikov (Saint Petersburg, Russia).

M.V. Stolyarova — Associate Prof., MD, PhD (biology). St. Petersburg State Pedi-
atric Medical University (Saint Petersburg, Russia).

G.A. Suslova - Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

N. Tatevian — Prof., MD, PhD, University of Texas Health Sciences Center (Hous-
ton, USA).

N.P. Shabalov — Prof., PhD (medicine). Kirov Military Medical Academy (Saint
Petersburg, Russia).

VLK. Yuryev — Prof., MD, PhD (medicine). St. Petersburg State Pediatric Medical
University (Saint Petersburg, Russia).

@ Tlegmarp. 2021.T. 12. Boin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



COAEPXAHME / CONTENT

¢ [IEPEJOBAS CTATbY

E.A. lllesapesa, JI.A. @edoposa,
O.B. Hesmeporcuykas

OO0 oTCyTCTBUH HEOOXOIMMOCTH Ha3HAYCHHS aHTHOAKTEPHANBEHOM

Teparnuu HOBOPOXKJACHHBIM OT MaTepeﬁ C KIIMHUYCCKUM

XOPHOAMHHUOHUTOM ...cviuniiiiiiiiiriiinetiireti ettt eraeeeaeeenaeenaanee

4 OPUI'MHAJIbHbIE CTATbU

O.B. Kopaxuna, O.I1. Kosmyn, A.Y. Cabumos,

JLI ®@eyuna, I1.I" Kocmpomuna, C.HU. Muxaiinogckas,

A.B. Penaxosa

Knuanueckue u anexTpoHeipoMuorpapuieckiue mpu3Haku

XUMUOHHYIIUPOBAHHOI TTOJMHEBPONIATUH Y JIETEN C OCTPBIM

TAMQPOOTACTHBIM JICHKOBOM .....oviaveveriaererenereeneneesesenesseseeeseneneesenes

IO.M. Tomununa, I'B. Yucmoycosa,
JL.B. Cogpponosa

Pesynbrarsl IeueHus ieTeil ¢ BpOXKICHHON JUCHYHKIUEH KOPbI

Ha/OYEUHHKOB, TPpoXuBaomux B [lepMckoM kpae .................

11.4. Cobonescras, A.H. ['6030eyxuil,

B.U. Ymexun, E.B. Epumosa, C.P. Kysap3uwn,

T.B. ®eoomxuna, JI.I1. Yypunos
DKCIIEPUMEHTAILHOE MOJICTUPOBAHHE TTOBEJICHUECKUX

HapyUIEHUH, CONPOBOXKAAIOUIUX TUPOUIUT XaCUMOTO,

C IIOMOIIIBXO CHeIII/ICbI/ILICCKI/IX PIMMyHOFHOGyJIPIHOB ................

B.C. Bacunenxo, E.A. Kyprnukoea, B.A. ['ocmumckuil,
C.B. lllenoepos, A.E. Baunos, O.H. Bapnamosa,
E.A. Jlemenmobesa

Vposuu NJI-4, NJI-8 1 ®HO-0 y My»4KH CpeHEro

BO3PACTa CO CTEHTHPOBAHHBIMH KOPOHAPHBIMHU apTEPUIMH

HOCJIe TOBTOPHOM PEBACKYIAPH3AMN MUOKAPIA ....o.vovnernnnen.

¢ 0B30PbI

H.B. llapwuna, JI.A. [lanunosa, H.C. /lexmsapesa

I'inepnakraremMus U JIaKTaT-alum03

B ITPAKTUKE MEIMATPA .....ovevererreenenreiareeeeeseseeeseeseseueseseseneseseneseanas

A.U. Xpamyos, P.A. Hacvipos,
I'®. Xpamyosa

[Tprmenenue UPPOBBIX TEXHOJIOTHII B pabOTe MaToI0roaHaToMa:
00yueHHe HCTIONTb30BaHHUIO CHCTEM ABTOMATUUECKOTO PACIIO3HABAHHS

4 EDITORIAL

E.A. Shevareva, L.A. Fedorova,
O.V. Nevmerzhitskaia

About the absence of the need to prescribe

antibacterial therapy to newborns from mothers

with clinical chorioamnionitis .............ccoevevveevieeceeeieeieeeeeeenee.

4 ORIGINAL STUDIES

O.V. Koryakina, O.P. Kovtun, A.U. Sabitov,

L.G. Fechina, P.G. Kostromina, S.1. Mikhailovskaya,

A.V. Repakova

Clinical and electromyography characteristics

of chemotherapy-induced polyneuropathy in children

with acute lymphoblastic leukemia...........ccceceeeevenininicnenennene

Yu.M. Tomilina, G.V. Chistousova,
L.V. Sofronova

The results of therapy of congenital adrenal hyperplasia in

children in Perm Region .........ccccoviiiiiiiiiiiiiiiciecceceee

P.A. Sobolevskaia, A.N. Gvozdeckii,

V.J. Utekhin, E.V. Efimova, S.R. Kuvarzin,

T.V. Fedotkina, L.P. Churilov
Experimental modeling of behavioral disorders

accompanying Hashimoto’s thyroiditis by means

of specific immunoglobuling ..........c.cceceeeievieniinenininieieeee

V.S. Vasilenko, E.A. Kurnikova, V.A. Gostimskiy,
S.V. Shenderov, A.E. Blinov, O.N. Varlamova,
E.A. Dement’eva

Levels IL-4, IL-8, TNF-a in middle-aged men

with stented coronary arteries after repeated myocardial

1eVASCUIATIZAtION ....ouviiviiiicii ettt

€ REVIEWS

N.V. Parshina, L.A. Danilova, N.S. Dekhtyareva

Hyperlactatemia and lactate acidosis in the practice

Of PEAIALIICIANS ..euviviiieiieiieieiesere e

A.I. Khramtsov, R.A. Nasyrov,
G.F. Khramtsova

Application of digital technology in the work of a pathologist:

guidelines for learning how to use speech recognition

SYSLEITIS vvuvviinieeteteireetettte ettt sttt ettt ettt beae e

@ Mleparp. 2021.T. 12. Boin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

elSSN 2587-6252



COOEPXAHME / CONTENT

4 HACJIEACTBEHHBIE BOJIE3HU
OBMEHA

B.H. I'opoynosa, H.B. Byyunckas

JIuzocomubie 00JIE3HH HAKOTUICHHUS: MYKOIIoJIMcaxaprua03bl

THILTHIIOB .ooiiiiiiiieieccieeee et 69

¢ KJIMHUUYECKAS NMCUXO0J10rusl

U.B. Kapeonv, M.B. 3emaanvix
DMOILMOHAIBHBIC U MTOBEJCHIECKHE KOMIIOHEHTBI B CTPYKTYpe

cTpecca HHPEPTUIBHOCTH Y KEHIIUH C OCCIIOAUEM .....vuvenneene 85

¢ OBUJIEU

/1.0. Hsanos, H.J[. Cagenxosa
Anwbept BasrenoBud [lanastH — BBIJAIOIIUICS YYCHBIH,

MeUAaTpP, MeAaror (K 85-1eTUI0 CO THS POKICHHS) ...cvevvernennes 93

¢ UHOOPMALUA

[IpaBUITA IS ABTOPOB ...ovvenvenienieienieniieieeneeneeteteste st ebeeie e eneene 101

¢ CONGENITAL METABOLIC
DISEASES

V.N. Gorbunova, N.V. Buchinskaia

Lysosomal storage diseases: mucopolysaccharidosis
type Land Il.....ocveieieieiee e 69

¢ CLINICAL PSYCHOLOGY

LV. Kargol, M.V. Zemlianykh
Emotional and behavioral components of infertility-related

stress experienced by infertile women .........ccccooeeeriiniinienns 85

4 ANNIVERSARIES

D.O. Ivanov, N.D. Savenkova
Albert Vazgenovich Papayan — outstanding scientist,

pediatrician, teacher (towards 85th anniversary) ..........c.ccceeuee. 93

¢ INFORMATION

Rules for authors ..........coooviiiiiiiiiiceececceeceeeee e 101

@ Tlegmarp. 2021.T. 12. Boin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



> MEPEOOBAfA CTATbA

DOI: https://doi.org/10.17816/PED1235-14

06 OTCYTCTBUN HEOBXOAMMOCTU HASHAYEHUA AHTUBAKTEPUAJIbHOM
TEPANWN HOBOPOXAEHHBIM OT MATEPEU C KJIMHUYECKUM
XOPMOAMHUOHUTOM
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Ana yumuposaHus: Llesapesa E.A., ®enoposa /1A, HeBmepxuukas O.B. 06 oTcyTCTBMM HEOBXOAMMOCTM Ha3HaYyeHUs aHTUbaKTe-
pUanbHOM Tepanumu HOBOPOXAEHHbIM OT MaTepei C KNAMHUYECKMM XOpuoamHuoHutom // Meamatp. — 2021. — T. 12. — Ne 3. — C. 5-14.
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Mocrynuna: 05.04.2021 Opobpena: 17.05.2021 MpuHaTa K nevatn: 23.06.2021

BeepeHnue. [lnarHo3 poxeHULbl «XOPUOAMHUOHUT» (XA) npeanonaraeT BbICOKUMA PUCK Pa3BUTUA MHBEKLMOHHBIX OCNOX-
HeHW ONS MaTepu u NIOAa, YTO onpenensetT HeobxoAMMOCTb NMPOBEAEHMS LONOAHUTENbHOIO 06CNef0BaHNS MNALEHLEB
M pelleHMs BOMPOCA O HAa3HAYeHUU UM aHTMOaKTepUanbHOW Tepanuu.

Matepuanbl u metopbl. O6cnenoBaHo 113 AOHOWEHHbBIX HOBOPOXAEHHbIX, U3 HUX OCHOBHYI Tpynmny COCTaBMAW AETH,
MaTepsiM KOTOpbIX Obll AMArHOCTUPOBAH XOPUOAMHUOHUT (n=77), rpynny CpaBHEHUS — OETWU, POXAEHHble OT 340POBbIX
MaTepei (n=36). BceM AeTsaM NpoBOAUAMN KJIMHUKO-1abOPaTOPHbIA MOHUTOPUHT, BKIOYAN KJAMHUYECKUI aHanu3 Kanui-
NApHOM KpOBM B nepBble 24 4 xu3Hu, onpeneneHune ypoBHsa C-peaktuBHoro 6enka (CPB) BeHO3HOM KpOBM Ha TpeTbM
CYTKM XW3HW, onpefeneHne npoBocnanutensHbix uutokuuos (MJ1-1B, WUJ1-6) B nynoBuHHOM KpoBu. bakTepuonoruyeckoe
nccnenoBaHne HOBOPOXAEHHbIX BKOYANo 3abop mMaTepuana € KOXM 3ayWHOM CKNafgku, OTAENSeMOro nonocTu pTa,
MyNnOBMHHOM KPOBM, @ TaKXe COAEPXMMOro TpaxeobpOHXMaNbHOrO AepeBa Mpu NpoBeAEHUN PECNUPATOPHON Tepanuu —
MCKYCCTBEHHOM BEHTUNALUMM Nerkux. BocnanutenbHble M3MeHeHMs 3KCTpanaaueHTapHbix 060n104ek, 6a3anbHOM MAACTUH-
KW W TNagKoro XOPUOHA, a TakXe MOopa)KeHWe MYyMOYHOro KaHaTWMKa AMArHoCTMPOBANM MPU HANMUMKM NEeNKOUUTapHOM
MHGUABTPaLUK.

Pesynbratbl. HOBOpOXAEHHbIE AeTW OCHOBHOM Tpynmbl Yalle UMeNu KAMHUYECKME NPOSBAEHUS ObIXaTeNIbHbIX HAPYLUEHUH,
Tpebytowme pecnupatopHoii noaaepxku (p = 0,045). Mpoaykuna UN-1B, UJ1-6 B nynoBUHHO KpoBM Y 06CNeayeMbiX HOBO-
POXAEHHbIX OCHOBHOM rpynnbl 6bina Bbille, YeM B rpynne cpaBHeHns [oTHoweHue waHcos (OW) 8,4; 95 % noseputenbHbii
nutepsan (OW): 1,0-67,9 n OW 7,4; 95 % OWN: 2,5-21,7 cooTBeTcTBEHHO]. pn nabopaTopHOM MccnenoBaHUK Obinu Bbl-
aBneHbl nerikounTos (>34-10%n, 6,5 % vs 0 %, p > 0,05) u caBur neiikoumTapHoi hopMynbl A0 HOHbIX GOPM HeUTpodunos
(454 % vs 16,7 %, p<0,05) B nepudepunyeckort KpoBM HOBOPOXAEHHbIX OCHOBHOW rpynmnbl. MMoBbiweHne ypoBHs CPB
BEHO3HOW KpOBW Yy AeTel OCHOBHOW rpynnsl BcTpeyanoch B 10,3 pasa vawe (95 % AN 2,8-37,1), 4eM y HOBOPOXAEHHbIX
rpynnbl cpaBHeHus. Mpu AMHAMUYECKOM KIMHWMKO-NabopaTOpHOM MOHUTOpPWHIe y 72 peTelt OCHOBHOM rpynnbl (93,5 %)
OTCYTCTBOBANM [aHHble O Te4yeHUU MHOEKLMOHHOro npouecca, BCIeACTBUE YEr0 OHWM HE MONYYMNIU aHTUOAKTEpUanbHYHO
Tepanuio.

3akntoyeHune. HazHayeHne aHTUOAKTEPUANbHONM TEPaNUKU KIMHUYECKM 3[0POBbIM JOHOLIEHHbIM HOBOPOXAEHHbIM AETSM OT
MaTepei C AMAarHo30M «XOPMOAMHUOHUT» MOXHO CYMTaTb HEOMNpPaBAAHHbIM. HOBOpPOXAEHHbIe AAHHOM rpynmbl HYXA0TCS
B K/IMHWUKO-1ab0paTOPHOM, AMHAMUUYECKOM HabNtoAeHUM € N1abopaTOPHbIM KOHTPONEM, BK/OUAOLWMM KIUHUYECKUIA aHanu3
KpoBu u onpeneneHne ypoeHa CPB, 4To gaBnseTcs npeAnoyYTUTENbHOW anbTEPHATMBOM HAa3HAYeHWUI0 aHTUBaKTepuanbHOM
Tepanuu.

KnioueBble cnoBa: KJIMHUYECKUN XOPUOAMHNOHUT; BHYTPUAMHUOTHUYECKASA l/IHqJEKLI,VIFI; aHTM6aKTepmaana;| Tepanumsa.
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Background. The diagnosis of a woman in labor “chorioamnionitis” (CA) implies a high risk of infectious complications for
the mother and fetus, which determines the need for additional examination of infants and the decision on the appoint-
ment of antibacterial therapy. The purpouse of this study was determine the need to administration antibiotic therapy to
full-term newborns from mothers diagnosed with chorioamnionitis.

Materials and methods. 113 full-term newborns were examined, of which the main group consisted of children whose
mothers were diagnosed with “chorioamnionitis” (n = 77), the comparison group - children born to healthy mothers (n = 36).
All children performed clinical and laboratory monitoring, including a clinical analysis of capillary blood in the first 24 hours
of life; determination of the level of C-reactive protein (CRP) in venous blood on the 3rd day of life. Bacteriological ex-
amination of newborns included sampling of material from the ear fold, buccal mucosa, umbilical cord blood, as well as
the contents of the tracheobronchial tree (TBD) - during respiratory therapy with mechanical ventilation. Special research
methods included studies of the proinflammatory cytokines (IL-1B, IL-6) in umbilical cord blood. Histological CA was diag-
nosed in the presence of morphological and functional signs of inflammation in the placenta.

Results. Newborns of the main group more often developed respiratory disorders requiring respiratory and oxygen therapy
(p=0,045). The production of IL-1B, IL-6 in umbilical cord blood in the examined newborns of the main group was higher
than in the comparison group [Odds Ratio (OR) 8.4; 95% Confidence Interval (Cl): 1.0-67.9; OR 7.4; 95% Cl: 2.5-21.7
respectively]. The study of blood samples revealed leukocytosis (>34-10%) 6.5% vs 0%, p > 0.05) and a shift in the leuko-
cyte count to young forms of neutrophils (45.4% vs 16.7%, p < 0.05) in the peripheral blood of infants of the main group.
Infants exposed to maternal clinical chorioamnionitis had increased level of CRP 10.3 times more frequent (95% Cl: 2.8-37.1) than
in newborns in the comparison group. With dynamic clinical and laboratory monitoring, 72 children of the main group (93.5%)
had no data for the course of the infection, as a result of which they did not receive antibiotic therapy.

Conclusion: Administration antibiotic therapy to clinically healthy full-term newborns from mothers diagnosed with cho-
rioamnionitis is unjustified. Infants of this group require clinical laboratory, dynamic observation with laboratory control,
including a clinical blood test and determination of the CRP level, which is a preferred alternative to the appointment

of antibiotic therapy.

Keywords: clinical chorioamnionitis; intra-amniotic infection; antibiotic therapy.

XoprnoaMHHOHUT (XA), WIH BHYyTpUaMHHOTHYE-
ckass uH(ekuus (BAW), — 310 ocTpoe aHTeHaramb-
HOE BOCHAJICHHE XOpHOHA M/MIM aMHUOHA IUIAICHTHI,
a TaKXKe IyIHOBUHBI, ¢ MHOULHUPOBAHUEM OKOJIOIION-
HOW JKUJIKOCTH, BO3HHKalOllee, B OCHOBHOM, B pe-
3yJbTaTe BOCXOASALIEH MOTUMHUKPOOHOH (Kak MpaBuIIo,
OaKkTepuabHOW) WHPEKIIUU U TPUBOJAIICE K pa3phl-
BY OKOJIOIUIOAHBIX O0OJIOYEK C BO3MOXKHBIM Pa3BUTHU-
eM cHHApoMa (EeTambHOTO BOCHAIUTEIHLHOIO OTBETA,
peXXIeBpeMeHHBIX ponoB [4, 5, 7, 9, 11, 15, 35, 38].

JHuarno3 XA mpeanonaraet, YT0 MaTh M IUIOJ MOA-
BEPIKCHBI [TOBBIILICHHOMY PUCKY Pa3BUTHSA WH(EKIMOH-
HBIX OCJIO)KHEHWH, B YaCTHOCTH, Pa3BUTHIO PAHHETO
HeoHataspHorO cerncuca (PHC). Hanmnune XA nukryet
HEOOXOAMMOCTh TIPOBEACHUS IOTIOTHUTEFHOTO 00cIe-
JIOBaHUsI IETEH M PeLIeHHs BOIIPOCca O Ha3HAYCHUH UM
AHTUOAKTEPUAIBbHON TEpaIu.

JokazaHo, 4TO BEpPOSTHOCTh PAa3BUTHUS CEICUCA
Yy HOBOPOXKJICHHBIX OT MaTepeil ¢ NUarHOCTUPOBAH-
HBIM XA 00paTHO MPOMOPIIMOHAIBHA TeCTAIIHOHHO-
my Bo3pacty (I'B) [10, 16, 29, 34, 36]. [lo naHHBIM
nuteparypel, yactora PHC npu nuarnoctupoBas-
oM XA Bapsupyet ot 1-4 % [17] no 3-20 % [18].
Yacrora noareepxkaenHoro PHC ¢ nmonoxxutenbHbI-
MH pe3yIbTaTaMU BBICEBOB KYJIBTYPBI KPOBH Y HOBO-
poxaeHuplx ¢ I'B >35 wenm. recramuu oT marepeit
¢ XA Bapsupyetr ot 0,47 no 1,24 % [3, 12, 28],
TOIJla KaK y JAeTel C SKCTPEMalbHO HHU3KOM Maccoil
tena (OMHT) — B 5-10 pa3 Beime [25]. OgHako
IIIPOKOE HWHTpaHATaIbHOE NPUMCHEHHWE aHTHOaK-
TepUATBLHON TEepanmuu y POKECHUIl ¢ KIMHUYCCKUMHU
npusHakamMu XA, JIITUTEIbHBIM OE3BOJHBIM IMPOME-
KyTKOM (>18 4) mpuBeno K 3HAYUTEIHLHOMY CHH-
xxenuto PHC.
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XA sBrsieTcs onpeaensomuM GakTopoM pUcKa pas-
Butust PHC [1, 26, 28]. OgHOBpEMEHHO C 3TUM HMe-
FOTCSI MCCIIEZIOBAHMS, B KOTOPBIX TTOKAa3aHO, YTO YacToTa
PHC ocraercs Hu3koit maxe y jaeTed, KOTOpble ObUTH
noaBep:keHsl BiusaHuio XA [14, 37]. Knunudeckas xap-
THHA CEeTiCUca HE MMEeT CIeHU(HUYHBIX U MaTOrHOMO-
HUYHBIX TPU3HAKOB U CHMITTOMOB, TIO3TOMY JTHarHOCTH-
poBaHHbI XA y KEHILIMH 3a4acTylO0 COIPOBOXKJIAETCS
PYTMHHBIM Ha3HAuYCHUEM AaHTUOMOTHKOB KIMHUYECKU
370pPOBBIM HOBOPOXXKIECHHBIM. HeobocHoBaHHO dacToe
Ha3Ha4YeHHe aHTHOAKTePHATBHBIX TIPEIapaToB HOBOPOXK-
JICHHBIM TIPUBOUT K YBEIMUEHHIO KOJIOHM3AINN OaKTe-
pUsMH OpraHm3Ma pebeHka M aHTHOWOTHKOPE3NUCTEHT-
HOCTH. B Hactosiiiee BpeMsi HE CYyILECTBYET €AWHOTO
MHEHHSI O HEOOXOAMMOCTH Ha3HAUYCHHUsI aHTUMUKPOOHBIX
MpenaparoB KIMHUYECKH 3I0POBBIM JIOHOIICHHBIM HO-
BOPOXKICHHBIM OT MaTepeil ¢ AMarHOCTHPOBAHHBIM XA.

Ecmu panee B 2012 1. LleHTpoM 1O KOHTPOIIIO
U poQuIaKTHKe 3a00IeBaHui, AMEPUKAHCKON akaje-
MUel nienquarpun coBMecTHo ¢ Komurerom mo mpooie-
MaM 1utoma ¥ HoBopokaeHHoro (CILIA) Ovmio pexo-
MEH/IOBAaHO BCEM HOBOPOXKJIEHHBIM JETAM OT Marepe
C IuMarHo3oM XA MpOBOIUTH J1a0OpaTOpHBIE MCCIE0-
BaHUs (KJIIMHUYECKUH aHaIu3 KPOBH, OaKTEPHOJIOTH-
YECKOe WCCIIEIOBAaHNE KPOBH) M aHTHOAKTEPHAIBHYIO
Teparuio B TeueHue 48 4 MUHUMYM JI0 MOJTy4YEeHUS OT-
pUIATENbHBIX Pe3yJIbTaToB uccaenoBannii [21, 32, 39],
10 B 2015 1. cnenmanuctamu HanmoHaabHOro MHCTH-
TyTa JIETCKOTO 3710pOBbs U pa3BuThs yenoseka (CLIA),
Coo0riecTBa MEAUIIMHBI MaTePH | 11013, AMepUKaH-
CKOTO KOJUJIe[Ka aKyIIepcTBa W TWHEKOJIOTHH U AMe-
PUKAaHCKON akaJeMUu MeAHaTpUH HE PEKOMEHI0BAHO
PYTUHHOE Ha3HAYCHUE aHTHOAKTEPHAIBLHOW TEpariu,
a 3a OCHOBY NOJOXXEHO TUHAMHUYECKOE HAOIIONEHIE
3a 37I0POBBIMH JOHOIIEHHBIMH W «IIO3THUMI» HEIO-
HOIIIEHHBIMH HOBOPOXKIEHHBIMH OT Marepeil ¢ XA
[23, 33, 34]. CoBpemeHHbIe 3apyOeKHbBIC MyOIHKAIIUN
9TU pEeKOMEHJaluuu noAaTBepxkaatotr [13, 26, 27].

Habmronenus nposenens! Ha 6aze CII6 I'BY3 «Po-
mapHBIA oM Ne 18» (B Hactosmiee Bpems «lopo-
ckoi mepuHatanbHbI 1eHTp Ne 1»). JlaboparopHhsie,
BKJIIOYasi MHUKPOOHOJIOTHUECKUE, WCCIENOBaHUS TMPO-
BoaMIM Ha Oasze naboparopun AO «CeBepo-3anaaHblil
HEHTP JOKa3aTeNbHOW MemuIuHbD. [laTonoro-anaro-
MHYECKOE MCCIIeIOBaHNE TUIAIICHT TPOBOAMIN Ha 0ase
orAencHUsT TiepuHatanbHOH martonorun Ne 4 CIIO
I'BY3 «lopoackoe mMaroaoroaHaTOMUYECKOE OIpoy.
Jns mocTHKeHUs MOCTaBIEHHOW IENH B HCCIEHO0Ba-
HUe ObTH BKITIOUEHBI 130 map MaTh — peOeHOK, U3 HUX
JIOHOIIIEHHBIC HOBOPOXKAeHHBIC — 113, 1 HemoHOMIICH-
Hble (TeCTaIllMOHHBIN Bo3pacT 22-36 Henm.) — 17.

Kputepun BkItoueHus: HoBOpokJAeHHbIE c ['B
>37 Hen. OT Marepeil ¢ JUarHOCTUPOBAHHBIM KJIMHU-
yeckuMm XA.

Kpurepun wuckiroueHus: HOBOpoxIeHHble ¢ ['B
<37 Hen., CHHIAPOM acIHpaIlid MEKOHUS/KPOBH, TEM-
neparypa Teia keHmuHsl <37,8 °C, BpoXKIeHHbIE T10-
POKH pa3BUTHs, T€HETUUECKHE aHOMAJINU.

Taxum o06paszom, ocHoBHYIO Tpymmy (1) cocraBunu
77 nonomeHHBIX HOBOpoXaeHHBIX (I'B >37 Hen.),
MaTepsiM KOTOPBIM OBbUI AMArHOCTHPOBAH KIWHUYE-
ckuii XA. Bcem poxkeHunaMm ¢ KIWHHYECKUM XA
MPOBOAAT aHTHOAKTEPUANBHYIO TEParuio, HECMOTPS
Ha OTCYTCTBHE KIWHHYECKUX TMPU3HAKOB WH(EK-
nuu. Ipymmy cpaBuenust (II) cocraBumm 36 HOBO-
POXIEHHBIX JIeTeH, PONMBIIHXCS y MaTepeil 0e3
kimanueckoro XA (I'B >37 nen.) ¢ ¢usuonornye-
CKMM TEYEHHMEM pPAHHETO HEOHAaTaJbHOTO MEPHOAa,
KOTOpbIe OBUIM BBIMMHCAHBI JIOMOW Ha 3—5-€ CYTKH
KU3HH.

JleTn OCHOBHOW TpyNIbl HAOMIONATUCh U TIPOXO-
UM JIeYCHHE B aKyIIepCKO-(QHU3HOIOTHUECKUX OT-
JICIICHUSIX U OT/ICJICHUU peaHNMAallid U WHTCHCHUBHOU
Tepanuu HoBOpokAeHHBIX CII6 I'bBY3 «PomwmmbHETI
noMm Ne 18». Jletm Tpymnmbel cpaBHEHHs HaOrOmIa-
JUCh B aKyHIEPCKO-(QU3UOIOTHYECCKHX OTHEICHHSIX
CIIo I'bY3 «PonmnbHbiii goM Ne 18».

Kputepun xnmmHmdeckoro XA, HEOOXOIMMBIE IS
MMOCTAHOBKH JIMarfHo3a, BKIIOYANIA HaJIU4YHe OCHOB-
HOTO (TIOBBIIICHWE TEMIIepaTypsl Tela y JKeHIIH-
Hbl >37,8 °C) U ONHOTO WU HECKOJIBKUX TOTOIHH-
TEeNbHBIX Ipu3HakoB [15, 33]:

1) TaxWkapaus MaTepH [4acToTa CepACYHBIX COKpaIle-
mui (UCC) >100 B MuHyTY];

2) taxukapaus wiona (UCC >160 B munyTy);

3) neiikonuro3 marepu (>15-10%/m);

4) 37I0BOHHBIC BBIJICJICHHSI U3 TIOJIOBBIX ITyTEH/370BOH-
HbIe okooruioanbie Bonkl (OIIB);

5) TIOBBINIIEHHWE TOHYCa MAaTKH, OIPEENsIoIIeecs Kak
OOJIE3HEHHOCTh TPW TaNbIIAlliU TPU OTCYTCTBHU
MaTOYHBIX COKPALICHUII;

6) C-peaxruBHbiii Oenok (CPB) marepu >5 mr/m.
OO0cnenoBaHre HOBOPOXKJIEHHBIX JIeTel (0OBEKTHB-

HBIII OCMOTp, Ta00paTOpHBIE U MHUKPOOHNOJIOTHYECKHE

WICCIIEZIOBAHUS) TIPOBOAMIIN B TEUEHHE BCETO BPEMEHH

npeObIBaHus B POAMILHOM goMe. KimHuueckumu ma-

TepruansaMy HOBOPOXKACHHBIX JAJISl UCCIENOBaHUS OBbUIH

KJIMHAYECKUM aHaIu3 KanWwUIIPHOM KpOBH, B3STOU

W3 TATOYHON 007acTH HOBOPOXKICHHBIX B TIEpBbIC

24 4 xwu3an; CPb BeHO3HOW KPOBH, B3ATON HA TPETHH

CYTKM KHM3HH y HOBOPOXJEHHBIX; COJIep)KaHUe Ipo-

BocmanuTenbHbeix nutoknHos (MJI-18, WJI-6) B myno-

BUHHOW KpPOBH; OaKTEPHOIOTUYECKOE HCCIIeOBaHHE

KOXXH 3ayIIHON CKJIaJKH, OTIAENISIEMOT0 TOJIOCTH pTa,

MyTMIOBUHHOW KPOBHU, a TaKXXe COAEPKUMOTO TpPaxeo-

OpOHXHAIBHOTO JiepeBa HOBOPOKACHHBIX TPH TPO-

BEJICHUM PECIMPATOPHON Tepamud — WKYCCTBEHHOU

BEHTWJIALINN JIETKHUX.
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[Ipu HanuumKu BOCHAINTENBHBIX U3MEHEHUH B KITU-
HUYECKOM aHanu3e KpoBH (JelikonuTto3d >34-10%/m,
HEUTpodmIIe3 CO CABUTOM JICHKOIIUTAPHOU (HOPMYIIBI
BJIEBO) MPOBOIWIM KOHTPOJb KIMHHYECKOTO aHaIHu3a
KpPOBHM Ha BTOpBIE CYTKH >KM3HM. lIpn HOpMammzanuu
KJIMHUYECKOIO aHalu3a KPOBH U OTCYTCTBMM KIIMHU-
YECKUX MPOSIBICHUH HMHQPEKIMH aHTHOAKTEPHAIbHYIO
Tepanuio He NpoBOAWIM. lIpy IOBBIIEHHOM YpOBHE
CPb Ha TpeTpu CyTKH KU3HH U OTCYTCTBHU KIIMHH-
YEeCKHX CHUMITOMOB MH(eKuu KoHTponb CPB BeHO3-
HOU KpOBHM OCYIIECTBISICS Ha 4—5-¢ CYTKHU >KHU3HHU.
[Ipy ynoBiIETBOPUTEIILHOM COCTOSSHUM peOeHKa U HOP-
Manm3anuu (viau cHmxkenun) ypoBHs CPb — antm-
OaKkTepuaNbHYI0 TEPANuIO0 HE MPOBOJIMIH.

I'mctonornuecknit XA AuarHoCTHPOBAJIM TPH Ha-
JMYUM JICHKOIIMTApHOW HMHOWIBTpalUU B SKCTparJia-
IIEHTApHBIX 000I09KaX, 0a3aIbHOM TIACTHHKHY U TJIa-
KOTO XOpPHOHA, a TaKXe MpPU TMOPaXEHWU ITyMOYHOTO
KaHaTHKa.

AmnTHOaKTEpUANIBHYIO TEPAIMIO IPOBOIMIIN JOHOLICH-
HBIM HOBOPOXIECHHBIM JIETSAM C JUAarHO30M «BPOXKICH-
Hasl THEBMOHUS) COINIACHO KIIMHUYECKUM PEKOMEH/TaIl-
siM MuHucTepeTBa 3apaBooxpaHenus PO «BpoxaeHHas
ITHEBMOHUS» [2], a TaKkkKe JCTAM, UMCIOIIUM XOTS ObI
OIIMH KIMHUYECKUH MPU3HAK B COYETAHUH C >2 abopa-
TOPHBIMH NPU3HAKAMH CHHIPOMA CHCTEMHOI'O BOCTIAJIU-
TEJILHOTO OTBETa B mepBble 72 4 xu3nu [6]. Kputepus-
MH OTMEHBI aHTHOAKTEpHATbHON TEepanuu IMOCITYKHIH:
YAy4lLIeHHE KIMHUYECKOTO COCTOSHHSA U HOpMaIM3aLus
J1a00paTOpHBIX MOKa3aTeIel K TPETbUM CyTKaM KHU3HH.
ITokazanueMm s iepeBojia J€Tel B CTAIMOHAP JIETCKUX
TOPOJICKHX OOJNLHUI] ObLT BEpUPUIIMPOBAHHBIN JIUATHO3
«BPOXKJICHHAsI TTHEBMOHUS».

CrapToBBIM IpenapaToM aHTHOAKTEpHaIbLHOHN Tepa-
UM B OTAEJIEHUM PEaHHMallud U MHTEHCUBHOW Tepa-
MUY HOBOPOXKIEHHBIX POAMIFHOTO JI0Ma OBLT MOy CHH-
TETHYECKUH TICHUIIMJUIMH + HHTUOUTOp OeTa-IaKraMas
HIUPOKOTO crekTpa aerctBusi — Cynpracun®.

Crnenyer oTMETUTB, 4TO 89,6 % *KEHIIUH OCHOBHOMN
rpynmnsl (n = 69) nonydanu aHTHOMOTHKOTPOPHUIAKTH-
Ky B cpenHem 3a 3,95 + 5,21 u 10 popopaspenieHus npu
JMAarHOCTUPOBAaHUH aKyllepamMu-THHeKonoramu XA.
10,4 % (8/77) o KEHUIMH ¢ JUArHOCTUPOBAHHBIM
XA Hauanu moiydYarb aHTUOMOTHUKOTEPAINHUIO TOJBKO
B TOCJIEPOLOBOM MEPHOAE.

CratucTudeckylo 00paOOTKy MaHHBIX ITPOBOIMIH
C WCIONb30BaHUEM CTAaTUCTHYECKMX MAaKETOB IPO-
rpamm IBM SPSS Statistic v. 25. J{ns kauecTBeHHOU
OLICHKM YacTOTHI NPHU3HAKA B MCCIEAYEMBIX TPyIIax
paccunthiBasn > [Tupcona. Paznuuus cuuranu 1octo-
BepHBIM 11pH p < 0,05.

CpaBHUTENbHAS XapaKTEPUCTUKA HOBOPOXKICHHBIX
obeux rpymn npencrasieHa B Tabmn. 1. Cpemnuii I'B,
Macca Tejla ¥ POCT NMPH POXKICHUH OCHOBHOM TPYIIIBI
HE3HAYUTEIbHO OTJIMYAINCh OT TPYMIbl CPAaBHEHHS,
OJTHAKO OTMeYaslach MEHbIIAs OIEHKa IO IIKajie Am-
rap B KoH1e 1-if u 5-if munytax. Ilo nmonosoit npunas-
JISKHOCTH B OCHOBHOM TpyIie Npeodaatani JeBOYKH,
a B TpyNIIe CPaBHEHUS — MaJbUUKH.

BaxHoe 3HaueHHE B OLIEHKE COCTOSHHS HOBOPOX-
JEHHOTO HMEIOT aHaMHECTHYECKHE CBEIEHUS O CO-
CTOSIHUM 3JI0pOBbS Marepu, TEUCHHH OEpEMEHHOCTH,
XapakTepe pooB. Y KEHIIWH OCHOBHOM IpyMIIbI Yalie
BBISIBJISUIACH COMAarHMyecKas (aHEeMus, HapyLICHUE XKH-
poBoro oOMeHa), THHEKOJIOTUYEeCKasi U ypOTE€HUTAIIb-
Has maronorus. OJHAKO CTaTHCTUYECKas 3HAYMMOCTh
Obula JAOCTHTHYTa TOJBKO MO OKTOMHMU HICHKH Mar-
ku B | rpymme (p =0,002). 3aboneBanus Biaranuiia
(BarmHO3/BarMHAT, B TOM YHCJIC ACCOIMHPOBAHHBIC
¢ Ureaplasma urealiticum) ¢ OIWHAKOBOW YacCTOTOM
BcTpeuanuch kak B I, Tak u Bo II rpymmax (55,8 %
vs 55,5 %). Y marepeii | rpynmel B anamHese yaiue
BCTPEUAINCh NPeKAEeBpeMeHHbIe poasl (2,6 % vs 0 %),
CaMOTPOM3BOJILHBIC BBIKHIBIIIA, BHEMATOUHBIC U 3a-
Mepiire OepeMeHHOCTH B cpaBHeHWH co Il rpymmoi
(16,9 % vs 1,1 %). KenmuHsl ¢ OUArHOCTHUPOBAH-

Tabnuya 1 / Table 1

Obwasa xapakTepucTuka 06cnes0BaHHbIX HOBOPOXAEHHbIX Npu poxaeHuun (M £ SD)
Total characteristics of the examined newborns at birth (M = SD)

Hoxasarens / Indicator OcnoBHas rpynmna / Main group I'pynma cpaBuenus / Comparison group

(n="17) (n=36)

Macca Tesa npu poxaeHuH, T / 3484,42 + 460,54 3515 +£437

Birth weight, g

Pocrt, cm / 52,23 £2,31 52,5+24

Growth at birth, cm

Cpok recranuu, Hemu/ 39,76 + 1,46 40,0+ 1,2

Gestation period, weeks

Onenka 1o mkayie Anrap, 6amr /

Apgar score

Ha 1-it MunryTe / 1St minute 7,2 +0,63 8+0,6

Ha 5-if munyTe / Sth minute 8,2+0,6 9+0,5
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HBIM KJIMHAYeCKMM XA 4aiie ObUTH MEepBOPOASIINMHU
(84,4 % vs 69,4 %). Yacrora maronoruu TedeHus Oe-
PEMEHHOCTH, BKJIFOUYasl yrpo3y HPEpbIBAHUS B pa3iiny-
HBIE CPOKHM BO BpeMsl HacTosIel OepeMeHHOCTH, Tpe-
9KJIAMIICHIO, Tipeobnanana B | rpynne. [ectaunoHHbIN
caxapHbIi AMabeT, KOMIICHCUPOBaHHBIA AMETOH, yalle
ObUI BBISIBJICH y MALMEHTOK OCHOBHOM rpymnmsl (23,4 %
vs 16,7 %). Paznuuus mMexmay rpynmaMy 1Mo CpaBHHU-
BaeMbIM KPUTEPHSM MATOJOTUU TEUeHHs OepeMeHHO-
CTH OBUIM CTAaTUCTHYECKU He3HauuMbIMu (p > 0,05).
[Ipn ananu3e WHTpaHaTANBHBIX (AKTOPOB, CBSI3aH-
HBIX C PUCKOM peann3auuy MH(OEKIHOHHOIO Ipouecca
HOBOPOXKJICHHBIX JIeTeH, Hauboyiee 4acTo BCTpedancs
JUIMTENBHBIN Oe3BomHBIA mepuoxn (>18 4), mo stomy
NpU3HaKy ObUla JTOCTUTHYTa CTAaTHCTHUYECKas 3HAYH-
MOCTh MEXly cpaBHHBaeMbIMH Tpyrmamu (p = 0,000).

IIpy THUCTONOrMYECKOM HCCIENOBAHUM IIOCIEA0B
(n=95) 6put0 ycranomieno, yto B 100 % cmydaes
OCHOBHOM rpynnsl U B 96,7 % rpynnsl cpaBHEHHS
UMENM BOCHAJUTEIbHbIE W3MEHEHHsI pa3HOH JIoKa-
JAM3alMM WU CTENEHHM BBIPAXKEHHOCTH. B uacTHOCTH,
JMeHKOIMTapHas WHQUIBTPAIUS BHETUIAEHTAPHBIX
o0osouek (MemOpanuT) ObLTa BhIsIBICHA B 75,4 % ciy-
yaeB OCHOBHOU rpynmsl (7 =49) u 83,3 % — rpynmsl
cpaBHeHus (n =25). ba3zanpHas TutacTUHKA (BOPCHH-
YaThIi XOPHOH) W TIAAKWN XOPHOH (XOPHOACIHIYHT,
JIEIUIYHNT) B MPOLIECC BOBIEKANINCH pexe — B 24,6 %
cinyqyaeB (n=16) I rpynnet u 10 % — Bo II rpynme
(n=13). BocnanurenbHoe MopakeHHE MYMOYHOTO Ka-
Hatuka (QyHMKYauT) ObUTIO 0TMedeHO B 49,2 % ciyda-
eB (n = 32) uccneayeMbIX MOCIEI0OB OCHOBHON TPYIIIIBI
u B 0% ciy4aeB — rpynmnsl CpaBHEHHS.

Paznnuunst o BocnanuTeNbHBIM MPU3HAKaM B Mare-
PHMHCKOW M IUIOJJOBOM YacTSIX IUIALCHTHI MEXKIY CpaB-
HUBAaCMbIMU TpyNIaMd OBbUIM CTaTUCTUYECKH HE3Ha-
unmbiva (p, , = 0,386 p  =0,098 CcOOTBETCTBEHHO).
OnHako Hanu4Me (GYHUKYIUTA CTATUCTHUECKH 3HAYUMO

accouuupoBajock ¢ Kimmnuieckum XA (p, = 0,000).

Knuanveckue mnposiBIEHUsS] ABIXATENIbHBIX Hapy-
mennid ([IH) pasBunm 8§ HOBOPOXKIIEHHBIX OCHOBHOM
TpyIIBI, U3 HUX y 3 merell Oblla TUArHOCTHPOBAHA
BPOJKJCHHAsl ITHEBMOHUS U y 5 Jerell — TpaH3u-
TOPHOE TaxWITHO? HOBOPOXKJEHHOTro. PecrnuparopHyto
MaTOJIOTHI0 JUArHOCTHPOBAIM HAa OCHOBAaHUM KIMHH-
KO-JIA0OpaTOPHBIX MOKa3aTesIei U MOATBEP KA PEHT-
IEHOJIOTMYECKUM HCCIICIOBaHUEM JIErKUX. B rpymme
CPaBHEHHUSI KIMHUYECKHUX TPOSBICHUH MH(EKIMOHHO-
ro mpouecca He Obwio 3apeructpuposano. CoriiacHO
pe3yibraTaM NPOBEACHHOIO aHalu3a OBUIM YCTaHOB-
JIEHBl CTAaTUCTHYECKM 3HayuMmble paznnuusa no JIH
B 3aBUCHMOCTH OT HaJH4YUS JTHArHOCTHPOBAHHOTO
knuHIYeckoro XA marepu (p = 0,045). Becem netsim
¢ npu3Hakamu JIH mpoBoamnm pecnupaTopHylo U OK-
cUreHorepanuo. 2 pedbeHka (2,6 %) 0CHOBHOI IpymIIbI
UMeIU I'eMOAMHAMMYECKHE HApYyIIEHUs, HY>KAAIOLIU-
ecsi B MEIMKAMEHTO3HOH KOPPEKIMH HHOTPOITHBIMH
npenaparaMu. CTaTHCTUYECKH 3HAUYUMBIX Pa3Inuni
MEXIYy CpPaBHHBAE€MBIMH IPYIIIAMU II0 YacTOTE BCTpPE-
4aeMOCTH TeMOJUHAMUYECKUX HapyLICHUI BbISBICHO
He Opu10 (p = 0,330).

Knnuanyecknit XA acconuupoBaH ¢ MOBBILIEHHBIM
CHUHTE30M MPOBOCHAIUTENBHBIX HUTOKHHOB. [lpm
HCCJICIOBAHUN ITUTOKMHOBOTO CTaryca, a HMEHHO
WJI-1B (pedepentnrie npeaenst 0-50 nr/mr) u NJI-6
(pedepentHbie npezaensl g0 S50 nr/mit), ObUIM BBISB-
JICHBI KoJeOaHusl YpOBHEH BOCMAIUTEIbHBIX IUTOKH-
HOB MYIOBHMHHON KPOBHM B CPAaBHUBAEMBIX TpyIIax.
B I rpynmne (n=57) cpennee 3uauenne WUJI-1B co-
craBwio 63,9 +294,29 nr/min (min 0; max 2228);
Bo II rpymme (n=36) — 10,833 +£24,57 nr/mn
(min 0; max 139); cpennee 3nauenue UJI-6 B | rpyn-
e cocraBmwito 344,3 + 570,8 /v (min 1; max 2874),
Bo Il rpynme — 35,5 &+ 106,8 nir/mut (min 0; max 607).
Copmepxanue wuccnenyembix WII-1B, WNIJI-6 B my-
MOBUHHOW KpOBU TIpejacTaBieHo Ha puc. 1, 2,
B Tabm. 2.

Tabnuya 2 / Table 2

MoBblWEHME NOKa3aTenen MeaMaTopoB BOCMANEHNS MYNOBUHHOM KPOBM Y 06CneayeMbiX HOBOPOXAEHHbIX
Increased indices of cord blood inflammation mediators in the examined newborns

IToka3sarens /
Indicator

I rpynmna / Group I
(n=157)

II rpynma / Group 11
(n=136)

OrHourenue mancos; 95 % AU /
Odds Ratio; 95 % CI

pI—II’
value

WII-1B, nr/mm /
IL-1B pg/ml

(N 0-50 nir/mu)
(N 0-50pg/ml)

11 (19,3 %)

1(2,8%)

<0,05 8,4; 1,0-67,9

WJI-6, nr/min /
IL-6 pg/ml

(N mo 50 nir/mun)
(N 0-50 pg/ml)

31 (54,4 %)

5 (13,9 %)

<0,05 7.4; 2,5-21,7
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Puc. 1. Copepxanue WUJ1-1B B nynoBuHHON KpoBM y ob6cneno-
BaHHbIX HOBOpOXAeHHbIX. [pynna | — petu, poxaeHHble
y MaTepeli c XopuoaMHUOHUTOM; rpynna |l — rpynna cpas-
HeHua (3p0poBas napa MaTb — pe6eHoK)
Fig. 1. The concentration of IL-1f in the umbilical cord blood

in the examined newborns. Group | - children born to
mothers with chorioamnionitis; group Il - comparison
group (healthy mother - child couple)

[Mpomykrmms WJI-1B, NJI-6 B mMymoBHHHON KpOBU
y 00crenyeMbIX HOBOPOXKACHHBIX OCHOBHOM TI'PYTITBI
ObUTa BBINIE, YEM B TPYIIIEC CPABHEHHS [OTHOIICHHE
manco (OI) 8,4; 95% JU: 1,0-67,9; Ol 74,
95 % JIN: 2,5-21,7 cooTBeTcTBEHHO]. bbuin BhIsABIIE-
HBl JIOCTOBEPHBIE OTIMYHUS IO TIOBBIIIICHHOMY YPOB-
HIO npoBocnanuTesnbHblX nuTokuHoB (MJI-13 u UJI-6)
B ITyTIOBUHHOW KPOBHU B 3aBUCUMOCTH OT HAJIMYHsI/OT-
cyrcTBus KiauHMYeckoro XA (p =0,021 u p = 0,000
COOTBETCTBECHHO).

[Ipu mccnenoBaHny aHANHW30B KPOBH OBUIM BBISB-
JIEHbl U3MEHEHHs KOJIMYeCTBa JIEHKOLUTOB M JIEHKO-
IUTApHOU (GopMyIbl B niepuepruueckoil KpOBU HOBO-
POXIEHHBIX, MOJBEPKEHHBIX BIUSHUIO XA.

JleiikortnTo3 (>34-10°/1m) B mepudepnueckoii KpoBH
HOBOPOXKJICHHBIX B TICPBBIC 24 U KU3HHU OBLT BBISBICH
y 5 (6,5 %) HOBOPOXKACHHBIX NIETEH OCHOBHOU TpyI-
b, TOTJIa KaK B TPYIe CPaBHEHUS YPOBEHb JICHKO-
IUTOB HU y ONHOTO peOeHKa He mpesbiman 34-10%/m.
Jletikoriennst He ObLTa BBISIBJICHA HU Yy OIHOTO 00OCIe-
JIOBaHHOTO peOCHKA.

Hefitpoduies co capurom meikorurapHoi ¢op-
MyJbl BIEBO B IIepBble 24 U JKW3HH HaOIomal-
csi B 45,4 % cnydaeB (n=35) B OCHOBHOW TpyIIe
u B 16,7 % ciydaeB (n=6) — B Tpymnmne CpaBHEHHST
(»=10,004). IIpu nuarHo3e marepu XA CyIIECTBECH-
HO YBEIIMYMBAJICS IIAHC BBISBICHUS B KIMHUYCCKOM
aHaim3e Tmepudeprudeckol KpOBH HOBOPOXKICHHBIX
cIaBUTa JIEUKOIIMTapHON (GopMynsl BieBO B 4,2 pasa
(95 % AN: 1,557-11,154) u NOBBIIEHUST YPOBHS MO-
HoruToB B 2,1 pa3 (95 % HAU: 0,756-6,164).

JleTssM OCHOBHOH TpymIbl, Y KOTOPBIX B IIEpPBEIC
24 4 )XW3HMU B KIMHUYECKOM aHallM3e KPOBHU OBLI BHI-
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Puc. 2. Copepxanne WJ-6 B nynoBMHHOW KpoBu y obcneno-
BaHHbIX HOBOpPOXAEHHbIX. [pynna | — aeTH, poxkaeHHble
y MaTepeii ¢ xopuoaMHuoHuTOM; rpynna Il — rpynna cpae-
HeHus (3a0poBas napa MaTb - pe6eHoK)
Fig. 2. The concentration of IL-6 in the umbilical cord blood

in the examined newborns. Group | - children born to
mothers with chorioamnionitis; group Il - comparison
group (healthy mother - child couple)

sBJIeH neikonuTo3 (>34-10°/1m) (n=35) w/unu HEHTpO-
¢bues (>61 %) (n=65) co cABUrOM JEHKOIUTAPHOM
(dhopMynBl BIEBO, MPOBOAMIN KOHTPOJIBHOE HCCIEI0-
BaHHE KJIMHUYECKOTO aHalIW3a KpOBH Ha 2-€ CYTKU
*u3HU. [Ipy 3TOM TIpH OTCYTCTBHM y HOBOPOXKIICH-
HOTO KJIMHAYECKHX TPOSBICHUI HH(EKIIMOHHOTO TIPO-
Hecca aHTHOAKTEPHATbHYIO TEpaluio HE MPOBOIWIIM.
B pesynsrare KOHTpPOJBHOTO aHanmu3a mnepudepude-
CKOW KpOBH YpPOBEHb JICHKOIIMTOB HOPMAaJIH30Ball-
csa Ha 2-e cytku xm3HH B 100 % ciywaeB (n=75),
JeikonuTapHas (GopMysia HOpMaliM30Baiach y JeTei
Ha 2,5+ 1,0 cytku xu3nu B 88,6 % ciyuaeB Oe3 Ha-
3HAaUEHHUS MPOTUBOMHKPOOHBIX MpEnaparos.

B rpymnme cpaBHeHUs JIEHKOIIMTO3 B aHAINA3aX KPO-
BW HE BBIABICH HH y ONHOTO peOeHka, HeHTpodmies
ormeuen y 31 (86,1 %), cnBur nelikonurapaoit ¢op-
Mynbl BieBo — y 6 gereit (16,7 %). Ilpu xonTpone
KIIMHIYECKOTO aHalln3a KPOBH HAa 2-€ CYTKH >KH3HH
BC€ HCCieIyeMble TI0Ka3aTesd ObIIN B IIpeJieax BO3-
PacTHBIX HOPMAJBHBIX 3HAUCHHH.

[Ipu uccnenoBanuu nokasarencii CPb (pedepent-
ubie npenensl 0—10 mr/n) [20] BeHO3HOI KpOBH Y J0-
HOIIIEHHBIX HOBOPOXK/IEHHBIX Cpe/IHEee 3HaU€HUE COCTa-
Bwio B | rpymme (n=64) 13,6 = 13,4 mr/n (min 0,4;
max 66,69), Bo Il rpymme (n=36) 4,47 +4,15 mr/n
(min 0,3; max 15,6). B pesyasrare mnpoBeaeHHO-
ro aHanuM3a ObUIM YCTAHOBJICHBI JOCTOBEPHBIE pa3-
JuuMsi noBblIIeHHOro ypoBHs CPB BeHO3HOH KpoBHU
HOBOPOXJICHHBIX Ha 3-M CYTKH XH3HH B 3aBHCHUMO-
CTH OT HAJIWYHS/OTCYTCTBHUS KIMHUYECKOTO XA HX
marepei. 31 wmmagenen (48,4 %) OCHOBHOH rpym-
mel U 3 pebeHka u3 Tpynmbl cpaBHeHus (8,3 %)
Ha 3-M CYTKH >KH3HHM MMEIW TOBBIIICHHBIN YPOBEHb
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CPb B BeHO3HOU KpOBH, CpEIHEE 3HAYCHHE KOTOPO-
ro cocraBmio 24,06+ 12,47 mr/n (min 10,57; max
66,69) m 14,21 +£1,73 mr/nmn (min 0,3; max 15,62)
COOTBETCTBEHHO, B CBSI3M C YEeM BCEM JICTSAM MPOBO-
JUJTA KOHTPOJIb UCCIIEyeMOro IoKa3areliss B BO3pac-
te 72120 u xwu3um (OLI: 10,3; 95 % AN 2,8-37,1,
p=0,000). Cpenuee 3nHauenne CPb BeHO3HOI KpoBH
Ha 5-¢ CyTKH XU3HH cocTaBmwio B I rpymme (n=31)
9,32 £ 4,08 mr/n (min 3,76; max 20,76), Bo II rpymme
(n=3) — 4,4+ 1,0 (min 3,44; max 5,45).

[Ipu OakTepHOMIOTHIECKOM UCCIIEIOBAHUHN MaTepra-
J1a KO)KH 3ayITHOW CKIIAJIKH, OT/IEISIEMOTO TTOJIOCTH pTa
U COJICP)KUMOTO Tpaxeru BO BCEX CPABHUBAEMBIX IPYII-
nax perucTPUPOBANIACh BBICOKAsl YaCTOTa BBIACICHHBIX
MHUKPOOPraHU3MOB. B OCHOBHO# rpynme oTrMeuanach
0oJiee BBICOKasl 4acTOTa MOJOKHUTEIHHBIX BHICEBOB, OI-
Hako paznuuusi cpaBHuBaembix I u II rpynm no yacro-
T€ BBIICJICHHBIX MHUKPOOPTAHU3MOB C KOXKH 3ayIIHOU
CKJIaJKd M OTAESIEMOro MOJOCTH pra ObUTM CTaTu-
ctudeckn HesHaunmMbiMH (p = 0,738, p = 0,158 coor-
BETCTBEHHO).

[MonokuTenpHbIE  BBICEBBI  MPEUMYIICCTBEHHO
MIPEJCTaBIEHbl TPAMIIONIOKUTENbHONU [Str: agalactiae
(CI'B), Enterococcus faecalis], 1 B MCHBIIICH CTENICHH
rpamoTtpunarenbHoil (aopoit (E. coli). Co Bcex wuc-
CIIETyeMBIX JIOKYCOB OBUIH BBIIETICHBI TPEACTABUTEIH
PE3UIEHTHOW MHKPO(IOpPBI, TMpeNCTaBICHHBIC Ipe-
MMYIIECTBEHHO KOaryjaa300TpHULATENbHBIMU CTa(HIO-
KOKKaMH, TMpexae Bcero Staphylococcus epidermidis.
[Ipu OGaxTeprOIOTMYECKOM HCCIICIOBAaHUH ITyIIOBHH-
HOW KpPOBM BO BCEX HCCIEAYEMBIX CIIydasx MHKpPO-
OpraHu3Mbl OBUIM BBIACIICHBI CO Cpebl 0OOTaIICHUS.

N3 77 HOBOPOXIEHHBIX OCHOBHOM TIpyINIbl aH-
THOAKTEPUANBHYIO TEPANUI0 MONy4YHiin 3 pedeHKa
(3,9 %), mokazaHWeM K Ha3HAYEHHWIO KOTOPOHW IIO-
CIIy)KHJIa JIMAaTHOCTUPOBAHHAS BPOXKICHHAS ITHEB-
MOHHUS, YTO SBISIETCS IOKa3aHUEM K Ha3HAYCHHIO
OPOTHBOMHUKPOOHBIX MpEnapaToB B COOTBETCTBUHU
C KJIMHUYECKUMHU pPEKOMEHJANHSIMH, YTBEPKICH-
HBEIMH MUWHHCTEPCTBOM 3ApaBooxXpaHeHus PO [2].
5 JOHOLIECHHBIM HOBOPOXIEHHBIM OCHOBHOH TIpyII-
bl OBUIO JIMATHOCTHUPOBAHO TPAH3UTOPHOE TaXHII-
HOY HOBOPOXKICHHOTO, U3 HUX 2 peOeHKa MOIYy4HIIN
Kypc aHTHOaKTEepHaNIbHOW Tepalid B CBS3H C KIIH-
HUYECKMMH TPOSBICHUSMHU J(bIXaTeIbHON HeaocTa-
TOYHOCTH B COYCTAHHU C JIAOOPATOPHBIMU OTKJIIO-
HEHUSIMH  (JIEHKOLMTO3, HEUTpoduie3 co CABUIOM
JMeHKOIUTapHOW (POPMYIBI BJIEBO), UYTO OBLIO paciie-
HEHO KaK BBICOKMH PHCK peann3anuy HHPEKIHOH-
Horo mporecca. K TpeTbuM CyTKam >KH3HH B CBSI3U
C OTCYTCTBHEM KIMHHYECKHUX CHMITOMOB HH(EKIH-
OHHOTO Tpoliecca W HOpMalln3alued J1adopaToOpHBIX
nokasaresneii, aHTuOakTepuajbHas Tepamus Oblia
3aBepIIeHa.

Takum obOpazom, y 72 pmerer (93,5 %) ocHOBHOMI
IPyHIbl OTCYTCTBOBAIN KIMHUYECKHUE IPOSBICHUS MH-
(EeKIMOHHOTO TIpoliecca, IIO3TOMY aHTHOAKTEPUATIBHYTO
TEpanuio HE IPOBOAMIM, HECMOTPS Ha OTKJIOHEHUS
B KJIMHUYECKOM aHAIN3€ KPOBU B HeEpBble 24 4 KHU3HU
1 noBblIcHHBIH ypoBeHb CPBb Ha 3-u CcyTKM KU3HHU.
3a 3TUMH JEeThMH JWHAMHYECKOe HAOIIOAEHHE MPOBO-
AT Bpad-HeoHatosor. B rpymre cpaBaenus (n=36)
HU OJHOMY pEOCHKY aHTHOaKTepualbHas Teparnus
He ObUIa Ha3Ha4YeHa BBHAY OTCYTCTBHS aHAMHECTHYE-
CKHUX, KIMHUYECKUX M JTa0OPaTOPHBIX MOKA3aHUIL.

JloMoli B YIOBJICTBOPUTEIHHOM COCTOSSHUH OBLTH
Beinucanbl 74 pebenka | rpynmer (96,1 %) u 36 ne-
teit (100 %) II rpynmel. 3 peOGeHKa OCHOBHOM I'pYIIIBI
C MarHO30M BPOXKJICHHOW NMHEBMOHHMM OBLIM IE€peBe-
JICHbI B CTALIMOHAPHI I€TCKUX T'OPOACKUX OOJIBHUIL LIS
JIaJbHEHUIIErO JIEUEHUsI.

[lomyueHHble pe3ynbTaThl HCCIEAOBAHUS CBH/E-
TEJIBCTBYIOT, YTO TPU HaIW4Yuu (HakTopoB pucka (XA)
U Pa3sBUTUS MH(PEKIMOHHBIX OCJIOXHEHHH y HOBO-
POXXIEHHBIX TONBKO y 3 geteit (3,9 %) peamuzoBaics
BBIPOKEHHBIH KIMHUKO-Ta00paToOpHbIi HH()EKINOHHO-
BOCHIAJIMTEINBHBIH ITpoliece, eule y 2 nerei (2,6 %) Obun
BBICOKHMI PHCK pearn3aluy HHPEKIMOHHOIO mpolecca
(xmrHIAeckne npossiaeHus JIH B coderanmm ¢ mabo-
PaTOPHBIMU OTKJIOHEHUSIMU — JIEHKOLIUTO3, HEUTPO-
¢unes co cIBUTOM JEHKOUUTAPHON (POPMYIIBI BIIEBO),
4TO TIOTpeOOBaN0 Ha3HAUCHHA aHTHOAKTepUaTbHON
Tepanuu B TE€UEHHE 72 4 ¢ MOCHEeNyIoUEed OTMEHOM.
B ocramppix 72 cmydasx (93,5 %) KIMHHYECKHX
NPOSIBICHNH WH(EKIIMOHHOTO MpoIlecca BBISIBICHO
He ObUTO. DTHM [JeTsSM MPOBOAMIM JIaOOpaTOpHBIN
MOHHUTOPUHT, U OHH HAaXOAWIWCH I0J JUHAMHUYECKUM
HaOII0IGHUEM Bpaua-HEOHATojora 0e3 Ha3HaueHUs
aHTHOAKTEepHaIbHON Teparuu.

N3BecTHO, YTO NMPOrHOCTHYECKAass LEHHOCTh I'eMO-
rpaMMbl Y KIWHHYECKH 3JIOPOBBIX HOBOPOXKIECHHBIX
W3 IPYIN PUCKA HU3KAsl BCICACTBUE NMPOBEICHUS aHTH-
OMOTUKONPODUIAKTUKN KEHIIMHE B MHTPaHATaJIbHOM
nepuone [31]. BeposaTrHocTs pa3BuTHS celicuca yBe-
JMYUBACTCS TOJIBKO MPU HU3KUX 3HAYCHUSIX JICUKOIH-
TOB M a0COJIOTHOrO KonmuuecTtBa HeWTpoduios [30].
B mamreM wccnemoBanmm mpu gabopaTopHOM 00cCe-
JnioBaHud Jeredt [ rpynmbl B KIMHUYECKOM aHalU-
3¢ KpOBU OBUIM BBISIBICHBI BOCHAIUTENbHBIC H3Me-
HEHUSl B TepBble 24 4 XU3HM B BUJE JICHKOIMTO3a
(>34-10°/m) y 6,5% wmmagennes (n=135), u HeHTpo-
¢uneza — 84,4 % (n=065), torna xak Bo Il rpymme
Herrpodunes nmenu 86,1 % (n =31) HOBOPOXKACHHBIX,
a ypOBEHb JICHKOIMTOB OBLT B MpemenaX BO3PaCTHOM
HOpMBL. [Ipr 3TOM HH y OJHOTO OOCIEIOBAHHOTO pe-
Oenka | u Il rpynmsl He ObUIO 3aUKCUPOBAHO YPOBHS
neiikonutoB <5,0-10°/m. Ilpu mpoBeaeHHH KOHTPOIIb-
HOTO HCCJIECOBaHMSI I'€MOIpaMMbl Ha BTOpBIE CYTKH
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KU3HM MTOoKa3aresn HopMainuzoBaiuck B 100 % ciyyaes
B Ipymnre cpaBHeHHs U B 88,6 % ciaydaeB B OCHOBHOMU
rpymne 6e3 HazHAuYCHUS MPOTHBOMUKPOOHOHN Tepariu.
JlaHHble TIOKa3aTeNu MOXKHO WHTEPIPETHPOBATH Kak
HU3KUH PUCK peasn3alliil CEeNTHYECKOTo Mpoliecca.

CPb — onuH n3 cTaHIapTHBIX IOKa3aTene npu
JMAarHOCTHKE HeoHaTalbHOTro cercuca. OfHaKoO TOBBI-
meHHsl ypoBeHb CPb He Bcerga criemyer mHTEpIIpe-
THUPOBATh KaK Mapkep MH(EKIHOHHOTO Tporecca [24].
[ToBeimennsiit ypoBenb CPb BeHO3HOH KpoBH HMen
31 noHomeHHBI HOBOPOXKIeHHBIN (48,4 %) OCHOBHOM
rpymmsl 1 3 pebenka (8,3 %) U3 TPYIIB CpaBHEHHS
0e3 BBICOKOTO HMH(EKIIMOHHOTO pucka. be3 Ha3Haue-
HUS aHTHOaKTepuaNbHOM Teparuu IOoKa3aTellb Hop-
Manusosazucs B 100 % ciydaeB B rpymnmne cpaBHEHHS
u B 90,3 % ciay4aeB — B OCHOBHOM Trpymre. YUHUTHI-
Basg, 4yT0 y 93.5 % mereit 1 rpynmer u 100 % nerei
II rpynmsl OTCYTCTBOBANM KIMHUYECKHE TPOSBICHUS
nH}pekuu, nopeimenne yposas CPb BeHo3HO# kKpoBu
y 00cClieIOBaHHBIX HOBOPOXKJCHHBIX HEJIb351 HHTEPIIPE-
TUPOBATh KaK MapKep MHGEKIMOHHOIO IpoLecca.

[loBBIIIIeHHBIE TIOKA3aTeNM MEAMAaTOPOB  BOCIA-
nenust B mynoBuHHoW kpou (MJI-1B m WJI-6) xax
MapKepOB CHUCTEMHOTO ()eTaqbHOr0 BOCIAIUTEIHLHOTO
oTBeTa ObUTH BBISBICHBI Kak B I, Tak u Bo Il rpynme
(MJI-1B 19,3 % vs 2,8 %; WNJI-6 54,4 % vs 13,9 %).
Onnako HOpMasM3alus J1a0OpaTOPHBIX JAHHBIX TPH
OTCYTCTBHM TPOTHBOMUKPOOHOH Tepanuu MO3BOJIHU-
Jla HaM HWHTEpPHpPETUPOBATh MOIYUYEHHBIE PE3YIbTaThI
KaK (U3UOJIOTHYECKUN (TPaH3UTOPHBIA) HEOHATalhb-
HBI CHHAPOM CHUCTEMHOI'O BOCHAIUTEIBHOTO OTBETA.
H.I1. laGanoB [8] cpeau MOrpaHUYHBIX TPAH3UTOP-
HBIX COCTOSIHUI HOBOPOXKACHHBIX BBIIENSCT U (PU3NO-
JIOTHYECKUH HEOHaTaJbHBIH CHHIAPOM CHCTEMHOTO
BOCIIAJIUTEILHOTO OTBETA, KOTOPBIA Pa3BHBACTCS Kak
CTPECCOPHBII M YMECTEH MNpU aHTUIEHHOW arpec-
CHH — TIEPEeX0/Ie U3 YCIOBUH BHYTPUYTPOOHOH KU3ZHH
K BHEYTPOOHOH, IJie MPOUCXOIUT MEPBUYHOE 3aceie-
HUE «0apbepoB» NPU KOHTAKTE C BHEIIHEH cpenor
canpoduTHON OakTepuambHON (BrIopoii.

YuuThiBas, YTO POXKEHHUIBI C KIMHUYECKUMHU
npusHakaMM XA B HHTpaHaTaJbHOM MEpUOJE TIO0-
JTy4aloT aHTUOMOTUKONPO(HIAKTHKY, BEPOSITHOCTb
Pa3BUTHS PAHHEr0 HEOHATAJbHOTO CEICHCA U BPOXK-
JICHHON TMHEBMOHWHW y pebOeHka cHmxkaercs [19, 22],
C. Hershkovich-Shporen u coasr. [22] cuurarot, 4To
PYTHHHOE Ha3HAaYeHHWE AHTUOAKTEPUATBbHOW Tepamuu
KIMHAYECKH 30POBBIM JOHOILICHHBIM HOBOPOXKICH-
HBIM JIETSIM OT Mareped C JMarHOCTHUPOBaHHBIM XA
SIBIISIETCSl HEOTpPaBJAaHHBIM. Pe3ynbTarThl Hamero wuc-
CIIEIOBaHUSI MPOJEMOHCTPUPOBAIN, 4TO 72 pebeHKa
(93,5 %) He HyxpanHch B aHTHOAKTEpHAJILHOHN Tepa-
OUM ¥ OBbLIM BBINMCAHBI JOMOW B YIOBJIETBOPHUTEINb-
HOM COCTOSIHUH.

Ha ocHoBaHMM TIpOBeIEHHBIX HAOIIOJICHUN MBI I10-
jaraeM, 4To PyTHHHOE Ha3HAYCHHE aHTUOAKTEepPHAalIb-
HOH Tepanuu KIMHUYECKH 3I0POBBIM JIOHOLIEHHBIM
HOBOPOXKJICHHBIM JI€TSM OT MaTepell ¢ AuarHozom XA
SIBJISIETCA HeomnpaBiaaHHbIM. HoBopoXkJieHHbIE JaHHOMN
TPYyMITBl HYXKJIAIOTCS B KIMHUKO-JIA00paTOPHOM, JIMHA-
MUYECKOM HAOIIONEHWN C TIPOBEACHHUEM JiabopaTop-
HOTO KOHTPOJISI, BKJIIOYAIOIIETO KIMHUYECKUM aHalu3
KpoBH U omnpenenenue yposHs CPb, uro npencrasmus-
€TCsl MPENOYTUTENIbHON aJbTePHATUBON Ha3HAYEHUIO
aHTHOAKTEpUAIHLHON TEparuy.
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KnuHuyeckne n anekTpoHenmpommorpaduyeckme npusHakM XMMUOMHAYLMPOBAHHOM NOJIMHEBPONATUM Y AETEN C OCTPbIM AUMPO-
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BBeneHue. B oHKoreMaTonornm ofHoM M3 akTyanbHbIX Npobaem sBnsaoTCs reMobaacTo3bl. COBpeMEHHbIE METOAbI leYeHUs
npu remMobnacto3ax 3HaAUYUTENbHO YNyYlMAM NporHo3. OfHAKO NPUMEHEHME XMMUOTEPANUM COMPOBOXAAETCS BbICOKOWM
YacTOTOM MEeAMKAMEHTO3HbIX OCNOXHEHWI, B TOM YMCNE CBSI3AHHbIX C HEMPOTOKCMUYHOCTbIO. [pucoennHeHUEe HeBposo-
TMYECKOW CUMMNTOMATUKM K OCHOBHOM KJMHUYECKOWM KapTUMHe 3ab0neBaHMs CYLLECTBEHHO YCYry6sieT TAKECTb COCTOSHUS
60/1bHOr0, BAMSET HA MPOTHO3 M KAYeCcTBO XWM3HWU. B cTaTbe npeacTaBieHa Helpodu3MonorMyeckas xapakTepucTuka
XMMMOUHAYLMPOBAHHOM MONMHEBPONATUM Y AETEN C OCTPbIM NMMABOBNACTHBIM SIEMKO30M.

Llenb uccnepoBaHmsa — CONOCTAaBUTb KIMHUYECKYIO KapPTUHY M Helipodu3nonornyeckme npusHakm XMMMOMHAYLLMPOBAHHOM
NOAUHEBPONATUM y AeTel C OCTPbIM AMMPOBNACTHLIM IEMKO30M.

Martepuanbl n mMetonbl. lpoBefeH aHaNU3 KJAMHUMYECKOW KAapTUHbI C OLEHKOM 3nekTpoHerpomuorpaduyeckoro (IHMI)
uccnepoBanus y 21 pebeHka B Bo3pacTe oT 3 go 17 net Ha 6a3e O6nacTHOM AETCKOM KAMHM4YecKow GonbHUubl EkaTe-
puHbypra B 2019-2020 rr.

Pesynbratbl. B nccnenyemoit rpynne aeteid, No AaHHbIM HEMPOGDU3UMONOrMYECKOr0 UCCIef0BaHMs, NPpU3HaKku nepudepu-
4yecKkoW NONIMHEBPOMATUU OMpenensMCh Ha 3Tane UHAYKLMOHHOMW XMMUOTEepanuu npakTuyeckn y Bcex 6onbHbix (95,2 %).
BbisBneHo npeobnasaHue MOTOPHOM AKCOHANbHOM HEBpPOMAaTMM ManobepLoBbiXx HepBoB. [pU 3TOM KAMHUYECKME MpO-
ABNEHUS perncTpupoBanucb y 25 % naumeHToB. B xone AMHamMuuyeckoro HabnwpeHus B TeyeHuMe 4 Mec. y BCex aeTen
C HelpodM3NONOrMYecKnMMmU NpU3HakaMm nopaxeHns nepudepnyeckmx HepBoB MNOSBUIUCL COOTBETCTBYIOLME HEBPOIOTU-
yeckne cumnToMmsl. Mo pesynerataM JHMI-uccnenosaHma oTMeYanacb oTpuuaTebHas AMHAMMUKA. YBeNMYMIACh KaTeropms
60/IbHbIX, UMELMX CMELIAaHHbIM BapuaHT nonnHeBponatuum B 1,7 pasa. Y Kaxaoro Tpetbero pebeHka BbISBNEHO CHUXKEHUE
amMnauTyabl M-oTBETa M CKOPOCTM pPacnpocTpaHeHus BO3OYXAeHUs Mo HepBaM.

3akntoueHue. [onyyeHHble LaHHble onpeaenstoT He06X0AMMOCTb NPOBeAEHUS HEMPODU3NONOrMYECKUX METOLOB UCC/Ief0-
BaHWM B paHHWE CPOKM C LeNbio onpeaeneHums rpynn BbICOKOro pucka no GopMMpOBaHMK HEMPOTOKCUYECKMX OCIOXKHEHM
y neTen ¢ oCcTpbiM MMMGOBNACTHBIM NEMNKO30M, MOAYYAKLWMX XMMUOTEPANNIO, U CBOEBPEMEHHOIO HAa3HAYeHUs KOMMaekca
TepaneBTUYECKMX MEepPOnpUATUA.

Kntouesbie cnoBa: XMMMOTepanus; HEMPOTOKCUYHOCTb; NMOJIMHEBPONATUS; dNEKTpOHeNpoMmuorpadms; oCcTpblid NEKo3.
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CLINICAL AND ELECTROMYOGRAPHY CHARACTERISTICS OF CHEMOTHERAPY-
INDUCED POLYNEUROPATHY IN CHILDREN WITH ACUTE LYMPHOBLASTIC
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Background. The Hemoblastoses are one of the urgent problems of oncohematology. Modern methods for the treatment
of hemoblastoses have improved the prognosis significantly. However, the use of chemotherapy is accompanied by a high
frequency of drug complications, including those associated with neurotoxicity. The addition of neurological symptoms to the
main clinical picture of the disease significantly aggravates the patient’s condition, affects the prognosis and quality to life.
Aim. Compare clinical picture and neurophysiological signs of chemo-induced polyneuropathy in children with acute lym-
phoblastic leukemia.

Materials and methods. Neurological examination and electromyography (EMG), were conducted in 21 children aged 3 to
17 years in Regional Children Clinical Hospital of Yekaterinburg from 2019 to 2020.

Results. In the study group, the signs of peripheral polyneuropathy, were revealed in almost all patients receiving induction
chemotherapy (95.2%) while clinical neurological symptoms were found in 25% patients. During a 4-month follow-up, all
children with subclinical signs of peripheral nerve damage developed corresponding neurological symptoms. According to
EMG, the number of patients with mixed polyneuropathy increased by 1.7 times. In every third child, the amplitude of the
M-response and nerve conduction velocity, were decreased.

Conclusions. Therefore, neurophysiological examination should be performed at an early stage to identify high-risk groups
for neurotoxic complications in children with acute lymphoblastic leukemia receiving chemotherapy as timely administra-

tion of therapeutic treatment is required.

Keywords: chemotherapy; neurotoxicity; polyneuropathy; electromyography; leukemia.

BBEOEHUE

I'eM06macTO36l BXOMSIT B HHCIO CaMBIX Pacmpo-
CTPaHEHHBIX OHKOTEMATOJIOTMYECKUX 3a00JIeBaHMIA
y gereil. CormacHO MHUPOBOM CTaTUCTUKE, YacTO-
Ta BCTPEYAEMOCTH JaHHOW TATOJOTHH COCTaBISIET
3,3-4,7 na 100 teIC. HeTckoro Hacenenus. [lpu s3Tom
OTMEYAeTCsl 3HAUUTEIbHOE TMpeodialaHne OCTPOro
muM(}OOIACTHOTO JIeHK03a, MO JIAHHBIM Pa3IUYHBIX
aBTOpOB, N0 75-85 %. CoBpeMeHHBIE METOABI Jie-
YEHMSI TAIMEHTOB C reMoO0JacTo3aMH 3HAYUTEIBHO
VIIYUIIFUIA TIPOTHO3, B HACTOSIIEE BPEMS S-JICTHSA
BBDKHBaeMOCTh nocturaer 90 %. OmgHako mpuMeHe-
HUE XMUMHOTEPAIMH HEPEAKO CBS3aHO C MOOOYHBIMH
s¢dexramu, B TOM 4HCIE C HEHPOTOKCHYHOCTHIO.
Bo3HUKHOBEHHE HEBPOJIOTUYECKONH CHUMIITOMATUKU
B OCHOBHOM KJIMHHMYECKON KapTHHE 3a00JIeBaHUA
YCYTyOJISIET TSKECTh COCTOSIHHSI OOJILHOTO U HEPEJIKO
croco0cTByeT (DyHKIIMOHAIBHBIM HApYIICHHUSIM, 3Ha-
YUTEJILHO BIIMSS Ha Kauye€CTBO >KU3HM TAIMEHTOB [7].

Jnst nedenus npu octpoMm InMpoOIacTHOM Jeifkose
AKTUBHO HUCIIOJIB3YIOT BUHKPHUCTHUH, KOTOpLIﬁ SABJIIACT-
Csl MPOU3BOAHBIM OapBuHKa. OJHO W3 YaCTHIX HEH-
POTOKCHYECKHX OCIIOKHEHWH NpU NMPUMEHEHUHU TIpe-
mapara — rnepudepudeckas momHeBponarus [8, 9].
OcCHOBHBIE KIMHUYECKNE IIpHU3HAaKU SaGOﬂeBaHI/IfI Xa-
PaKTEepU3YyIOTCS OTIAEIbHBIMU PACCTPONCTBAMH WJIU
COYETAHUEM JIBUTATEIbHBIX, CCHCOPHBIX U BETCTaTHB-
HBIX HapymeHuid. MoTopHas HeBpomnatwsi TpPOSBIs-
eTCS B BHJIC MBIIIICYHON CI1abO0CTH, aTpodUy MBIIIII,
CHIDKEHUSI MM TOTEPU TMepUPEPUICCKUX TITyOOKHUX
CYXOXHWIBHBIX pedrexcoB. [lpu TsbkenoM TedeHHU
MOJINHEBPOTIATHH CHW)KCHHE JUara3oHa JBUKCHUI
OTpaHWYMBAET AKTUBHOCTH B TIOBCEJHEBHOW JKU3HH.
Mplmegnast ¢iraboCcTh B HIKHUX KOHEYHOCTIX o1pe-
ACIACT UBMCHCHUEC ITOXOAKU. B BCPXHUX KOHCYHOCTAX
MIPOUCXONUT HAPYIICHHUE 3aXBaTa MEIKUX MPEIMETOB,
BO3HHMKAIOT TPYAHOCTH TPH JEHCTBUAX IO CaMo00-
cay’kuBaHUI0. YyBCTBUTEIBEHBIE PACCTPOMCTBA OOBIU-
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HO HAYMHAIOTCS C AUCTAIBHBIX OT/IEJI0B KOHEUHOCTEH,
CUMMETPUYHO IO THUILy «IEPYaTOK» HIH «HOCKOBY,
pacmnpocTpaHssICh Ha MPOKCHUMaIIbHBIE OTAeNbl. Hepen-
KO BO3HHMKAIOT MapecTe3Wy MO THUITy YYyBCTBA <GK¥Ke-
HUS», «IOKAJIBIBAHUS» WKW OOJM, MOTYT OBITH OIIY-
IICHUSI «OHEMEHHUSA», YTO MPUBOIUT K YMEHBLICHHIO
o0beMa MBIKCHUN MMOpaKeHHBIX KOHeUHOCTEeH [9, 10].
Beaymum  MeTOmoM  JMArHOCTHKU — MepU(eprIeCKOi
TIOJIMHEBPONATUH  CUMTACTCSl  AJIEKTPOHEHpOMHUOTrpadu-
yeckoe (OHMI) wmcciemoBanue, KOTOpoe ONpeaeseT
JIOKAJIM3ALHUIO0, XapaKTep M CTENEeHb NOPaKeHHs IepH-
(hepraeckux HepBOB. M3BecTHO, uTO M3MeHeHuss JHMI -
rapaMeTpoB y MalMEeHTOB JIETCKOTO BO3pacTa, IMOyvaro-
IIUX TEParHi0 BUHKPUCTUHOM, COCTABJISIIOT IO pa3sHbIM
nureparypHbeiM JaHHbIM 10 90 % ciryyaes [1-4, 6].

B macTosimiee BpeMst B OTEUECTBEHHOW M 3apyOeK-
HOW JMTEpaType OONBIIMHCTBO HUCCIEIOBAHUN MOCBS-
IIEHO M3YYEHHIO YacTOThl BCTPEUAEMOCTH, CTPYKTYPHI
U KIMHUYECKOW XapaKTEepUCTHKH HEWPOTOKCHYECKUX
HEBPOJIOTHYECKUAX paccTpoiictB. B HayuHoOil pabo-
T€ POCCHUMCKUX HCCIeAOoBaTelie MOJy4YeHbl JaHHbIE
0 PacIpoCTPAaHEHHOCTH HEPBHO-MBIIIEUHBIX OCIIOKHE-
HUH y JeTeld W TOIPOCTKOB C reMoOIacTo3aMu, CH-
CTEMaTU3UpOBaHa KIMHNYeCKas kapTuHa. [Ipemioxkena
KJIaccupuKauus XMMHOWHAYLUPOBAaHHOM IOJIMHEBPO-
MaTU{ 10 CTETEeHH TSKECTH TPH OCTPBIX JIeHKo3ax
1 TuMQoMax, a TakKe YCTaHOBJICHA €€ IeKTPOPU3NO-
Joruyeckas xapakrepuctuka. [IpoBeneHo cpaBHeHue
TSDKECTH HEPBHO-MBIILICYHBIX OCIOKHEHUH y MallueH-
TOB B 3aBUCHUMOCTH OT UIMTECIbHOCTH WU HHTEHCHB-
HOCTH XxumuoTepanuu [4]. B ogHOM n3 3apyOeKHBIX
HCCIEI0BAaHUN OLEHUBAJIOCh HEHPOTOKCHUYECKOE JEii-
cTBUE BHMHKpUCTMHA. Y 71 % nereil, momydaBIInX
JIeYCHUE, PETHCTPUPOBAINCH HEBPOJIOTHYECKUE pac-
cTpoiicTBa. B cBoeM wucciieloBaHMM aBTOPHI ITPOBEIHU
PaHXUPOBAHUE HEHPOTOKCHUYECKUX OCIOXKHEHUH B 3a-
BUCHUMOCTU OT UX KIMHUYECKOM BbIpaskeHHOCTH [11].

B HacTosimiee Bpemsi, HECMOTpsT Ha aKTUBHOE
U3y4YeHHE  XMMHOMHIYLUPOBAHHBIX  OCJIOKHEHHUH,
HE ONpeAeNeHbl NMPOTHOCTUYECKUE MapaMeTphl HeH-
POTOKCHYECKHUX peaklni, OCTAIOTCs HepeIeHHBIMU
BOIPOCH! CTAHJAPTU3ALUN BEJCHUS TaKUX MAlMEHTOB,
YTO CO3AaeT HEOOXOAMMOCTDH YIIyOJEHHOTO M3y4YeHHUs
TTAHHOM TPOOIEMEL.

Llenv uccnedosanuss — CONOCTAaBUTH KIMHUYECKYIO
KapTUHY W Helipodu3nonornyeckue Npu3HaKu XUMHUO-
MHAYLIUPOBAaHHON MOJMHEBPONATHH Y IETEH C OCTPHIM
TUMQPOOIIACTHBIM JIEHKO30M.

MATEPWANbI U METOAbl UCCNNIEAOBAHUA

B nccnemoBannu ygactBoBan 21 mammeHT B BO3pac-
Te oT 3 o 17 ner ¢ BHepBbIE BBISABIEHHBIM OCTPHIM
muM¢poOaacTHEIM Jiekiko3oM. Beem nersim  mpoBomu-
JIOCh JIGYEHHE COIVIACHO IMPOTrPaMMHON XMMHOTEPAINN

no nporokory ALL-MB-2015 na 6aze O6nactHoii net-
CKOM KJIMHUYECKOW OonmbHHIBI ExarepuHOypra B repu-
o1 2019-2020 r. ITpoTokos MccaenoBaHus BKIKOUA OC-
MOTpP HEBPOJIOTa, HIEKTPOHEHPOMUOTPADHUIO ¢ OLICHKOM
MOTOPHBIX BOJIOKOH n. tibialis (m. abductor hallucis),
n. peroneus profundus (m. extensor digitorum brevis)
W CEHCOpPHBIX BOJOKOH n. peroneus superficialis,
n. suralis. CpaBHUTENBHBI aHATH3 TOTYUCHHBIX IaH-
HBIX MCCIIElyeMOM TPYIIIbI JIeTeil MpOBOAMIICS ¢ 00IIe-
NPUHATHIMA HOPMaTUBHBIMU 3HaueHusiMH [S]. B Tabm. 1
NPE/CTAaBICHbl COOTBETCTBYIOLIME HOPMBI 10 OCHOB-
HBIM IIOKa3aTelsiM JIeKTpoHerpoMuorpaduu.

Jis ompesieneHns BBIPAKEHHOCTH HEBPOJIOTHYE-
ckoro aedunura mpumeHsuin mkany NIS-LL, moau-
(UIHMPOBAHHYIO C YYETOM AETCKOrO BO3pacTa.

[lepBuuHoe oOcne0BaHUE BBIOJIHEHO HAa KOHEY-
HOM 3Tale MHIYKIHOHHON XUMHOTEpanuu (1ccienoBa-
Hue Ne 1). Heiipomerabomirueckyto Tepanuio Ha3Haya-
T JICTSIM, UMEIOIIUM KIMHUYEeCKHE HEBPOJIOTUYECKHE
nposiBiieHus. [loBTopHast oneHka KIMHUYECKOU U Hel-
PodU3NOIOrUIEecKOd XapaKTEPUCTUKH IIPOBEIEHA Ye-
pe3 4 Mec. B TEpHOJl KOHCOJWJAMPYIOIIETO JICUCHHUS
(uccnenoBanue Ne 2).

CrarucTuyeckylo 00pabOTKy NpOBOIWIM BapHa-
LUOHHBIM METOJIOM C HCIIOJIb30BAaHHUEM IIPOIPAMMBbI
Microsoft Excel, makera mporpamm Statistica for Win-
dows, 6.0, Microsoft office Excel 2007 for Windows.

PE3YNbTATbl NCCNNIEOOBAHUSA
N UX ObCYXAOEHUE

Ha MomeHT uccnenoBaHus BO3pacT JeTed Bapbu-
poBaim oT 3 mo 17 yer, cpemHMii BO3PACT COCTABUI
9,0 + 3,4 rona. Cpenn Bcex BO3PACTHBIX TPYMI Tpe-
oOnagany JeTH MJaJNlero IIKOJIBHOTO BO3pacTa —
42,8 % (n=9), KOTUIECTBO ACTECH JOIMIKOJIHLHOTO BO3-
pacTa W TOAPOCTKOB OBIJIO OJMHAKOBO M COCTaBHIIO
mo 38,6 % (n=06) B xaxmoil rpymnme. Ilpu pacmpe-
JIeNIeHUH OOJIbHBIX IO IMOJYy CYIIECTBEHHOW Pa3HUIIBI
HE BBISIBJICHO, CPEAN MalueHToB Habmonanocsk 47,6 %
(n=10) manpunkoB u 52,4 % (n=11) neBouek.

[pu epBUYHOM OOCIIETIOBAHUH T10 JTAHHBIM HEBPOJIO-
TMYECKOr0 OCMOTpa HapylICHHS B JIBUTaTeNbHOM chepe
BeisIBIICHBI y 14,3 % nereit (n=3), y 9,5 % HaOmona-
JIOCh CHM)KEHHE MBIIIEYHON CHITBI U YyBCTBHTEIILHOCTH
(n=2). Cpenn yka3zaHHOH Tpymnmbl OONBHBIX CHIDKCHHEC
CYXOXKWIJIbHBIX Pe()ICKCOB HIKHHX KOHEYHOCTEH orpe-
JIEJSIIOCh Y 4 MalnueHToB, 9To cooTBETCTBOBANO 19,0 %.
OueHKy BBIP2KEHHOCTH HEBPOJIOIMYECKOro AeduimTa
npoBoamin ¢ nomoulbto mkansl NIS LL, pe3ynbrarsl
KOTOpPOM TIPEACTaBICHBI B TaOM. 2.

[lepsuunoe DOHMI -uccienoBanrue BBIMONHAIOCH
BCEM JIETSM Ha dTare WHAYKIHMOHHOM XMMHOTEPAIHH.
Hecmotpst Ha TO 4TO HapylIeHUS B HEBPOJIOTHYECKOM
craryce Habmomamuch y 23,8 % (n=15), B uccueny-
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Tabauya 1 / Table 1
HopMaTuBHbIe 3HaYeHMS MoKasaTeNieit aNeKTpoHepoMmuorpacbmnieckoro MCcnenoBaHms
Reference EMG values

m. AH / m. EDB /

[Toka3zarens / Value 0 TS 0 PS n. PSS n. S

AmmuTyna otBeta, MB/MkB /
> > — _
Amplitude of the response, mV/mkV 3.0 3,5 530 530
CKOpOCTH pacnpocTpaHeHus BO30YKaeHUs, M/c / <40 =40 <45 45
Nerve conduction velocity, m/sec.
Pe31fI}1yanLHaﬂ JIATEHTHOCTB, MC / 35 35 B B
Residual latency, msec
Ilpumeuanue. AH — wmpinina, npuBoasimas Oonbmioi najner cronbl; EDB — kopoTkuit pasrubarens mnanbies; n. TS — 60ib-

mebepuoBblil HepB, n. PS — manoGepuoBelit HepB; n. PS S — noBepXHOCTHBIN ManoOepuoBbId HEPB; N. S — HWKPOHOXKHBIH HEPB;
aMIUTUTYa OTBeTa, MB — CII0COOHOCTH MBIIIIBI OTBEYATh HA Pa3iApa)keHue; Pe3uyalibHas JaTEHTHOCTh — BPEMEHHAs 3aJIepPiKKa
OT MOMEHTa CTUMYJISLMK 10 BOSHUKHOBEHHS BO30YKJICHUS [IPU CTUMYJISIIIUU HEPBA B JUCTAJIBHOU TOUYKE.

Note. AH — abductor halluces; EDB — extensor digitorum brevis; n. TS — tibial nerve; n. PS — peroneal nerve; n. PS S — superficial
peroneal nerve; n. S — sural nerve; amplitude of the response, mV — muscle ability to respond to irritation; residual latency — time
delay between when the stimulus is given to nerve excitation (with nerve stimulation at the distal point).

Tabauua 2 / Table 2
OueHka HeBpoOnOrMYyeckoro gepuunta y neten ¢ octpoiM numdobnacTHeiM neriko3om no wkane NIS LL Ha 3aTane
MHOYKUMOHHOM XMMMOTepanuu, nccneposaHme N2 1
Assessment of neurological deficits in children with acute lymphoblastic leukemia with the NIS LL scale at the stage of
induction chemotherapy, study No. 1

bannet
Cp. 3H. £ CT. OTKIL. /
Hccnenosanne Ne 1/ Study No. 1 P
Score
Mean value + Std. dev.
Mpimeunas cuia / crubanue 6eapa / hip flexion 0
Muscle strength
pasrubanue Oeapa / hip extension 0
crubanue xoineHa / knee flexion 0
pasrubanue konena / knee extension 0
crubaHme TOJICHOCTOMHOro cycTaBa / ankle flexion 0,1 +£0,18
pasrubaHue rojieHOCTOmHOro cycrasa / ankle extension 0,1 £0,18
crubanue majbleB cTomnbl / toe flexion 0,29 + 0,49
pasrubaHue mayibleB CTOMbI / toe extension 0,29 + 0,49
Pedpexci / Reflexes Konenuslii pedrexc / knee reflex 0,29 £ 0,49
axuiioB pedraexc / ankle reflex 0,38 + 0,62
quc.T.Bl’fTem’HOCTI’ / TaKTUJIbHAS YyBCTBUTEIBHOCTS / tactile sensitivity 0,29 £ 0,49
Sensitivity
OoneBast 9yBCTBUTEIBHOCTH / pain sensitivity 0,19 + 0,34
BHOpaIMOHHasl YyBCTBUTENIBHOCTE / vibration sensitivity 0
MBIIIIEYHO-CyCTaBHOE YyBCTBO / muscular-articular sensitivity 0
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eMOW TIpymnmne NpaKTUYEeCKH y BCEX MALUEHTOB —
B 95,2 % ciydaeB (n =20) — BBISIBICHBl U3MEHEHHS
M-oTBeTa U CKOPOCTH PACIPOCTPAHEHUsI BO3OYKICHUS
(CPB), uto cBueTeNbCTBYET 00 aKCOHAILHOM WIIH Jie-
MHUEJIMHU3HPYIOLIEM XapaKTepe MOpakKeHUS HEPBHBIX
BOJIOKOH. [lomydeHHbIe pe3yabTaTbl COOTBETCTBYIOT
JTAaHHBIM HAy4YHOHN JHUTEpaTypsl, I1e yKa3aHO, YTO I
AKCOHOIIATUH XapaKTepHO OTCPOYCHHOE PAa3BUTHE KIIU-
HUYECKHX MPOSIBICHUH B BU/I€ COXPAHEHHS MbIIIEYHOM
CHJIBI M CYXO)KWJIBHBIX pe(iekcoB Ha paHHEH cTaauu
MOpa’KEHUsI HEPBHOU TKaHU [5].

Ha pucyHnke mpencraBieHo pacnpeneleHle 1Mo TH-
raM TOpakKeHUS HEPBHBIX BOJOKOH W XapakTepy H3-
MEHEHUH CTPYKTyp mnepudepuyecKrux HEpBOB IO pe-
3ynpraram nepsudyHoro OHMI -uccrienoBanus.

CeHcopHasa nonuHeBponatus /
Sensory polyneuropathy

MoTOpHO-CEHCOPHas AeMUENNHNU3N-
pytowas nonvHesponatus /
Motor-sensory demyelinating
polyneuropathu

20 %

/

[To nanueiM DHMI -uccnenoBanus y Bcex manueH-
TOB OBUI YCTaHOBJIEH IMOJIMHEBPUTUYECKHI XapaKTep
nopakeHus. B momasinsromeM OONBITMHCTBE CIIydaes,
y 75 % nereit (n=15), BcTpedanoch ABYCTOPOHHEE
nopakeHue nepudepuueckux HEpBOB, aCHMMETPHY-
HOE HapylleHue BbIIBISIOCH y 25,0 % OosbHBIX
(n=25).

Takum o00pazom, MPU3HAKK TOpaKeHHs mepude-
pudeckux HepBoB no gaHHbIM OHMI -uccrnenoBanus
ycraHoBieHsl y 20 nanuenTtos. [lpu atom y 17 u3 Hux
3apErUCTPUPOBAHO CHUKEHUE ypOBHA M-0TBeTa, 4YTO
coctaBmiio 89,5 %. M3omupoBanHOE HapyIIeHHE CKO-
pOCTH pacmpoCTpaHeHHUs] BO3OYKICHHS B HCCIEIye-
MO Tpymnre OTMEUeHO y 2 MalUeHTOB, YTO COOTBET-
cteyetr 10,5 % (tabm. 3).

MoTopHas akcoHanbHas
nonuHesponatus /
Motor axonal polyneu-
ropathy

MoTOpHO-CeHCOpHas akCoHanbHas nonavHeBponatTus /

Motor-sensory axonal polyneuropathy
PucyHok. PacnpepeneHne nonvHeBponaTtuii MO TMNaM NMOPAXKEHUS HEPBHbIX BOJIOKOH U XapaKTepy U3MeHeHui nepudepuueckux
HepBOB Y AeTeil € OCTPbIM NIMM(POBAACTHLIM NEAKO30M MO pesynbTaTtaM ANeKTpoHeipoMuorpadmmn Ha 3Tane UHAYKLMOHHOM

XUMMHOTEpanum
Figure.

Distribution of polyneuropathies by types of damage to nerve fibers and the nature of changes in peripheral nerves in

children with acute lymphoblastic leukemia according to the results of ENMG-test at the stage of induction chemotherapy

Tabnuya 3 / Table 3

Pe3ynbTaThl 3nekTpoHeipomuorpaduyeckoro obcnenoBanuns geten ¢ octpbiM AMMPOBNaCTHBIM NeMKO30M, OLEeHKa
MOTOPHbIX BOJIOKOH Ha 3Tane MHAYKLMOHHOM XxuMnoTtepanuun (M * m), nccneposaHue N2 1
Results of the ENMG-test of children with acute lymphoblastic leukemia, assessment of motor fibers at the stage of

induction chemotherapy (M £ m), study No. 1

m. AH m. AH m. EDB npaBas m. EDB
TToka3zarens /
Value npasasi CTOpoHa / | JeBasi cTOpoHa / cTopoHa / neBasi CTopoHa /
right side left side right side left side
AmMmuTyna otTBeta, MB / 7,0+£2,94 6,4 + 3,35 2,4 +142 2,5+ 1,57
Amplitude of the response, mV
CKOpOCTh pacrpocTpaHeHHs BO30YyKaeHUs, M/C / 49,2 + 6,07 489 +£6,0 45,9 +£4,28 46,6 £ 6,15
Nerve conduction velocity, m/sec.
PesupyanbHas 1aTeHTHOCTH, MC / 2,2+0,94 2,1 +0,78 2,8+ 1,29 2,9+ 1,89
Residual latency, msec.

Ipumeuanue. AH — wmpimmna, npuBoasitias 6onbenioi naner cronsl; EDB — kopoTkuii pa3rubartesns maibpleB; aMITUTYIa OTBETa,
MB — c1ocoGHOCTE MBIIIIIBI OTBEUATh Ha pa3JpakeHue; pe3nuayaibHas JJaTeHTHOCTh — BPEMEHHAs 3a7epKKa OT MOMEHTa CTHMY-
JSIIHA 0 BOBHUKHOBEHUS BO30YKJICHUS MPH CTUMYJISIIIUN HEpBa B TUCTAJIBHON TOUYKE.

Note. AH — abductor halluces; EDB — extensor digitorum brevis; amplitude of the response, mV — muscle ability to respond to irrita-
tion; residual latency — time delay between when the stimulus is given to nerve excitation (with nerve stimulation at the distal point).
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Tabnuua 4 / Table 4

Pe3synbraTbl anekTpoHenpomumorpaduyeckoro obcnenoBaHms geten C oCTpbiM NMMEGO6NACTHBIM IEMKO30M, OLEHKA
CEHCOPHbIX BOJIOKOH Ha 3Tane MHAYKUMOHHOW xuMuoTepanuun (M £ m), uccneposanme N2 1

Results of the ENMG-test of children with acute lymphoblastic leukemia, assessment of sensory fibers at the stage of in-

duction chemotherapy (M £ m), study No. 1

n. PSS n. PSS n. S n. S
Toka3zaTens /
Value npasas cTOpoHa /| nmeBas CTOpOHa / npaBas cTOpoHa /| neBas CTOpOHa /
right side left side right side left side

AMmauTyaa orBeTa, MKB / 10,4 £5,6 8,5+5,8 9,2+ 5,04 11,2 £ 6,81
Amplitude of the response, mkV

CKOpOCTh pacipoCTpaHeHUs BO30YKICHHS, M/C 49,9 + 7,67 50,1 + 6,59 46,0 £ 6,32 46,7+ 6,5
Nerve conduction velocity, m / sec.

JlatrenTHOCTB, MC / Latency, msec. 1,7+0,3 1,8 £0,4 2,3+0,45 2,3+£0,51

Ipunoocenue. n. PS S — noBepXHOCTHBIA MaJIOOEPIIOBBINA HEPB; N. S — UKPOHOKHBII HEPB.

Note. n. PS S — superficial peroneal nerve; n. S — sural nerve.

Tabauuya 5 / Table 5

OueHka HeBponoruyeckoro geduumta y getei ¢ ocTpoiM numdobaacTHbiM nerko3om no wkane NIS LL Ha aTane

KOHCONMAMPYKLWeEN XMMmoTepanuu, uccnenosaHue N2 2

Assessment of neurological deficits in children with acute lymphoblastic leukemia with the NIS LL scale at the stage of

consolidating chemotherapy, study No. 2

bamrsr,
Uccnenosanme Ne 2 / Study No. 2 cp. 31 £ CT. 0Tt /
Score,
Mean value + Std. dev.

Mpleunas cuia / crubanue 6enpa / hip flexion 0,29 + 0,52
Muscle strength pasrubanue 6eapa / hip extension 0,19 +0,34
crubanue koieHa / knee flexion 0,57+ 1,03
pasrubaHue kojeHa / knee extension 0,43 +1,78
crubaHue ToJIeHOCTOmHOro cyctaBa / ankle flexion 1,24 + 1,53
pasrubaHue rojiecHocTonHoOro cycrana / ankle extension 1,24 £1,53
crubanue nanples cromsl / toe flexion 2,19+ 1,26

pasrubanue nmajiblieB cTombl / toe extension 2,1+1.3
Pednexcer / koneHHbIN pediekc / knee reflex 2,05+0,28
Reflexes axuiioB pedruexc / ankle reflex 2,33 +0,54
YyBCTBUTEIBHOCTD / TaKTHJIBHASI YyBCTBUTEIBHOCTE / tactile sensitivity 0,67 + 0,95
Sensitivity GoneBas 4yBCTBUTENBHOCTD / pain sensitivity 0,57 +0,87
BUOpaIMOHHAsl YyBCTBUTEIBHOCTH / vibration sensitivity 0,38 + 0,62
MBIIIEYHO-CYCTaBHOE YyBCTBO / muscular-articular sensitivity 0,48 £0,73

B Tabm. 4 mnpencraBnensl pesynbTarel DOHMI -
WCCIIEIOBaHUSI CEHCOPHBIX HEPBHBIX BOJIOKOH, IO KO-
TOpPBIM YCTAHOBJIEHO HapylleHue nposenenus y 47,3 %
(n=9) nmanuentoB. [lo maHHBIM OIIEHKH HEBPOJIOTH-
YEeCKOTO CTaryca HapylieHHe YyBCTBUTEIHLHOCTH OBLIO
BBIIBIICHO V 9,5 % (n =2) obcnemyeMbIx NeTeit.

Bropoil 3Tan wuccienoBaHHs NPOBOAWIM IOCIE
3aBEpIICHUs] MHIYKIIMOHHOTO Kypca XHMHUOTEpaIluH,
B TEpHUOJ] KOHCONWAMpYIOIero nedeHus. Mcciemo-
BaHWE 3aKJII0YalIOCh B MOBTOPHOW OIEHKE HEBPOIIO-
THYECKOTO CTaTyca NalMeHToB. Y OJIHOro pebOeHka
HaO0JII0IAN0Ch CHUKCHHUE MBIIICYHON CHIIBI 0 Tpex
O0aJJIOB B MPOKCUMANBHBIX OTJAENAaX W 10 YeTHI-
pex 0anjgoB B MHUCTANBHBIX OTAENaX HUKHUX KO-

HEYHOCTEW, YTO TMPHUBEIO K HAPYNIIEHUIO MOXOAKH.
B 14 cayuaax (66,7 %) BbISIBIEHO CHHM)KEHHE MBbI-
LOICYHOH CHIJIBI A0 4YeThIpeX OajuloB B JIMCTAIbHBIX
oTAeNax HIKHUX KOHEYHOCTEH, MposBisiomeecs 3a-
TPYIHCHHEM IOIbEMAa Ha HOCKHM W IATKU. Y BCeX
OOJBHBIX OTMEUYAJIOCh YITHETCHHE KOJEHHBIX U aXuJ-
JIOBBIX CYXOXHJIBHBIX pediekcoB. Y Bcex maerel
TaK)Ke PErHCTPUPOBAIIUCH )KaJoObl HAa OO B HMXK-
HUX KOHEYHOCTSIX Pa3HOW CTENEHU BBIPAXKEHHOCTH.
IIpu sTOM HEOOXOAMMO OTMETHUTBH, YTO HApYyLICHUE
TaKTWJIBHON M 00JIEBOI YyBCTBUTEINBHOCTU BBISIBIIC-
Hel y 23,8 % (n=15), a cHmWKeHHEe BUOpAIIMOHHON
YYBCTBUTEJIBHOCTH M MBIIIEYHO-CYCTaBHOTO YYyBCTBa
y 9,5 % (n=2) nanmentoB. B tabn. 5 mpencrame-
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Tabnuua 6 / Table 6

Pe3ynbTaThl 3nekTpoHeipomuorpaduyeckoro obcnenoBanuns geten ¢ octpbiM NMMPOBNaCTHBIM NEMKO30M, OLEeHKa
MOTOPHbIX BOJIOKOH Ha 3Tane KOHCoAuAupyluwen xummotepanun (M £ m), nccneposarme N2 2
Results of the ENMG-test of children with acute lymphoblastic leukemia, assessment of motor fibers at the stage of

consolidation chemotherapy (M £ m), study No. 2

m. AH m. AH m. EDB m. EDB
Ioxazatens /
Value npaBasi CTOpoHa / | JieBast CTOpoHa / | mpaBasi CTOpoHa / | JieBasi CTOpoHa /
right side left side right side left side
Awmmautyaa orsera, MB / 7,6 + 3,29 7,6 £3,73 2,24+ 1,26 2,1 +1,27
Amplitude of the response, mV
CKOpOCTh pacmpocTpaHeHHs BO30OYKACHHS, M/C 48,2 +3,2 48,5 £ 6,16 47,5+ 6,08 45,3 + 4,63
Nerve conduction velocity, m/sec.

Tabnuuya 7 / Table 7

PesynbTaTbl 3nekTpoHeipoMumorpaduyeckoro obcnefoBaHns geter ¢ ocTpbiM AMMGOBNACTHBIM NIEAKO30M, OLLEHKA
CEHCOPHbIX BOJIOKOH Ha 3Tane KoHconuaupywuwen xummotepanum (M = m), uccnegosanune N2 2
Results of the ENMG-test of children with acute lymphoblastic leukemia, assessment of sensory fibers at the stage

of consolidation chemotherapy (M = m), study No. 2

ITokazarens / n. PSS n. PSS n. S n. S
Value mpaBasi CTOpOHa / | JeBast CTOpOHA / | mpaBasi CTOpoHa / | JieBasi CTOpoHa /
right side left side right side left side
Amnnurtyna orBera, MkB 11,8 £4,91 10,7 £ 6,95 11,2 £ 3,74 10,3 + 5,79
Amplitude of the response, mkV
CKOpOCTh pacipoCTpaHCHHUS BO30YKICHHS, M/C 47 £ 4,61 479 + 4,99 44,5 £ 4,06 443 +£3,2
Nerve conduction velocity, m/sec.

Hbl JIAHHBIE 110 HEBPOJOTUYECKOMY Ne(UIUTY TIPH
MOBTOPHOM oOcinenoBanuu. Takum oOpa3oMm, ObLIO
BBISIBJICHO yBEJIMUYEHHE KOJMYeCcTBa OAIOB MO IIKa-
me NIS LL mpm omeHke HEBPOJOTHYECKOTO CTaTyca
y IeTe B AWHAMUKE B TEPUOJ KOHCOJIUIUPYIOMICH
XUMHOTEPAIUu.

IIpu anammze DHMI-uccnenoBanusi B AUMHAMHKE
MO THUIAM TIOPAKEHUS HEPBHBIX BOJIOKOH W XapakTepy
n3MeHeHnil nepudepuydecknx HepBoB B 45,0 % cmydva-
eB (n=9) BBMBIUIACH MOTOpHAs aKCOHAJIBHAS TIONH-
HeBpomnatus, y 35,0 % (n=7) — MOTOpHO-CEHCOpHAas
AKCOHAJIbHAsI TOJIMHEBPOIATUS, C OAMHAKOBOM YacTo-
toit — 10,0 % (n=2) — MOTOpHO-CEHCOpHasi JeMHe-
JUHU3APYIOIIAS W CEHCOPHAS TIOJIMHEBPOIIATHH.

Takum 00pazoMm, mpu JTUHAMUYECKOM IMPOBEICHUU
OHMI -uccnenoBanusi OTMEYANIOCh MPUCOCAUHEHUE
TOBPEXK/ICHUSI CEHCOPHBIX BOJIOKOH Yy 3 TMAIMEeHTOB,
KOTOpBIE WMEJH TIOpaK€HHE MOTOPHBIX BOJOKOH
MIpU TIEPBUYHOM HCCIENOBAHWUU. Y OIHOTO OOJHHOTO
C MpHU3HAKAMU CEHCOPHOW TMOJIMHEBPOIMATHUH BBHISBIIS-
JIOCh JTOTIOJTHUTENIBHOE BOBICUEHHE MOTOPHBIX BOJIO-
KoH. B omHOM ciyuae HaOmromanach MOJOKHUTEIHHAS
JTUHAMHKA, y peOeHKa ¢ MOTOPHO-CEHCOPHOM ITOIMHEB-
pomaruel onpenensaoch BOCCTAHOBICHHE CEHCOPHOTO
THUIA HEPBHBIX BOJOKOH.

IIpu cpaBHUTENBHOM aHanu3e mnokazareneid DHMI -
nccienoBanus Ne 2 ¢ TaHHBIMU TTEPBHYHOTO OOCIIEHO-

Bauust y 20,0 % nereit (n=4) HaOnrOIaIaCh MOJIOXKHU-
TeNbHAs TUHAMHKA, KOTOpasl ITPOSIBIISIIACH TTOBBIICHUEM
ammutynsl M-otBera u CPB, 6e3 HOpManm3anuu BbI-
IIerepedrciieHHpIX mapaMeTpoB. Y 50,0 % manmeHTos
(n=10) cymecTBeHHOW NWHAMUKA HE OTMEYaJIOCh,
pu 3ToM y 6 JeTeil coXpaHsIUCh OTKJIOHEHHs B He-
Bposiorndeckom craryce. Y octasumxcs 30,0 % (n = 6)
perucTpupoBaIach OTpHIATENbHAS JAWHAMHKA TIO JaH-
HeiIM DHMI' B Buje CHWKEHUS aMIUTUTYyasI M-OTBETa
n CPB, mnpeumyiiecTBEHHO B JIUCTaJbHBIX OT/AENAX
HIWKHUX KOHEYHOCTed (Tali. 6, 7).

B menom, mpu cpaBHEHWH MaHHBIX KIMHUYECKOM
KapTUHBI U pe3ynasTaroB DHMI -uccienoBanus depes
4 Mec. Ha JTane KOHCONUIUPYIOIMEH XUMHOTEparuu
OBLIO BBISIBJICHO COOTBETCTBUE HEBPOJIOTHUECKUX PO-
SIBIICHUM W PE3yJIbTaTOB MHCTPYMEHTAIBLHOTO 0O0CIe-
JIOBaHUSI.

Takum oOpazom, y geTeit ¢ ocTpeiM JUM(DO-
OJACTHBIM JICHKO30M, MOJYYAIOIINX XUMHOTEPAIHIO,
Ha dTare UHAYKIIMOHHOTO JICUCHUS, OTMEUCHBI IPU3HA-
K1 nepudepuyueckoid monuHeBponatuu B 95,2 % ciy-
gaeB (n = 20) npu npoBeaeann DHMI -nccaenoBanus.
[Ipu »ToM THTI TOpa)XeHWS HEPBHBIX BOJOKOH U Xa-
pakTep M3MCHCHHU mepuepruuecKuX HEPBOB ObLI
MpPEJICTAaBIEH B pa3HbIX BapuaHTax ¢ mpeodiaja-
HHEM MOTOPHOW aKCOHAJIBHOW HEBPOIIaTHH Mallo-
OepIoBBIX HEPBOB, KOTOpas ycraHoBieHa y 55,0 %
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(n=11) nauuentoB. Ilo maHHBIM aHaNW3a KIMHHYE-
CKOH KapTuHbl U pe3yapratoB DHMI -uccnenoBanus
y 75,0 % nereit (n = 15) BBISIBICHBI CYOKIHMHHYECKHE
M3MEHEeHMs epudeprudeckux HepBoB. HeBpomoruue-
CKHE TIPOSIBIIEHHUS OTMeuYaJuch Toiabko B 25,0 % ciy-
qyaeB (n =5) MperMyIIECTBEHHO B BUJE HapyILICHUH
CO CTOPOHBI JBHUTaTeIbHON CQepsl.

B Teuenue 4 mec. nMHAMHUYECKOro HAOIIONCHUS
y BCEX MAaIMEHTOB C YCTAHOBICHHBIMU CYOKJIWHH-
YeCKHMMHU TPH3HAKaMHU MOpaKeHHs nepudepuyecKux
HEPBOB IOSBMJINCH COOTBETCTBYIOIINE HEBPOJIOTHYE-
ckue cuMmnToMmbl. Ilo maHHBIM ToBTOpHOTO OHMI -
WCCIIEZIOBAaHUSI OTMEYAJIOCh YBEIMYEHHE KaTeTOpHH
MAIMeHTOB, UMEIOIINX NMPU3HAKH MOTOPHO-CEHCOPHOM
nonuHeBponatuu B 1,7 pasza. Ilpm cpaBHHUTENBHOM
ananuse nokaszareneit DHMI npakTuuecku y Kaxaoro
tpethero pebdenka (30,0 %, n = 6) perucrpupoBaiach
oTpHIlaTelbHas TUHAMHMKA B BHJIE€ CHIDKEHUS aMILTH-
Tyasl M-otBeta nu CPB.

3AKNTIOYEHUE

ITonyuenHble AaHHBIE CBUAETEIHCTBYIOT O BBICO-
KOM pacnpoCTpaHEHHOCTH XUMHUOWHIYIIMPOBAHHOMN
MOJIMHEBPOTIATUU Y JIETe ¢ OCTPhIM JiuM¢oOIIacT-
HBIM JIeliko30M. HauanpHble CyOKIMHHYECKUE TTPU3HA-
KM TIOBPEXACHUSI TEpH(PEPUISCKUX HEPBOB BEHISBIIS-
nuchk 1o gaHaeiM DHMI -uccnenoBanus mpakTHIECKH
Yy BCEX IMAIlMEHTOB HAa KOHEYHOM 3Tare UHAYKIHOHHON
XUMHUOTEpPANMU € MOCIEAYIOLIUM [PUCOECIUHEHUEM
KJIIMHAYECKUX MPOSIBICHUM M HapacTaHUEM Iopaxe-
HUS HEPBHBIX BOJIOKOH. COOTBETCTBEHHO IS PAHHETO
BBISIBJICHUSI U3MEHEHHUI CO CTOPOHBI NepudeprudecKoit
HEPBHOM CHUCTEMBI y JE€TEH, NMOJIy4aroluX XUMHOTE-
panui, BO3HUKAET HEOOXOIMMOCTh TPOBEICHUS HEW-
podmzmonornueckoro o0CIenoBaHNS B JOKIWHUYE-
CKUH TIEpHOJl C LIEJIbI0 OMpeJIeNIeHUus] TPyNIbl pucka
1Mo (OPMHUPOBAHHUIO KIMHUYCCKUX HEBPOJIOIMYECKUX
pacCcTpOMCTB U CBOEBPEMEHHOTO HA3HAYEHUST KOMIUIEK-
ca JIle4eOHBIX MEPONPHUSATHH.
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BeepeHune. BpoxaeHHas ouchyHKUMS Kopbl HapgnouyeuyHukos (BAKH) — 3To rpynma ayTocoMHo-peueccuBHbIX 3abone-
BaHui. Okono 90 % Bcex peteit ¢ BAKH mMetoT HepocTaTouHOCTh pepMeHTa 21-ruapokcmnasbl, KOTOpbIi Heobxonnm
LN CUMHTe3a rNKOKOPTUKOMAO0B M MUHepanokopTukomnaos. Conbrepswowas ¢opma BOKH dopmupyetcs npu peduumnte
U TNIOKOKOPTUKOWUIOB, U MMHEPANoKopTMKonaoB. OTCYyTCTBME JleyeHUs Npu AaHHOM dopMe MPUBOAMUT K rmbenu pebeHka
yXXe B M/IafleHYeCcTBe, @ NOTOMY PAaHHEE BbISIBIEHWE WM HAYaNo NeYeHWs YpEe3BbIYAMHO BAXKHO.

Uenb uccnepoBaHua: M3yuuTb KAMHMYECKME OCOBEHHOCTW TeyeHus 3aboneBaHUs U OLEHWUTb 3D(EKTUBHOCTb JIeYeHUs
neTelt ¢ conbTepsatolein popmoii BOAKH B MNMepmckom kpae.

Matepuanbl u MeToabl. [[poBeAeH aHaNU3 KAMHUYECKMX 0cobeHHoCTel TeueHus 3aboneBannsa y 40 geTeli ¢ conbTepstoLLei
dopmoit BOKH, npoxusatowmx B MepMckoM kpae. s oueHKM aaeKBaTHOCTM Nofo6paHHOM Tepanuu Bbiay NpoaHanusm-
pOBaHbl KAMHWYECKME MPOABAEHMUS: TATA K CONEHOM MuLLe, TMNepnurMeHTaumns KOXHbIX MOKPOBOB, TMPCYTU3M, HapyLlleHue
pocTa M Apyrue CMMNTOMbI, @ TakKXXe MOKa3aTenu 31eKTPoanTHoro 6anaHca, ypoBeHb 17-rmapokcmMnporectTepoHa, aipeHo-
KOPTUKOTPOMHOr0 FrOPMOHA, pPEHUHA.

Pesynbratbl M 06cyxAeHMe. HecMOTPS Ha COBpeMEHHble BO3MOXHOCTU AMArHOCTUKM U nedverusa npu BOKH, nonHoi koMm-
neHcaumu 3aboneBaHuns ynaetcs Lob6UTbCS Aaneko He BO Bcex cyyasnx. [1ouTn y Bcex o6cnefoBaHHbIX feTel BCTpeYyanunch
MB0 CMMNTOMBI HELOCTAaTOYHOCTM 3aMeCTUTEIbHOM Tepanuu, 160 NpU3HaKM Nepefo3MpOBKU. Y paaa AeTel, He UMELWNX
KJIMHUYECKUX NPOsiBieHUI 3a60n1eBaHuUs, OblM BbISBEHbI OTKJIOHEHUS B TOPMOHANIbHOM npodure.

BeiBoabl. B xoae Hawero uccienoBaHus YCTAaHOBNEHO, YTO ANs AeTel MNafluero BO3pacta XapakTepHbl CUMMTOMbI
nepefo3vMpoBKM THOKO- UKW MUHEPANOKOPTUKOMAAMM, @ TAKXKE YAaCTOe BO3HUKHOBEHWE CONbTEPAIOWMX KPU30B Ha (OoHe
NpUCcoennHEHUS UHTEPKYPPEHTHbIX 3aboneBaHuit, Toraa Kak Ang neTeit NOLPOCTKOBOrO BO3pacTa akTyasnbHbl Npobnemsl,
CBSI3aHHbIe C HEAOCTAaTOYHOM [030M MMIOKOKOPTUKOMAHbIX npenapaToB. CylecTBEHHble TPyAHOCTH Tepanun aeten ¢ BOAKH
TaKXe CBsi3aHbl C KOPOTKMUM AeicTBueM ruppokopTusoHa (KopTteda®). OpmH M3 cnocoboB pelleHus 3TUX npobnemM —
opraHusauus LWKonbl Ang poautenen netei, 6onbHbix BAKH. Co3paHue MoTMBauuW, 06bSCHEHME MPUHLMUMOB fleUeHus
M BaXKHOCTW pErynspHoro npuvema npenapartos, a TakXe 0ObACHEHWe anropuTMa LeACTBMIA NPU HEOTNOXKHbIX COCTOSHM-
SX — BaXHbIii War B JOCTUXXEHUM KOMMEHCauun 3aboneBaHus.

KntoueBble cnosa: conbrepqawwan dJOpMa BpO)K,EI,eHHOﬁ ,EI,IACCIJyHKLI,MI/I KOpbl Haano4Ye4YHUKOB; OCHOBHbl€ KJIMHUYECKUE
NpoABNEHUA; TMNEPAHOAPOIrEHNA; SNIEKTPONIUTHDLIE HApPYLUEHUA; NPUYNHDBI AEKOMMEHCaUNN.

THE RESULTS OF THERAPY OF CONGENITAL ADRENAL HYPERPLASIA IN CHILDREN
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Background. Congenital adrenal hyperplasia (CAH) is a group of autosomal recessive disorders. About 90% of all
children with CAH have 21-hydroxylase deficiency which is required for the synthesis of glucocorticoids and miner-
alocorticodes. The salt-wasting form of CAH develops with a deficiency of both types of hormones. This form of CAH
results in infant death if not treated, therefore early disease detection and start of treatment are very important.
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Aim of research is to study the clinical features of the course of the disease and evaluate the treatment efficacy of children
with salt-wasting form of CAH in the Perm region.

Materials and methods. We conducted an analysis of the clinical features of the salt-wasting form of CAH in 40 children
of the Perm region. To evaluate the treatment efficacy following symptoms were analyzed: salty food craving, hyperpig-
mentation of skin, hirsutism, delayed or accelerated growth, etc. and parameters of water-electrolytic balance, the level of
17-hydroxyprogesterone, adrenocorticotropic hormone, renin.

Results and discussion. Despite the modern possibilities of diagnosing and treating CAH, the complete control of the disease
can’t be achieved in all children. Almost all the children examined had either symptoms of replacement therapy failure or
overdose symptoms. Hormonal imbalance disorders were performed by a few children without any symptoms of the disease.

Conclusion. During our research we concluded that young children often have issues with an overdose of hormonal drugs
and frequent occurrence of salt-wasting crises against the background of associated diseases, while for teenagers, problems
associated with an insufficient dose of glucocorticoid drugs are relevant. Also, significant difficulties in the treatment of
children with CAH are associated with the short action of hydrocortisone. One way to solve these problems is to organize
a school for parents of children with CAH. Creating motivation, explaining the principles of treatment and importance of
regular taking of drugs, as well as algorithm in medical emergency is an important step in achieving control for the disease.

Keywords: salt-wasting form of congenital adrenal hyperplasia; hyperandrogenism; main clinical manifestations; electrolyte

imbalance; reasons of decompensation.

BBEAEHME
Bpoxnennass 1nuchyHKOHMS KOpBI  HAAMOYEYHH-
koB (BAKH) — »srto rpymma 3aboneBanHuii ¢ ayTo-

COMHO-PELIECCUBHBIM ~ MEXaHU3MOM  HAaCJIE€AOBaHU,
00yCJIOBJICHHBIX BPOXKJIEHHBIM HapylIeHHEM CTepo-
ujoreHesa BciencTBHE aAeduuuTa (epMeHTaTHBHBIX
CHUCTEM.

Oxomo 90 % Becex nereit ¢ B/IKH umeror neduimr
¢epmenTa 21-ruapokcuiasel (MyTtauust B rene CYP21)
u menee 10 % — nedunmt 11B-ruapokcunasel (nedext
B rene CYPIIBI). OcranbHble (HOpMBI BCTPEYAIOTCS
Kpaitne penko [5,9]. Henmocrarox 21-ruapokcuiiazbl
BBI3BIBAaCT JaeduImT mIroKoKopTHKOcTeponmoB  (I'KC)
W MHUHEpaJOKOPTHKOW/IOB, peXe — MePUIHT TOIBKO
DIIOKOKOPTHKOW10B. KoMIieHcaTtopHast rnepcTUMyIIsILius
KOPBbI HaJIIOYEYHUKOB aJPEHOKOPTUKOTPOIHBIM TOPMO-
HoM (AKTI) mpuBomuT K TEepen3ObITKYy aHIPOTCHOB
U TIPEALIECTBEHHUKOB CUHTE3a KOpTHU3051a — 17-TuipoK-
cunporecrepona (17-OH-mporectepona) [1, 3,7, 10].
B 3aBHcHMOCTH OT BBIpa)KEHHOCTH CHUKEHHS aKTHB-
HOCTH 21-THApPOKCHIIA3bl BBLACTSIOT 3 (GopMbI 3a00-
JICBAHUS: MPOCTYI0 WINM BUPWIBHYIO, COJIBTEPSIOLIYIO
U CTEPTYIO MWW HeKIaccudeckyto [6, 4, 10]. Ilpu comnb-
Tepsoel GopMe ONpeNeNsIoulyl0 pojib B KIMHHUKE
3a00neBaHus UrpaeT ACPUUUT albJOCTEpPOHA U BO3-
HUKAIOIMEe Ha 3TOM (DOHE COJIBTEPSIIOIIUE KPH3HI,
KOTOpbI€ IPU OTCYTCTBUH JIEUEHHUS] MOTYT NPHBECTH
K JIETAJIbHOMY HCXOAy yXe B miazeHuyectne. [Ipu Bu-
PWIBHOM — KJIMHUKA OOYCJIOBJICHA THUIIEPIIPOAYKIIHEH
aHJIPOTEHOB Ha ()OHE HU3KOro ypoBHA KopTh3ona. [Ipu
HeKJaccuyeckon Qopme aeguuut GepmMeHTa HE BHI-
paXEeHHBbIH, TOATOMY KJIMHUKA UMEET CTEPThIM Xapak-
tep. s conprepsitomieit u BupmibHOi ¢opm BJAKH
XapaKTEepHO HapyuieHne (HOpPMHUPOBAHUS HapyKHBIX
nosoBeix opraHos (HIIO) y neBouek, mposBisiionie-
ecsl BUpWIM3AIMEN pa3HOW CTENEeHH BBIPA)KEHHOCTH.

Y MajbuuKOB NMPHU POXKJICHUM BCTPEUAETCS] MaKpPOT€HU-
TOCOMHSI, OTHAKO Ha Hee, KaK MpaBmilo, He o0paiiaioT
BHUMaHHUSL.

B Poccuu BJIKH cpenu nereit BcTpeuaercs ¢ ya-
crotoit 1:9500 [1, 5, 6]. K oy 2019 r. B Ilepm-
CKOM Kpae Ha ydere c¢ auarHosoM BJIKH cocrosio
122 pebenka.

C mapra 2006 . B Poccum BBeZieH HEeOHaTaIbHBIN
CKPUHUHI, B XOJIe KOTOPOTO HCCIEIyeTCsl YpPOBEHb
B KpoBu 17-OH-nporecrepona. J[aHHOe HccienoBaHue
no3BosiAeT BbIABIATH Jetell ¢ BJIKH yxe B mepsble
THU JKWU3HU, HO cumTaeTcs Hed(D(HEKTHBHBIM TIPH He-
KJIACCUYECKOW, a B HEKOTOPBIX CIy4asx W MpPU BHPHUIIb-
HOH opme [2, 6, 9]. Ha ceromusimauii JeHs HanOoee
WH(QOPMATUBHBIM METOAOM B OTHOIICHWH BCEX (OpM
B/IKH sBnsieTcst MONEKYISPHO-TEHETUYECKOE UCCIIEN0-
BaHUE METOIIOM aJUIeTb-CIICTIM(PIIeCKON TTOTMMepa3HOM
[EMHON peakuy IJ1s1 00HAPYKEHHSI TOUYCUHBIX MYy TaITHiA
B reae CYP21 [9]. Omnako moka 3TOT METOJ TOCTYIICH
JMIIb B KPYMHBIX SHIOKPUHOJIOTMYECKUX LIEHTPAX.

EnvHCTBEHHBII BO3MOXKHBIN CITOCOO KOPPEKIHH TOp-
MoHaIbHBIX Hapylienuid npu BJAKH — sto 3amecrtu-
TeNbHAs TOPMOHAJIbHAA TEpanus IIIIOKOKOPTUKOUIAMHU
1 MUHEpAJIKOPTHKOUAaMH. JleBoukaM ¢ NMpHU3HaKaMy BU-
pummzaruu HITO nokasana demMuHM3MpYIOIIas MmiacTu-
Ka, CPOKH HPOBEIICHUS] KOTOPOH ONPENEISIIOTCS B 3aBH-
CHMOCTH OT CTeTleHH BUpmiu3anuu [8]. B manpHeimem
TpeOyeTcsl MOCTOSIHHO KOHTPOJMPOBAaTh aJeKBaTHOCTh
M0100paHHON Teparuy U U3MEHSTh 03y TOPMOHAIBHBIX
[IPEernaparoB B 3aBUCMMOCTH OT BO3pacTa M Macchl Teja
pebenka. Kpome Toro, mo3upoBKa IOHKHA OBITH CKOp-
peKTHpoBaHa Ha (pOHE MHTEPKYPPEHTHBIX 3a00JIeBaHH.

Lenv uccnedosanus — U3y4nTh KIMHUYECKUE OCO-
OCHHOCTH TeueHHs 3a0oJeBaHMA M OLEHUTH dpdek-
THBHOCTH JICUCHUS IETCH C CONBTEpSIonieit dopmMoit
BJIKH, npoxuatomux B Ilepmckom kpae.
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MATEPWANbI K METOAbI

[IpoananusupoBanbl uctopuu Oonesnn 40 nereit
B Bo3pacte oT 1 mo 15 mer (6,6 + 3,8 roma) ¢ conbre-
psromeit popmoii BJIKH, HaxomuBmmxcs Ha JICYCHUH
B otaeneHuu >Haokpunonoruu KJIKbB B 2017-2019 rr.
TTox HAOMIONEHNEM HAXOIWINCEH 23 NEBOYKU U 17 Malib-
yukoB. Jluarnoz B/IKH ycraHoBien mo pesynbraram
HEOHATaJIbHOTO CKPUHUHTra y 38 IalMeHTOB U y ABYX
MaJIBYUKOB, POAMBIIUXCS 10 BBEACHUS CKPUHHUHTA, —
3aro/103peH Ha OCHOBaHMM KIMHUYECKHUX MPOSBICHUI
COJIBTEPSIIOIIEIO KpU3a, BO3HUKIIETO B MEPBBI MecsI]
KU3HU. [l0 SKCTpEHHBIM NOKa3aHUAM TOCHHTAIM3H-
poBaHBI 7 neTei, octampHble 33 pebeHKa MOCTYIHIN
B IUIAHOBOM TOpsiaKke. MoJeKylIIpHO-TeHEeTHUECKOe
oOciieroBanue B 1a0OpaTOprH F€HETMKH MOHOTEHHBIX
3aboneBanmnit «HMUL] samokpruHonorumy MuH3apasa
Poccuu nposeneno 11 gersm.

Jng oueHKM ajeKBaTHOCTH MOAO00paHHOW Tepa-
nuM ObUIM TPOAaHAIM3UPOBAHBI KIMHUYECKUE TPO-
SBJICHUS: TSra K COJICHOW MUILE, TUIEPIUIMEHTALNs
KO)KHBIX TIOKPOBOB, TMPCYTH3M, HapylIeHHE pocTa
W JIpyrHe CHMIITOMBI, U JIaOOpaTOpHbIE MOKA3aTelH:
YPOBEHb KajlMs M HATPUS CHIBOPOTKHU KPOBU M HX CO-
OTHOILIEHHUE, COJepaHue B ChIBOpOoTKe KpoBH 17-OH-
nporectepona, AKTI, peHuHa.

Cpennuii BO3pacT MAMEHTOB, a TaKXe CPEIHHE
JI03Bl TIPENapaToB NPEACTABICHBI B BHJE CPETHHUX
apu(METHYEeCKUX 3HAUCHHH M CTaHAAPTHBIX OTKJIO-
HeHu#t (M + §). Ilokaszarenu, xapakTepusyromue Kade-
CTBEHHBIC TPHU3HAKH, ONpENessuln B mpoueHrax. s
CTaTUCTUYECKOTO aHAJIN3a JAHHBIX UCIIOJIB30BAJIH IIPO-
rpammy Microsoft Excel 2016.

PE3Y/IbTATbl U OBCYXXAEHUE

Bce metn ¢ mepBbIX HeOENb KHU3HM IOJIydaid
TOPMOHAQJIBHYIO TEpaInuio, 4TO IPENOTBPATHIO (op-
MHUpPOBaHUE COJNBTEPSIONIET0 Kpu3a B JebroTe 3a-
OoseBanms. C 1ENbIO KOPPEKUMH JieUIHUTA TIIOKO-
KopTukou10B HazHadanmu Kopred® (TabmernpoBanHas
(hopma rHIpOKOPTU30HA) B 03¢ OT 5,7 10 19,23 mr/m?
B cytku (12,41 + 3,38 mr/m? B cytkn). Jedurmr mu-
HEPAIOKOPTHUKOUIOB Koppuruposann Kopruneddom
(pmynporopTH30H — Tpenapar ¢ MHHEPaJIOKOPTUKO-
WIHON aKTUBHOCTBIO) B 03¢ OT 25 mo 150 mxr/cyt
(74,46 + 33,10 mxr/cyt). CommacHo  DenepaibHBIM
KJIMHUYECKHM PEKOMEHIAIMSIM, PEKOMEHIyeMas 1032
Kopredpa — 10-15 mr/m? B cytku, Koprunehdpa —
50-150 wmkr/cyt [5]. IlpeBblmieHne peKOMEHAYEMOM
no3bl Kopreda ormeueno y 7 uenosex (17,5 %), no3bt
HIDKE TIpeancanHbixX momydanu 10 maruentos (25 %).
Henocrarounas noza Koprunedda (menee 50 mMkr/cyr)
Obuta HaszHaueHa 5 neram (12,5 %).

B cBs3u ¢ nexommneHcanueit 3aboneBanus Ha (oHe
ocTpoit pecrimparopuoii mHpexmuu (OPU) Obutn TO-

CIUTAIM3UPOBAHKI 7 MAllMEHTOB, y TPEX U3 HUX HMesa
MeCTO pBOTa OT 1 70 8 pa3 B CyTKH, Y MATH — KUJIKHIA
CTyl, Yy OOJNBIIMHCTBA — TIPHU3HAKA OOC3BOKMBAHUS.
VY Bcex jerell BBISBICHBI BBIPAXKCHHBIC HapYIICHHS
ANIEKTPOJIMTHOTO OaJlaHCa: TUTICPKAITHEeMUSs], THITOHATPH-
eMHUs, COOTHOIIEHUe Kanuii/Harpuii ot 1 : 29 mo 1 : 20.
VY nByx ormedeno noBsimerne AKTI (215-294 nr/m)
u 17-OH-miporentepona (76,3—123 HMONB/), y ATH —
noBeilieHue peruHa: 62,7-336 ME/n. OrueTiuBbIX
HapyIICHUH TOPMOHAILHOTO MPO(MUIS HE BBISBICHO
y IIByX IallieHTOB.

Jlo mpue3ma Opurambl CKOPOW ITOMOIIH OOJIBIITHH-
CTBO pOAWTENCH HE MEHSUIM 036l TOPMOHAJBHBIX
npenaparoB, JHIIb JBYM J€TsM Ha (OHE pe3Koro
yxymiieHust coctosiuus 0wl BBenmeH Comy-Kopred®.
B crammonape Comy-Kopred (unbeknmonHas dopma
THAPOKOPTH30HA) OBIT Ha3Ha4UeH IecTH aeTsM. Cpe-
HUH BO3pacT AaHHOM rpymmbl aeteid 3,7 + 1,9 roxa.

B mnnanoBoM mopsake moctynwin 33 peOcHKa.
[MomHas xommeHcanusi 0e3 3HAYMMBIX KIWHUKO-JIA-
OOpaTOpHBIX TPOSBICHWA HWMEIa MECTO I y 7
13 HUX. Y 5 JeTel BBIIBICHBI 1a00paTOpHBIE OTKIIOHE-
Hus B Buae noseimenus AKTI, 17-OH-nporectepona
U pEHUHA, XOTS KajJ00 OHHM HE MPEIbSBIISLIIU.

KiuHudeckre mpU3HAKU TOBBIIIEHHOTO YPOBHS
AH/IPOTEHOB B PAa3JIMYHOM COYETAaHHU HMEIM MEeCTO
y 11 mereit: rumepriurmenTanus y 9 mereit (27,3 %),
rupcytisM — y 3 (9,1 %), yrpesas coib y 2 (6 %),
MIPU3HAKH JIOXKHOTO MPEXIEBPEMEHHOTO MOJIOBOTO pas-
Butus (I1I1P) y omnoro manpuuka (3 %). OnepexeHue
KOCTHOTO BO3pacTa Oosiee 4eM Ha 2 rojia ¥ HEKOTOpOoe
YCKOpPEHHE TeMIIOB pOCTa BIIEPBBIE TOIBI KU3HH C TIO-
CIICAYIOIIMM 3aMeJJICHUEM K IyOepTaTHOMY BO3PacTy
BBISBJIICHO y 8 marnueHToB (24,2 %).

['mmepanaporeHns MOATBEPXkK/IaIach MOBBIIIEHHBIM
conepxanreM B KpoBu 17-OH-mporectepona y Bcex
nereit (ot 46,6 no 202,5 amons/n), AKTT y 9 yenosex
(or 104 mo 845 mr/mi), TecTocTepoHa y 2 JEBOYEK
(10,4 u 11,5 amonb/Mn). JlaHHBIE HapymIEHUS BCTpe-
YaJIMCh B OCHOBHOM Y JIeTeil myOepTaTHOrO BO3pacTa,
cpennnii Bo3pact — 10,7 + 2,8 roga, 9T0, BOZMOXKHO,
CBSI3aHO C HECBOEBPEMEHHOW KOPPEKLMEN 103 ropMo-
HaJBHBIX TPENapaToB MO Mepe B3POCICHHS ICTEH.

Tsary K coneHoW mnuIle HUCOBITBIBAIU 6 nereid
(18 %). Y onno# neBoukr ObUIa BBIABICHA THIIOHA-
TpreMusl Ha (OHE HOPMAJBHOTO YPOBHS KaJIUSl U CO-
OTHOILIEHUS AMEKTPOIUTOB. HapyIienne cooTHOLIEHNS
K" u Na" ormeueno y 5 nereit — ot 1:27 no 1:23.
V¥ Bcex neteil BBISBICHO MOBbIIIeHHE peHuHa oT 50,0
o 313,8 MME/n, 9To sBIsSETCS TpU3HAKOM HEIOCTa-
TOYHOCTH 3aMECTHUTEIHHON Tepanuyd MHHEPAJIOKOPTHU-
kounamu. Jloza Koprunedda y stux nmereir — ot 25
no 100 mkr. CpenHuii BO3pacT JaHHOM Tpynmsl Je-
Teli — 6,1 2.8 roxa.
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Cumntom /
Symptom

PacnpocTpaHeHHocTb /
Prevalence

AptepuanbHas runepreHsus /
Arterial hypertension

Crpmm /
Stretch marks

OxupeHue, M3bbITouHas Macca Tena /
Obesity, overweight

3amennieHue TemMnos pocta /
Slowdown in growth rates

Puc. 1. OcHOBHble KIMHWYECKUE MPOSIBNEHUS NEPEA03UPOBKM
IMIOKOKOPTUKOCTEPOUAOB Y 33 MauMeHTOB C conbTe-
pstowein hopMoit AUCHYHKLUN KOPbl HaAMNOYEYHMUKOB,
rocnUTaJIM3MpOBaHHbIX B NJIAaHOBOM MopsaKe

The main clinical manifestations of glucocorticoid drugs
overdose in 33 patients with Congenital adrenal hy-
perplasia hospitalized on a planned basis

Fig. 1.

Cumnromsl nepeno3uposku npenaparamu ['KC Ha-
omonamnce y 9 manmentoB (27 %). Y 7 nmeteit orme-
4aJIoCh 3aMeJIeHHe TeMIIOB POCTa, Y OAHOM JAEBOYKH
BBISIBIICHAa M30BITOYHAsE Macca Tena Uy 4 — oxupe-
Hue ot 1-i no 3-i creneHu, y 3 nereil BHU3Y KUBO-
Ta, Ha BHYTPEHHEH TMOBEPXHOCTH IUIeY W Ha Oempax
Opu cTpum. Y 3 merel HaOONaNoCh TOBBHIIICHHE
aprepuanbHoro gasneHus (puc. 1). Kiumnuueckue
MPOSIBIICHUST TIOATBEPXKIEHBI TaOOpaTOPHBIMK JJAHHBI-
MU: y 6 nmereli otmedanochk cHmwkeHne AKTI (menee
8,7 mr/mi). Y atux xe nereit 17-OH-mporecrepon
ObUI Ha HIDKHEW TpaHHIle HOPMBI (I[EJIEBOH YPOBEHb
17-OH-mporecrepoHa — BepXHAS TPaHHLA HOPMBI
WM HEMHOTO BBILIE).

be3 npu3Hakos Bupuamsaumm /
No signs of virilization

| crenens / | type

|V cteneHb /

IV type Il crenedb / Il type

Il crenenb / 11l type

Puc. 3. Bupunusaums HapyXHbIX FeHuTanuit y 23 peBouvex,
y4YacTBOBaBLIMX B AAHHOM MUCCNEA0BaHUMN (MPOLEHTHOE
COOTHOLUEHME Pas/IMYHbIX CTENEeHel BUPUIU3ALIUK)
Virilization of the external genitals in 23 girls partici-
pating in this study (percentage of different degrees
of virilization)

Fig. 3.

Mpuunnbl pekomnencauuu /
Causes of decompensation

Bospacr (net) /
Age (years)

3neKTE0nMTHb|e HapyweHus /
lectrolyte disturbances

CUMNTOMbI Mepeso3NpOBKH
MMHEPaNOKOPTUKOMZaMM /
Mineralocorticoid overdose symptoms
CumnTOMbI Nepeso3npoBKH
TIKOKOKOPTUKOMAAMM /

Glucocorticoid overdose symptoms

CUMMTOMbI TvnepaHaporexuy /
Symptoms of hyperandrogenism

Bo3HukHOBEHME conbTepsiolero kpu3a Ha doxe OPU /
The emergence of a saline crisis against
the background of ARI

0 2 4 6 8 10 1
Puc. 2. CpepHwuii Bo3pacT AeTei, UMEIOLUX pasIMyHbIe NPUYK-
Hbl gekomneHcauun BOKH, noctynuBwuMx B nnaHoBoM
M 3KCTpeHHOM nopsigke. OPU — octpaa pecnupatopHas
UHbeKumns
The average age of children with various causes for
the decompensation of CAH, admitted in a planned and
emergency manner. ARl — acute respiratory infection

Fig. 2.

Pe3koe mopaBieHue peHUMHA OTMEUEHO Yy 3 JETEH.
VY onHoif neBoukn 3 neT 9 MecsIeB BbIsBIEHA THITOKA-
JUEeMHS, YTO MOXKET OBITh MPU3HAKOM TEPE03UPOBKHU
MHHEPATOKOPTUKOUIOB.

Ho rocnuranmzauuu getu  nonydanu  Kopred
B no3e ot 10,7 no 19,23 wmr/m® B cytku, Kopru-
vepd — or 37,5 mo 50,0 mxr/cyr. CuMnTomMBI TIepe-
JIO3UPOBKHM TIpernaparaMyd BBIABISUINCh B OCHOBHOM
y JeTed OUIKOIBHOTO Bo3pacTa (CpenHuil Bo3pacT —
4,5+ 1,2 rona).

Ha puc. 2 npencraBiieHbl OCHOBHBIE MPUYHHBI JI€-
KOMITEHCAINH 3a00JIeBaHMsI U PACIIPEeIICHNE TaHHBIX
MIPUYUH 10 BO3PACTHBIM TpYIIIIaM.

Hapymenne crpoenns HIIO ormewanmocs y 22
u3 23 neBoyek. 3 HUX y 5 BbIsBICHA BUPUIU3ALMS
I crenerm (rumeptpodus kimTOpa 0€3 W3MEHEHFS
BXOJ]a BO BIJIATAJIMIIE WM HE3HAYUTENFHBIM €ro CyKe-
HueM); y aByx — Il cremenn (rumeprpodust KIuTopa,
HEJIOpa3BUTHE TIOJIOBBIX I'y0, UX YaCTHYHOE CpallleHHe,
BOPOHKOOOpa3HOE Cy)KeHHE BXOJa BO BIAraJHdIIe);
y 8 — III crenens (runeprpodust KIMTOpa C YpOTreHHU-
TaIBHBIM CUHYCOM); V¥ 7 — IV cTrenens (yporeHUTambHbIH
CHHYC, OTKPBIBAIOLMICS Y OCHOBaHMUS KIIMTOpPA, YacTUY-
HOE cpalieHre NoNoBbiX Ty0). CrerneHp V BUpHIM3AIUH
(cpamieHHE TIONOBBIX TyO € OOpa3oBaHHEM TTOMOOWS
MOIIIOHKH W OTKPBITHEM YpPeTphl Ha BEPXYIIKE THIep-
Tpo(MPOBaHHOTO KIMTOPA) HE BCTpedaach (puc. 3).

Kak Bugno Ha puc. 3,y 74 % neBoYEK BHUPUIBHBII
CUHZIpOM ObLT oTueTuBO BhIpaxkeH (II-1V crenens Bu-
pUIH3anun), TO €CTh BHUMATENbHBIH OCMOTp TeHHTa-
7vid B OOJILIIMHCTBE CITy4aeB TMO3BOJSIET 3all0A03PHTh
BJZIKH y neBouek yxe B NHepBble Yachl XKU3HU.

demuHM3UpYOMIAs TUTACTUKA ObLTA IMPOBEICHA
19 neBoukam (y 16 — mepBbIif oTam, y 2 — /Ba dTa-
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1a ONEpPaTHUBHOIO JICUEHUS, U OAHON JIEBOUYKE IMPOBO-
JUIIM TOJIBKO PE3eKLHI0 KINTOpa). J[ByM manneHTKam
orneparuBHOE JieueHue Iuianupyercs. Poaurenu ogHou
JIEBOYKU (4 royia) OTKa3bIBAlOTCSl OT MPOBEICHUS (e-
MUHU3UPYIOLIEH IUIACTUKH.

Takum oOpazoM, B Hacrosiiee Bpems Onaromaps
WCIOJIb30BAHNIO HEOHATAJIBHOTO CKPUHUHTA MEpBHY-
Has TuarHocTuka cojisrepstomeit popmsr BJIKH ocy-
IIECTBIISAETCSI CBOEBPEMEHHO, OJHAKO MOCIeayIomas
xoppekiust 103 ['KC, Heobxoaumas mo mepe B3poc-
JeHusi peOeHKa, YacTO BBI3BIBACT CIOKHOCTH.

BolpakeHHas aexommeHcanus 3a0oiieBaHUs, Tpe-
Oyrommasi dKCTPEHHON TOCTHTAIN3AINH, OOBIYHO 00-
YCIIOBJIEHA TPHUCOETUHEHHEM pECHUpPATOPHBIX HH-
¢dexmii Ha ¢oHE HEAOCTATOYHOH KOPPEKLUHUH 103
TOPMOHAJIBHBIX TIPENapaToB W AcGULIUTa MUHEpao-
KOpTUKOMAO0B. Yaie nono0Hasi CUTyalusl BCTPEdaeTcst
y JIeTeil paHHero M JOIIKOJIHHOTO BO3pacTa.

[TockonpKy € BO3pacToM MOTPEOHOCTH B MHHEpa-
JIOKOPTUKOU/IAX y JeTed CHMXKAETCs, y CTapLIMX Ia-
LIMEHTOB, OCOOEHHO Yy TIOAPOCTKOB, HENOCTATOYHAs
KOMTICHCAIHS, HEPEeIKO MpoTeKaromas 0e3 OTYCTIIMBBIX
KJIMHAYECKUX TMPOSIBICHUN, B OOJIBIIMHCTBE CIIy4yaeB
00yCIIOBJICHa Hea/IeKBAaTHOM 10301 TIIIOKOKOPTUKOHUIIOB.

Ilo HamMM aHHBIM, MEHEE YEM y YETBEPTH MalU-
€HTOB, TOCHUTAIN3UPOBAHHBEIX B IIJIAHOBOM IOPAJKE,
He ObUIO BBIABICHO KIMHUYECKHX MPOSIBICHUI 3a00-
JIeBaHHUA.

AKTHBHBIH pocT pebeHka TpeOyeT MOCTOSHHON
KOPPEKIMH M KOHTPOJIs 103 KOPTUKOCTEPOHJOB, YTO
HE BCErIa OCYILECTBIIETCA CBOCBPEMEHHO. B pesyis-
Tare HEeaJeKBaTHOW 3aMECTUTENIbHOM Tepanuu MOsBIIs-
FOTCSl IPU3HAKU NIEPEI03UPOBKH WITH K€ CUMITOMBI TH-
nepaHAporeHny Ha (PoHE HEAOCTATOYHOTO MOIABICHUS
AHIPOreHNPOAYLHUpYIOmEeH (QYHKINU HaIIOYEUHUKOB.

3arpyaHseT MPOBEACHIE 3aMECTUTEIBHON Teparuu
OTCYTCTBHE MPOJIOHTMPOBAHHBIX ()OPM TOPMOHOB, TO-
CKOJIBKY TpexkpaTHblii mpueM Kopreda nposoumpy-
€T 4YacTele INPOITyCKH OYepeNHOH n03bl. Bo3HuKkaroT
«OKHa», KOTHAa B OpPraHU3Me HET IOJDKHOTO YPOBHS
ITIOKOKOPTHUKOU/IOB, YTO TPHUBOIUT K YCHIEHHOMY
BeIOpocy AKTI, cTUMyssiuMu KOpbl HaJIOYCYHHKOB
W aKTMBHOMY CHHTE3y aHIpOTeHOB. I'unepanaporeHus
MIPOBOLIMPYET MPOTPECCHPOBAHUE KOCTHOTO BO3pacTa,
paHHEe 3aKpBITHE 30H POCTa M MOCIEAYIOUIYI0 HH3-
KopocnocTb. [Ipu yBenmu4eHnu 1036l U MOCIEAYIOIEM
peryiasipHOM IpHeMe MpenapaToB, BOZHUKAET Mepeo-
3UpOBKa ITTIOKOKOPTHKOUJAMHU, KOTOpas TAKKE BEIET
K PaHHEMY 3aKpBITHIO 30H POCTa.

BbIBO bl

B nepuoapl kaxyierocss 0arornoyiyudsi y 3Hauu-
TEJIBHOM YacTH MAlMECHTOB UMEIOTCS IMPU3HAKU HENo-
CTaTOYHOW KOMITEHCAINH 3a00JIeBaHUs, OOYCIIOBIICH-

Hbl€ HEAaJeKBaTHOM J103UPOBKOW KOPTHKOCTEPOUJIOB.
B xozxe Hamero mccienoBaHUs yCTaHOBJIEHO, YTO JUIS
JeTe MIIQIIEro BO3pacTa XapaKTEPHBI CHUMIITOMBI
TePEI03UPOBKH KOPTUKOCTEPOUIOB, a TaKKe YacToe
BO3HMKHOBEHUE COJBTEPSIONINX KPU30B Ha (OHE MpHU-
COEIMHEHHsI MHTEPKYPPEHTHBIX 3a00JIeBaHUI.

Jlnst mete#t mompocTKOBOTO Bo3pacTa Hambolee ak-
TyaJIbHON NPUYMHON JTEKOMIICHCALIMM CTAaHOBUTCS He-
JIOCTaTOYHAsl /1032 IIIOKOKOPTHKOMIHBIX IpernaparoB
U MPU3HAKU TUNEPNPOAYKIHUN aHJIPOTE€HOB.

CymecTBeHHbIE  TPYAHOCTH  Tepalmuu  JeTel
¢ BJAKH cBsizaHbl ¢ KOPOTKUM JCHCTBUEM THIPOKOP-
tn3oHa (Kopreda) m HeoOX0MMMOCThIO Ha3HA4YaTh €ro
B 3 mpuema. HenocrarouHass KOMIUTA@HTHOCTh CEMbH
MPUBOAUT K MPOIyCKaM OUYEPEIHBIX MPHUEMOB IOPMO-
HOB, YTO 3aTpyAHSET NMoAOOp aAEKBAaTHBIX M03.
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Cpean NposiBNEHUI ayTOMMMYHHOrO TUpOMAMTA XaCMMOTO BCTPEYAKTCA M pasfinyHble NCUXO-HEBPONOrMYECKMe Hapy-
weHus. bonee ctoneTus M3BECTHO O MCUXO-HEBPONOTMYECKMX HAPYLUEHMSAX, ACCOLMMPOBAHHbBIX C TMMNOTUMPO30OM, OLHAKO
Hapa4y C 3TUM CYLWECTBYIOT M PAacCTPOMCTBA MCUXMKMU Yy BONbHBIX TUPOMATUSMM, pa3BMBatoWMecs Ha GoHe 3yTUPOUAHOTrO
cocTosiHus. B 1966 r. 6bina BnepBble onMcaHa sHuedanonatus XacMMoTo, naToreHes U yeTkme auddepeHLmManbHO-4MarHo-
CTUYECKME KPUTEPUU KOTOPOM A0 CMX MOp He onpeaesnieHbl. B 4aHHOM cTaTbe OMUCHIBAETCS IKCMEPUMEHTaNlbHOEe UCCneno-
BaHWE Ha N1abopaTOPHbIX MbIWAX C UHTPALEPEOPOBEHTPUKYASIPHBIM CTEPEOTAKCUYECKMM BBEAEHUEM UMMYHOINOBYIMHOB G,
BblAE/IEHHbIX OT MALMEHTOB C aQyTOUMMMYHHbIM TUPOUAUTOM U KOMOPOMAHBIMU Aenpeccueit unu wusodpperHmein. KoHTponem
CNYXXWMU XXMBOTHbIE, NONyYaBLIME NOAUKIOHANbHbIE UMMYHOMN06YAMHbI G 340pOBbIX LOHOPOB. B akcnepumeHTe 661K Npo-
BeAEHbl NOBEAEHYECKME TECTbl, KOTOPbIE BbISIBUIM OCOOEHHOCTU U U3MEHEHUS MOBELEHMS Y ONEePUPOBAHHbIX XUBOTHbIX.
TaK, XWBOTHbIE, NONy4asLllne VIMMyHOF}'IOﬁyﬂVIHbI OT NauneHToB C ayTOMMMYHHbIM TUDOUOUTOM B COYETAHUU C /J,enpeccmeﬁ,
6blNM MeHee aKTMBHbl B OTHOLEHMM pa3BUTUS NOBeAEHUs pucka. TecTol MopconTta Ha 4-M 1 15-i oHKW nocne onepauuu
NpOAEMOHCTPUPOBAN, YTO BHE 3aBMCMMOCTM OT XapaKTepa BBOAMMbIX pacTBOPOB Hab/04aN0Ch U3MEHEHUE BPEMEHHbIX
COOTHOLIEHWI Mexay naTtTepHamMu nosedeHus. MNpy BBEAEHUU MMMYHOTNOGYNIMHOB G 60MbHBIX ayTOMMMYHHbBIM TUPOUAN-
TOM U WK30(dpeHnein B 0TCpoUYeHHOM TecTe lNopconTa Nponcxoann CABUI COOTHOLWEHMUS GOPM ABUraTeNbHOM aKTUBHOCTH
B CTOPOHY NaccMBHOro niaeaHus. MNpu BBeaeHun IgG 340pOBbIX LOHOPOB TAaKOTO M3MEHEHUS HE MPOMCXOAUNIO.

KnioueBbie cnoBa: 3HLl,e¢aI'IOI'IaTVISI XacumorTo; ayTOVIMMyHHbIVI TUpONOUT; genpeccud; LIJVI30¢peHIAﬂ.
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Among the manifestations of Hashimoto’s autoimmune thyroiditis, there are various psychoneurological disorders.
For more than a century, it has been known about psycho-neurological disorders associated with hypothyroidism, but
along with that, there are also mental disorders in patients with thyropathies in euthyroid state. In 1966, Hashimoto’s
encephalopathy was described, the pathogenesis and clear differential diagnostic criteria of which have not yet been
determined. This article describes an experimental study in laboratory mice with intracisternal stereotaxic injection
of 1gG isolated from patients with autoimmune thyroiditis and comorbid depression or schizophrenia. A control group
included animals receiving polyclonal IgG from healthy donors. Then behavioral tests were carried out, which revealed
the characteristics and changes in behavior in the operated animals. Thus, animals that received immunoglobulins
from patients with autoimmune thyroiditis and depression were less active in relation to the development of risk
behavior. Porsolt’s tests on the 4th and 15th days after surgery showed that, regardless of the kind of the injected
solutions, there was a change in the temporal relationships between the behavior patterns. In mice received IgG
from patients with autoimmune thyroiditis and schizophrenia during the delayed Porsolt test, the ratio of the forms
of motor activity shifted towards passive swimming. The mice received IgG from healthy donors did not demonstrate

this change.

Keywords: Hashimoto’s encephalopathy; autoimmune thyroiditis; depression; schizophrenia.

BBEAOEHMUE

AytonmmynHBIH THpoumuT (AUT) — camas ua-
crasg ¢opma TATONOTUH LIMTOBHIHOHN xemne3bl. Cpe-
o1 knuHudeckux nposieieHudt AUT Berpewarorcs
TICUXO-HEBPOJIOTHYECKNE HApYIICHUsS, B CBSI3U C YeM
WX paclo3HaBaHWE W KOPPEKIHs CTAHOBSTCS BCe
Oonee axkTyanbHBIMH. [IyOnmMKamuu O TICUXUYECKHX
paccTpoiicTBaXx MpH arula3uM IIUTOBHUIHON JKele3bl
U MPU MUKCEAEME TOSBISUINCh, HauuHas ¢ 70-Xx ro-
0B XIX B., a B 1937 I. mIOTNIaHICKUKA Bpay-nucaTeib
A.Jlx. KpoHWH 1 Ha OTBITE TUYHOM MPAKTHKH SIPKOE
XyJ0KECTBEHHOE OITMCaHHE IICHX03a MPH MHKCEIeMe
y Bayuuiickoro maxrtepa [2]. B 1949 r. Puuapn Dmiep
OIHcal «MHUKCEIEMaTo3HOe Oe3yMHe», CB3aB €ro C I'u-
oTupo3oM [3]. Ogamm u3 ucxomnoB AUT saBisercs ru-
MOTUPO3, MPOSIBISIOIIMICS CHI)KEHUEM KOHLIEHTPALUIA
tupounHbix ropmoHoB (FT3, FT4) u yBenuueHuem
ypoBHsi TupotporHoro ropmona (TTID). Ilpencrasns-
€TCSl MHTEPECHBIM, YTO B TPAaKTUKE Bpavyel-TICHXHa-
TPOB YacTO BCTPEUAIOTCA CIIydaW ICHXHATPUUECKOTO
paccTtpoiictBa Ha dyTupouaHou cramguu AUT, xorma
eme HeT AeuuuTa COOCTBEHHO THUPOHIHBIX TOPMO-
HOB, KOTOPBIA MOT OBl OOBSCHUTH TICUXOHEBPOJIOTHYE-
cKkue HapyIlreHus. Bo3MoxHO, HE Bce MOAOOHBIE Ha-
pYLIEHHS BBI3BAHBI OJIHUM JIUIIb TUIIOTHPO30M. B HEX
MOTYT OBITh 33JI€HCTBOBaHBI M APYTHE UMMYHODHJO-
KpUHHBIE MEXaHWM3MBI, CBSI3aHHBIE C CHIBOPOTOUYHBIMHU
ouoperymnsaropamu — antutenamu (AT), ropmoHamu,
ayTakouJaMu. Bce 3To Ciy’)KHT OCHOBaHHMEM IS TIa-
TeNbHOTO M3ydeHus: y OonbHbIXx AUT, mpeObIBarommx
B COCTOSIHUM JIETKOTO TUIOTHPO3a W/MJIM 3yTHPO3a,
[ICUXOHEBPOJIOTMYECKUX CHMIITOMOB, YpPOBHEH TH-
pouabx ropmoHoB, AT kx Tupomepokcumaze (TIIO)
u k tupornoOymuny (TI') B kpoBH c 1enbi0 mposicHe-
HUS TaTOTeHEe3a TCHXOHEBPOJIOTHYECKUX HapyIIEeHHUH
npu AUT. B 1960-x romax nopn Yontep Paccemn
Bpeitn ¢ coaBTropamm BHEpBbIE IIEIOCTHO OIHCAIH
BO3MOXKHYIO HOBYIO HO30JIOTHYECKYIO EIMHHITLY, Ha-

3BAaHHYIO UMH <OHIedanonaTus Xacumoroy (9X) [5].
OX (mo cux TOp HE MPHU3HAHHAS CaMOCTOSTEIh-
HOW Ho30mornueckor (opmoit u He durypupyromas
B MKDB) — 3T0 OTHOCHTEIHHO pEeKUN ICHXOHEUPOIH-
JOKPUHHBIA cUHAPOM. CunTaercsi, 4TO OHa MPEICTaB-
nseT coboil ayTOMMMYHHOE BOCHAMTeNIbHOE 3aborie-
BaHHE TOJIOBHOTO MO3Td C BOBMOYKHBIMH BAaCKYJTHTHBIM
U TUMOMKO-3HIIEe()aTUTHBIM KOMIOHEHTaMHu. B mmpo-
BOH nuTeparype DX M3BECTHA TAKXKe 0]l Ha3BaHUEM
«CTepOMJ-peaKkTuBHas 3HUe(aIONaTus, acCOLHHPO-
BaHHAasi C ayTOMMMYHHBIM THUPOHIUTOM» [steroid re-
sponsive encephalopathy associated with autoimmune
thyroiditis (SREAT)]. Ilpu mnomeiTkax Tepamun DX
KOPTHKOCTEPOHIaMHU B OOJIBITMHCTBE CIy4aeB (HO Jia-
JIEKO HE BCeraa) HaONoAaeTcs 3HAYUTENbHBIA TOJIO-
KUTENBHBINA dpdekT [6, 12]. B nmaroduszuonorun X
COCYILIECTBYET Psii TUIOTE3, Camble PacIpOCTPaHEH-
HbIE U3 HUX TPAKTYIOT ee¢ MO0 KaK ayTOMMMYHHBII
1epeOpaTbHBIA BAaCKYJIUT, TUOO KaK pe3yibTaT Iepe-
KPECTHOW ayTOMMMYHHOW pEakIMd aHTUTHPOWIHBIX
aHTuTen (M0 MHEHUIO psijia aBTOPOB — aHTHTHUPOIIC-
POKCHIIA3HBIX) MPOTHUB KJIETOK Mo3ra. Ectb Habmrome-
HUSI O HAaTOICHETHYECKOM WM CBUIETENbCKOH DPONH
AyTOAHTUTE]I K TUPONIOOYIMHY, a TaKKe HECKOJIb-
KHAX BUJOB ayTOAHTHTEN JKCTPATUPOHMTHONH MO3TOBOH
cneun(puIHOCTH (K HEWPOHATBHOH 0-eHOJa3e, K HHBIM
nepeOpanbHbBIM ayTOAaHTHICHAM — ajibJopenykrase-1,
JUMeTWIapruHase-1, ranmmosuzaMm), a Takke O Ia-
TOTCHETHYECKOM BKJIaJle JEMHEITMHU3UPYIOMIETO TPO-
necca. Hapymienust, cxonubie ¢ DX, HaOMHOIAINCH TTPH
AyTOMMMYHHBIX MapaHeOINIaCTUYECKUX HHIE(hannTax.
BosMokHO yuacTtre B marorerese DX o0IIell MO3roBO
runonepdysun, oreKka Mo3ra, IpsSMOro TOKCHYECKOTO
addexra runepcekpennu TTI u Tuponubepuna [7, 13].
OTH JaHHBIE JeNa0T aKTyaJlbHBIMU KIMHUKO-NaTo(u-
3MOJIOTHYECKUE MCCICIOBAaHHS Y OOIBHBIX TICHX03aMH,
coueranHbiMEa ¢ AUT, ocobeHHO, eciii y HUX HET TITy-
OOKOro TUIOTHPO3a, a TaKKe MO3BOJISIOT CTaBUTHh BO-
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IIPOC 0 MOAENUPOBAaHMH DX y KUBOTHBIX C ITOMOIIBIO
MMMYHOTIIOOYTHHOB TakuX OONbHBIX. B maHHOI cra-
Th€ MBI TPUBOIUM DPE3YIBTATHl IKCIIEPHUMEHTATHHOTO
UCCIIeIOBaHMsI Ha Ja0OpaTOPHBIX MBIIAX C HCIOJb-
3oBanueM UMMyHoroOynuHoB G (IgG), momyyeHHBIX
y nanueHToB ¢ AUT 1 KOMOPOUTHBIMH IICUXHYECKUMU
paccTpoiicTBamMHu.

Llenv uccnedosanuss — WM3ydnUTh HA DKCIIEPHMEH-
TaJbHOW MBIIIMHON MOJEIU TOBEACHUYECKUE IPPeK-
Thl BBEJCHHS TMOJUKJIOHAIBHBIX [gG, B3STHIX OT JIHII,
crpamatomnx AUT Xacumoro (pu BBIPaKEHHOM ay-
toummyauTere K TIIO) ¢ KOMOpOMITHBIMU TICUXHYE-
CKUMH HapyUICHUSIMH.

MATEPUANbI U METOAbI
Js mpoBeAeHHS ASKCIEPUMEHTAIBLHOTO HCCIIE0-

BaHUS TMIPEIBAPHUTEIHHO W3 CHIBOPOTOK TMAIMEHTOB

¢ AUT B xoMopOugHOCTH ¢ mmM30(PpeHner u menpec-

cueit (¢ tutpom AT x TIIO Bbime 100 ME/Mi) Obut

BbiielieH obmmid IgG metomom aduHHON XpomaTo-

rpadgun Ha KoJOHKaxX ¢ Oemxom G.
beiio wm3ydeno 4 Tpymmbl caMOK MBIIMEH JTHHAN

Balb/c Bo3pacta 8-10 nen., momyuyennsix u3 HIIII

«ITutomunk naboparopusix KuBOTHEIX» PI'BYH UBX

nM. akang. M.M. Illemsxuna u HO.A. OBuMHHHKOBa

PAH (Ilymmuo, MockoBckas obmacts, Poccus), xo-

TOpPBIE OTHOCHIUCH K CBOOOJHBIM OT CICIH(PUICCKUX

naroreHoB (Specific Pathogen Free — SPF) xuBor-

HBIM. MBIIIHN CONEPkKATUCh B CTAHAAPTHBIX YCIOBHAX

B OecnarorenHoi 3oHe mpu 23+ 1 °C um 12-uaco-

BOM CHHXPOHHU3WPOBAHHOM cBeTOBOM IwKiIe (7-00—

19-00 Beuepa), Ha aueTe W3 CHEIHMAIHLHOTO KOpMa

«DeltaFix» (HoBocubupck, Poccus) co cBOOOIHBIM

JOCTYIIOM K IHUIIE U BOJAE B MHAMBHIYaJIbHBIX KJIET-

kax BuBapus CIIOI'Y, coorBercTBytomero TpeboBa-

HusMm CTraHmapTa HaJuIeKame 1adopaTopHOH Mpak-

THKH:

* 1-a1 rpynna (Depr) — c BBenenuem pactBopa IgG
narenToB ¢ AUT u nenpeccueit (n = 15);

* 2-a rpymma (Schiz) — c BBenenueM pactBopa IgG
narnueHToB ¢ AUT u mmsodpenueii (n = 15);

e 3-g rpynmna (Com) — c BBeIEHHEM pacTBOpa KOM-
MEpYECKUX MOJHMKIOHANBHBIX dYenoBeueckux IgG
3mopoBbIx  joHOpoB (Jackson, ImmunoResearch
Laboratories, West Grove, PA, USA) (rn=15);

* 4-g rpymma (PBS) — c BBexmenuem Harpuii-doc-
(hataoro Oydepa (pocdar-3adbydepernoro ¢uzno-
norudeckoro pactsopa — PBS) (n = 15).

Bce oskcriepuMeHTHI MPOBOIWIM B COOTBETCTBUH

¢ TpaBuiaMH, AeicTByromuMu B EBpocorose (86/609/

EEC), perynupylomuMy Hcciael0BaHus Ha KUBOTHBIX.

[IpoTokon sKcriepuMenTa 0A00peH OMOAITHYECKUM KO-

muteroMm CIIOIY (mporokom Ne 131-03-3 ot 25 map-

ta 2019 1.).

JTanbl NPOBEIeHUs] IKCIEPUMEHTA
1. BHyTpuKeny1ouKkoBasi MHBEKLHS SKCIEPUMEH-

TaIbHBIX PacTBOPOB. VHBEKIUIO MPOBOIWIM C WC-

MOJIb30BaHMEM CTepeoTakcuueckoil ycraHoBku (Mo-

neas 68018, RWD Life Science, CIIIA), Bce 3Tambl

omeparyii TPOXOIWIH IO/l HENPEpPHIBHON TMojavyei
n3o(dropaHa, KOOpAWHATH KPAaHUOTOMHH W 00IacTh

BBeneHus pactsopos: ML — 1, AP — 0,4, DV —

2,2 (puc. 1) [16]. OObeM BBeficHUS COCTAaBUI 2 MKII,

koHueHTpanuss IgG B IKCIEpUMEHTANBHBIX PacTBO-

pax — 8 mr/mi.
2. Boccranosnenue mocine omeparuu (48 ).
3. IIpoBeneHne MOBEACHYCCKUX TECTOB:

* TECT OTKPBITOTrO MOJs (MpeIHA3HAuCH JUIsS H3yde-
HUS JIBUTATEIbHON W UCCIIEIOBATEIHCKON aKTHBHO-
cti) [14]. MbIms moMemaoT B yCTaHOBKY «OTKPBI-
TOE IOJIey», TOCIE Yero BHjcoKamepa (uxcupyer
noBeieHne >KUBOTHOTo. OlieHWBanu 2 mapaMmerpa:
MPONJICHHYIO NUCTAHIIMIO U BPEMs, TIPOBEICHHOE
B IICHTPAIBHOHN 30HE;

* TECT C KPecTOOOpa3HbIM MPHUIOTHATHIM JIAOUPHH-
ToM (TpeIHA3HAueH JUIsi WU3yYeHHUS TPEBOXKHOCTH
U «moBeneHus: puckay) [11]. Mpime momemniarot
B YCTaHOBKY «KpPECTOOOpa3HBIA MPUIIOTHATHIN Jia-
OMpUHT», TIOCIEe Yero BHAcOKaMepa (ukcupyer
MmoBeIcHNE >KUBOTHOTO. OlleHWBaIy 2 TapaMerpa:
BpeMs, TIPOBEJICHHOE B OTKPBITHIX PyKaBax JIaOu-
pPUHTA, U «IOBEJCHHUE PUCKa», KOTOPOE MPOSBIISCT-
Cs TeM, YTO MBIIIb BBIXOJUT B OTKPHITHIE pyKaBa
nabWpUHTA U CBEIIMBAETCSA C KPaeB;

* TECT COIMAIBHOTO B3aMMONEHCTBUS (TpeaHa3HAYCH
JUIE M3y4eHUs] OOIIeCTBEHHOIO TOBEJICHHS >KUBOT-
HbIX) [10]. MpIlIb TOMENIatoT B IByXKaMEpHBIH OOKC
C Tpo3padHbIMH Teperopoakamu Ha 10 MuH, OHa
MOXKET OCCHPEISTCTBEHHO TEPEMEIaThCs Mo 00e-
uM 30HaM Ookca. Criycrst 24 4 B OfiHy 30HY OOKca
MOJI KOJIMAK M3 MPOBOJIOKU TIOMEIIAKT WHTAKTHYIO
MBIIIb, B TIPOTUBOIOJIOMKHYIO 30HY OOKCa — 3KCIIe-
pUMeHTanpHOe KUBOTHOE. OleHWBaIA BpEMsl, MPO-
BEJICHHOE B 30HE C MHTAKTHBIM >KHBOTHBIM;

* TECT OTKPBITOrO MOJsSl C HOBBIM MpeaMeToM (Tipej-
Ha3HAuUeH IS M3YYCHHUS MaMSITH U UCCIIEI0BATCIIb-
CKOW akTHBHOCTH) [9]. MpIIb MOMEMIAOT B yCTa-
HOBKY «OTKpBITOE TIONE», B KOTOPOH HAXOASTCA
2 OJIMHAKOBBIX 1O (JOpMeE, LIBETY U pa3Mepam Ipe/-
Mera, cpokoM Ha 10 MuH. 3aTeM OAMH U3 Tpeln-
METOB MEHSIOT Ha JPyroi, OTIMYHBIA 1O (opme,
LBETY U pazMepam, U CIycTs 45 MUH 3KCIEpUMEH-
TalIlbHOE KUBOTHOE BHOBB TIOMEITIAIOT B YCTAHOBKY.
Buneokamepa (ukcHpyeT MOBEIEHUE >KUBOTHOTO.
[Ipuuem omnenuBanu 4 mapamerpa: NPOHICHHYIO
JUCTAHIIAIO, YUCIO OOHIOXMBAaHWUH HOBOTO OOBEK-
Ta, BpeMs, MPOBEICHHOE OKOJIO HOBOTO OOBEKTa
U BpeMs, MPOBEICHHOE OKOJIO 3HAKOMOTO OO0BEKTa;
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Puc. 1. MpoBeneHue BHYTPUKENYAOUKOBOW MHBLEKLMM IKCMEPUMEHTAJIbHBIX PacTBOPOB: d — KMBOTHOE MOMELLAIOT B UHTANSALUOH-
HYI0 KaMepy, 3an0JIHeHHYI0 napamMu u3odapaHa; b — o6HaXeHue KOXu yepena noa HenmpepbiBHOM nogayen usodniopa-
Ha; ¢ — (UKCauMs XKMBOTHOrO B CTEPEOTAKCUUECKOW YCTAaHOBKE C HenmpepbiBHOW mopadel usodaopaHa U nocneayolen
KPaHUOTOMME MO KOOpAMHATAM CTepeoTaKCMYeCKOro atnaca Mbiwu; d — pUKcauua KaHAU B TPeNaHUPOBAHHOM Mo3re
YXMBOTHOTO C NOC/IeAYIOWMM BBEAEHUEM IKCNEPUMEHTA/IbHbIX PAaCTBOPOB; € — U3BJIEYEHUE U3 CTEPEOTAKCUUECKOM YCTAHOBKM

U PEKOHCTPYKUMUA KOXXHOro NoKpoBa
Fig. 1.

Intraventricular injection of the experimental solutions: a - the animal is placed in the inhalation chamber filled

with isoflurane vapors; b - exposure of the scalp under continuous supply of isoflurane; ¢ - fixation of the animal in
a stereotaxic setup with continuous supply of isoflurane, followed by craniotomy along the coordinates of the mouse
stereotaxic atlas; d - fixation of the cannula in the trepanned animal brain followed by the introduction of experimental
solutions; e - extraction from the stereotaxic device and reconstruction of the skin

* Ttect no Ilopconty Ha 4-i m 15-if neHp mocie
orepanuu (TIpeHa3HAYCH I W3yYeHUs Jerpec-
CHUBHO-TIOAOOHOTO TIOBENCHUS Y JKHBOTHBIX) [4].
Mbllib MOMEIIAIOT B HMWIMHAP C BOJAOW KOMHAT-
HOU Temmeparypbl Ha 10 mMuH, kKamepa (pukcUpyeT
MOBEJIEHUE YKUBOTHOTO, IOCJIE YEro OLEHUBAIOT
TaKue MapaMeTphl, KaK aKTUBHOE IUIaBAHME, Iac-
CHBHOE€ IlIaBaHue, «3amupanue». Tect no ITopcon-
Ty Ha 15-# neHb mocie omnepanuu ObUT MPOBEACH
JUISL OLIEHKH Pa3BUTHUS OTCPOUYCHHBIX H3MEHEHUUN
MOBEACHUS y KUBOTHBIX BBUIY TOrO, YTO AHTHU-
Tejla NPUHIUINAIBHO MOTYT OKa3bIBaTh HE TOJIBKO
KpaTKOCPOYHOE AEWCTBHE, CBA3aHHOE C OJOKaIOoi
W/WIM CTUMYJIIIUEH (QYHKIUH T€X WIM UHBIX MO-
JIEKyJI-MUIICHEH, HO U KyMYJSTUBHOE JEHUCTBUE,
OCHOBAHHOE€ Ha MPOBOKALMHU U MOCIEAYIOIIEM pa3-
BUTHH BocrajeHus [1].

CraTucTuyecKkuil aHAJN3 MOJYYEHHBIX JAHHBIX

KonuuecTBeHHble JaHHBIE MPEACTABICHBI  Kak
cpemHee + cTaHmapTHas omuoOKa cpemnero. CrarucTu-
YECKYIO0 3HAUMMOCTbh OLICHUBAJIM C IIOMOLIbIO HElapa-
MeTpudeckoro U-kputepusi Manna—YutHu. CTaTuCTH-
YecKku 3HaYMMBbIM cuuTanu p < 0,05. Mbl nponenanu
TaKXE CTATUCTUYECKYIO OLIEHKY BCEX NTaHHBIX, KpOCC-
CEKLIMOHHOE HCCJIEJOBAHUE BCEX OIBITHBIX IPYIII XKH-

BOTHBIX, MPOLEAYPY CTaHIAPTH3ALUN CTATUCTUICCKUX
JMaHHBIX Jorapudmuyeckoit oOpaborkoit. [Ipumensmu
nporpammy Rv3.4.3. Jlnsg ommcaHus mapaMeTpoB HC-
MOJNB30BAIM  CPEIHEE M CTaHJAPTHOE OTKJIOHEHHUE
(M + SD), menuany, 1-3-i xaprumu (Me[Q,; 0,]),
MUHHMAJIBHOE ¥ MaKCUMaJbHOE 3HaueHHs (Mmin; max).
O1neHKy AMHAMHMKHA U3MEHEHHUH MPOBOAMIM MPH IOMO-
i kputepust Bukokcona (V-cratuctuka). s xom-
TUIEKCHOTO OIMCAHHS JAWHAMHKH W MEXTPYIIIOBOTO
aHalin3a MPUMEHUTM OeTa-perpeccuio co CMEelIaHHbI-
Mu 3 dexramu (dudbmmoreka GLMMadaptive) [15].
Bri6op Gera-perpeccun 0OyCIIOBIEH T€M, YTO HET
HEOOXOMMOCTH B M3HAYaJIbHO CHIHHOM JIOMYIICHUN
0 HOpPMallbHOM paclpe/eliecHuH OCTaTKoB. bera-pe-
rpeccusi TpeAHA3HAyeHa Jajisl MOJCITUPOBAHUS JaH-
HBIX, pacrpeneneHHbix B uHTepBane (0; 1) [8]. s
TpaHC(hOpPMaLMK HMCXOOHBIX JAHHBIX MCIOIb30BAIN
VHUTH3AIMIO C HYJICBHIM MHUHHMYyMOM. B KadecTBe
(uKCHpPOBaHHBIX 3(P(EKTOB BBHICTYNHIH MPH TOBTOP-
HoM Tecte [lopconra (cM. HMXKE) BpeMs HPOBEIACHUS
TECTa U IPyIIOBasi NIPUHAIICKHOCT. B KauecTBe ciy-
gaitHoro 3(ddexTa Opaay YHUKAILHBIE HOMEpa MBIIIEH.
Pesynbrar TecTHpOBaHHS TPENCTABISUICS B BHIE KO-
¢ uLIreHTa PEerpeccud 1 ero CTaHJapTHOW OIIMOKU
au00 B BHJIE MX Pa3HULBI B CIydae MOMAPHOIO CPaB-
HeHus [b (se)]. XapakTepucTuka Ciry4aiiHOTO dPQex-
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Ta W JONOJHUTEIBHOTO Napamerpa BKJIoyala B ceds
COOTBETCTBYIOIIIEE 3HaueHHe ¢ 95 % OBEpUTENBHBIM
WHTEPBAJIOM. B cilydae MHOXECTBEHHOTO TE€CTHPOBa-
HUS TUIIOTE3 MCIIONB30BaHa TMoONpaBka beHbIMHUHN—
Xox0Oepra Juisi KOPPEKIUU p-3HA4YeHUH. Pesynbrarhbl
CUNTAINCh CTATUCTHYECKU 3HaYMMbIM Tipu p < 0,05.
Bce pacueTsl nmpon3BOAMINCH HA SI3BIKE NMPOTPaMMHU-
poBanus R v3.6.1.

PE3YNbTATbI

MBI He BBISIBWINM CTaTUCTHUYECKH 3HAYMMBIX pas-
JUYWN B TIOBEICHUN MEXKITy MCCIENyeMbIMH TPYIaMu
JKUBOTHBIX B TECTE OTKPBITOTO TOJS (pHUC. 2), TeCTe
COILIMAJIbHOTO B3auMojieiicTBus (puc. 3), TecTe OTKpHI-
TOTO TOJsL ¢ HOBBIM mpeameroMm (puc. 4). B Tecte
C KpecTooOpa3HbIM MPHUIIOMHATHIM JAOUPUHTOM JKH-
BOTHBIC, momy4aBinue [gG ot marmenToB ¢ AUT u ne-
npeccueil, ObUIM MeHee aKTHUBHBI B OTHOIICHWU pas3-
BUTHS TIOBEJICHUS PUCKA, YEM KMBOTHBIE, ITOJTyYaBIINe
noHopckue 1gG 3mopoBeix i (p = 0,04), u yem xu-
BOTHBIE, TIOJTYyYaBIIME PACTBOPH MMMYHOTJIOOYIMHOB
or mammeHtoB ¢ AUT u mm3odpenneit (p =0,0006),
YTO MOXKHO HWHTEpPIPETUPOBATh KakK IOBBHIIIEHHYIO
TPEBOXKHOCTh y TPYIIbl MbIiel, noinydaBmux 1gG
ot mauueHtoB ¢ AUT u penpeccueil, B cpaBHEHUU
C TpyNmnoi MeIlIEH, MOAY4YaBIIUX JOHOPCKHE HUMMY-
HOTJIOOYTMHBI W HMMMYHOTJIOOYJIMHBI OT TAIlMEHTOB
¢ mu3odpenneit [11]. Ilpu 3ToM Tpymnmna >KUBOTHBIX,
nonydaBmmx IgG nmanuentoB ¢ AUT ¢ mmzodpenneit
M0 TIapaMeTpaM TIOBEICHHUS TPU dTOM TECTe CTATHCTH-
YECKM 3HAYMMO HE OTIMYaNach OT TPYIMIT KOHTPOJISL
(puc. 5).

B rtecre Ilopconra Ha 4-it u 15-ii qHU onepanuu
MBI HE BBISBHJIN CTATUCTUYECKH 3HAUYUMBIX Pa3INYHM
MEXIy TpyNIaMH SKCIEPUMEHTAIBHBIX YKHUBOTHBIX
(puc. 6, 7). OgHAKO C TICNBIO WCKIIOYCHUS BIUSHUS
MOCJICOTIePallMOHHON  Je3aJanTallil Ha T[OBEICHHE
JKUBOTHBIX M TIPOCJICKUBAHUS JUHAMHKH, CBSI3aH-
HOW C BO3MOXKHBIM XOJIOM M (a30BOCTHIO TECUCHHS
HelipoBocmanenus, TecT I[lopcoiaTa OBUT TIOBTOPEH
BTl M COTIOCTABJICH B Cpokd 4 u 15 mHeit mocie
oneparuu. ConocTraBieHHs IOKa3areneld MOBEIeHUS
JKUBOTHBIX B 3TOM TecTe OBLIM MPOBEICHBI HE TOJb-
KO B KaX/I0H BpEMEHHOW TOYKEe — MEXIy TpyIa-
MH, HO W TIOTIAPHO B pa3HbIE CPOKH TIOCIIE OTEpaIiy
B KaXJO0W W3 rpymil.

[Ipu cpaBHeHUM MEXAY COOOM TOBEACHUS Kax-
ol oTmenpHO B3sATOM rpynmbel B Tectax Ilopconra
Ha 4-ii u Ha 15-i JeHp mocnie ornepanuu, MOITy4YEHbI
JTAHHBIE O TWHAMUKE MOBENEHUS TPYII, MPUBEICHHBIE
Ha puc. 8.

Jns mpoBepKH THUMOTE3bl O HATWYUHU 3HAUYUMBIX
W3MEHEHW B TIOBEJICHWW MBIIIEH MPU OTCPOYCHHOM
tecte [lopconTta, MO0 CpaBHEHWIO C HadaJIbHBIM Te-

cTOM, OBLT BBIMOJIHEH KOMIUIEKCHBIH OeTa-perpeccu-
OHHBIN aHAJIU3 C YUYETOM TPYNIIOBON MPUHAAJIEKHOCTH
(Tabn. 1). 3a KOHCTaHTY B JaHHOW MOJEIH ObLIa TPH-
Hata rpynna Com Ha 4-if neHp nocne uHbekun. Co-
[JJaCHO MONMyYEeHHON Mozenu Ha 15-U JeHb, B IIEJIOM,
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a Groups of animals
80 7
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€y 401 L
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b Groups of animals

Puc. 2. Tect oTKpbITOro nons: a — NPOMAEHHAsA AMUCTAHLMUSA;
b — Bpems, npoBefeHHOE B LIEHTPanbHOM 30HE. 34ecb
M Ha puc. 3-8 rpynnbl XXMBOTHbIX 0603Ha4eHbI: PBS —
BBeaeHue (ocdar-3abydepeHHoro puspacreopa; Com —
BBeJEeHHe MONUK/IOHaNbHbIX IgG 340pOBLIX AOHOPOB;
Depr — BBepeHue IgG 60/1bHbIX aQyTOUMMYHHBIM TUPO-
nauToM C aenpeccueit; Schiz — seeaeHue 1gG 60nbHbIX
AyTOMMMYHHbIM TUPOUAUTOM C LIM30(DPEHUEN

Open field test: a - distance moved; b - time spent in the
central zone. Here and in Fig. 3-8 groups of animals are
marked: PBS - injection of phosphate-buffered saline;
Com - injection of polyclonal IgG from healthy donors;
Depr - injection of IgG from patients with autoimmune
thyroiditis and depression; Schiz - injection of 1gG from
autoimmune thyroiditis patients with schizophrenia

Fig. 2.
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Puc. 3. TecT coumanbHOro B3auMoaencTemus
Fig. 3. Social interaction test
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npeaMeTa; ¢ — BpeMs, NPOBeAEHHOEe Y 3HaKOMoro npeameta; d — BpeMs, NPOBEAEHHOE Y HOBOroO npeAMeTa

Fig. 4.
object; d - time, spent near novel object
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Puc. 5. Tect c kpectoo6pasHbIM NPUNOAHATLIM TAGBMPUHTOM: d — BpeMsi, NPOBEAEHHOE B OTKPbITbIX pyKaBax NabUpuHTa; b — KonuyecTso
NposB/IEHNI NOBEAEHUS pUcKa (CBELUMBAHUS )KMBOTHOTO C OTKPbITbIX pyKaBoB flabuputTa). * p 2 0,04; ** p < 0,006

Fig. 5.

Elevated plus-maze test: a - time spent in the open arms of the maze; b - the number of manifestations of risk

behavior (hanging by the animal from the open arms of the labyrinth). * p 2 0.04; ** p < 0.006

€CTh CTAaTHCTUYECKH 3HaYMMas JWHAMHUKa B TOBeJe-
Huu rpynn B Tecte Ilopconra. 3HaunmMo omIHYaroTCs
0T KOHCTaHTHI rpymisl Mbimel Depr u PBS (ta6mn. 1).

bbu1 TakKe BBINOJIHEH JOIOJIHUTENbHBIN aHAIU3
JIMHAMUKHU OTAEJbHBIX ToKa3zaTeneil tecta Ilopconra
B rpynmax (tadmn. 2).

Takum 00pa3om, CTaTUCTUYECKH 3HAYMMAasi pasHU-
1a nokasareneit Tecra [lopconra Bo BpeMeHu mpocie-
XKHMBAETCSI B XOJle IKCIIEPUMEHTA, YTO OKUIAEMO, TaK
KaK JKMBOTHBIE CTAJKHBAIOTCSI B OTCPOYEHHOM TeECTe
co 3HaKoMoW UM cutyanuen. CrieayeT OTMETUTh, 4TO
MIpY MONApPHOM CPaBHEHMH I'PYMI OKa3aJoCh, YTO Kak
Ha 4-i1, Tak 1 Ha 15-i1 neHb KUBOTHBIE, oMy4asiue [gG

3I0POBBIX JOHOPOB (Tpymma Com), TUTaBaJid aKTHB-
Hee, yeM Mblmu rpynn Depr u PBS, Ho He akTuBHEl
rpyrnmbl Schiz. OctaneHble TPYyNIBl HE Pa3TUYaINCh
Mexay coboi. Jlammele Tecta Ilopconra ymecTHO
paccMmarpuBaTh Kak KOMITO3UTHOE 3HadeHune. O4eBuj-
HO, YTO CyMMa BPEMEHHU aKTHUBHOTO IUIABAaHUA, Iac-
CHUBHOIO IUIaBaHMSI U 3aMHUpaHUs B Ipenesc paBHA
qnurensHoctd Tecta — 10 muH. Torma y Kakaoit
MBIIIM MOXKHO BBIPA3UTh BpeMsl KaxJAOW aKTUBHO-
CTH, 3Hag 1Be napyrue. CpaBHEHHE MO OTIEIBHOCTH
(puc. 8, Tabm. 1, 2) xapakrepusyeT IHUHAMHUKY He-
MOJIHO, TaK KaK HE YYUTBHIBAET COCTABHOM XapakTep
TecTa. JlONONHUTENbHBIA AaHAINW3 AUHAMUKUA TeCTa
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Puc. 6. Tecr I'Iopcon'ra Ha 4-i AeHb nocne BBeAEHUS JKCNepuMeHTa/lbHbIX PaCcTBOPOB: d — BpeMA aKTUBHOIO NjaBaHUA; b- Bpemsa
NacCMBHOro nsiaBaHus; ¢ — BpeMs 3aMUpPaHUaA

Fig. 6. Porsolt forsed swimming test, day 4: a - time of active swimming; b - time of passive swimming; ¢ - time of freezing
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Puc.7. Tect Mopconta Ha 15-ii AeHb nocne BBeAeHMS 3KCNEPUMEHTA/IbHbIX PAacTBOPOB: d — BPeMsl aKTUBHOTO MJIaBaHus;
b — BpeMsa NacCMBHOrO NNABaHUS; C — BPEMS 3aMUPaHUs

Fig. 7. Porsolt forsed swimming test, day 15: a - time of active swimming; b - time of passive swimming; ¢ - time of freezing
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Puc. 8. BpeMeHHasa aMHaMuKa pesynbtaToB Tecta lMopconta no rpynnam, ¢ 4-ro no 15-ii AeHb nocne MHbEKUUU: a — BPEMS aKTUB-
HOro NnaBaHuA; b — BpeMsa 3aMUpaHus; ¢ — BpeMsl NAacCMBHOrO naaBaHus. BeptukanbHble niMHuu — 95 % poBepuTenbHbIi
MHTepBan

Fig. 8. Time dynamics of the results of the Porsolt test by groups, from the 4th to the 15th day after the injection: a - active
swimming time; b - fading time; ¢ - time of passive swimming. Vertical lines - 95% confidence interval
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Tabnuya 1 / Table 1

PerpeccuoHHbIM aHanu3 oMHaMUKKM NOBeAEeHMS Mblwei B TecTe [lopconta — Moaenb, NPUHMMAKOLWAN 33 KOHCTAHTY
nokasatenu rpynnel Com Ha 4-ii geHb
Regression analysis of the dynamics of mice behavior in the Porsolt test — a model that takes the indicators of the Com
group on the 4th day as a constant

Ilosenenue /
Behavior

IMapameTp monenu /
Model’s parameter

DuKCHPOBAHHBIHN YPPEKT
[b (se)] / Fixed effect
[b (se)]

Crnyuaiinelii a¢dexr
(sd [95 % OAU]) /
Random effect
(sd [95% CI])

[TapameTp pacnpene-
TeHUS
(phi [95 % AWU]) /
Distribution param-
eter (phi [95% CI])

AXTHBHOE IJIaBaHuE /
Active swimming

Koncranra / Constant

0,25 (0,22), p = 0,264

0,00 [0,00; 4,13]

1,43 [1,14; 1,71]

15-it nenn / Day 15

~0,50 (0,20), p = 0,012* -

Depr ~0,66 (0,28), p = 0,019% - -
PBS ~0,73 (0,28), p = 0,010%* - -
Schiz ~0,47 (0,28), p = 0,091 - -

[TaccuBHOE nnaBanue /
Passive swimming

Koncranra / Constant

—1,05 (0,21), p < 0,001%**

0,07 [0,01; —0,49]

1,98 [1,66; 2,29]

15-i1 nens / Day 15

0,94 (0,16), p < 0,001%** _

Depr 0,25 (0,23), p = 0,273 - -
PBS 0,58 (0,23), p = 0,013* - -
Schiz 0,42 (0,23), p = 0,065 - -

3amupanue /
Freezing

Koncranra / Constant

0,06 (0,24), p = 0,801

0,04 [0,00; —0,01]

1,34 [1,04; 1,65]

15-i1 nenn / Day 15

—-0,73 (0,21), p < 0,001%*** -

Depr 0,28 (0,29), p = 0,328 - -
PBS ~0,18 (0,29), p = 0,539 - -
Schiz ~0,06 (0,29), p = 0,832 - -

* p>0,012; #* p <0,010; *** p<0,001.

[InHamuka nokasaTenen tecta lopconta oT 4-ro Kk 15-mMy fHIO no rpynnam
Dynamics of indicators of the Porsolt test from 4th to 15th day by groups

Tabauuya 2 / Table 2

IToBenenue / I'pynma / 4-it nens [M (SD)] / | 15-ii nens [M (SD)] /| Cratuctuka cpasHenus [b (se)] /
Behavior Group Day 4 [M (SD)] Day 15 [M (SD)] Comparison statistic [b (se)]
AKTHBHOE TJ1aBaHue/ Com 210,3 (90,0) 178,5 (97,0) 0,50 (0,20), p = 0,032*
Active swimming Depr 173,0 (87,6) 122,5 (90,5) 0,50 (0,20), p = 0,032*
PBS 156,0 (59,0) 119,7 (64,2) 0,50 (0,20), p =0,032*
Schiz 185,5 (50,2) 130,0 (69.,9) 0,50 (0,20), p =0,032*
IMTaccuBHOE MuaBaHue / Com 238,0 (60,1) 306,4 (64,4) —-0,94 (0,16), p < 0,001***
Passive swimming Depr 256,1 (65,9) 345,3 (89,2) —0,94 (0,16), p < 0,001%**
PBS 285,1 (63,2) 372,8 (61,4) —-0,94 (0,16), p < 0,001%%**
Schiz 251,9 (55,1) 347,7 (85,4) —-0,94 (0,16), p < 0,001***
3amupanue / Com 165,5 (56,2) 115,6 (60,0) 0,73 (0,21), p = 0,001**
Freezing Depr 177,3 (55,1) 133,3 (83,0) 0,73 (0,21), p = 0,001**
PBS 164,1 (52,1) 108,2 (65,3) 0,73 (0,21), p = 0,001**
Schiz 164,7 (52,4) 123,2 (74,3) 0,73 (0,21), p = 0,001**
*p>0,032; ** p>0,001; *** p<0,001.
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Tabnuua 3 / Table 3

OuvHamuka ponen pa3nnyHbIX qJOpM OBUraTeNbHOMW aKTUBHOCTH npu OBYKPATHOM BbINMOJIHEHUU TeCTa I'IopconTa -

B PaHHWI M OTCPOYEHHbIM NEPUOL MOCSE UHbEKL NI

Dynamics of the proportions of various forms of motor activity with two-fold performance of the Porsolt test - in the

early and delayed period after injections

[MoBenenue / Ipynna/ | 4-it nen» (Me [Q; O,]) / | 15-i nenn (Me [Q; O,]) / | Cratuctuka kputepus (V) /
Behavior Group Day 4 (Me [Q; O.]) Day 15 (Me [O}; O,]) Criterion statistics (V)

log10 (akTHBHOE/TTACCUBHOE) PBS —-0,36 [-0,44; —0,15] -0,52 [-0,74; —0,41] 49,0, p = 0,055

magasue / C 0,03 [-0,40; 0,13 0,27 [-0.47; ~0,12 39,0, p= 0,275

log10 (active / passive swim- om 03 [-040; 0.13] ~0.27[-0.47; 0,12 P =Y

ming) Depr ~0,19 [-0,30; —0,13] ~0,58 [-0,82; —0,19] 45,0, p=0,112
Schiz -0,10 [-0,28; —0,05] -0,44 [-0,70; —0,21] 49,0, p = 0,055

logl0 (3amupanue/maccus- PBS —-0,31 [-0,40; —0,07] -0,56 [-0,83; —0,32] 48,0, p = 0,064

HOE) TJIaBaHue / —

logl0 (freezing / passive Com -0,13 [-0,29; —0,05] —-0,46 [-0,70; —0,27] 55,0, p=0,008*

swimming) Depr -0,17 [-0,28; —0,02] ~0,48 [-0,60; —0,26] 46,0, p = 0,064
Schiz -0,20 [-0,33; —0,05] —-0,54 [-0,62; —0,22] 47,0, p = 0,064

* p>0,008.

ITopconTa OB MPOBEACH C y4eTOM NaHHOTO (hakra.
Jlnst yaera OTHOIIEHMIA A0Jed BPEMEHH MpOBeJeHa JIo-
rapupmuyeckas Tpancopmanus, rae B 3HaAMEHATe-
Je — 705 BpEeMEHH, NMOTPAuYeHHOT0 Ha MacCHBHOE
JIBUKCHUE, a B YUCIIUTENIe — JOJIsI BpDEMEHU aKTHBHO-
TO TUTABAaHUS WA JIOJSl BPEMEHHU 3aMUpaHusl. 3HAaUeHUS
B OTPHUIIATEIILHON OO0JIACTH YKa3bIBAIOT HA OOJBIIYIO
JIOJII0 TIACCUBHOTO IUIABaHUS, B TOJIOKUTEIBHBIX —
Ha MEHbIIYyI0. [umoreTnyeckoe HyJIEBOE 3HAYCHHE
YKa3bIBaeT Ha PaBEHCTBO BPEMEHHBIX COOTHOIICHUU.
Ecim Ob1 MBIIIE BO BpeMs TeCTa WMeNa TOJHOE Bpe-
Msl aKTHBHOTO, TTACCHBHOTO IUIABaHHS M CTOJNBKO Ke
3aMHpaHUiA, TO OYEBUJIHO, YTO OTHOLICHUS ObUTH ObI
paBHBI HYJIO BO Bcex ciydasx. B Tabn. 3 nan ananus
JTUHAMHKH JI0JeH pa3nIHbIX POPM IBUTATEIHFHON aK-
TUBHOCTH TIPH JBYKpPaTHOM BEITIONHEHWHU Tecta Ilop-
COJITAa — B PAHHUN W OTCPOYEHHBIM IEPUOJ IOCIE
uHbeKIMA (Tadi. 3).

Takum 00pa3om, PU TOBTOPHOM BHITIOJTHEHUH Te-
cta B rpymme Schiz, mo Bcelt BUAMMOCTH, OaaHc Me-
HSIETCS B CTOPOHY TMaccuBHOTO TutaBanus (p = 0,055).
OTo0 coracyercst ¢ MOTPaHUYHO 3HAYMMBIMU H3MEHe-
HUSIMA OTHOLICHUS 3aMUpPaHUsl U MAacCUBHOTO IljIaBa-
HUS B DTOH TpyIIe MBIIIEH B CTOPOHY YBEIWYCHHS
nmonu mocnearero (p < 0,064), 9To MokeT OBITH CBs3a-
HO C OTCPOYEHHBIMU TATOJOTHYECKUMH W3MEHEHHUSIMU
B MO3I€ >KMBOTHBIX, CIPOBOLIMPOBAHHBIX BBEICHHEM
9KCIIEPUMEHTANIBHBIX pacTBOpoB ¢ IgG mamueHToB
¢ AUT u mm3odpenueir. XapakTepHO, YTO Y MBbI-
mei, momy4yaBmux IgG 3M0pOBBIX JOHOPOB, CIABUT
COOTHOIICHUSI (JOPM JIBUTATEIHHON aKTHBHOCTH UMEI
oOpaTHOe HampaBlieHHE, Kak eclid Obl HapyLICHUs,
CBsi3aHHBIE C BBeneHHeM Ig(G, He mporpeccupoBay,
a, HaPOTHUB, — Pa3pemIaiCh CO BPEMEHEM.

BbIBOA bl

1. ’)KuBotHbie, momyuaBmue IgG oT manueHToB
¢ AUT wu pemnpeccuei, ObITM MEHEE AKTUBHBI B OT-
HOILIEHUH Pa3BUTHUS MOBEJCHUS pUCKA, UEM KUBOTHBIE,
nosyuyaBmne goHopckue IgG 3A0poBBIX JHMIl B Tec-
T€ C TPHUIOTHATBIM KPECTOOOPA3HBIM JTAOHPHUHTOM.
[Tomyuena Momenb AETPECCUBHBIX MPOSBICHUHN SHIlE-
¢danonatnn XacuMMOTO MyTEM MAaCCUBHOM MMMYHH3a-
UM UMMYHODIIOOYTMHAMHU OOJNBHBIX. JTO CBHUIETENb-
CTBYeT 00 y4aCTHH ayTOAHTHUTEI B IMaTOT€HE3€ TaHHBIX
nposiBieHu# 9X.

2. B nuaamuke mocine oneparwu ot 4-ro 10 15-ro mHs
MOBeJIeHNe >KMBOTHBIX B TecTe [lopconTta MeHsIIOCH.
Bae 3aBucumocTH OT XapakTepa BBOJUMOIO pearcH-
Ta, HAONIOIAIOCh M3MEHEHHE BPEMEHHBIX COOTHOIIIE-
HUW MEXIy NaTTepHaMH IOBEIEHHUS, YTO MPOSIBUIOCH
B YBEJIMYEHUH JONM BPEMEHHM ITaCCMBHOIO IUIaBa-
HUS 32 CYET JPYIMX TIOBEACHYECKUX MPOSBICHUH.
[Tpu stom B rpymnmne, nomyuasiueii [gG Oonpabix AUT
¢ mm30(ppeHONOA00HON CHMITTOMATHKOW, MMEIH Me-
CTO TOTPAaHWYHO 3HAYMMbBIE HM3MEHEHHUS OTHOIICHHS
3aMHpaHMs M MAcCHBHOTO IJIaBaHWsI B CTOPOHY YBe-
JIMYEHUs JIOJM MOCJEIHEro, a B TPYyIe, NOoTydaBiei
IgG 3mOpoBBIX TOHOPOB, — HAOOOPOT, B CTOPOHY
Ooyee aKTHBHOTO TIJIABAHMS.

3. OcraipHbBIE IIOBEACHYECKHUE TECTHI HE BBISBU-
JM KaKUX-JIH0O CTAaTUCTHYECKH 3HAYMMBIX pa3Induid
MEXKIYy TpYIINaMU SKCIEPUMEHTAIbHBIX >KUBOTHBIX.
Bo03MOXHO, 3TO 03HA4YaeT 3aMHTEPECOBAHHOCTh HE ay-
toantuten kK TIIO, BpicOokoe comepaHHe KOTOPBIX
CIIy’)KHJIO OCHOBaHHMEM Jisi 0TOOpa CBHIBOPOTOK OOJIb-
Heix AWT, a kakux-To MUHOpHBIX (pakuuii Ig nHON
CHEIM(PUIHOCTH, HE TPEJCTABICHHBIX B JOCTATOYHOM
Mepe B HCIoib30BaHHOM myne IgG, amprepHaTHBHOE
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OOBSICHEHUE COCTOMT B MAaTOTCHETHYECKOH 3HAYUMO-
CTH MOJUTOPMOHAJIBHBIX, @ HE IMMYHHBIX HapyIIeHUH
TUTST MHIYKIIAA DTHX TIPOSBICHUA DX.

Pabora BBIMONHEHA B pamMKax peajn3aliy mocTa-
HoBieHusa IIpaButenscrBa Poccuiickoit ®denepannu
Ne 220 n porosopa Ne 14.W03.31.0009 o Bbimene-
Huu rpanTa [IpaButensctBa PO mist rocynapcTBeHHOM
HNOJAEPKKH Hay4yHBIX HCCIENOBaHUM, NPOBOAUMBIX
MOJlT PYKOBOJCTBOM BEAYIIMX YYEHBIX, M COACPKHUT
pe3yibTaThl Hay4yHBIX HCCIENOBaHMN JabopaTopun
Mo3auku ayrouMmmynurera CIIOI'Y, momydennsle npu
HCIOJIb30BAaHUN PecypcHOro 1eHrpa MoOEKyISPHBIX
M KJIETOYHBIX TEXHOJOTui HayuHoro mapka CIIOI'Y.
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YPOBHU UN-4, NN1-8 N ®HO-a Y MYXYUH CPEOAHEFO BO3PACTA .
CO CTEHTUPOBAHHbIMW KOPOHAPHbIMWU APTEPUAMU NOCNE NOBTOPHOM
PEBACKYNAPU3IALUUN MUOKAPLA

© B.C. Bacunenko?, E.A. KypHukoBa?, B.A. Toctumckuin, C.B. Lenpepos?, A.E. banHoB?,
O.H. BapnamoBatl, E.A. leMeHTbeBa !

! (epepanbHoe rocyfapcTBeHHoe OtomKeTHOe 06pa3oBaTeNbHOE yUpPexXeHUe BbiCLero 06pa3oBaHus
«CaHkT-lMeTepbyprckuit roCyaapCTBEHHbIA NeANATPUYECKUIA MEAULIMHCKMUIA YHUBEPCUTET»

MunucTepcTBa 3npaBooxpaHenus Poccuiickorn Mepepaumm, CankT-Metepbypr, Poccus;

2 CaHkT-IMeTepbyprckoe rocyfapcTBEHHOE BHOMKETHOE YUpeXAeHUEe 34PaBOOXPAHEHMS

«[opopckas 6onbHMua N2 26», CankT-TeTepbypr, Poccus

Ana yumuposaHus: BacuneHko B.C., KypHukoBsa E.A., Toctumckuit B.A., LeHaepos C.B., BanHos A.E., Bapnamosa O.H., lemeHTbeBa E.A.
YposHu UN-4, UN-8 n ®HO-a y MyKUMH CpeaHero Bo3pacTta co CTEHTUPOBAHHbIMI KOPOHAPHbIMU apTEPUSMM NOCe NMOBTOPHOW pe-
BacKynapusauum muokapaa // Neamatp. — 2021. — T. 12. — Ne 3. — C. 43-50. https://doi.org/10.17816/PED12343-50

Mocrynuna: 15.04.2021 Opobpena: 14.05.2021 MpuusTa k nevaru: 23.06.2021

BeepeHune. B HacTosllee BpemMs yCTAHOB/IEHO, YTO BOCMANMTENbHbIE LMTOKMHbI Y4acTBYT BO BCEX CTafAMAX pa3BUTUS
uwemmnyeckon bonesHun ceppua. HayyHo LOKa3aHo, YTO TAXKECTb MWEeMMUYeCcKon BoNie3HU cepaLa HanpsMyo KoppenupyeT
C MOBbILEHNEM YPOBHS NMPOBOCMANUTENbHbIX LMTOKMHOB, NPW 3TOM [AaHHble O POAW NPOBOCNANUTENBHOTO MHTEPAENKUHA
MN-8 n npotuBoBOCNANMUTENBHOrO MHTEpNenknHa MJ1-4 npoTnuBopeymnBssl.

Lenb uccnepoBaHns — OLEHWTb YPOBHM NPOBOCNANUTENbHbIX UMTOKMHOB (MJ1-8, ®HO-0a) M npoTMBOBOCNANMUTENBHOIO
uHTepnerikmHa (UJ1-4) y nauneHToB, CTpajaoWwmnx pasnnyHbiMu hopmMamMm nweMmyeckoi 6onesHu cepaua, KoTopbiM 6bino
BbIMOJIHEHO MOBTOPHOE CTEHTUMPOBAaHME KOPOHAPHbIX apTepui.

Matepuanbl M MeTopbl. MeTofoM TBepAO()A3HOTO MMMYHOMEPMEHTHOTO aHanu3a onpeneneHbl YPOBHU LUTOKMHOB
y 28 nauueHTOB, paHee nmepeHeclnxX MHGAPKT MUOKApAA CO CTEHTUPOBAHUEM WMH(APKT-CBA3AHHOW apTepuu, NOBTOPHO
rOCMUTaNM3MPOBAHHBIMKU B CBSA3M C Pa3BUTUEM OCTPOr0 KOPOHAPHOFO CMHAPOMA, KOTOPbIM OblfI0 BbINOMHEHO MOBTOPHOE
CTEHTUPOBAHWE KOPOHAPHbIX apTepuit. OnpeaeneHbl ypOBHU LMTOKMHOB Y 24 NaLUMEHTOB C XPOHUYECKOK 6ose3Hbto cepaua,
paHee nepeHecwunx MHbAPKT MUOKAPAA CO CTEHTUPOBAHMEM UHDAPKT-CBA3AaHHOM apTepun, KOTOpble MOCTYNUAN B KIMHUKY
[N191 3TANHOrO CTEHTUPOBAHWUS KOPOHAPHBIX apTepuil.

Pesynbratbl. YpoBeHb MJ/1-4 y 60MbHbIX XPOHUMYECKMM KOPOHApHbIM CMHAPOMOM HAaxoAwCs B npepenax pedepeHCHbIX
3HaYeHWid, B TO BpeMs KaK y BO/IbHbIX OCTPbIM KOPOHApHbIM CMHAPOMOM OTMEeYanocb ero nosbiweHne — 3,70 £0,24
n 359,80 £ 66,94 nr/mn cootBeTcTBEHHO, Npu p € 0,001. YposeHb WUJ1-8 y 60NbHbIX XPOHUYECKUM KOPOHAPHbIM CUHAPO-
MOM TaK e HaxoAuics B npefenax pepepeHCHbIX 3HAaYeHWi, TOoraa Kak B rpynne C oCTPbIM KOPOHAPHbIM CMHAPOMOM
0TMeuanocb ero nosbiweHne — 7,34 +1,29 n 69,75 £ 18,25 nr/mn cootBeTcTBEHHO, npu p < 0,001.

3akntoueHue. [MosbilweHne ypoBHs UJ1-4 nmeeT KOMNEHCATOPHbIM XapaKTep M Hapsiay C HEe3HAYMTeNIbHbIM MOBbILLIEHUEM
®OHO-a MOXeT pacCMaTpMBATLCS KakK MONOXMUTENbHbIN dakTop, CTAabuUNM3npyoLWmii TeyeHne 3aboneBaHus.

KntoueBbie cnoBa: oCTpbIi KOPOHAPHBIN CUHAPOM; XPOHUYECKUI KOPOHAPHBIA CMHAPOM; MHPAPKT MMOKapAa; CTEHTMPOBA-
HME KOPOHAPHbIX apTepuit; LMTOKUHBI; MHTEPNENKUH-4; UHTepNenKUH-8; dakTop Hekpo3a onyxonun anbda; UHDPAPKT MUO-
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Background. It has now been established that inflammatory cytokines are involved in all the stages of the develop-
ment of coronary heart disease. It has been scientifically proved that the severity of coronary heart disease directly
correlates with the increase in the level of proinflammatory cytokines, while data on the role of proinflammatory
interleukin IL-8 and anti-inflammatory interleukin IL-4 are contradictory.

The aim of the study was to evaluate the levels of proinflammatory cytokines (IL-8, TNF-a) and anti-inflammatory
interleukin (IL-4) in patients with various forms of coronary heart disease who underwent re-stenting of the coronary
arteries.

Materials and methods. By the method of enzyme-linked immunosorbent assay, the levels of cytokines were deter-
mined in 28 patients who had previously undergone myocardial infarction with stenting of an infarct-related artery,
re-admitted due to the development of acute coronary syndrome, who underwent repeated stenting of coronary
arteries. The same method was performed on 24 patients who also had previously undergone myocardial infarc-
tion with stenting of the infarction-associated artery, who were admitted to the clinic for staged stenting of the
coronary arteries.

Results. In patients with chronic coronary syndrome the levels of IL.-4 a do not exceed the reference values, in pa-
tients with acute coronary syndrome the levels of IL-4 there was an increase 3,70 £ 0,24 and 359,80 * 66,94 pg/ml,
p £0,001. In patients with chronic coronary syndrome the levels of IL-8 a do not exceed the reference values, in
patients with acute coronary syndrome the levels of IL-8 there was an increase 7,34 = 1,29 and 69,75 £ 18,25 pg/ml,
p<0,001.

Conclusions. The increase in the level of IL.-4 has a compensatory character and, along with a slight increase in
TNF-q, can be considered as a positive factor stabilizing the course of the disease.

Keywords: acute coronary syndrome; chronic coronary syndrome; myocardial infarction; stenting of coronary arteries;

cytokines; interleukin-4; interleukin-8; tumor necrosis factor alpha; myocardial infarction.

AKTYAJIbHOCTb

HecMotpst Ha mocTosHHOE BHEApPEHUE B KIMHHUYE-
CKYyI0 MIPAKTHKY Pa3IMYHBIX METOJOB JIEUEHUS WU JUa-
THOCTUKN wuinmeMudeckoil Oonesnu cepama (MBC)
(TakmX Kak KOMIBIOTEpHO-TOMOTrpaduyeckas Kopo-
Haporpadusi, METOABI BHYTPHCOCYAMCTON BU3yalIH3a-
LUH), B DKOHOMHYECKH Pa3BUTHIX CTpaHax OOJIe3HU
CepJIEYHO-COCYTUCTON CHUCTEMBI TPOIOIDKAIOT 3aHU-
MaTh BeIyIlee MECTO B CMEPTHOCTH ¥ WHBAIWIN3AIIH
HaceneHus [2, 13].

B mpombIluIeHHO pa3BUTHIX CTpaHaX CpPeau JIHofei
crapme 35 ner Ha pomo MBC mpuxoaurcs mpakTu-
YeckH TpeTh Bcex cMmepteit [11]. B cTpykrype cmept-
HoctH B Poccuiickoit denepannu oT O0e3HEH CUCTe-
Mbl kpoBooOpamenust (bCK), mo manneim Poccrara,
Ha jonro MBC B 2018 r. mpunmiock 0oJiee MOJIOBUHBI
Bcex cmydaeB (52,6 %) [21]. Hecmorpss Ha mupo-
KO€ BHEJPEHHE BO BCEX KPYITHBIX KIMHHUKAX CTPaHBI
METOJIOB MHBa3MBHOIo JieueHus: mnamueHtoB ¢ MBC,
B 2018 . mudapkr wmuokapaa (MUM) kak mnpuum-
Ha cMepTH 3adukcupoBaH y 54427 wyenosek (6,5 %
B cTpykrype cMmeptHOCcTH npu BCK), 4T0 3HAUNTENHEHO
MIPEBBIIIAET aHAJOTHYHBIE TOKazatenu crtpan Cesep-
Hol Amepuku u Epormsr [2, 3].

@axtopsl pucka MBC BKkIO4aloT BBICOKHH ypo-
BEeHb JIMIONPOTEMHOB HU3Koi motHoct (JIITHI),
naleT, OKMpeHHe, 3I0KaueCTBEHHYIO apTepHalbHYIO
THIEPTEH3MI0, CEMEWHBI aHaMHe3, 3a00JeBaHHE I10-
YeK, ayTOMMMYHHBIE paccTpoiicTBa, TabaKOKypeHHE,
370yNOTpeOieHne KOKanHOM WM aMmdeTaMHHOM,
xponunyeckne BUY u anemuto [8]. OCHOBHBIMH 3THO-
nmornueckuMu Qpaktopamu pa3sutus MBC sBisroTcs:

aTepoCKIIepPO3, XPOHUYECKOE BOCTIAIUTEIbHOE TTOpake-
HUE C UHPUIBTPAIUEH MOHOHYKJICAPHBIX JICHKOIIMTOB,
nponudepanuerl TIaIKOMBIIIEYHBIX KJIETOK COCY/IOB
1 HaKOIJICHHEM BHEKJIETOYHOTro Marpukca [10, 20].
OcTpas KOpoHapHasi maTolorusi BKiIodaeT: WM
(octpsiii kopoHapHbiii cunipom — OKC) c/6e3 mojs-
ema cermeHta ST, HeCTaOWIIBHYIO CTEHOKApIHIO, KOTO-
phI€ Pa3IMYarOTCs 10 CTETIEHU MOpayKeHUsI MUOoKap/a [3].
K ximHHYecKHM BapuaHTaM XpOHUYECKOU KOpOHap-
HOM MaTOJOTMH OTHOCST MAallMEHTOB CO CTEHOKapAneH,
C HE/IaBHO BO3HMKIIIEH Cep/IeuHON HE0CTaTOYHOCTBIO,
0EeCCHMITTOMHBIX TIAIIMEHTOB WJIM MAlMEHTOB C HEJaB-
HO BBINIOJIHEHHOM peBacKyJsipu3alueid Muokap/a.
Haubonee wacras mpuymHa pa3BUTHS OCTPOH KO-
POHApHOM MaToJOrMU — 3TO MOBPEKAEHUE MOKPHIII-
KU aTepOCKIEPOTUUECKON OJISIIKH, KOTOPOE CITYXKHT
MyCKOBBIM MEXaHW3MOM B DPa3BUTHH aTepoTpoMO03a.
IIpu 5TOM CTemeHb CTEHO3MPOBAHMS KOPOHAPHBIX ap-
Tepuil HE BCErAa JOCTUTAET KPUTUYECKOTO 3HAUCHMS.
pyrasi npuyrHa — TEPBUYHBIA TPOMOO3 KOPOHAPHBIX
apTepuii, BO3HUKAIONINK Ha ()OHE HAPYIICHHI CBEPTHI-
BaIOIIEH CHCTEMBI KPOBH, JIMOO Ha (OHE HapyIICHHUH
puT™Ma cepana, A KOTOPhIX HE XapaKTepHO CTEHO-
3UpOBaHNE BEHEYHbIX aprepuil. OnHOW W3 MpPUYHH,
HEe BcerJa TpeOyIOIMX IPOBEACHHUS CTEHTUPOBAHUS
KOPOHAPHBIX apTepHid, TaKXKe SBISETCS CIIOHTaHHAs
JIICCEKITNST KOPOHAPHBIX apTepHid, KOTOpas MPUBOAWUT
K pazButuio MM, vare Bcero HadmromaeMast y KeHIIHH
MOJIOJIOTO ¥ cpeHero Bo3pacta [1]. 1 naubonee peakoit
MPUYUHON CUUTAETCS Ba30CMa3M KOPOHAPHOM aprepuu
(BapmanT cTeHokapmun IlpuHIIMeTana), BRI3BaHHBINA H-
JIOTEMATBFHON HMJIM COCYIUCTON auchyHKIer [9].
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ITo pazauunbiM ganHbeiM okojo 40-60 % manuen-
TOB ¢ WH(pAPKTOM MHOKapAa C TMOABEMOM CErMeHTa
ST (MMnST) uMeroT MHOTOCOCYIUCTYIO KOPOHAPHYIO
6onesnp (MVCAD) [18, 19]. MHorococynucTast uiie-
MUuecKkas OoJie3Hb cepAla OIpeelseTcs MpHU Halu-
YUU TEMOJAMHAMHYCCKH 3HAYMMBIX CTEHO30B (>70 %)
JIBYX WM OoJiee KPYIMHBIX KOPOHAPHBIX apTepuil (nua-
MeTpoM >2,5 MMm) [5]. Crparerus peBacKylspH3aIiu
MHOKap/a, Takas Kak OJJHOMOMEHTHOE CTEHTHUPOBaHHE
BCEX FeMOIMHAMUYECKH 3HAYMMBIX CTEHO30B KOpOHAp-
HBIX apTEePH WX TOJIBKO WH(PAPKT-CBI3aHHON apTepun
C TIOCIIEYIONIMM CTEHTHPOBAHUEM T'€MOIWHAMHYECKH
3HAYMMBIX CTEHO30B B paMKaxX OIHON TOCIHTaIN3a-
IUU J100 BBHINOJIHEHNE 3TalHOW peBacKyJsIpU3alliy,
y JaHHOW TPYMIbI MAllMEHTOB OKOHYATEIbHO HE OIpe-
JleJleHa M OCTaeTcsl MPEeAMETOM JucKyccuil [4, 6].
B omHOM M3 mOCNETHWUX HCCIENOBaHWN (MeTaaHAH3,
BrUTrOUaromuit 7423 mamuenta u3 10 pangoMu3upo-
BaHHBIX HCCIIEJIOBAaHHM) MOATBEPKACHO JOCTOBEPHOE
camwkenue yactotel MACE (Major adverse cardio-
vascular events) (cmepts/UM/mHCYNBT) y manmeH-
TOB, TIEPEHECIINX TONHYIO peBacKysipu3anuio (CR)
M0 CPAaBHEHHIO C pEeBacKyJsipu3allueil apTepuu, CBs-
3aHHOU ¢ MH(APKTOM. 3HAYUTEIBHOE CHIKEHUE OBLIO
00yCJIOBJIEHO B OCHOBHOM HH3KOH YacTOTOW MOBTOP-
HOH peBackymsapuzanuu B Tpynme CR u Obuto 6o-
nee BhIpakeHHBIM, Korga CR mpoBommim BO Bpems
UMnST, a ne mosranHo [17].

B pa3nuuHBIX MONEKYISPHBIX/KIETOYHBIX ITyTAX
passutust MBC, Brmrouas STAT (akrtuBarop TpaHc-
kpurmnn), MAPK (MuTOoTeH-akTHBHpOBaHHAS TPOTE-
nHKrMHa3a) © SMAD (cemeicTBO TpaHCKPHUIIIMOHHBIX
($axTopoB), y4YacTBYIOT BOCHAIHUTENIBHBIC IHUTOKHHBI
u (akroper pocra [7, 15]. Knuandeckue wuccienosa-
HUS TIOKa3aJId, YTO CYHIECTBYET MpsiMasi KOPPEISIus
TIOBBIIIIEHNS YPOBHS MPOBOCIIAIUTEIHHBIX ITUTOKWHOB
(uaTepdepon-y, ®HO-a, NJI-2, NJI-6, NJI-9 u NJI-17)
C TSKECTHIO MOPAKEHUSI BEHEUHBIX apTepuil, ornpene-
JSIEMOU TIPY KOpOHapHOW aHTHOTpaduu. B Hacrosiee
BpeMs y maruenToB ¢ UBC nccnenoBanus o ypoBHIO
NJI-4 moka3bIBaloT MPOTUBOPEUUBBIE pe3yabTaThl [14].
JoBonpHO HeogHO3HayHA Takxke poib MJI-8 kak uH-
nukaropa pucka MBC. OcnoBHble cBoiictBa MNJI-§,
MPOBOCTIAINTENIEHBIE W TMPOTHBOUIIEMUYECKHE, Ha-
OmomaeMble B OKCIEPUMEHTANBHBIX HCCIIEIOBAHUIX,
MOTYT YaCTHYHO OOBSCHSTH TUCKOPAAHTHYIO CBSI3b
WJI-8 ¢ puckoM cepAeyHO-COCYAMCTHIX 3a00TIeBaHUI,
CBA3aHHBIX ¢ arepockieposoM [16]. Ilo cBoelt cTpyk-
Type WJI-8 mpeacrammsier coboi XxeMoaTTpakTaHT s
JICUKOLIMTOB, KOTOPBI TakKe OOHapy>KUBAETCSl B aTe-
POCKIIEpOTHYECKON OJISIIIKE U MOXKET 3a CUET yBEJH-
YEHMsI JKCTPaBa3alluM JIEWKOLIUTOB M aJr€3MBHOCTH
SH/IOTEITUAIBHBIX KIETOK CIIOCOOCTBOBATh Pa3BUTHIO
ee HectabmwipHOCTH [12]. B TO e Bpems B uIemu-

3upoBaHHbIX TKaHsaX WMJI-8 yckopser HeoBacKylspu-
3amrio0 W cocoOCTBYeT aHrHorenesy. 1o HeKOTOphIM
JIAaHHBIM BbICOKME ypoBHU NJI-8 He MoryTt cumrarbcs
MapKepoOM pPHUCKa CEpACYHO-COCYAMCTHIX 3a00NieBaHUN
B OynyiieM, Mpy 3TOM OHH CBSI3aHBI C MOBBILICHHBIM
PUCKOM CMEpTH HE3aBUCUMO OT OCHOBHOW TIPUYH-
HEI [16].

Takum o00pa3oM, BOCHAJHUTENbHBIE OMOMAapKEPHI,
B YAaCTHOCTH IPO- U MPOTHUBOBOCHAJIHUTENbHBIC IIHTO-
KHHBI, UTPAIOT BAXXHYIO POIIb B WHUIMAIIMUA W Pa3BU-
i UBC. MX n3ydeHrne MOKeT TTIOMOYb ITy0)Ke MOHSITh
MEXaHHM3M TOPaKEHUs] COCYAOB M TPEIIOKUTh HAaOO-
nee 00bEKTUBHBIE MapKePhl AJIsl POTHO3a PE3yIbTaTOB
neyenus: nmanuentos ¢ UBC.

Lenv uccnedosanuss — OIEHKA YPOBHEW IPOBOC-
manuTeNnbHBIX UTOKHHOB (MJI-8, ®HO-0) u mpoTu-
BoBOCHanuTenbHoro unrepnevikuna (MJI-4) y panee
CTEHTHPOBAHHBIX MAIMEHTOB, CTPAJAIONIUX pPa3JIHy-
HbIMH (pOpMaMu MIIEMHUYECKOH OOJIe3HH ceplia, Ko-
TOPBIM OBLIO BBHITIOJIHEHO CTEHTUPOBAHUE KOPOHAPHBIX
aprepuil.

MATEPWANbl U METOLbI

HccnenoBanue  BBIMOJIHEHO B COOTBETCTBHUHU
CO CTaHAapTaMU HaJuieKallell KIMHUYECKOW MpaKTHu-
ku (Good Clinical Practice), mpuaiinnamu XembCHHK-
CKOM jaexnapanuu BceMupHON MEAUITMHCKON accolu-
anuu «OTUYECKHE IMPHHIMIIBI MPOBEACHUS HAy4YHBIX
MEIMLMHCKUAX HCCIIE0BaHUM C y4yacTHEM YEIOBEKa
¢ nompaskamu 2000 1. IIpoTokon wmccnemoBaHus OBLT
omoOpeH DTHUYECKUM KOMHUTETOM IIEHTpa, B KOTOPOM
MIPOBOIMIIOCH HccieioBanne. [0 BKIIIOYeHHs B HCce-
JIOBaHHE Yy BCEX MAIMEHTOB OBIJIO MOTYYCHO THChMEH-
HOe MH()OPMHUPOBAHHOE COIJIacue.

B wuccnenoBanme OBUTH BKITFOYEHBI MYXYUHBI —
52 manmeHTa, B Bo3pacte 45-59 et B rpymme ¢ Xpo-
HUYEeCKUM KopoHapHbIM cuHzapomoM (XKC) u B BO3-
pacte 4660 net B rpymme ¢ OKC.

Kpurepuu nckmnrouenus: caxapupiii quadet [ u 11 tuma,
XpOHHYECKas 00JIe3Hb MOYEK, TPEOYIOIIast TPOBEACHIS
3aMECTUTEJIbHON TMOYeUHOM Tepanuu, TEeKyIIHue BOC-
najuTe’abHbIe 3a00J€BaHMsI, KOTOPHIE MOIJIU IOBIIHU-
STh HA JIONOJIHMUTEJIbHBIE W3MEHEHHs] IUTOKHHOBOIO
cTaryca, Ba30CIACTUYECKHH W HEKOPOHAPOTCHHBIN
xapakrep 1BC.

Bce oOcienoBaHHble TAMEHTHI OBUTH pa3esieHbI
Ha 2 Tpymnmbl:

-5 rpynma — 28 (53,9 %) My>K4uH, MOCTYHaBIINX
B KIMHUKY ¢ tuardo3oM OKC, koTopslid BHOCIEACTBUI
pa3BuiICS B HECTAOWJIBHYIO CTEHOKAPAWIO, WUMEIOMINX
B aHaMHE3¢ B TEUCHHE MPEIIICCTBYIOMMNX 2—6 JeT
UMnST c BbIOTHEHHON peBacKyispu3alueil HWH-
(hapKT-3aBHCHMOI apTepuH CTEHTAMU C JIEKapCTBEH-
HBIMU TIOKPBITUSIMA. B JaHHOW rpynmne MNpoBeAeHO
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MTOBTOPHOE IKCTPEHHOE CTEHTHPOBAHUE TE€MOAWHAMHU-
YEeCKH 3HAYMMBbIX CTEHO30B;

2-g rpynma — 24 (46,1 %) MyX4HHBI, TOCTyIaB-
mue B KnHUKY ¢ XKC, nmMeroriye B aHaMHe3e B Teve-
Hue npeamecTBytomux 2—6 mec. UMnST ¢ BbIoONIHEH-
HOU peBacKyJsipu3anueil nHpapKT-3aBUCUMOI apTepun
CTEHTAaMH C JICKapCTBEHHBIM HOKpBITHEM. B manHOMN
TpyIIe TMPOBEACHO 3TamHOe (TUTAHOBOE) CTCHTHPOBA-
HUE TeMOJAMHAMUYECKH 3HAYMMBIX CTEHO30B.

Bcem nannenTam ocyIiecTBIEHO KOMITJIEKCHOE KITH-
HUUYeckoe obcienoBanue. B cooTBeTcTBUM € 3a1auaMu
HCCIICIOBAHUs IIepe]l BBINOJHEHUEM KOPOHAPOAHTHO-
rpaduu marnpeHTaM MPOBOIWIN OTpe/esieHne B Kpo-
BH MPOBOCHATUTENbHBIX HMUTOKMHOB (DHO-0, NJI-8)
1 IIPOTUBOBOCTIANNTENbHOTO HHTepaelikuna (11J1-4). Hc-
MOJIB30BAJIM METOJ TBepHo(a3HOro UMMYHO()EPMEHTHO-
TO aHaimm3a C TpUMEHEHHEeM peakTUBOB «DA-IL-4y,
HDA-IL-8» n «DA-TNF-alpha» (OO0 «Llurokuny,
Canxkrt-IletepOypr) Ha ammapare «YHuruian» (Qpupmsrl
«[Tuxon», Poccust). CreneHb CTEHO3MPOBAHUS KOPOHAP-
HBIX apTepUi OLIEHUBAJIM C TIOMOIIIBIO CTaHIAPTHOM PO~
rpaMMBbl Stenosis Analisis, yCTaHOBIEHHOM Ha aHTHOTpPa-
¢e GE Healthcare. ®pakiuio BeIOpoca paccUUTHIBAIH
npu agyxmepHoit Oxo-KI' mo merony CumicoHa.

[lony4yennsle nanHble ObUIM 00pabOTaHbI C HC-
MTOJTE30BAaHUEM MPOTPaMMBl ISl MCCIIEOBAaHMS CTa-
THCTHYEeCKHX JaHHbIX IBM SPSS Statistics 16. s
OLICHKU pa3In4uil MEX1y ABYMs IPYIIIAMM 3HAYEHHUU
roKazaTeseil, MMEIOUMX HOpPMaJIbHOE paclpesene-
HUe, IpUMeHsUIH {-kputepuil CTeroneHTa. Pe3ynbrarsl
MIPEJICTaBJIEHBI B TIPOIIEHTHOM COOTHOIIECHUH U B BUJIE
cpeaHei apu(MeTHUYECKOH U €e CTaHIapTHOW OIIMOKH
(M +m).

PE3YNbTATbl N OBCYXXAEHUE

[IpoBeneno pasmeneHre TAIMEHTOB O00EWX TPYII
110 CTETNIeHW CTEHO3WPOBAHUS W JIOKAIHM3AINH TOpaske-
HUS KOPOHAPHBIX apTepuil. Y ManueHToB 2-i TpyMIIb]
¢ XKC 3naunrensno yame (p < 0,01), uem B 1-if rpym-
ne nanueHTtoB ¢ OKC, ormeualics creHo3 orudaro-
meit aprepun. [Ipm 3ToM B OOJBIIMHCTBE CITydacB
(83 %) muarnoctupoBanu cteros 80-90 % (p <0,01).
VY narmuentoB 1-ii rpynmel ¢ OKC Gonee deM B mo-
noBuHe ciydaeB (60 %) ObLT BBISIBIIEH CTEHO3 KOPO-
HapHbIx aprepuii 90-95 % (p <0,01) u B ocHOBHOM
OTMEYAJIOCh TOPAXKEHWE TMEPEIHEeH MEeNOKEITyI0IKO-
Boit (40 %) u mpaBoii kopoHapHou aprepun (50 %)
(Tabm. 1).

Tabnuya 1 / Table 1

CTeneHn CTEHO30B KOPOHAPHbIX apTeEPUIt B rpynnax naLuMeHTOB C OCTPbIM KOPOHAPHLIM CUHAPOMOM M XPOHUYECKUM

KOPOHAPHbIM CMHOAPOMOM

The degree of coronary arteries stenosis in different patients groups with with stable and unstable angina pectoris

Crenenb ctenosa / The degree of stenosis
Aprepunt / 70-80 % 80-90 % 90-95 % Beero / Totl
Coronary
arteries 1-st rpynna / | 2-s rpynma / | 1-s rpynmna / | 2-s rpynna / | 1-st rpynna / | 2-s rpynna / | 1-a rpynna / | 2-s rpynma /
Group 1 Group 2 Group 1 Group 2 Group 1 Group 2 Group 1 Group 2

[lepenuss 2 0 5 3 0 10 4
MEKIKEIy- (7,1 %) (17,9 %) (17 %) (10,7 %) (35,7 %)** (17 %)
JIOYKOBAs
aptepus /
Left anterior
descending
artery
Orubaromas 0 0 4 3 (10,7 %) 0 3 12
aprepus / (14,3 %) (50 %)* (25 %) (50 %)*
Left circum-
flex artery
[IpaBas 3 0 6 2 4 15 8
KOpOHapHast (10,8 %) (21,4 %) (17 %) (7.1 %) (17 %) (39,3 %) (33 %)
aprepus /
Right coro-
nary artery
HUroro / 5 0 15 8 4 28 24
Outcome (17,9 %) (53,6 %) (83 %) ** (28,5 %) (17 %)* (100 %) (100 %)

* Paznuuus OTHOCUTENBHO 1-i IpyMIbl cTaTUCTHYCCKH 3HaYUMBbI ipu p < 0,01; ** mpu p < 0,001.
* Differences with group 1 are statistically valid at p < 0.01; ** at p <0.001.
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Takum oOpazom, y nanueHtoB ¢ OKC, koTopbiM
BBINOJIHSJIOCH TOBTOPHOE CTEHTUPOBAHUE KOPOHAPHBIX
aprepuii (1-a rpymma), game HaOmOgamach Kak doiee
HU3KasA, Tak U Ooyiee BBICOKAsl CTENEeHb CTEHO3WPOBa-
HUSI KOPOHApHBIX apTepuil, ueM y manueHtoB ¢ XKC,
UMEIONIMX B aHAMHE3€ B TEUEHHE MPE/IIECTBYIOINX
6 Mec. UMnST ¢ BBINONHEHHON PEBACKYISIpPU3ALIM-
eif mH]apKT-3aBUCUMON apTepUu CTEHTAMHU C JIeKap-
CTBEHHBIM TOKpBITHEM (2-51 rpynmna). Ilpu sTom nopa-
JKeHUE OoruOaroliedl apTepun y MaueHToB 1-i rpymmsl
OTMEYAJIOCh peke, a MOPAKCHUE IMEepeIHeld MexKe-
JyAOYKOBOH apTepuu BhIIBISUIOCH yalle. [lopaxeHue
MIPaBOil KOPOHAPHOH apTepuy HAOIIOAATOCH MpaKTHYe-
CKM B OIMHAKOBOM YHCJIE CIydaeB B 00EMX rpymriax.

Bcee mamments! 2-it rpymnel ¢ XKC umenu coxpa-
HeHHYyI0 ¢pakuuio Beiopoca JOK (54-63 %). IanuenTst
1-# rpymmel ¢ OKC mMenn CoXpaHSHHYIO W ITPOMEXKY-
Tounyro ¢pakuuto BeiOpoca JIK (46-67 %). Cpenne-
TPYIIIOBOH MoKazarenb Gpakiuy BeIOpoca B 1-if rpymme
nareHToB ¢ OKC okaszancst cTaTUCTHYECKH 3HAYH-
MO HWXe, yeM y mnanueHToB 2-i rpymmbel ¢ XKC —
46,4 £+ 0,8 orrocurensHO 59 + 0,6 (p < 0,001). Hapyre-
HHUE COKPAaTUMOCTH MHOKapJa yCTaHOBICHO y 16 (57 %)
narmenToB 1-if rpynmnel ¢ OKC u tonsko y 4 (17 %)
narmeHToB 2-i rpymmel ¢ XKC (p <0,01).

Ilo maHHBIM aHaMHE3a YCTAHOBJIEHbI (PAKTOPBI PU-
cka MbC B rpymnmax mamueHToB ¢ OCTPHIM M XPOHH-
YeCKUM KOPOHAPHBIMU CHHJPOMAMHU.

l'unepnunuaeMuio CTaTUCTUYECKH 3HAYMMO Yalle
peructpupoBanii 'y namueHTtoB l-i rpymmel ¢ OKC
(» <0,05-0,001). Ilpm »TOoM B oOOeWx TpymIax Tu-
nepToHnyeckass 0oyie3Hb 3-H cTerneHW HaOIonanach
y Bcex manueHntoB (p < 0,001). Hanuune xpoHuueckoit
0o0CTpyKTUBHOU 00s1e3HM Jierkux u oxxupenus I-11 cre-

[ICHH, a TaKKe TaDAKOKYPEHUs] CTaTUCTHUCCKU 3HAYM-
MO B Ipymnnax He OTIMYalIoCh, HaOIroanach JIUIIb
TEHICHINS K WX YBEIWYCHHIO Yy MAlUEHTOB 1-U Tpyr-
et ¢ OKC (tabm. 2).

HecMoTtps Ha mopjepKuBaroIlylo Te€panuio CTaTH-
HamMH B 0o0eux rpymnmnax, B 1-ii rpynme runepiunuie-
MUl PETUCTPUPOBAIACH YAIlE, YTO BEPOSITHEE BCETO
CBSI3aHO C OoJiee aKTMBHBIM TPOIIECCOM aTepoCKIIepo-
3a, KOTOPBIH, B OTVIMYKME OT NAIlMEHTOB U3 2-i rpymIbl,
npusen k passututo OKC.

VY 6ompabIx ¢ XKC (2-1 Tpymma) He HaOIHOanoch
3HAYMMOTO M3MEHEHHS YPOBHSI KaK Mpo-, TaK ¥ MPOTHUBO-
BOCHAJIUTEIbHBIX IMTOKMHOB. ITokazarenu WMJI-4, NJI-8
n O®HO-0 y HHMX HaXOOWIMCh B IpaHHLax pedepeHc-
Horo mHTepBasna. Y mamueHtoB ¢ OKC, c¢ panee cren-
THUPOBAHHBIMH KOPOHAPHBIMHU aprepusiMu (1-1 Tpymma),
HaIpOTHB, OTMEYAINCh OYEHb BBICOKHE CPEIHETpPYIIIO-
BbIE€ TOKazaTesu, Kak mpoBocnanurensHoro MJI-8, Tak
u nporuBoBocnanurenbaoro UJI-4 (tadm. 3).

B pesynbrare, paziuuus  MEXIy ~TIPyNIaMu
no WJI-8, NJI-4 u ®HO-0. oka3annuch CTaTUCTUYECKHU
3HaguMbIMH (p < 0,01-0,001) ¢ moBBIIIICHUEM TaHHBIX
WHTEepIeHKNHOB y mauueHToB 1-if rpymmsr ¢ OKC.
[Ipu 3Tom y Bcex nauuentos (100 %) B rpynme ¢ OKC
OBLTO ycTaHOBIEHO ToBEIIeHue ypoBHS WJI-4 u NJI-8
BhIlIIe pedepeHCHBIX 3HadeHuil. lloBbImeHue ypoBHS
WNJI-4, BeposTHO, MMEET KOMIIEHCATOPHBIM XapakTep
[0 OTHOLIEHUIO K MPOBOCHAIUTENBHBIM IIUTOKHHAM
U MOXKET paccMaTpUBaThCs KaK MOJIOKUTEIbHBIN (ak-
TOp, CTaOMIM3WpPYOMUN TedeHue 3adonmeBanus. Cra-
TUCTHYECKH 3HAYMMOTO M3MeHeHus 3HadeHuii ®HO-a
y maruenToB ¢ OKC Hamu He yCTaHOBJIEHO, YTO TaK-
K€ MOJKHO paccMaTpHuBaTh Kak (pakrop, odierdaromuit
TEUCHUE HECTAOWIBbHONW CTEHOKAPIHH.

Tabnuua 2 / Table 2

CDaKTOpr pucka MweMmnyeckomn 6onesHu cepaua B rpynnax naunMeHToB € OCTPpbIM KOPOHApHbIM CMHOPOMOM U XpPO-

HMYECKUM KOPOHAPHbIM CUHAPOMOM
Risk Factors of CAD in different patients groups

1-st rpyrma / Group 1 | 2-s rpyrma / Group 2 CrarucTuyeckas 3Ha4MMOCTh
ITokazarenu / (n=28) (n=24) pasnuuwuii (f) /
Indication Statistics significance
B o, p o, of differences (¢)

I'unepmununemus (JITTHIT >1,8 mmons/n) / 14 50 25 p<0,001 (3,7)
Hyperlipidemia (LDL >1.8 mmol/L)
l'unepronnyeckas Oonesus 2-i u 3-if cranum / 28 100 24 100 p=<0,001 (4,1)
Hypertensive disease 2 and 3 stage
XpoHudeckas 00CTpyKTUBHAsI OOJIE3Hb JIETKUX / 5 19 3 12,5 »>0,05(0,9)
Chronic obstructive pulmonary disease
Tabakokypenue / 12 42,9 10 41,7 p<0,05(2,4)
Smoking
Oxwupenne [-11 crenenn / 14 50 6 25 p>0,05(1,7)
Obesity I-II stage
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Tabnuuya 3 / Table 3

ypOBeHb UMTOKMHOB B rpynnax naunMeHToB C OCTPbIM KOPOHApPHbIM CMHAPOMOM U XPOHUYECKNUM KOPOHAPHbLIM CUH-

LPOMOM
Levels of cytokines in different patients groups

['pynner manuesToB /
Groups of patients

NJI-4 (0—4 nr/mm)* /
IL-4 (0—4 pg/ml)*

NJI-8 (0—10 nr/mm)* /
IL-8 (0-10 pg/ml)*

DOHO-a (0-6 nr/mm)* /
TNFa (0-6 pg/ml)*

1-st rpynma / Group 1 (n = 28) 359,80 + 66,94 69,75 + 18,25 1,83 £ 0,31
2-s rpymma / Group 2 (n = 24) 3,70 £0,24 7,34 + 1,29 0,04 = 0,004
CrarucTryueckasi 3HAYUMOCTh pa3nuuuid (f) / p<0,001 (5,3) p<0,01 (3,4) p <0,001 (5,8)

Statistics significance of differences (7)

* PepepeHCHBIN MHTEpBAJ MO JaHHBIM JJAOOPaTOPHUH.
* Reference interval according to laboratory data.

PaccmarpuBag Tpymily HalMEeHTOB C TOBBIIIEHUEM
YPOBHSI MHTEPICHKHHOB, HEOOXOOMMO OTMETHUTh, 4TO
CTETIeHb CTEHO3MPOBAHUS KOPOHAPHBIX apTepHil He SIB-
JSITOCH 3HAYMMOM, TaK Kak BHE 3aBUCHMOCTH OT CTETICHH
TOpaKEHHS BEHEUHBIX apTepHii OTMEYAIOCH MTOBBIIIICHUE
YPOBHSI KaK HPOBOCHAIUTENBHBIX, TaK M IMPOTUBOBOC-
MAJUTENBHBIX IUTOKMHOB. OHAKO HapyllEeHUE COKpa-
TUMOCTH MHOKapzia 1o maHHeiM Jxo-KI' ormeuanochk
y TIAIEHTOB ¢ TOBBIIIcHHEM ypoBHs MJI-4 Oornee uem
B 50 pa3 oT BepxHEW TpaHUIBI HOPMEL. B KIMHIUECKOM
aHaJM3e KPOBH Yy MAIMEHTOB C TOBBIIIEHHBIM YPOBHEM
MHTEPJIEHKMHOB 0TMeYasioch nossimeHne COD 1o cpas-
HEHUIO C TMalMeHTaM{d W3 BTOPOW TPYIIIIEL.

BbIBOA4bI

1. V mamuentoB ¢ XKC, mmerommx B aHaMHe-
3¢ B TEUCHHE NPEANISCTBYIONUX 2—6 Mec. MH(MapKT
MHOKapaa ¢ moabeMoM cerMeHTa ST ¢ BBIIOTHEHHOM
peBackymsapusanueid  WHGAPKT-3aBUCHMON  apTepUH
CTEHTaMU C JICKAPCTBEHHBIM MOKPBHITUEM, HE OTMEYE-
HO M3MCHEHUS YPOBHS KaK MpO-, TAK M MPOTHBOBOC-
MAJTATEIBHBIX ITUTOKUHOB.

2. OTMeYeHO TIOBHIIICHNE YPOBHS TPO- U MPOTHUBO-
BOCIAIUTEIBHBIX IUTOKHHOB y BCEX MAI[UCHTOB, KO-
TOPBIM B TEUEHHUE MPENIICCTBYIONMX 2—6 Mec. ObLIO
BBITIOJTHEHO CTEHTHPOBaHUE WH(APKT-3aBUCHMON apTe-
PHH, W KOTOpPBIE IOBTOPHO OBLIA ONEPUPOBAHBI B CBSI3U
C BO3HMKHOBeHHEM KinmHH4eckor kaptuabsl OKC.

3AKNTIIOYEHUE

Bepositaee Bcero, nossiienue ypoHs UJI-4 umeer
KOMIICHCATOPHBIN XapakTep M Hapsily ¢ HEe3HAYMTENb-
HbIM moBeIIeEreM DPHO-0 MOXXET paccMaTpHBATHCS
KakK TOJIOKHUTEILHBINA (aKTOp, CTAOWIN3UPYIOIIUI Te-
YeHue 3a00JIeBaHMS.
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OueHka ypoBHS naktaTta / MOAOYHOM KUCNOTbl KPOBM MeAMaTPOM MOPOM Bbi3blBaeT 3aTpyAHeHuUs. JIakTaT — 3TO NpOAYKT
KNeTOYHOro MeTabosmnsMa rnoKo3bl, XMPHbIX KUCNOT, HEKOTOPbIX 3aMEHUMbIX aMMHOKMCNOT. HopMa naktaTta B KPOBM He
onpeaeneHa Mex/AyHapoAHbIMU CTaHAapTaMu, NO3TOMY 3aBMCUT OT METOAMKMU U PeakTUBOB, MPUMEHSEMbIX B NabopaTopuu.
YpoBeHb nakTata B KpOBM — pe3ynbTaT paBHOBECMS MeX[y npoueccamu ero obpa3oBaHua v yTunausauuu. Bepywmmu
NPpMYMHAMU MOBbILLEHUS NaKTaTa KPOBU ABAAKTCS aHa3poOHas MblleyHass aKTMBHOCTb (TSXKenble YMpaXXHeHWs, npw-
CTynbl cygopor), 3aboneBaHus nerkux U ceppua (AbixaTenbHas HeAOCTAaTOYHOCTb, HEAOCTAaTOYHOCTb KpOBOOOpalleHus),
HapylweHue QYHKLMU NeyYeHU M noyek, caxapHblid anMabeT, Cencuc, WoKku, HeKOTOpble TSXKesble OTKIOHEHUS B COCTOSIHWUMU
HOBOPOXAEHHbIX AeTel, MUTOXOHAPUaNnbHble 60Ne3HU, NeKapCTBEHHbIe npenapaTsbl, TMNOBUTAaMUHO3bI. He ncuyepnaHbl kak
[MarHocTMyeckue, Tak 1 NPOrHOCTUYECKME BO3MOXHOCTM MHTEpNpeTaLnM ypoBHS nakTata KpoBu. JlakTaT-aumaos — onac-
HOe OCJIOXHEHWEe runeprakTaTeMUK, BbiI3BaHHOE HEKOTOPbIMMU MATONOrMUYECKUMU COCTOSHUAMM (3aB0NEBAHUSMU UNIU CUH-
[pOMaMM), KOTOpPOe MOXET 3aKOHYMTbCS CMepTeNibHbIM UCXOAOM. BbisiBNeHve npuumnHbl NakTaT-auMao3a npencraBnseTcs
pewatowmm HakTopoM Ang Bbibopa cTpaternu neveHus. JlaktataunLoTMyeckas KOMa — pefKoe, HO BO3MOXHOE 0CN0X-
HeHWe caxapHoro guaberta, Tpebyllee MHTEHCMBHOrO KOMMIEKCHOTrO NeYeHUS B OTLENEHUSX MHTEHCMBHOM Tepanuu.
Menmatp OOMKEH yMETb OLLEHUTb YPOBEHb N1aKTaTa B KPOBW, MPOAHANN3MPOBATb BO3MOXHbIE MPUYMHBI TUNEpAaKTaTEMMUMU,
3HaTb aNropuT™M OENCTBUIM NPU pPa3BUTUM NakTaT-auuposa.

KntoueBble cnoBa: nakTaT; nakTaT-auMao3; NakTataunaoTMyeckas KoMma; MUTOXOHAPWUAJIbHbIE 6onesHu; ANarHoCTUKa; neyeHue.
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Assessment of blood lactate / lactic acid levels by a General pediatrician is sometimes difficult. Lactate is a pro-
duct of cellular metabolism of glucose, fatty acids, and some interchangeable amino acids. The norm of lactate in
the blood is not defined by international standards, so it depends on the methodology and reagents used in the
laboratory. The level of lactate in the blood is the result of an equilibrium between the processes of its formation
and utilization. The leading causes of increased blood lactate are anaerobic muscle activity (heavy exercise, sei-
zures), impaired liver and kidney function, lung and heart diseases (respiratory failure, circulatory failure), diabetes,
sepsis, regional tissue circulatory disorders (burns and injuries), shocks, some severe abnormalities in the condition
of newborns, mitochondrial diseases, and medications. Lactatacidosis is a rare dangerous complication caused by
certain pathological conditions (diseases or syndromes), which can end in death. Identification of the cause of lactic
acidosis and differential diagnosis of its type is a crucial factor for choosing a treatment strategy. Lactatacidotic
coma in diabetes mellitus is a rare, but possible complication, that requires intensive complex treatment in intensive
care units. The pediatrician should be able to assess the level of lactate in the blood, analyze the possible causes
of hyperlactatemia, and know the algorithm of actions in the development of lactate acidosis.

Keywords: lactate; lactic acidosis; lactic acidotic coma; mitochondrial diseases; diagnosis; treatment.
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HckmroueHue pa3HbIX BapUAaHTOB HapyLICHUH IVIH-
KEeMUH BXOAMT B JMATHOCTHYECKUH aITOPHTM JETCKOTO
SHJOKPHUHOJIOTA, TIEANATpa, HEOHATOIOTa, HEBPOIATO-
Jora, XMpypra M Jpyrux crenuanuctoB. JlaGoparop-
HBIM CTaHIAPTOM CUMTAETCSl COMPSDKEHHOE HCCIen0-
BaHME TOKa3aTeJel IIIOKO3bl U JIAKTaTa KallWLISIPHON
kpoBH. OLleHKa YpOBHS JIaKTaTa / MOJIOYHON KHCIIOTHI
KPOBH IEIUATPOM IIHPOKOTO MPO(DUIS MOXKET BbI-
3bIBAaTh 3aTpy[IHEHHUs. bazucHOTO Kypca OHOXUMHH,
U3 KOTOPOTO H3BECTHO, YTO JIAKTAT — 3TO HPOIAYKT
aHa’POOHOTO IIMKOJIN3a, YaCTO ObIBACT HEJOCTATOUHO
JUIS TIOSICHEHMSI OTKJIOHEHHH B ITOJMYYEHHBIX DPe3yllb-
tarax. [Ipu BBIABICHWUM HaApyIMICHUH KOHIICHTPAIMH
JIaKTaTa HeoOXOIUMa aJIeKBaTHAs OLICHKA €€ MPUYHHBI
W TIPEAYNpPEekKICHHE BO3MOXKHBIX OCJIIOKHEHUH THIEp-
JaKTaTeMHUH.

Jlaktar — 3TO MPOIYKT KJIETOYHOTO META0OJIN3Ma,
COJIb MOJIOYHOM KHCJIOTHI, 0Opa3yrommascsi mpu 3ame-
IICHUW HMOHA BOAOPOJA MOJIOYHOW KHCIOTHI Ha Na'
i K* [4, 9]. Jlakrat oOpa3yercsi B Ipoliecce aHad-
POOHOTO OKHCIIEHUS TIIOKO3bI (prc. 1), mpeBpalieHuit
aJlaHWHA, a TaKXKe TIIUIEPoabIeriia — KOMIIOHEHTa
MPOCTHIX JIMMUIOB. HemocpecTBeHHO JIaKTaT SIBIISIET-
csl TymuKoM MeTabonusma. Bee ero nmpeBparieHust mpo-
UCXOIAT Yepe3 MUpyBar.

[Tpn nocTaTOYHOM MOCTYIUICHUH KUCIOpOJa MHpPY-
BaT IMOJBEpraeTcss MeTaboIM3My B MHTOXOHJIPUSX MMy-
TEM OKHCJIUTEIBHOTO JIeKapOOKCHIMPOBAHUS IO ale-

[ntokosa / Glucose

(AT®/ATE,
€0

2

Puc. 1.

HAOHH® /
NADN,N*

Lnkn Kpebea
36 monb ATO /
i Krebs Cycle

\ 36 mol of ATF

Tii-KoA u panee B nukie TPUKapOOHOBBIX KHUCIOT
OKHUCJISIETCSl 10 KOHEUHBIX MPOAYKTOB [8].

[Ipn runokcny MUpyBaT HE MOCTYMAeT B MUTOXOH-
JpUH, a TIpeBpaIlacTcs B JaKTaT ¢ yyactueM (hepMeHTa
nakrataeruaporenassl (JIA) [4]. Dra peaxkuust 00-
paruma (puc. 2).

JlakTar sABRSETCS W TPOMEKYTOYHBIM TPOITYKTOM
BHEMHUTOXOHIPHAJILHOTO OKUCJICHUS JKUPHBIX KHUCIOT
U HEOOXOIMM JIJIsi CHHTE3a HEKOTOPBIX 3aMEHUMBIX
AMUHOKHCIIOT (aJlaHWH, TJIMIWH, CEPUH W Ap.). Ana-
HUH CHHTE3HMPYETCS B MBIIIEYHON TKAaHU W3 MOJIOU-
HOM KHCJIOTHI, a Jjajiee JIETKO MPEBPAIaeTCs B IeUeHN
B IVIFOKO3Y. DTOT MPOIECC HOCUT Ha3BaHHE IJTIOKO30-
QIaHMHOBOTO HUKJA (pUC. 3) U CIYXHUT OAHUM H3 OC-
HOBHBIX IyTeH IVIIOKOHEOreHe3a B meueHu [3].

[IpakTryeckn Bce KIETKH CIIOCOOHBI BEIPAOaTHIBATh
makTar. TKaHM C BBICOKMM YPOBHEM MeTaboim3Ma:
cnusuctas ToHkoro kumeunuka (10 %), mosr (20 %),
koxka (25 %), ckenerHbie MbIIbl (25 %), a KIETKH
KpoBH — 3pUTponuThI (20 %) — BHOCST HAUOOJIBIITHIA
BKJIaJ] B €XKETHEBHYIO MPOAYKIUIO JIakTaTa, (HopMu-
pys €ero HOpMaJlbHBIN YPOBEHb B KPOBU ~1,3 MMOIB/I
(puc. 4)

B xnerkax, koTopbsie HE COIEpKAT MHUTOXOHAPUH,
HampuMep B DPUTPOIUTAX, MHUPYBaT IO JCHCTBUEM
JIAT" npeBpariaeTcs B JaKTat, KOTOPBIN MepeMelaeTcs
U3 KJICTOK U TPAHCIOPTUPYETCS B APYTHE TKAHU IS
[IPOM3BOJICTBA dHEpPruu. JlakTar mpu 3TOM HE SIBJISCT-

HALL+ /
NAD+

Lactate

MKT-1 / MCT-1

AHa3pOOHbIA IMKO-

m3 2 Monb ATO /

Anaerobic glycolisis
2 mol of ATF

MeTta6onusm rnoko3bl Ao nakrarta [8]. 3aecb u Ha puc. 2-4: HALL — HUKOTMHaMUAaaeHUHAuHYKneotua, JIAI — nakratae-

rupporeHasa, MKT — MoHOKap60oKcunbHbIM TpaHcnopTtep, AT® — apeHosuHTpudocdar

Fig. 1.

Glucose to lactate Metabolism [8]. NAD - nicotinamide adenine dinucleotide, LDG - lactate dehydrogenase,

MCT - monocarboxylic conveyo, ATF - adenosine triphosphate
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Csl KOHEYHBIM TIPOIYKTOM METaboJIM3Ma, yIalisieMbIM
W3 opraHu3Ma. Y TWIH3aIHs MOJOYHON KHCIIOTHI TPO-
ncxomut B neuenn (60 %) n moukax (30 %), B MeHB-
el cTeneHu — B CepALC M CKCJIICTHBIX MBIHIIAX.
JlakraT motpeOsieTcs, Mpex/ie BCero, NeYeHblo 1 MoY-
KaMH B IIpOLiecce IMIOKOHEOTeHe3a, B XO/€ KOTOPOTro
OH TIpeBpallaeTcs B MHUPYBaT W Janee B TIFOKO3y [9].

Takum oOpazom, (u3moIOorHYecKass pojhb JIaKTara
B OpraHu3Me 3aKIo4aeTcs B TOM, YTO BO BpeMs JIIO-
0oro crpecca OH CTAaHOBUTCS OJHHM W3 HCTOYHHKOB
SHEPTHMH W MOXET y4YacTBOBaTh KaK B CHHTE3€, TakK
W YTHIIU3AIMK TIIOKO3bl. B mokoe yakrar obecrievu-
Baet 7 %, a BO BpeMsi pU3MUYECKUX HArpy3oKk — 25 %
sHepruu. [1oTpeOHOCTh B MOJIOYHOW KHCIIOTE TOBBI-
IIaeTCsl MPU BBICOKUX (PU3UYCCKHUX HIIM YMCTBEHHBIX
HArpy3kax, BO BpEeMs aKTHMBHOTO POCTa U Pa3BHUTHUS
opranusma [8].

Mbiwua / Muscle

53
HALH+H" / HALL+ /
NADN+N* NAD+
0. 0 o_ 0

N/ N/
C C
| |
=0 — HC —OH
I ~ I
CH, NAT / LDG CH,

Mpysar / Pynuvate Jlaktar / Lactate

Puc. 2. Peakuus npeBpalieHus nupyBsaTta B nakrat [4]
Fig. 2. Pyruvate-to-lactate conversion reaction [4]

Hopma nakrata B KpOBH HE OIpEAENeHa MEeXIy-
HApOJHBIMH CTaHJApTaMH, IOATOMY €ro OIeHKa 3a-
BUCUT OT METOAMKH U PEAaKTUBOB, IMPHUMEHIEMbIX
B Jlaboparopun. B GoibmIMHCTBE pabOT MCHONIB3YIOT-
cs TIOpOTOBBIE 3HaYeHHsT Mexay 2,0 u 2,5 MMonb/n

MeueHb / Liver

{ \ { y
TukoreH / Glycogen
Orapix / Harpy3ka /
Rest Load
Mnioko3a / Glucose < lnioko3a / Glucose
2 ATO/ 4) NAD HALL /
2 ATF \ NAD
HAQH/ HALIH/
0 /P' tNADN Naxrat/ ~ Nakrar/ ﬂADl_ll\l /p
upysar / Pyruvate - — upysat / Pyruvate
Nr / LDG Lactate Lactate NAT/LDG Py ¥
my/ fny/
Glu Naartd G
Gk ANT / ALT a-Kr/
i # a-KG
AnanuH/ AnanuH/
| Alanine ) | Alanine y

Puc. 3. nokKo3o-anaHMHOBbLIN LMK [3]
Fig. 3. Glucose-alanine cycle [3]

HevipoHbl / Neurons

. e

i :—.‘[ KapavommnoumTl/Cardiomyocytes e
. CkenetHble MbiwiLibl/Skeletal muscles —-

TMiOKoHeoreres; Ltk Kop lMeyeHb / Liver
-6 AT®/1 rmioko3a / Gluconeogenesis;

Cory cycle -6 ATF/1 Glucose ,\\! MMoyku / Reins !

K [ntokoHeoreHes /

/ [nukonus / / Okucnenue nakrata /
Glycolysis Lactate oxidation ¢
Puc. 4. 0O6MeH naktaTta B opraHusme [8]

Fig. 4. Lactate Metabolism in the body [8]

& Jpurpountsl / Red cells

ActpoumTbl / Astrocytes

He 1MetoT MUTOXOHAPHIA, TOMBKO FIMKONM3
+2 ATO/1 rioko3a / No mitochondria, 1
glycolisis only +2 ATF/1 Glucose \

AHa3pobHOe OKMCIEHWE/LMKN

" Kpebca +36 AT®/1 rioko3a /
Anaerobic oxidation/Krebs cycle
+36 ATF/1 Glucose

Gluconeogenesis
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U TUIEPIAKTaTEMUEN Ha3bIBAIOT IOBBIIIEHHE YPOBHS
JIaKTaTa B KPOBH BhIIe 2,5 MMonw/1 [8, 15, 26, 29, 36].
VYBenndyeHne ypoBHS JaKTaTa MOXKET OBITh pe3yiib-
TATOM €r0 MOBBIIIEHHON MPOLYKIUH, CHUKEHHOU IIU-
MUHAIMM WIA TOTO U JIPYTOro OJHOBPEMEHHO.

Knunuuecku 3HauMMble YPOBHHU JIAKTaTa MPU KpPHU-

THUYECKHUX cOCTOsiHUAX [15]:

°  YMEPEeHHO yBEIWYEHHBIA — 3,5-4,5 MMOIB/I;

* 3HAYUTEJIBHO YBEJIIMYCHHBIH — >4,5 MMOJIb/I;

° TpU yBeJMYEHUM JakTata >8,0 MMOIB/I JeTab-

HOCTh yBenuuuBaeTcs 10 90 %!

Benyme mpuauHBI TOBBIMIEHUS JIAKTaTa KPOBH:

1. AnaspoOHasi MbIIIEYHAsT aKTUBHOCTH (TSKEIbIe
yIpaXXHeHHs, TPUCTYIBI CYJ0pOr).

Jlakrar, Kak KOHEYHBIH NPOAYKT aHA’POOHOTO
[JIMKOIIN3a, SBISIETCS WHAMKATOPOM aHa’pOOHOTO Me-
Tabonm3Ma KIeTOK. (H3HONOTHYeCKne MEXaHU3MBI
MOJKJTIOUEHHsT aHa’pOOHOr0 TIIMKOJIM3a B OCHOBHOM
CBSI3aHBI C BBIMOJIHCHHEM WHTEHCHBHOH (U3NUECKON
Harpy3ku. lloBbllIeHHME YpOBHSI JlakTaTa YKa3bIBacT
Ha HECIIOCOOHOCTH a’dpOOHBIX CHCTEM JHEproodecte-
YeHHs TIPEOAONeTh (YM3MUYECKYI0 HarpysKy. YpPOBEHb
MOJIOYHOW KHCIIOTBI MOXET OBITh TIPEBBINIEH B 5
n naxe 10 pa3. Ho 3710 sBIeHHME KpaTKOBpEMEHHOE,
OpraHm3M OBICTPO KOMIIEHCHPYET BO3ZHUKIIHKA IrcOa-
nanc. KomneHcanus ocymiecTBiaseTcst 0OBIYHO 3a CUeT
rUnepBeHTIIAINA [8].

HccnenoBanue nakrara B CHOPTHUBHOM MeTUIIMHE
MO3BOJISIET aHAJTU3UPOBATh HHTEHCUBHOCTD (PU3MUECKHX
HArpy30K U CTENeHbh BOCCTAHOBJICHUS TIOCIE HUX: MPH
JTOCTaTOYHOM YpPOBHE JIaKTaTa MOBBIIIAETCS TPeaes pa-
6oTocrocoOHOCTH U BBEIHOCIUMBOCTE. [Ipu npodeccuo-

Meyenb / Liver

HaJbHBIX CIIOPTUBHBIX TPEHUPOBKAX YUYWTHIBAIOT JBA
ITOKa3areys JakTaTa B KPOBH: 2 MMOJIL/T — adpOOHBIH
mopor; 4 MMoJib/lT — aHa’poOHBI mopor. Harpysku
JO0 YPOBHSI 2 MMOIIB/J, TO €CTh a’3pOOHOTO MOpOra,
MTOKPBIBAIOTCS OKCHJIATUBHBIM (KUCIIOPOIHBIM) OOMe-
HOM BemecTB. /o 4 MMOJIB/T — CMEIIaHHBIA PEeXUM
KHUCJIOPOAHO-0CCKUCIOPOIHBIN, BBIIE 4 MMOJB/T —
BKJIIOYAETCSl aHadPOOHBIN rukonu3 [8].

Bo Bpemsi 00JIBIIIOrO CyIOPOXKHOTO TpHUIIaJKa ypo-
BEHb JIAKTaTa MOXET IOBBIIIATHCS KaK BCIEICTBHUE
JapuHTOCHa3Ma (4TO TPHUBOAWUT K THUIOKCHH), TaK
" 1O MPUYMHE TUIICPIPOAYKIUHN JIaKTaTa B MbIIIIIAaX.
[Tocie npekpaiiieHus MpuUIaIKa MPOU3BOJICTBO JIAKTaTa
MpPEeKpaIaeTcs, U JakTar ObBICTPO METa0OIH3HPYETCS.
OpHaKo TIOCTOSHHO TOBBIIICHHBI YPOBEHB JIAKTaTa
B TeueHue |—2 4 mociie IMpUCTyNa MOXKET YKa3bIBaTh
Ha COIYTCTBYIOILIYIO MATOJIOTHIO M TPeOyeT NajibHEH-
mero aHanuza [15].

2. Hapymienue (QyHKIIUU MEYCHU W TIOYCK.

['mroxo3a u nakTaT CBS3aHBI Yepe3 MITUKOIN3 U TIIIO-
KOHEOTeHe3. | TIOKOHeoreHe3 OCyIIeCTBIsIeTCS B Tede-
HU M IOYKaX, KOHBEPTUPYS LUPKYJIUPYIOLIUN JaKTaT
B MHpYBAT, a jajiee B DroKo3y. JIakrat, 00pa3oBaBIInii-
Csl B MHTCHCHBHO Pa0OTAIONIMX MBIIIIAX U B KIIETKaX
¢ mpeoOramarImuM aHa3pOOHBIM CIIOCOOOM Karabo-
JIU3Ma TJIFOKO3bI, TMOCTYMaeT B KPOBb, & 3aTeM B IIe-
yeHb. [lasiee 00pa30BaBHIUIICS MHUPYBAT BKJIFOUACTCSI
B DIIOKOHEOTeHe3, a O00pa3oBaBIIasCS IIOKO3a II0-

CTyMaeT B KPOBb M MOIVIOIIAETCS CKEJICTHBIMU MBbIIII-
IaMH. DTy TOCIENOBATEIIBHOCTh COOBITUN HA3BIBAIOT
(TJIFOKO30-JIAKTAaTHBIM ITUKJIOM» WJIN «IIHUKJIOM KOpI/I»

[3, 4, 9] (puc. 5).

Tnokosa/

S Glucose

Tvkonus/
Glycolysis

Mupygar / Pyruvate

saasnpy / 1ahmiqpy

Puc. 5. Thukonus B MbilLax M rmMioKoHeoreHes B neyveHu (umkn Kopwu) [9]
Fig. 5. Glycolysis in muscles and gluconeogenesis in liver (CORI cycle) [9]
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PasButne aucyHKIUM TIEYCHU U MTOYEK MOXKET CO-
NPOBOXKIATHCSI HAPYLICHUSIMH MCIIOIb30BaHMS JIAaKTaTa
IpU DIOKOHEOTeHe3€¢ M, KaK CIIEACTBHE, THUIIEpIIaK-
tareMuei. J[to6oe cocTosiHME, TIPU KOTOPOM TICYEHBb
CTAaHOBUTCS JIAKTATTIPOAYLUPYIOMIUM (a2 HE JIAaKTaTIo-
TPEOJSIOIMM) OPraHOM, IPUBOAUT K CEPHE3HBIM Hapy-
HICHUSIM MeTabonn3Ma MOJIO4YHON KUCIOThL. IIpn aTom
HHU3KUE YPOBHHU IVIIOKO3bl B COYETAHUU C BBICOKHMH
YPOBHSIMHU JIaKTaTa yKa3blBalOT HAa HapyIIEHHE LUKIa
Kopu, nampumep, npu mmkorenosax (6onesns ['mp-
ke) [16, 18]. [loukn Tak ke OCYIIECTBISIOT KIMPEHC
JlaKTaTa B OCHOBHOM 4Y€pe3 IVIIOKOHEOIeHEe3, a He I0-
CPEICTBOM JKCKPEITHH.

3. 3aboneBaHus JICTKUX M CEPALA.

B xnauHMueckoll NpakTHKe TPaAUIMOHHO YpPOBEHb
JIaKTaTa B KPOBU MPUMEHSIETCS IJI1 MOHUTOPUPOBAHUS
YPOBHS TKaHEBOW runoxcuu. [Ipu cHUKeHnu 10CTaBKU
KHCJIOPO/A K KJIeTKaM YBEJIWYUBACTCS MPOAYKIIUS JIaK-
TaTa M TMOBBIIIAETCA €ro KOHIEHTpauus B KpoBH [2].
TakuM o00pa3oMm, THIEPIAKTATEMHUsI [PEACTABISACT
co0OH yHHMBEPCAJIbHYIO IATOJOIMUYECKYIO PEaKIHIo
Ha CUTYyall{, CBA3aHHBIE C JIIOOBIM BHJOM THITOKCHH.

g octpoii npixarensHO# HegocrarouHocty (OJH)
XapaKkTEepHO yBEJIWYEHHE YPOBHS JIAKTaTa B KPOBH:

* ymepenHass O[JH — HopMa wiu yBelnyeHUE JaK-

Tara 40 3 MMOJIB/T;

» BeIpaxkenHas OJlH — yBenudeHue KOHIICHTpAIUH

JIaKTara 10 4—5 MMOJB/I;

* mmxenas OJH — yBenuuenue nakrara Oonee

5 MMOJIB/II.

l'unepnakraremMuss MOXET Pa3BUTbCS U IPU TSXKE-
JIOM TPUCTyNEe OpOHXHMAIBHOW acTMBI 32 CYET 4pe3-
MEpPHOW MBIILIEYHOH PabOTHI.

[loBblieHNEe ypOBHA JakTaTa HaOMOZAeTCs Mpu
OCTpOM W XPOHUYECKON HEIOCTaTOYHOCTH KPOBO-
obpamenus (HK), xoppemupyst co CTENeHbIO ee Ti-
xectu. [lpum octpoit HK ypoBeHb nakrara 0ObIYHO
npesbimaet 5 Mmoinb/i. Ilpu nporpeccupoBannn HK
KOHLIGHTPALUs JIaKTaTa MOXET AOCTHrath 15 MMOib/1
u 6omnee [15].

4. CaxapHblii muader.

VY manuenToB ¢ caxapHbiM auaderom (CJI), B uacrt-
HOCTH TIpu pasperyaupoBanHom CJ[ 1-ro tuma, ypo-
BEHb JIAKTAaTa B IJIa3Me MOXKET ObITH MOBBIIEH. Mexa-
HU3MBI, JIe)KaIl[ie B OCHOBE MUabeT-acCOMUPOBAHHON
TUIEPIIaKTaTeMHH, BKIIIOYAIOT CYII€CTBEHHbIE H3MEHe-
HUSI MeTaboIu3Ma BHYTPUKJIETOUHOW TIIOKO3bI B yB-
CTBHUTEJIbHBIX K MHCYAMHY TKaHsX. lepuuut mHCYNU-
Ha HMHIUOMpyeT NHUPYBaTAETHIPOrCHA3HbIH KOMILIEKC
(I1BJK), xatanu3upyronuii o0pa3oBaHue U3 MupyBaTa
anetnn-KoA u nanee okucieHHe €ro 70 KOHEYHBIX
nponykToB B 1ukine Kpebca. Muruomposanue [1BJIK
HOPUBOAMT K 00pa30BaHUIO N30bITKA TUPOBUHOIPATHON
KHUCJIOTBI, KOTOpas MpeBpamaercs B jJaktar. OOsaHOE

COOTHOIIIEHWE KOHIIGHTPAllUW JIaKTara W IHpyBaTa
B cbiBOpoTKe KpoBu 10:1 cuaBuraercs B CTOPOHY
nmakrara [4, 9, 21].

[loBbIICHHBI YpPOBEHb JIaKTara MpH AWAOETH-
yeckoM ketoarumosze (KA) moxker ObITh CBs3aH
HE TOJIFKO C M3MEHEHUEM MEeTa0OIMYeCcKoro mpodwuIs,
HO W T0 mpudwmHe runonepdysuu [25, 37].

5. JIekapCTBEHHBIE IIpENaparshl.

Ocoboe MecTo cpenu 3THONOTHYECKUX (HaKTOPOB
THIEpIIaKTaTeMUH 3aHUMAaeT MpueM OuryaHumoB. Te-
panust CJI 6uryanuaMu COTIpOBOXKIACTCS JTaKTaT-aIi-
JI030M BCJICJICTBUE CHIDKEHHS aKTHBHOCTH (PEPMEHTOB
I[IBAK, npuBojsIiero kK HapylIeHUIO OKHUCIUTEIbHO-
ro GochopuUIMpOBaHUS B TEYCHH W WHTUOMPOBAHUIO
IroKoHeorene3a. B 1977 1. Ouryanupg ¢deHbopmuH
Obl1 3ampernieH K mpuMeHeHnto B CIIA, mocKombKy
B psijie CiIy4aeB NMPHUBOIMI K Pa3BUTHIO JIaKTaT-allv-
J103a, B TOM YHUCJIE CO CMEpPTEIbHBIM ucxomoMm [14].

B nacrosmee Bpems MeTOpMUH SIBISETCS Tpera-
parom, 3hekTnBHO UCTONB3yeMbIM TSt stedennst C/]
2-ro Tuna. MeThopMHH Takke PUHAIICKHT K KIaccy
OWTyaHUJHBIX COCIMHEHUM, OJHAKO MO XUMHUYECKOM
CTPYKTYpEe OH 3HAauUUTEIbHO OTIMYaeTcs oT (endop-
muHa. boree Toro, MeThopMuH He Hapymiaer MeTabo-
JU3M JIaKTaTa B TIEYSHH, XOTS €ro CrlocoOHOCTh yTrHe-
TaTh TIIIOKOHEOTeHE3 B TMEUCHM IOTCHIMATbHO MOXKET
NPUBOJWTH K TOBBIMICHUIO KOHIEHTPALMH Heu3pac-
XOJIOBAaHHOTO JIaKTaTa B IUIa3M€ KPOBU M Pa3BUTHUIO
nmakrar-anuno3a. C yuetom npuHaiesxkHoctr hendop-
MHHA ¥ MET(OPMHUHA K OTHOMY XUMHYECKOMY Kiaccy
JIEKapCTBEHHBIX CPEJCTB (OMTyaHH[IBI), & TAKKe TOTO,
YTO MEXaHU3MBbI ACHCTBHS 000MX MpenaparoB Mpeo-
JlaraloT BO3MOXKHOCTH HAKOIJICHHS JIaKTaTa B ILIa3Me
KpPOBH, KJIEHMO «IIOBBIIIEHHBIN PUCK PA3BUTHS JIAKTAT-
anuIo3a» ObUIO mepeHeceHo ¢ peHdopMuHa Ha MeT-
¢dopmuH moytn aBromaruuecku [38].

Crenyer mOM4EepKHYTh, YTO MPH TTOYEYHON WM TIe-
YEHOYHOUW HEIOCTAaTOYHOCTHU J1a)Ke MUHHMAaIIbHAs 71032
OWTyaHWZOB MOXET BBI3BATh JIAKTAT-AIHI03 B PE3yib-
TaTe KyMyJISILIMU TIpernapara B opranusme [22, 27, 34].

K moBbImeHnto ypoBHS JlaKTaTta MOXKET HPUBOANTH
WCIIOJIb30BaHUE U APYTHX JICKAPCTBEHHBIX CPEACTB —
aJipeHalliHa, TPEIHNU30JI0OHA, TJIFOKAroHa, CajuIIuia-
TOB, TPENapaToB HAJIWANKCOBOW KHCIOTHI, Cyib(daca-
Jla3uHa, MPOTUBOBUPYCHBIX CPEACTB U ap. [23, 33].

6. Cernicuc.

HexoTtopsie aBTOpHI paclieHUBAIOT MTOBBIIICHHUE JaK-
TaTa He TOJNIBKO KaKk Mapkep Tumonepdy3nd, HO U Kak
MOKa3aTesb BOCIAIICHUS WIM METa0OJIMYECKOTO CTpecC-
ca. YcuieHue aHa’dpoOHOTO IIMKOIU3a, WHIYLUPOBaH-
HOTO BOCHAJCHHEM, ACCOLMUPOBAHHBIM C CEIICHCOM,
B HACTOSIEe BpEeMs paccMaTpuBaeTcs Kak Hamoo-
Jiee BEpOSITHBIA MEXaHWU3M TrumepiakrareMun [15].
Kpome Toro, ypoBHM Jakrara TpU CEICHUCE MOTYT
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YBEIUYUBATHCS BCJICICTBUE aAPCHEPTMUECKON CTUMY-
nsur. OMHUM M3 MEXaHU3MOB TIOBBIINIEHUS JIaKTaTa
cuntaercs Takxke nospexaenue [IB/IK snporokcruHOM
Oakrepuii [26]. IlocTosHHAs THIIEpIAKTATEMUS TPH
cerncuce B OOJIBIICH CTEIIEHU MOXET OBITh CIEJCTBUEM
CHIPKCHHOTO KJIMPEHCA JIAKTaTa, YeM €ro MOBBIILIECHHOM
MIPOYKIINHU, TIOCKOJIIBKY OJIHO W3 PacHpOCTPaHEHHBIX
OCJIO)KHEHHH Cercruca — 3TO OCTPOE TOBPEXICHHE
mouek [15, 35].

YpoBeHb JaKTaTa MOJOKHUTEIBHO KOPPEIUPYET
C TSDKECTBIO CEICHCa, €r0 OCIOKHEHHUSIMU W JIeTallb-
HOCTBIO, UMEET MPOTHOCTHYECKOE 3HAYEHHE B Pa3BU-
THHA TIOTMOPTaHHOW HexoctarogHocTH [15, 30].

7. PeruonapHoe HapylieHHE KPOBOOOPAICHUS TKa-
HEeH (O)KOTH M TPaBMBl), IIOKH.

KpoBomorepu, 10K, BO3HHMKAIOIINE BCIEICTBHE
TSOKENBIX TPaBM, YacTO SIBIISIOTCS TPUYHMHON TKaHe-
Bo# rumonepdy3un. [Ipy JIUTETFHO COXPaHSIIOMUXCS
aHA3POOHBIX YCIIOBUSIX JIAKTAT HE MOXKET OKHUCISATHCS
1o mupyBara BBUy Hemoctarka HAJl (HuKoTHHAMHU-
aJICHUHANKYKIEOTHT) U HAJIH,, kodepmentoB JI/IL,
o0Opasyronuxcs Mpu a3poOHOM PACIISTUICHHH TITIOKO-
36l. B HOpMaNbHBIX YCIOBHSIX BO3MOXKHO IMOBTOPHOE
okucienne HAJIH, no HAJI B MuTOXOHApUSX TIOCPE-
CTBOM LIETIOUKH 3JEKTPOHHOI'O TPAHCIIOPTA, CBSI3aHHO-
TO ¢ OKHCIUTENbHBIM (pochopunupoBarunem. [1pu cHu-
JKEHUH JTOCTABKU KHUCIOPOA K KIETKAM DJICKTPOHHBIHA
TPaHCIIOPT cpa3y ke npekparaercs. HAJl ctaHoBUTCS
HEJOCTYIIHBIM [IJISl OKUCIICHUS JIAKTaTa, B pE3yJbTare
Yero MpOMCXOAUT HAKOIIIEHUE mocieaHero [3, 9].

JlocTymmHOCTh KHCITOpOJia HAa TKAHEBOM YPOBHE —
Ba)KHAs JIETCPMUHAHTA OKHUCIUTEIHHO-BOCCTAHOBH-
TEJIBHOIO NOTEHIasa KIETOK. [I0BBIIEHHBIN YPOBEHD
JIaKTaTa SIBISICTCS] MapKepOM TUIIOKCUU Mo3ra. Brico-
KO€ COJIep)KaHUE JIaKTaTa BCEIya yKasblBaeT Ha KpH-
TUYECKOE COCTOSHWE TaleHTa W SBJSETCS IPOTHO-
CTHUYECKH HEeOIaronpusTHeM [29].

8. ['MmoBUTaMUHO3EI.

OOpasyromuiics U3 JaKrara MUpyBar MOJBEpraet-
Csl OKMCIIUTENBHOMY JIeKapOOKCHIMPOBaHNUIO (2-1 dTar
a’pobHOrO pacmama yrieBoaoB). llporecc oxwuciu-
TEJIBHOTO JICKApOOKCUIMPOBAHUS TTHPOBHUHOTPATHON
KHACIOTHI (puc. 6) KaTalu3upyeT CIOKHBIA (epMeH-

taruBHbld [IB/IK, Brmouatommii 3 depmenra u 5 ko-
¢axropos [Tnamuaaudocdar (TAD) — Butamun B,
JIK — numoeBas kuciora, aneTwi-KoA, ¢masunane-
uupaunykneorny (PAJ[) — suramun B,, HAIl —
ButamuH PP]. Takum o0pa3zom, AeUIMT BUTaAMHUHOB
TaK)Ke€ MOXET MPHUBECTH K HAPYIICHHIO aKTHBHOCTH
(hepMeHTOB, M3OBITOYHOMY HAKOIUICHHIO IHpyBaTa
u maktara [3, 23].

9. l'unepmakrareMust y HOBOPOXKICHHBIX IETEH.

Tect Ha JaKkTaT UMeeT 0co00e 3HAYCHUE B MPAKTH-
Ke OT/ICJICHNH TaTOJIOTHH HOBOPOXK/ICHHBIX [6]. Hanbo-
Jiee 9acTo yBEIMYCHNE KOHIIEHTPAIINH JIAKTaTa B IJIa3-
M€ KPOBH Y HOBOPOXKIEHHBIX OOYCIIOBIIEHO TSKEIIOH
TUTIOKCUEH Pa3IMYHOTO Te€HE3a U YKa3bIBaeT HA CIABUT
OOMEHHBIX MPOLIECCOB B CTOPOHY aHA’POOHOTO TIIMKO-
nu3a. Beicokne ypoBHM JakTara B KPOBH IPEICTaBIIs-
IOTCS HaJIe)KHBIM WHCTPYMEHTOM JUTSI OIIEHKH TSDKECTH
ac()UKCUHU Yy POIUBIIMXCS JIETCH C HU3KOW OICHKOM
no mxkane Amnrap. OgHako KOHIIEHTpalMs JIakTara
SIBIIIETCSL TAaK)KE MapKepOM MeTa0OIMYECKOro allu-
J103a, CETICHCa, TIOITOMY PE3yIbTaThl AHHAMHUYECKOTO
HaOMIONIEHNsT 32 ypOBHEM JIaKTaTa B paHHEM HeOHa-
TaJbHOM IepHOjie ObIBAIOT HEOJHO3HAYHbI. B Takom
ClIy4yae AMAarHOCTUYECKasi EHHOCTh ITOT0 MOKa3aTels
oOiamaeT HU3KOW YyBCTBUTEIHHOCTHIO [6].

HccnenoBanne KOHIIEHTPANUU JIAKTaTa Y HOBOPOXK-
JICHHBIX B KPUTUYCCKOM COCTOSHUU TPHUMEHSIOT Kak
CKPUHUHTOBBI METOJ JUAarHOCTHKU PECIUPATOPHBIX
U TeMOAMHAMHUYECKUX HapylleHui. Brlcokue mnoxa-
3aTeNy JlaKTara B IIa3Me KPOBH TPU TMOCTYIUICHUH
HOBOPOXX/IEHHOTO B OT/EJICHHE PEaHWMAIlUH SBISIOT-
csl HEeOJaronpusITHBIM TPOTHOCTHYECKUM ITPU3HAKOM
U CBHUJETEIBCTBYIOT O BBICOKOM PHCKE JIETaJIbHOTO
ucxona [13].

ITonyuyennsie Ha 30-ii MUHYTE TOCJIE POIOB MOKa-
3arenu AeUIIUTa OCHOBAHHUA M YPOBHS JIAKTaTa KPOBH
Yy HOBOPOXJICHHBIX MOTYT OBITH HCIOJB30BAaHBI B Ka-
YECTBE MPOTHOCTUYCCKUX MPU3HAKOB HEBPOJIOTHUYE-
CKMX HapyIIeHWH I0Cie MEePeHECEeHHON IepuHaTallb-
HOH acukcum. JIakTaTeMuss MEHBIIIE 5 MMOJIB/T W/WITH
nehunuT ocHoBaHui MeHee 10 MMOJIB/JT HE TIPUBOIU-
JIU K HEBPOJIOTHUECKUM OCIOKHEHUIM. KoHIleHTparus
nakTara oonee 9 MMOIIB/T OblJIa CBS3aHA C YMEPEHHOM

CH, TO®/TDP, NIK/LA, HsKoA/HsCoA, CH,
| ®ALl/FAD, HALL/NAD |
2HALH /
2C= 4 =
0 +1/20, El - nMpyBaT,u,erM,qporeHa3a/" 2 C\ 0 * 2NADN * 200,
| E1l - pyruvate dehydrogenase, SKoA
COOH E2 — nunoauetnnTpaHcdhepasa/

MHpoBMHOpaHaA KUCTOTa / E2 - lipoacetyltransferase,

Pyruvic acid

E-enzyme

E3 — nunoamupneruaporeHasa/
E3 - lipoamiddehydrogenase

Puc. 6. OkucnuTenbHoe feKap6oOKCMNUPOBaHUE NMUPOBUHOIPAAHON KUCNOTbI [3]

Fig. 6. Oxidative decarboxylation of pyruvic acid [3]
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WIH TSDKEJIOH SHIedanonarueil ¢ 4yBCTBUTEILHOCTHIO
84 % u cnenuduyrocTeio 67 % [20].

10. MuTtoxoHApHaIbHBIC 3a00JICBaHMUS.

MuroxoHapuanbHbie Oone3nn (MB) wnu mwuro-
XOHJIpUAJIbHBIE LUTONATUA — AITO OOIIMpHAsA TPYI-
na 3a0ojeBaHUl, OOYCIIOBICHHBIX T€HETHYECKUMHU,
CTPYKTYPHBIMH M OMOXUMHUYECKAMH JePEKTaMHU MHU-
TOXOHJPH, HAPYIICHHEM TKaHEBOTO IBIXaHHS H, KaK
CJIe/ICTBHE, HEIOCTAaTOYHOCTHIO DHEPreTHYECKOTO
oOMeHa.

B pe3synbrare okucIuTensHOTO (oCHOPHUITNPOBAHHS
npoucxonut cuHTe3 ATD. DT0 0COOCHHO BaKHO IS
HEPBHOW TKaHU, KOTOpas 3aBUCUT OT YPOBHS OKHC-
JIMTENBHOTO METabolM3Ma TIIIOKO3bl, YeM U OOBSICHS-
IOT CHCTEMHBIH XapakTep KIWHUYECKHX IMPOSBICHUM
npu Mb, HO ¢ TperMyIIIeCTBEHHBIM ITOPAKCHUEM IICH-
TpadbHOW HEPBHOM M MBIIeYHOU cructeM [28]. OmHako
Yy MHOTHX IAIlMEHTOB MOXXHO HAOIIOIaTh OTKJIOHEHUS
M CO CTOPOHBI CepAevYHO-COCYINCTOH cucTeMbl (Kap-
JTUOMUOIIATHS, Yallle THIePTpOoPUUecKas, HapyIIeHUI
puTMa cepima), movyek (TyOyJomaTHH MO THITY CHH-
npoma ne Toun—JleObpe—Dankonu: docdarypus, Tro-
KO3ypHsl, aMHHOALUAYPHUS, METa0OINYeCKUi aluao3,
MoYeyHast HeJIOCTATOYHOCTD), MeYeHH (TernaroMeranusi,
TIEYEHOYHAS HEIOCTATOYHOCTH), KeJTYI0YHO-KHIIIed-
HOro TpakTa (pBOTa, amWapes, arpodus BOPCHHOK
KHIIIEYHUKA, SK30KPUHHAs HEIOCTAaTOYHOCTh MOKETy-
JIOYHOM jKeJie3bl), CHCTeMbI KPOBeTBOpeHus (TaHIu-
TOTICHUS), SJHAOKPUHHOI CUCTEMBI (33JIep)KKa POCTa,
HapyIIeHUE TIOJOBOTO Pa3BUTHS, THUIOIIIHKEMHS, Ca-
XapHBIA W HECaxapHBIN MuabeT, TUIIOTUPEO3, THUITOMA-
parupeouansM, runonuryurapusm) [12, 17].

YacTtoTa BCTpPEYaeMOCTH MUTOXOHAPUATBHBIX 3a-
0oJieBaHUI 1O JaHHBIM Pa3HBIX ABTOPOB KOJEOIEeTCS
or 1-2:10000 mo 1 :35000 gemosex [17, 28, 32].

ITo npoucxoxnenutro MbB pendar Ha nepBUYHBIE
(HacnenCcTBEHHBIC) W BTOPUYHBIC. | eHeTHUYECKHE Ha-
PYUICHHS B MHUTOXOHJAPHUSIX HAXOJSATCS TIOJA JIBOMHBIM
KOHTpoJIeM — siiepHOMl U muTtoxoHapuansHoi JIHK.
Benymue npuduHbI BO3SHUKHOBEHHWS IMEPBUYHON (Ha-
CJICIICTBEHHON ) MUTOXOHIPHAIBHON MMaTOIOTUUA — JTO
MyTallMd B T'eHAX, KOAUPYIOLIMX OCNKH, 3aJeHCTBO-
BaHHBIC B IPOIECCaX JHEProoOMeHa KJIETOK, BKIIFO-
yasi HapyUIeHHs IMPOIECCOB OKUCIUTENBHOTO (ocdo-
pummpoBanus, 1ukiaa Kpebca, axtmBHOCTH [IBJIK,
nuToxpoma C-OKCH[a3bl, 3JIEKTPOHHO-TPAHCIIOPTHOM
Uend MUTOXOHJpPUN, KapHUTUH-TAIbMUTHII-TPAHC-
¢depazer 1, nedexThl OKHCICHHS KHUPHBIX KHCIOT
u ap. [11].

K nacrostmemy Bpemenn n3ectno 6onee 2000 reHoB,
NpsIMO MJIM KOCBEHHO KOHTPOJUPYHOMIMX (DYHKIIHEO
MutoxoHapuii [10, 24, 32], B ToM yuclie IO JaHHBIM
OMIM (Online Mendelian Inheritance in Man) [31].
BennunHa KIIMHUYECKUX IMPOSBICHUN TEHETHYECKOTO

nedexra nmpu Mb MoxeT OBITh OONBIION WM MaJoH,
W OHa MOXET CYIIECTBEHHO HW3MEHSTHCS, MEJICHHO
HapacTtas BO BPEMEHH.

Tsoxensle Gopmbl Mb TposBISIIOTCS y’KE B HEO-
HaTaJbHOM IIEpHOIE, B TO BpeMs Kak Oosee Jerkas
(opmMa MOXKET HE WMETh KIMHUYECKUX TPOSBICHUM
BIIJIOTH JIO TIOJPOCTKOBOTO BO3pAacTa.

CumnroMbl HeoHaTtalnbHOH (GopmMbel Mb wacto HO-
CSIT TSDKEINBIH XapakTep, MaHU(ECTHPYIOT OOBIYHO KaK
«MEeTa0OIMYECKUN KPU3HUC» B COUETAHUH C TIOPaKEHU-
€M OJHOTO WJIM HEeCKOJBKHUX OpraHoB [6]. XapakTepHo
MOSIBJIEHHE C MEPBBIX JHEW JKM3HNU peOCHKA JbIXaTelb-
HBIX (JUCIIHO?, OJBIIIKA, OOCTPYKTHUBHBIE COCTOSHUS)
W HEBPOJOTMYECKUX (MBIIIEYHAsT THUIIOTOHMSA, CYIO-
pOTH, SMU30bl HApPYyIIEHUS CO3HAHUS) PACCTPONCTB;
BO3MOXXHBI OTKa3 OT TIHIIH, PBOTA, TelaTOMEraius,
ChIlIb Ha KOk€. B janpHelillieM oTMedaroTcsl 3aJepiK-
Ka (U3MYECKOTO M YMCTBEHHOTO DPa3BHUTHSI, MbIIICU-
Hast cnaboctb. Mb MOTyT cOnmpoBOXKIaTECS aHOMATIHEH
pPa3BUTHUS OpPraHoB 3peHus u ciyxa [17].

Melas-cuanpom (mytarust A3243G B rene MTTLI
TpancnoptHoii PHK amMuHOKHUCIOTH! JelnnHa), CUHII-
pom Merrf (ToueuHble MyTalMd MHUTOXOHIPUAIBLHON
JHK), cunapom Narp [myramuu rena ATda3er ma-
tpuuHoit JIHK (MTATP6; MIM *516060)], cuaapom
Kepuca—Celipa — Hambosee W3BECTHBIE W OTHOCH-
TEJIBHO YacTo BcTpevaromuecs GpopMbl MHUTOXOHAPH-
anpHBIX 3HNEedanomuonaruit [7, 32].

Manoznaunmeie nehekTbl  (PepMEHTOB MHTOXOH-
JIpuii TIPUBOIAT JIMIIb K HECIIOCOOHOCTH TaIMeHTa
BBIJICPKHUBaTh (PU3UUECKYIO HArpy3Ky, COOTBETCTBYIO-
LIYI0 €ro BO3PacTy, U HE CONpPOBOXKAAIOTCA CEPhE3-
HBIMH OOJIC3HEHHBIMH MPOSBICHUSAMU. CUMITTOMaTHKA
nerkoii (hopmbl Mb 10BOIEHO BapmaOesbHA W TTOPOI
MMeEET HENOCTOSIHHBIN Xapakrep. Kak mpaBuio, KIuHu-
YEeCKOMY IPOSIBIICHUIO MPENIIECTBYET CTPECC, MPUCTY
CyIOpOT MJIM MHQEKIHSL.

O6mum s Mb sBiisseTcss HU3KHIA «IOPOTY UyB-
CTBUTENIFHOCTH K JAC(PHUINTY KHCIOpPOJa, TPOSBISIO-
HIMicd B CKJIOHHOCTH K JIAaKTaT-allU/103y, MOCKOJBKY
MyTaud  (EPMEHTAaTUBHOTO  MHTOXOHIPUAIBLHOTO
KOMIUIEKCa B JBIXaTeIbHOM LenH (YTO MOXKET OBITh
MPUYUHON HapyIleHus peakuuil GpochopumupoBanmsy/
nedochopunrpoBanusi) MOTYT TPHUBOIUTH K HaKo-
TUICHUIO JakTaTta. [lomoOHble KIMHUYECKHE IpOsiB-
JIeHWsT MOTYT OBITh CXOKUMH C cuHapomoMm Peiio
(HeBocmanuTenbHas SHIE(ANTONATHs, COMPOBOXK/IA-
fOIascs JKUPOBOH HWHOUIBTpAIIUEH TICUEHHU, ITOBHI-
IICHHEM YpPOBHEW I€UYEHOYHBIX TPAHCAMHUHA3 WIIH
aMMHaKka B CBIBOPOTKE KpPOBH B TpU paza U Ooisee
y JAereil crapiie 5 JeT, NEePeHOCUBIIUX TPHUII U IO-
JMy4YaBIIMX CAIMIMIIATHI), HO Pa3BUBAIOTCS Y JeTei
B BO3pacTe /10 5 JIET C pa3IMYHBIMH METa00INYeCKu-
MU Ooje3HssMHA. Takue OTKIOHEHHs XapaKTepU3yIoT
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kak Peiio-nomo0OHsIit curpom [17]. Dta natonorust Mo-
XKeT ObITh 00YCJIOBJIEHA TaK)Ke HaCIleJICTBEHHBIMU Ha-
PYUICHUSIMA OKHCJICHHUS JKUPHBIX KHCIIOT, 1e()UITATOM
CPEIHEICTIOUCTHON aIMI-KOIH3UM A-IeTUIPOTCHA3EI,
nedekTaMu B METa0OJIM3MEe aMUHOKHCIOT WIA B IU-
KJie oOMeHa moueBuHHI [11, 36].

JucpyHKINS MUTOXOHIPUNH MOXXET UMETh BTOPHY-
HBEIH TIPUOOPETEHHBIN XapakTep, COMPOBOXKIAS OCHOB-
HOH maronmoruyeckuii mpouecc [17].

MuTtoxoHapuaabHble OOJE3HU TPYIAHBI IS JTHa-
rHoctukd. OJTHA W Ta K€ MYTaIlusi MOXXET BBI3BIBAThH
pa3HbIe CHMIITOMBI, @ OIWH W TOT K€ KIMHUYECKUH
¢enorun — ¢GopMHUpOBaTh pasHbie MyTanuu. Js
NOCTAaHOBKHM guarHo3a Mb BakeH KOMIUIEKCHBIN ITOA-
XOJl, OCHOBaHHBIN Ha T€HEATOTMUYECKOM, KITMHUYECKOM,
OMOXUMHUYECKOM, MOpP(]OIOTHYecKoM (TUCTOIOTHYE-
CKOM), MOJIEKYISIPHO-TEHETHYECKOM aHaiu3e [32].

BakHO y4HTBIBaTh, UTO TMIIEPIAKTATEMUS SBIISCTCS
Beylleill OnoxuMuueckon anomanuend y pereii ¢ Mb,
Y TpU OTCYTCTBUM THIIOKCHU €€ CIIeAyeT paccMaTpu-
BaTh KaK OCHOBHOW MapKep IJIsl TOATBEPKICHHS Ha-
pymeHnii MeTaboam3Ma MUTOXOHIpHUI [24].

JlakTaT-aumMao3 SBISETCS KIMHUYECKUM CHHAPO-
MOM, BO3HHUKAIOUIMM TIPU MOBBIIICHUNA YPOBHS JaK-
TaTta KPOBH BCJIEJCTBHE €T0 THIEPIPOAYKIMH ¥/HITU
CHIDKEHUS muMuHammu [15, 26], a Takxke Qopmoii
METa0OINIECKOTO aIu03a, OOYCIOBICHHOTO PE3KUM
YBEIIMYCHUEM COJICpaHUs B KpOBHU Jiakrata (Oojee
5,0 mmone/n) u cHmxenueM pH Hmke 7,35.

JUIs ManueHTOB C JIaKTaT-ali030M XapaKTepPHBI
obmas c1abocTh, YCTaNOCTh, allaTusl, TOITHOTA U PBO-
Ta, myMHoe miyookoe naeixanue (Kyccmayns), yraere-
HUE CO3HAHUS, KOMa.

Hcnonp3yercs cnemyromas kiaccuukaius Takrar-
aruaosa [6, 15, 26]:

TN A — HAOMIOMAeTCs MPU TUIIOKCHH W THIIO-
nepdy3un. TkaHeBasi TUIIOKCUST Pa3BUBACTCS TIPH OT-
paBinenun CO, TsKENOW acTME U TSDKENON aHeMUH,
HEJ0CTaTOYHOCTH KPOBOOOpAIEHUS, OTEKe IJIETKUX.
l'mmonepdysnst pa3BuUBaeTCs TakKe B COCTOSHHH
moka (KapauOTeHHOTO, TeMOPPAaruyecKoro, CEMTH-
YECKOTO);

i B — BO3HHMKaeT mpu HOPMAIBHON OKCHIe-
Hary TKaHed. Ero Takke Ha3bIBAIOT «MeTadosmde-
CKHM», TaK KaK €ro MPUIMHON MOTYT OBITH MATOIOTHS
neuenn, mouek, CJI. Ilompasnensercs Ha 3 moaTuma:

B1 — mpu yxe cymecTByronieM MeTaboIu4ecKOM
3aboneBarnu (C/l, O0Ie3HM MEYCHH M MOYEK, HEKOTO-
peie MH(pEKINH, HEeOoIUTaCTHYEeCKHe IPOIECCHl, CyH0-
POXHBIA CHHIPOM, TPAaBMbI U JIp.);

B2 — o0ycnoBieH HEKOTOPBIMHU IpernapaTaMu Hid
snamMu (aneTaMrUHO(EH, CATUIIIIATEI, OUTYaHHIbI, KO-
KauH, AUSTUIOBBINA 3(hUp, METAHOJI, ITAHOI, TeO(DUIHH

v 1p.);

B3 — BKJIIOUAeT OCTATOYHO PEAKUE BPOXKICHHEIE
AHOMAJIMH, CBSI3aHHBIE C HAPYIIEHHEM MHTOXOHAPH-
aJbHOTO OKHUCIIEHUS THpYyBaTa.

Tun A — HanboJjee 4acTo BCTPEUAOIIUICS B KIIH-
Hu4eckoll mpaktuke. Tunm B — paccrpolicTBa nan-
HOTO THIIa HE CONPOBOXKIAIOTCS TKAHEBOW THIIOKCHEH
BIJIOTH /10 TEPMUHAIBHBIX CTaIui 3a00JIeBaHMM.

JlakTar-anm03 (MOJOYHOKKCIAsE KOMa) — KpaiiHe
penKoe, OueHb OMACHOE OCJIOKHEHHE JIaKTaT-ali103a,
BBI3BAHHOE HEKOTOPHIMH TIaTOJOTHYECKUMHU COCTOS-
HUSME (3a00JIEBaHUSMH WU CHHIPOMAaMH), KOTOPOE
MOXKET 3aKOHUUTKCS JIETaIbHBIM HcxomoM [5, 15, 20].

BrisiBlieHMe NPUUMHBI JlakTaT-anuuao3a u audde-
peHIMaNbHas JUarHOCTHKA €ro THUIA CUUTAIOTCS pe-
maromuM (akTopoM Jisi BEIOOpa CTpaTeTHuH JICUCHUSI.
B kadectBe (hakTOpOB, CIIOCOOCTBYIOIINX PAa3BUTHIO
JIAaKTaT-aIi/103a, MOT'YT paccMaTpuBaTbcs CIleayoIne
COCTOSTHUSI: MH(EKIHMOHHBIE W BOCTIAJIHUTENbHBIEC 3a00-
JeBaHus, MaccuBHble kpoBoreuenus, Mb, CJI. Berpe-
YaeTcs Yalle y B3POCHBIX 10 MPUYUHE XPOHUIECKOTO
AJIKOTONIM3Ma W JIPYTMX WHTOKCHKAIWH, TSDKENBIX (u-
3UYECKUX HArpy30K, IIEUEHOUYHON WK MOYEYHOU HENlo-
cratounoctu [15]. [loutu monoBuHa Clay4yaeB TAKEIO-
r0O JIaKTaT-alu103a MpUXoauTcsi Ha manueHToB ¢ CJI.

Jlakrararmmoorndeckas koma (JIAK) y 6ompabIX CJ]
BcTpeuaercs 3HaunTenbHo peke (0,006-0,008 %), gem
nuabeTuueckas keroanujorudeckas koma (JIKAK).
JIAK npu CJ{ pa3BuBaercsi BCIACACTBHE H30BITOUHOTO
HaKOIJICHUS B KPOBH M TKaHSX MOJOYHOH KHCIIOTHI,
YTO, B CBOIO OYepesb, MPUBOINUT K anuaosy. llpeapac-
noyaratot K pa3Buthio JIAK y Takux manueHToB Tsoke-
JIble COIYTCTBYIOIINE 3a00JIEBaHHS CEPACYHO-COCYIH-
CTOM W JBIXaTeJLHOW cHUCTeM, TedeHH, movek [1, 25].

Kmmanka JIAK pasBuBaeTcss OOBIYHO TOCTATOY-
HO OBICTPO, B TEUYEHHE HECKOIBKUX 4YacoB. Y OOJb-
HBIX TOSIBIISIOTCS KaXkJla, TOLUIHOTA, PBOTA, TOJIOBHbIE
Oosn, 6onmu B kuBOTE, AU Qy3HBIE MBIIICYHbIC U 3a-
TpyAMHHBIE OOJH, Yy4YalleHHe IbIXaHWs, COHIUBOCTb
i OeccoHHMIA. B MUHAMHKE COCTOSHUE TAIMEeHTOB
nporpeccuBHo yxymamaercs [1, 5, 19]. OtcyTcTBytoT
npusHaku, xapakrepusle g JJKAK (cyxocts koxw,
CJIM3UCTBIX 00OJIOUEK U SI3bIKA, 3araxa alleToHa B BbI-
IBIXaeMoM Bo3ayxe). Her keronemum.

st JIAK mpu CJ] xapaktepHbI: darie HeOOoIbIast
TUNEPIINKEeMUs (MHOT/Ia HOPMOTJIMKEMHUS ), KOHIIEHTpa-
LUSI MOJIOYHOW KHCJIOTBI B CBHIBOPOTKE >4,0 MMOIIB/II,
camxenne pH kpoBu <7,35, CHM)KEHUE TaKKe KOH-
ueHTpanuu  ruapokapbonatneix  monos  (HCO,)
o 10 mmone/m u HUxe (B HOpME O0Koilo 20 MMOJIB/I).
BrisBisroTcst TunepasoTemMusi M THIIepIunuaeMus [5].

Jleuenne mnpu JaKTaT-alMA03€ HYXXKHO HAYUHAThH
B COOTBETCTBUHU C INPUUYMHON, KOTOpas €ro BbI3BAJIA.
IIpu xpoHuueckod mNOYEUHON HETOCTATOUHOCTU He-
00XOZMIMO TIPOBECTH TE€MOJIMAN3 WM TEPUTOHEAIh-
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HbIi guanu3, npu CJ| UCKIF0YUTh ipueM OUTyaHH]IOB.
OMHOBPEMEHHO HY)KHO HOPMaJIH3MpPOBAaTh TMapame-
Tpbl BHyTpenHer cpenst — pH, pO,, HCO,, Na’, K~
[1, 21].

JlakTaT-anumo3 MpeAcTaBiIseT CEPhE3HYI0 YTPO3Y
M3-32 BBICOKOTO pHCKA OTE€Ka MO3Ta M JIETaJIbHOTO
ucxoma. BeposTHOCTH CMepTH TOBBIIIAETCS TIPU OT-
CYTCTBHUH MEIUIIMHCKOM IMOMOIIH B ONrKaiIine Jacel
MOCJIC€ BO3SHUKHOBEHUS TEPBBIX CHMIITOMOB.

Ha nmorocnurambHOM 3Tane HEOOXOIUMO HCIONb-
30BaHUe HMH(Y3UN (PU3HOIOTHYECKOTO pPacTBOpa, OK-
CUTEHOTEPAIIHIO.

OcHoBHBIE TPUHIHIIEI JTeueOHoH TakTuku JIAK mpu
C/l B peaHUMAIIMOHHOM OT/ICJICHUU WJIM OT/ICIICHUN WH-
TEHCUBHOM Tepanuu He otnydarorcs oT Tepanuu JKAK,
OJTHAKO HWMEIOT psij ocobeHHocTel. MHcynmHOTEpa-
A0 TIPOBOAAT MHUKpocTpyiHbIME [0,05-0,1 en/(krq)]
BHYTPUBEHHBIMU BBEJCHHUSIMH Ha 5 % IIIOKO3C B CBS-
31 C HEBBICOKMMH YPOBHSIMH IIuKeMuu. Bemymiee
3HaYCHWE HMMEET YCTpaHEeHHe anmmao3a. B Tskembix
ciayvasix, opu ypoBHsx pH kposu 7,0-7,1 m Huxe,
JICYCHNE BKJIIOYACT BHYTPHUBEHHOE KalleIhHOE BBEIC-
Hue OukapOoOHara HATpusi, MEPUTOHCAIBHBIN JTHAIN3
WM TEeMOJUATIN3, UCKYCCTBEHHYIO BEHTHIISLIMIO JIET-
KHX, METMKAMEHTO3HYI0 KOPPEKIIHIO COIMYTCTBYFOIINX
3aboneBanwmii [1, 5]. K coxxamenuto, mporHo3 mpu Jiak-
TaTAUJOTUYCCKOM KOME dYacTO HEOIarompHsITHBIN.
JleranpHocTh pocturaer 70—80 %.

IIpu ycranoBnennom auarHoze Mb mnpoBonutcs
MATOTEHETHYECKOe W CHMIITOMAaTHYeCcKoe JIeUYeHHeE,
MTOCKOJIBKY JIEUEHHE IIOKa TOJBKO pazpadaThiBaeTCs.
Tepamust oCyIIEeCTBISETCS YHEPTOTPOITHBIMU TIperapa-
TaMH, K KOTOPBIM OTHOCST: KO(aKTOPbI 3HEProoOMeHa
(Butamunbl rpynnel B, PP, L-kapHUTHH), aHTHOKCH-
nmauTtel (Burammebl C, E), BemecTBa, MmepeHOCSITNE
9MEeKTPOHBI (KodH3UM Q, TtuToxpoMm C, sHTapHas KHUC-
JI0Ta), HalleJIeHHble Ha HOpMaJHM3aluio MeTabomu3ma
u o0ecrieueHHe aJCKBaTHOH DHEPIreTUKH MHUTOXOH-
npuid. B jedeHnHn OdeHb Ba)KHO COOJIONEHHE JTUETHI,
peXrMa JO3MPOBAHHBIX HArpy30K, MEIMKaMEHTO3HAas
KOppEKIMsS HEOTIOXKHBIX cocTostHui [17, 32]. K co-
)kanennto, Mb ¢ TpyaoM moajiaroTcsl JI€UEHHUIO.

3AKNIOYEHUE

Onenka ypoBHsI JIakTaTa BaXKHa Kak CIEIMAINCTa-
MH B OTIENEHUSX pEeaHNMaldd ¥ HHTCHCUBHOW Te-
panuM, XUpYpruu, TPaBMaToJIOTHH, POJJIOMax M Iie-
pUHATaIbHBIX LIEHTpaX, CHOPTUBHOM MEIUIMHE, TaK
U meauarpamu wmupokoro npoduis. Heobxomumo
oOpamiath BHUMaHHE HAa H3MEHEHHE KOHLEHTPaLUU
JlaKTaTta KpoBH, YMETh OLIEHMBATh BBIPAKEHHOCThH T'-
nepjaKkTaTeMuH, aHaJIU3UPOBaTh BO3MOYKHBIE IPHUYH-
HBl €€ BO3HMKHOBEHUS, COMOCTABJIATh C KIMHUYECKHU-
MH OTKJIOHGHMSIMH B COCTOSIHMU 3/10pOBbsI PEOCHKA.

W3mepenue sakrata kaxapie 1—2 4 HE0OOXOIUMO B Hau-
Ooyiee OCTPBIX CHUTYalHsAX, YYUTHIBAS HEOIArOTpHUsIT-
HBIA MPOTHO3 ISl 37I0POBbSl U KU3HU TALMEHTa IIPHU
pasBUTHH JakTaT-anuno3a. OYeHb BBICOKHWE YPOBHHU
JIaKTaTa CBA3aHBI C BBICOKMM YPOBHEM JIETAILHOCTH.
Pannee BbIIBICHUE U MPEOJOJICHUE TUIEPIAKTATEMUU
B OTHX CIy4asX MOXET OBITh KIFOUEBHIM MOMEHTOM.

B cmydae 3HAYUTENTHHOTO YBETWYCHHS JIAaKTaTa
B KPOBH U MPOTPECCUPYIOLIETO HAPYIIICHUS COCTOSHUS
MalKeHTa, IEAUATP AOKEH 3HATh aliTOPUTM JICUCTBUIMA
IIpU Pa3BUTUH JIAKTATHOIO alK03a.
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(DenepanbHoe rocyfapcTBeHHOE BHMKETHOE 06Pa30BaTENbHOE YYPEXAEHNE BbICLIEr0 06pa30BaHus

CAHKT-I'IETEPBYPFCKMﬁ FOCYﬂAPCTBEHHbIﬁ
NEAUATPUYECKUU MEOULUNHCKWUU YHUBEPCUTET
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O6paboTka ecTecTBEHHOro a3bika, nnu Natural language processing, — 3T0 O4HO M3 HanpaBfeHWI BbIYUCIUTENBHOM JINHI-
BUCTMKWU. ITO pa3nen MHPOPMATUKK, KOTOPbIV BKAKOYAET airOpUTMUYECKY0 06paboTKy peun M TEKCTOB Ha eCTECTBEHHOM
a3bike. C MpUMEHEHWEM TakMX afropuTMOB CO3[atTCS CMCTEMbl MAWMHHOINO MEPEBOAA, OTBETOB Ha BOMPOCHI, CUCTEMBI
aBToMaTuyeckoro pacnosHaBaHusa peun (CAPP). MpumeHneHne CAPP HanpaeneHo Ha npeobpa3oBaHue peyun u reHepupoBa-
HWEe CBS3aHHOrO M OCMbIC/IEHHOTO TEKCTa, a Takxke 06LEeHMe Ha eCTeCTBEHHOM SI3blKe MpW B3aWMOLENCTBUMU KOMMblOTEpa
n yenoeka. CeroaHs 3T CUCTEMbI LUIMPOKO MCMOMb3YIOTCS B MEAMUMHCKOM MPaKTUKe, B TOM YMCNe M NaToNIorMyeckom
aHatomuu. KntoueBbiMM 3Tanamu Ang ycnewHoro ucnonb3oBanus CAPP gaBnqioTca: cocTaBneHne CTaHAAPTHbIX WwabnoHoB-
OMWCaHWI ANg aBTOMATMYECKOro BKJKOYEHUS UX B AMArHO3 U 0OyyeHWe Bpavei HaBblkaM MCMOJIb30BAHMSA TakKUX CUCTEM
B MpakTUYeckoW feaTenbHoCTU. MMonbITKM CTaHAapTM3aumMM NaTonoroaHaTOMUYECKUX 3aKNKYEeHU LaBHO npeanpuHUMMa-
I0TCS BpayamMu BO BCceM Mupe. locsie n3yyeHus OTeYECTBEHHOW M 3apybexHOM nuTepaTypbl Hamu Gbli COCTaBNeH nepe-
YeHb 3/1EMEHTOB, KOTOPble LOMKHbl ObITb 06593aTENbHO BK/IOYEHBI B MAaKPO- U MUKPOCKOMMUYECKOE ONMUCAHUE U OTPaXKEHbI
B OKOHYATE/IbHOM 3aKJ/IlOYeHUU. Takue LWabMoHbl MOMOralT B MPUHATUM PELUEHUIH M TOYHOW (HOPMYIMPOBKE AMArHo3a,
TaK Kak coaepaT BCe KJIloYeBble 3/1eMeHTbl B NOPSAKE MX 3HAYUMOCTWU. DTO 3HAUYMTENbHO CHUXKAET HeobxoAMMOCTb
NMOBTOPHOrO MCCNE0BaHUSA, Kak GUKCMPOBAHHOIO MakpOCKOMWYECKOro Matepuana, Tak U NMoAroTOBKM LOMOMHUTENbHbIX
ructonornyeckux cpesos. LabnoHbl, BcTpoeHHble B CAPP, M03BONSIIOT COKPaTUTL BPEMS, 3aTpayMBAEMOE Ha BeLEHWE A0-
KYMEHTALMU U 3HAYUTENbHO YMEHbLMTb paboyyro Harpysky Ha naTtosioroaHatomoB. [1ns ycnewHoro nonb3osaHuns CAPP
Hamu pa3paboTtaH yuebHbili kypc «Digital Speech Recognition in an Anatomical Pathology Practice» nng nocneagunnom-
HOro 06pa3oBaHMs Kak OTeYECTBEHHbIX, Tak U 3apybexHbix Bpayei. KpaTkas xapakTepucTuka Kypca npuMBOAMTCS B 3TOW
CTaTbe, @ CaM KypC LOCTyneH B ceTu MHTepHerT.

KnioueBblie cnoBa: nocnegMnioMHoe MeguUMHCKOe 06paBOBaHVIe; CNCTEMbl aBTOMATUYECKOIO pacno3HaBaHMA peyu;
natosnorn4yeckagqa aHatomMums4.
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Natural language processing is one of the branches of computational linguistics. It is a branch of computer science
that includes algorithmic processing of speech and natural language scripts. The algorithms facilitate the deve-
lopment of human-to-machine translation and automatic speech recognition systems (ASRS). ASRS use is twofold:
accurately converting operator’s speech into a coherent and meaningful text and using natural language for interac-
tion with a computer. Currently, these systems are widely used in medical practice, including anatomic pathology.
Successful ASRS implementation pivots on creation of standardized templated descriptions for organic inclusion in the
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diagnosis dictation, likewise - on physician training for using such systems in practice. In the past decade, there
have been several attempts to standardize surgical pathology reports and create templates undertaken by physicians
worldwide. After studying domestic and foreign literature, we created a list of the essential elements that must be
included in the template for macro-and microscopic descriptions comprising the final diagnosis. These templates will
help in decision-making and accurate diagnosis as they contain all the imperative elements in order of importance.
This approach will significantly reduce the need for re-examination of both fixed macroscopic material and the
preparation of additional histological sections. The templates built into ASRS reduce the time spent on documenta-
tion and significantly reduce the workload for pathologists. For the successful use of ASRS, we have developed an
educational course, “Digital Speech Recognition in an Anatomical Pathology Practice”, for postgraduate education
of both domestic and foreign doctors. A brief description of the course is presented in this article, and the course

itself is available on the Internet.

Keywords: postgraduate medical education; digital speech recognition systems; pathological anatomy.

OOpaboTka €CTECTBEHHOIo si3blka, wiu Natural
language processing, — 3TO OJHO W3 HAaIPaBICHUH
BBIYUCIUTEIBHON JIMHIBUCTHKUA. DTO pasaen UH)Op-
MAaTUKH, KOTOPBIM BKIIIOYAET AJITOPUTMHYECKYIO 00-
paboOTKy peurm W TEKCTOB Ha €CTECTBEHHOM SI3BIKE
[1, 2, 6].

Ludposble cHCTEMbl aBTOMAaTHYECKOrO PacIo3-
HaBanus peun (CAPP) ycmemHo ncmonb3yroT Memau-
[IMHCKHUE paOOTHUKH BO BCeM MHpE [7]. DTH CHCTEMBI
BHEJPSAIOTCA B MEIUIMHCKUX YUYPEKICHUAX TOCIEN-
Hue 20 JeT W 3a 3TO BpeMs 3HAUYNUTENBHO ILIArHYIH
BIIEpeA. YK€ CeroiHs 3Ta TexHoiorus (puc. 1) ympo-
maet padoTy Bpadell ¢ AIEKTPOHHOW JOKyMEHTAINeH,
CHIDKAeT KOJIMYECTBO OIMIMOOK M TIOMOTaeT B NPHUHS-
THU PELICHUMN.

KitroueBbIMH 3Tanamu Aj1s yCIEHIHOTO MCII0JIb30Ba-
Husa CAPP sBrsitoTcsi: cocTaBieHne CTaHJAPTHBIX LIa-
0JIOHOB-OIMCAHUI U1 aBTOMAaTH4eCKOI'0 BKJIIOUEHHS
WX B IMAarHO3 U 00ydeHHue Bpayeil HaBbIKaM HCIIONIb30-
BaHUS TAKMX CHCTEM B MPAKTUYECKON JEATEIBHOCTH.

Lenv naweii pabomvl — aHaIU3 COBPEMEHHOM
nuTeparypbl 1o ucnonb3oBanuro CAPP B mpakTtuke
Bpaueil MaroJoroaHaTOMOB M HAIMCAHUIO CTaHAap-
TU3UPOBAHHBIX MaKPOCKOMMYECKHUX OIMCAHUN U TH-
CTOJIOTHUECKUX 3aKIIOUeHHH; pa3paboTka MIaOIOHOB
JUIl  CTaHJApTU3MPOBAHHOTO  CTPYKTYPUPOBAHHOTO
ONMCaHUsl OMOICHHHOIO M ONEpPalMOHHOIO Marepua-
Jla B OHKOJIOTMYECKOHM MAaTOJIOTMH M JAPYTHX 3aboie-
BaHUSAX Pa3HBIX BO3PACTHBIX TPYII U HMCIIOIB30BaHMS
ux c¢ npuMeHenneM CAPP; 060o0menne coOCTBEHHOTO

()
=

Peub/
Speech

) \
—»@]d_.

O6paboTKa ectecTBeHHOrO A3bika/ Tekcr/
Natural language Processing Text

Puc. 1. MpuHUMN paboTbl CUCTEMbI AaBTOMATUYECKOrO pacno3sHa-
BaHUA peun

Fig. 1. General architecture of digital speech recognition
systems

MHoroJieTHero omnbita padotsl ¢ CAPP u cocraBienue
Kypca Ui MOCIEAUITIOMHOTO 00y4YeHHs Bpadeii-1aTo-
JIOTOAHATOMOB.

B mnacrosiiee BpeMsi Ha pPBIHKE CYIIECTBYET He-
CKOJILKO BHUJIOB 3apyOCXKHBIX M  OTEUYECTBEHHBIX
KOMMEpUYECKUX CHUCTEM, HCIOIB3YIOMHNX 00padoT-
Ky ecTecTBeHHOro s3bika: [Iporpamma Voice2Med,;
Dragon Medical One, Nuance Communications, Inc.;
VoiceOver PRO. Voicebrook, Inc.; The Sayit for
Pathologists, Inc.nVoq™; Fusion Speech for Pathology,
Dolbey [16, 18, 19, 21, 22]. BHeapeHHe TaKUX CUCTEM
B MPAKTHUYECKYIO AESITEIHHOCThH MaTONIOTOaHATOMA I10-
3BOJISIET HE TOJNBKO YCKOPHUTH pabodmii mporiecc u u3-
0exarh OMMOOK, HO M HECET SIBHYIO SKOHOMHYECKYIO
BBITOy JUISL TaTOJIOTOAHATOMHYECKUX OTAEICHUH
[3, 9, 10, 12].

Ilocne w3ydeHMsT OTEUECTBEHHOW H 3apyOekHOI
JUTEpaTyphl TIEPBBIM ATAllOM Haled paboThl cTana
pa3paboTKa cTaHIAPTHBIX HIA0MOHOB, KaK Ul Makpo-
CKOIIMYECKOTO W MHUKPOCKOIIMYECKOTO OMUCAHHM, TaKk
W JUIA HamucaHus 3akiodeHus. Clenyer OTMETHTH,
YTO Bpaddl KIMHUYECKOW TPAKTUKHA IIUPOKO TIONB3Y-
IOTCSI CTAHJIAPTHBIMH MTPOTOKOJIAMU M CXeMaMH JIJIs Jie-
YeHUs MalMeHTOB. B OONbIIMHCTBE cly4aeB Tepamus
Ha3HA4aeTCsl C YYETOM JaHHBIX 3aKITFOYSHHS IaTONO-
roanatoMa [5]. IIponyiueHHble B aTOJIOr0aHaTOMUYE-
CKOM OIMCAHWH KJIFOYEBBIC AIIEMEHTBI MOTYT CIYXKUTh
NPUYMHON HETPaBHIBHOH (OPMYIHPOBKM AHArHO3a
U KaK CIIEACTBHE NPUBECTH K HEAJCKBAaTHOMY Jiede-
HUIO manueHTa. C IeNbl0 UCKIIOYEHHS TaKoro poia
CUTYyaIllii BpauyaMH-TIaTOJIOTOaHATOMaMH HEOIHOKpAT-
HO OBUIM MPEIIPUHSTHI MOTBITKH CTaHAaPTU3AINH T1a-
TOJIOTOAHATOMUYECKUX 3akitoueHuit [8, 13—15].

B Hacrosmee Bpems B Poccuiickoit ®enepanun
MOPSZIOK MTPOBEICHUS TPHKU3HEHHBIX MOPQOIOTHye-
CKHX HCclenoBaHuit onpexnensercs [Ipukazom M3 PO
Ne 1791 ot 24.03.2016'. ITonoxkeHHs MaHHOTO MPH-
Kaza HaxolsiTcst B coorBercTBHH ¢ DemepaibHbIM

! Tlpuka3 Munucrepcrsa 3apaBooxpanenust PO ot 24 mapra 2016 1.
Ne 1791 «O npaBuiaax NpoBeACHUS TATOJIOT0AHATOMUYECKHUX HCCIIe-
TOBaHUI.
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3akoHOM Ne 323-®32% a TakkKe C MOPSIKOM OKa3aHUs
MEIULMHCKON MOMOIIY Ha OCHOBE CTaHJApTOB MEIH-
IIMHCKOW TIOMOINHM COOTBETCTBYIOMIECTO Tpodwis [4].
PacumipeHHblii  BapuaHT JaHHOW y4eTHOW (opmBbl
MeUIMHCKON jokymeHTaiuu  (Ne 014-1/y) BBezeH
B gaeiictue 24.03.2016 Ilpukazom M3 PO Ne 179n
u ytBepxkaeH Muntocrtom Poccun. «lIpotokon mnpu-
JKU3HEHHOTO I1aTOJIOr0aHATOMUYECKOTO HCCIIEAOBaHUS
OHOTCHITHOTO (OTMEPallMOHHOTO MaTrepuasna)» HapaLy
¢ Hampasnenunem siBisiercsi 00si3aTeNnbHONW Yy4eTHOH
hopmoii memunrHCKOM nokymeHTarmu — No 014-1/y.

«IIpoTOKONI MPMKU3HEHHOTO IAaTOJIOTOAHATOMHYE-
CKOTO WCCJIeIOBaHUA OWMOTICHITHOTO (OIepanroHHO-
ro) Marepuaja» TPaTUIMOHHO HOCHUT OMHUCaTeIbHBII
Xapakrep. OTO ONUCaHHWE HE MOXET OOJblIe MpPOU3-
BOJMUTHCS B NPOU3BOJIBHON (opme, a JOMKHO OBITh
COCTABJIEHO B COOTBETCTBHU C HAIMOHAJIbHBIMU WIIH
WHTEpHAIIMOHAIBHBIMHI CTaHgapTamMu. s takux me-
Jeil M COCTaBJIAIOTCSl MIa0JIOHBI, BKIIOYaromye 0a3o-
Bble Mopdonornueckue napamerpbl. OZHUM U3 TaKHX

2 MepepanbHblii 3aK0H 0T 21 HOsOps 2011 1. Ne 323-D3 «O06 ocHOBax
OXpaHBbl 3J0pOBbs rpakal B Poccuiickoit denepanum».

MIPUMEPOB MOTYT CIYXHUTh IIA0IOHBI, KOTOPbIE pa3pa-
6otanbl KosutemkeM aMeprKaHCKHUX TIATOJIOTOB M IITH-
POKO HCHONB3YIOTCSA 3a pyOeskoM. OpHako Hemao-
BaXXHBIM SABJISICTCA TOT (1)211('1‘, YTO MJIsI UCIIOJIB30BaHUA
AIIEKTPOHHBIX I1A0JOHOB, PEKOMEHI0BaHHBIX Komten-
JKEM aMEPHKAHCKHUX MaToJIOTOB, HEOOXOIUMO HE TOJb-
KO CJIeNIaTh MX TPaMOTHBINA MEepPeBO/, HO M MMETh pas-
perieHne TpaBoobIagarenas Ha ucmoib3oBanue [20].
B npakTrueckoil JesTenbHOCTH OOJBIIMHCTBO MATO-
JIOTOAHATOMHUYECKUX Ja00paTopuii UCIONB3YIOT CBOU
CcOOCTBEHHBIE MPOTOKOJNBI M M1a0ioHbl. OIHON W3 Tie-
JIeH TaHHOHM paboTHI M cTajia pa3padoTKa TaKHuX IradIo-
HOB U1 CTAHIAApPTU3UPOBAHHOIO CTPYKTYPUPOBAHHOI'O
OTHCaHUsl OUOTICUIHOTO U OTICPAI[MOHHOTO MaTepuasa
n BKIrOYeHHsI uX B «lIpoTokon mpuKU3HEHHOTO Ta-
TOJIOTOAHATOMHYECKOTO HCCIIEOBaHUS OMOIICUITHOTO
¥ ONEpaIioHHOTO MaTepHalia» C WCIOJIb30BaHUEM
CAPP.

Ha ocHOBaHMM COBpPEMEHHBIX JHTEPATYypPHBIX JlaH-
HBIX OBUI COCTaBJICH IEPEYCHb JIIEMEHTOB, KOTOPHIC
JTOJDKHBI OBITh 0053aTENbHO BKJIIOYEHBI B MIA0JIOH Ma-
KpO- U MHUKPOCKOIMMYECKOIO0 OIMMCAaHUA N OTpPa’KCHBbI
B OKOHYATEIHLHOM 3aKjtoueHuu (puc. 2).

® Manage Auto-texts = [ =] s
I £l
! Arrange by: Name - Name *
Lung lobe gross ~ IPlacenta diagnosis |
Lung wedge gross I Description |
Lymphoma gross Spoken form *

Iplacenta diagnosis

Muscle biopsy gross
Content *

oriented skin gross
Oriented skin lesion gross Gross Description:
Osteochondroma gross

Ovarian mass gross

Pancreas whipple

preeclampsia, HELLP syndrome, prematurity.

Received fresh, labeled with the patient's name and designated on the requisition as "placenta," is an ovoid placenta with attached
membranes and umbilical cord. The membranes are complete, and the site of rupture is 6.5 cm from the nearest placental margin.
The membranes are inserted marginally. The membranes are pink-tan and slightly opaque. The umbilical cord is inserted
eccentrically, 3 cm from margin. It measures 14 cm in length and averages 1.1 cm in diameter. The external surface is white and
there are four to five twists per 10 cm segment. Cut surface shows three vessels. Trimmed weight of the placenta is 240 grams and
the disc measures 13.5x 13x 2 cm. The fetal surface is blue-tan and slightly opaque. Maternal surface is complete. Cut surface
shows spongy red parenchyma with multiple white-tan soft nodular-like structure-less lesions ranging 1-1.5 cm in diameter with
10% of parenchyma involved. Representative sections are submitted as follows:

Placenta diagnosis 0
PTLD gross

Punch 2

punch biopsy gross
Reduction mammoplast...
Salivary gland

Seizure gross

Shunt gross

Simple breast gross

membrane rolls

umbilical cord

maternal surface sections
-5 - full thickness parenchyma

nodular lesion

o bW =

Diagnosis:

A. PLACENTA, DELIVERY:

PLACENTAL WEIGHT, 240 GM, SMALL FOR GESTATIONAL AGE (EXPECTED AT 33 WEEKS 311 - 464 GM).
FINDINGS CONSISTENT WITH MATERNAL VASCULAR UNDERPERFUSION.
VILLOUS CHANGES:

VILLOUS INFARCT, MULTIPLE OCCUPYING ~10% OF PARENCHYMA.
INCREASED SYNCYTIAL KNOTS.

FOCAL VILLOUS AGGLUTINATION.

DISTAL VILLOUS HYPOPLASIA.

NO DEFINITIVE VASCULAR LESIONS IDENTIFIED.

MILD FOCAL CHRONIC DECIDUITIS WITH PLASMA CELLS.

THREE VESSEL UMBILICAL CORD WITHOUT SIGNIFICANT ABNORMALITY.

MEMBRANES WITH MODERATELY INCREASED LYMPHOHISTIOCYTIC CHRONIC INFLAMMATORY CELLS.

Apply A Close

Puc. 2. Mpumep pabotbl ¢ nporpamMMHbIM obecnevyeHnem Dragon Medical One ans cospaHusi NpoToKona MaKpOCKOMMYECKOro
onucaHua U rMCTONOrMYECKOro AMarHosa
Fig. 2. An example of work with Dragon Medical One software for dictation of gross description and histological diagnosis
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MakpocKkonuuecKkoe ONUCaHUE JTOJIKHO COAEPKATh:
1) HazBaHme oOpasma, TPUCIAHHOTO HA WCCIENI0Ba-

HHE, er0 MapKUpPOBKY, KOJMYECTBO (parMeHTOB,

cocTosiHHE (B CBEXEM WM (PUKCHPOBAHHOM BHJIE

JIOCTABJICH);

2) KaKkue aHaTOMHYECKUE CTPYKTYphl HPUCYTCTBYIOT,
WX aHaTOMHWYEeCKas OpHEHTalWs M IeJIOCTHOCTH
oOpaszma. llome3sHsIM Ha maHHOM DJTame SBISET-
CS WCHOJb30BAHHWE XHPYPIHMUYECKUX MapKUPOBOK
(mpommMBKa, METAIIMYECKUE KIIMICHI, KPACHUTEIH)
n 0a30BOE 3HaHWE TOMOTpPadUIECKON aHATOMHUU;

3) pe3ynbTaThl U3MEpPEHUI Beca W pa3MepoB B Mex-
nyHaponHoi cucrteme exwnautn CU;

4) onucaHHe OCHOBHBIX MaTOMOP(OIOTHUECKUX HAXO-
JIOK, UX pa3MepoB, (HOpPMBI, 11BETa, KOHCHCTCHINU
C YKa3aHUEM PACCTOSIHUSA JIO0 KPaeB PE3eKIIHH;

5) ommcaHWe MOTONHUTENBHBIX HAaXOMOK M (POHOBBIX
MIPOIIECCOB;

6) MapKUpOBKY Makpollpernapara KpacuTeIsIMH B aHa-
TOMHYECKUX IUIOCKOCTSIX, NMPHHATYIO B MAaTOJOroO-
AHATOMUYECKOM OT/ICJICHUH;

7) ommcaHue COPTUPOBKU (PparMeHTOB oOpasia is
TUCTOJIOTUYECKOTO ¥ JIOMIOJIHHUTEIBHBIX METO/I0B
HCCIeIOBaHUM (HyMmepalusi KacceT C yKa3zaHHeM
WX COJEpKaHHS);

8) doromoxymMeHTanHIO.

MUKpOCKOTMYECKOE OMMCAHNE JOIKHO CONIEPIKATh:
1) onmcaHue BceX MHUKPOCKOIMUYECKHUX HAXOJOK B IO-

pSIKE MX 3HAYUMOCTH;

2) Mpu MUMMYHOTHCTOXUMHYECKOM HCCIEIOBaHUU —
Ha3BaHWE AaHTHUTENA, KOMIAHHS IPOU3BOANUTENb
C YKa3aHMeM KJIOHAa aHTHTEJIa W KOHTPOJIS Kade-
CTBa.

[Ipmwxn3HEHHOE TTAaTOIOTOAHATOMUYECKOE 3aKITFoUe-
HHE JOJIKHO COJIEPkKaTh KPAaTKUH HO30JOTUUECKUM U~
arHo3, COOTBETCTBYIONIMH KJIaCCU(UKAIMAM TIOCITE-
HUX TEepecMOTpoB ¢ Koaupokoil [20]. B oraenbHBIX
ciyyasx TpeOyercsi (GOpMYyIHPOBKAa T'MCTOMOJIEKYJISIp-
HOTO JuarHo3a. Torma 3akiroueHue TOHKHO COIePKaTh
JAaHHBIE MOJIEKYISIPHO-TEHETHIECKOTO HCCIIETOBAHMS
WM Pe3yJIbTaThl aHAJIN30B OHKOMapKepOB.

KoMMeHTapun MOTyT BKIIIOYAaTh PEKOMEHAINU
[0 HAa3HAYEHUIO JONOJHUTEIbHBIX METOAOB HCCIENO-
BAaHM.

B cBoeii pabote mpu co3gaHuu MabJIOHOB MBI HC-
MOJIb30BAIN  CJIEYIOIIME TMOJXOABI: OMHMCAHNE TEKCTa
B BHUJE OTICNIBHBIX mNaparpadoB, TE3UCHYIO MOJady
nHGOPMAIMH U TIPUHIIHIT «IIEPEBEPHYTON MTUPAMUIBD)
[11, 13].

Hcnonp3oBanne Takux madiI0HOB MOMOTAET B MPH-
HSATUU PEIICHUH U TOYHOW (DOPMYJIMPOBKE IUATHO3a,
TaK KaK COAEPKHUT BCE KIIIOUYEBBIE DJIEMEHTHI B TIO-
pAAKEe WX 3HAYMMOCTH M 3HAYMTEIBHO CHIDKAET He-
00XOIMMOCTh TIOBTOPHOTO HCCIIETOBaHUS, KaK (DHK-

CHUPOBAaHHOTO MAaKpPOCKOIIMYECKOI0 Marepuania, TaK
1 JIOTIOJTHUTEJIBHBIX THCTOJIOTHYECKUX CPE30B.

3aKIIOYUTENIFHBIM  ATAllOM Hale paboThl cTaln
COCTABJICHHBII W BHEAPEHHBIH B IMOCIEAUIIIIOMHOE
oOyuenue Bpaueil kypc «Digital Speech Recognition
in an Anatomical Pathology Practice». JlanubIii Kypc
BKJIFOUAeT B cebs: ommcanne 0a3oBOro 0060pymoBa-
HUS, TEXHUYECKUX TpeOOBaHUIl JUId OIepalroOHHBIX
CHCTEM, a TakKXKe COACPKUT KpaTKuii oOydaromui
KypC-UHCTPYKLHMIO JUIS HCIIOJNB30BaHUSl TAaKOM CH-
cTreMbl. B HeM mpuBoauTcsi 6a3oBas TEPMUHOIOTHS,
00Cy»XIaf0Tca JOCTOMHCTBA M HEAOCTAaTKU HCIIONB30-
BaHusi CAPP. B xoHune kypca NpUBOASTCS BOIPOCHI
JUIsl TECTUPOBaHMsI YCBOEGHHBIX 3HAaHWH. AHanu3 pa-
00TBI MOKa3aJ, yTo Onaronaps HPOXOXKACHHUIO 3TOrO
Kypca YpOBEHb KOMIIETEHTHOCTH Bpadel-11aTosIoro-
aHatoMoB B ucmonb3oBaHuun CAPP y monbs3oBareneii
Bcex ypoBHell (ucnoms3yromue CAPP exenHeBHo,
nepuoandecku ucnonsdyroure CAPP u panee ne uc-
niontb3oBaBmrie CAPP) 3HaumTensHO BBIpOC. JlaHHBIH
Kypc NOCTyneH B ceTd VIHTepHET mjsi Bcex Kemaro-
IIMX TOJb30BaTeNeld U MOXET OBITh HCIMOJIB30BaH JUIS
00ydeHUs] KaK OTEYECTBEHHBIX, TaK W HMHOCTPAHHBIX
cTyneHtoB [17].

Wcnonp3oBanne CAPP sBiseTcs omHuM W3 TIpH-
MEpOB BHEJPEHUS] HUPPOBBIX TEXHOJIOTUI B padboTy
Bpaya-I11aToJIoroaHaToMa, MO3BOJISIOMINX BBIMTH Ha CO-
BpPEMEHHBIH YPOBEHb MEIWIMHCKOTO OOCTYKHBaHHSL.
Hannuue crangaptHoi 6a3bl maOlOHOB M MCIIONB30-
Banne CAPP MOryT 3HaUUTEIHHO YIPOCTHUTH IPOBE-
JIEHHE TPOLEAYyPbl KOHTPOJS KauecTBa pabOTHI IMaTo-
JIOTOAHAaTOMUYECKOTO OTJENIEHUs,, COKPaTUTh BpeMs,
3aTpauMBacMOe Ha BEICHHE NOKYMEHTAllUW U 3HA4M-
TEJIbHO YMEHBIINTbh Harpy3Ky Ha I1aTOJIOTOaHATOMOB,
0CBOOOJIMB BpeMsI Ha MOBBIIIEHUE HX MPOodeccuoHalb-
HOTO YpOBHS.
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JIN30COMHDIE BONE3HN HAKOMJIEHUA: MYKOMOJIUCAXAPMOO3bI I U 1T TUNOB

© B.H. TopbyHoBa?, H.B. byunHckas ?
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Ana yumuposaHus: TopbyHosa B.H., ByunHckaa H.B. /IusocomHble 60n1€3HM HaKOMIEHUA: MyKononucaxapuaossl | v Il tunos //
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Mocrynuna: 15.04.2021 Opobpena: 18.05.2021 MpuHaTa K nevatn: 23.06.2021

Mykononucaxapuosbl (MMNC) — 370 reHeTUYECKM reTeporeHHas rpynna peaknx MoOHoreHHblx 6onesHei obMeHa, CBsi3aH-
HbIX C HaCN1eACTBEHHOW He[,0CTaTOYHOCTbIO IM30COMHbIX GepPMEHTOB, y4aCTBYHOLWMX B KaTabonM3Me rMKO3aMUHOMTMKAHOB,
unu mykononucaxapupos. MatoreHes MIMNC 06ycnoBneH HakoNIEHNEM B IM30COMAX HEpPaCWenIEHHbIX MUKO3aMUHOTN-
KaHOB, NpeACTaBAfOWMX Yrpo3y Ang kneTok. Ans scex MIMNC xapakTepHa NoOAMCUCTEMHOCTb NOPaXKeHWs, OLHOBPEMEHHOE
BOBJieYeHMe B MNaTONOTMYECKMIA MPOLLECC MHOTUX OPraHOB M TKaHeM, npexae BCero, COeAMHUTENbHOM, KOCTHOW M XpsLe-
BOM. B paHHOM 0630pe npeactaBneHbl 3NMAEMUONOrKS, KIMHUYeCKas, BMOXMMMUUYecKas U MoNeKkynsapHo-reHeTnyeckas xa-
paktepuctuka MIMC tunos | u I, 06ycnoBneHHbIX NPUCYTCTBMEM peLECCUBHbBIX MyTaLMi B reHax anbda-L-naypoHnaassbl
M MaypoHaT-2-cynbdaTtasbl COOTBETCTBEHHO, M HAKOMJEHWEM AepMaTaH- M renapaHcynb®arta. [ns Kax[oro m3 3Tux
3aboneBaHUI XapaKTepeH KAMHUYECKUI NonMMopdu3M, 0CO6eHHO BblipaxkeHHbI npu MIMC | TMna, KOTopbIM Yawe npo-
ABNAETCA B Tsxenon dopme cuHpopoma lypnepa, HO MOXeT nmpoTekaTb M B 6onee nerkow ¢opme cuHapoma Lleie.
B HacToswee BpeMsa B Mupe HabnopaeTcs nosbiwWeHHbIM nHTepec K MIMC B ¢BA3M € naeHTndMKaumnen cnekTpa M 4acToT
MyTauui B reHax IDUA v IDS B pasnuyHbix nonynsuuax, B TOM yucne u B Poccuu, M NpakTUYECKOM AOCTYMHOCTbIO Me-
TOA0B UHAMBUAYANbHON MONEKYNSIPHOW AMArHOCTUKKU. [laHO OnMCaHWe CYLLeCTBYOLWMUX IKCNEPUMEHTaNbHbIX MoAenen,
MX PONM B MU3yYeHUM BUOXMMUYECKMX OCHOB MATOreHe3a 3TUX TXKEeNbIX HacneACTBEHHbIX 3aboneBaHuit U paspaboTke
pa3fiMyHbIX TepaneBTUYECKMX NOAXOAO0B. B mepByt ouvepenb 06CyXAaeTCs BO3MOXHOCTb paHHel aguarHocTtukm MIIC
TmMnoB | u Il Ha 6a3e HeOHATaNbHOrO CKPUHUHIA C Lebl0 MOBbIWEHUS 3QPEKTUBHOCTU UX NMPODUNAKTUKU U NeYeHus,
BO BTOPYI — MpeuMMyLLecTBa M HeJOCTAaTKM OCHOBHbIX MOAXOAOB K Tepanuu 3TUX Taxenblx 3aboneBaHuii, TakMX Kak
TPaHCMAAHTALMSA KOCTHOrO MO3ra M reMomno3TMYECKUX CTBOJIOBbIX KNETOK, depMeHTHas 3amecTuTenbHas u cybcTpaT-
penyumpyowas tepanus. lNpeacraBneH KAMHUYECKUMI NpUMep KOMOGUHUMPOBAHHOW Tepanuu Tsxenon dbopMbl MyKomno-
nucaxapuposa tuna | — cungpoma lypnepa.

KnioueBble cnoBa: O630p; NIM30COMHble 60/1Ie3HM HAKOMNEHHUS; MYKONOJIMCaxapuaosbl.

LYSOSOMAL STORAGE DISEASES: MUCOPOLYSACCHARIDOSIS TYPE I AND II
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Mucopolysaccharidosis (MPS) are a genetically heterogeneous group of rare monogenic metabolic diseases associated
with hereditary insufficiency of lysosomal enzymes involved in the catabolism of glycosaminoglycans, or mucopoly-
saccharides. The pathogenesis of MPS is due to the accumulation of non-cleaved glycosaminoglycans in lysosomes,
which can destroy cells. ALl MPS are characterized by a polysystemic manifestation, the simultaneous involvement
of many organs and tissues in the pathological process, first of all, connective tissues, bones and cartilaginous.
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This review presents the epidemiology, clinical, biochemical, and molecular genetic characteristics of MPS types |
and Il, caused by the recessive mutations in the alpha-L-iduronidase and iduronate-2-sulfatase genes, respectively,
and by the accumulation of dermatan and heparan sulfate. Each of these diseases is characterized by clinical poly-
morphism, especially observed in MPS [, which often manifests in a severe form of Hurler syndrome, but can also
occur in a milder form of Scheie syndrome. Currently, there is an increased interest in MPS in the world due to
the identification of the spectrum and frequencies of mutations in the /DUA and IDS genes in various populations,
including in Russia, and the practical availability of methods for individual molecular diagnostics. The description
of the existing experimental models, their role in the study of the biochemical basis of the pathogenesis of these
severe hereditary diseases and the development of various therapeutic approaches are given. Discusses the possibility
of early diagnosis of MPS | and Il types based on neonatal screening in order to increase the effectiveness of their
prevention and treatment, as well as the advantages and disadvantages of the main approaches to the treatment of
these serious diseases, such as hematopoietic stem cell transplantation, enzyme replacement and substrate-reducing
therapy. A clinical example of a combination therapy for a severe form of mucopolysaccharidosis type | - Hurler

syndrome is presented

Keywords: review; lysosomal storage disorders; mucopolysaccharidosis.

B nmamHOWl W mocienyromux CTarbax, OOBeIu-
HEHHBIX O0INell TeMOW JM30COMHBIX Ooyie3Hel Ha-
rxormienust (JIBH), mo eauHoil cxeme mpescTaBieHa
nHpopManys o 3a00JeBaHUSIX, BXONIIIUX B Pas3iind-
Hble kiaccel JIBH. DTa cxema BKIIIOYAET ClIEAYIONIYIO
PYOpHKaLUIO: KIMHUKA W SMUAEMHOJIOTUS; OMOXUMU-
YeCKHEe OCHOBBI ITaTOreHe3a; KapTUPOBAaHUE U UJIEHTH-
¢uKanys MyTaHTHOTO I'€HA; CIIEKTPhl U YacTOTHl MY-
TalMii; 3KCIICpUMEHTAIbHBIE MOJENHN; JadopaTropHas
JIUAarHOCTHKA M JIEYECHHE.

Jlauubnii  0030p TOCBAIICH Hamboliee YacThIM
mykonoiucaxapugozam (MIIC) tumoB I u II [10].
K MIIC I otHOCcsTCS annensHble cuHApoMEl ['yprepa,
Iletie n T'ypnepa—Illleite. OHM 00yCIOBIEHBI TIPH-
CYTCTBHEM ayTOCOMHO-PELIECCUBHBIX MYTAlLMH B TIe-
He IDUA anwbda-L-unypornnazsl. MIIC I, unu cun-
npoM Xantepa [24], HaciaenyeTcs o X-CUEITICHHOMY
pPELIECCUBHOMY THILY, M €ro NMPUYUHON SBISAIOTCS MY-
Taruu B TeHe /DS wmypoHnar-2-cynbdarassl. Anbda-L-
WOypOHUIa3a W HIypoHaT-2-cynmb(daraza — 3TO JH-
30COMHBIE ()EPMEHTBI, YYaCTBYIOIIUE B JeTrpajaruu
mko3aMuHorukaHoB (IAD).

MYKOMOJIMCAXAPUAO3 | TUNA, CUHAOPOMbDI
FT'YPNEPA, WWENE, TYPNIEPA-LLENE

KianHuka n 3nmaeMuosorus

Cunopom [yprepa — 310 camasi yactas M TsDKenast
dopma MIIC I [13]. Ilpu poxneHun OOJBHBIE NETH
BBINIAIAT HOPMAaJbHO, OJHAKO B AalbHEHIIEM y HHX
MOSIBIIIIOTCS.  CUMIITOMBI, xapakrtepubeie g MIIC,
U TIEPBBIMU KJIMHUYECKHMH MPOSBICHUSAMH 3a00JeBa-
HUS 4acTO SIBJIAIOTCA TPBIKU U T€NaToCIUIEHOMErausl.
B cpennem, Oone3Hb IMArHOCTHPYETCS B BO3pacTe
oT 9 Mec. 10 moIyTOpa JET.

s Becex TunoB MIIC 1 xapakrepeH rypieporiono0-
HBIH EeHOTHIT — IPyOble TPOTECKHBIC YEPThI JIMLA, WIN
«TaproWJIN3M», BEICOKHH JI00, IUPOKHE OPOBH, CHHO)-
pu3, TUIIEPTEIOPU3M, KOPOTKHUM HOC C 3amaBliei nepe-
HOCHIICH, TOJICTBIE TYOBI, MaKpOIJIOCCHS, HU3KOE pac-
MOJIOKEHHE YIIHBIX PAaKOBUH, KOpoTKas 1mest (puc. 1).
Co CTOpPOHBI KOCTHOH CHCTEMBl — MHOXECTBEHHBIN
JTM30CTO3, KOTOPBIA BKIIIOYAET B ce0sl M3MEHEHHS: de-
pemna (Makporedaus, 9acTo B COYCTAaHUH C THIPOIIC-
(hasueii, yToeHre KOCTeH CBOJIa Yepera), TyJIOBHUIIa
(IMpOKKME KIIOYMIBL, KOPOTKHE WM IIMpOKue pedpa,

Puc. 1. MoHo3urotHble 6n13HeuUbl ¢ cuHapomoMm lypnepa
Fig. 1. Monozygotic twins with Hurler syndrome
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pacHoiOKEeHHbIE  TOPU30HTANbHO), ITO3BOHOYHHUKA
(rumormazus 3y6a C2, mucruia3us ITO3BOHKOB Tpy-
JO-TIOSICHUYHOTO OTAeNa ¢ (GopMUpOBaHHEM KHQo3a,
NPy TSDKENBIX (opMax Ku(o3 BO3HHUKAET B BO3pacTe
6—8 mec., korjga peOCHOK HAaYWMHAET CHJICTh), KOHEY-
HOCTeHl (KOpOTKHME M IIMpPOKUE Auadu3bl TPyOUaThIX
KOCTEH, IUCIUIACTHYHBIE MeTa(u3bl, YIUIOMICHHBIE
anudu3el), KUCTeH pyk (IyJaeBUIHBIC (aylaHrh), Taza
(3aKkpyIvieHHbIe KPBUIbSl MOAB3OIIHBIX KOCTEH, CKO-
HICHHBIC KPBIIIM BEPTIYKHBIX BIAJUH, coxa valga,
JTUCTIIIA3US TOJOBOK OEIPEHHBIX KOCTEW) W HWKHUX
KOHEYHOCTeH (genu valgum), TyTOTOIBHKHOCTH CY-
CcTaBOB. B BO3pacTe OKOIO [BYX JIET IPOUCXOIUT
OCTaHOBKa POCTa, POCT OOJIBHBIX OOBIYHO HE TPEBHI-
maer 110 cm. YacTto HaOMIOMAOTCS COMYTCTBYIOIIHE
MOPAKEHUSI CEPICYHO-COCYANCTON CHUCTEMBI B BUJE
TUTIEPTPOPUIECKON KapAHMOMHONATHA W MHUKCOMATo3-
HOM JlereHepalMyd KJanaHoB. B cBfi3u ¢ OTIIOXKEHH-
amu A" B MexmnpencepiHOl M MeEXKKeTylTouKOBOI
MEPEropoiIKax BO3MOXKHBI HApYyIIEHUS pUTMa CepIa.
BornbHbBIE TIONBEPKEHBI YaCTHIM OTUTAM M PECTIHPATOP-
HBIM MHQEKIMSIM ¥3-32 CY)KCHUsI BEPXHHUX M HUKHHX
JIbIXaTeNIbHBIX IyTeH BCIIECTBUE YTONIIEHHUS CIN3UCTBIX
000JI04eK, HAKOIUIEHHsI I'YCTOrO, BSI3KOTO CEKpeTa, I'H-
nepTpouu TUMQOINMUTETHATBHOTO TIIOTOYHOTO KOJIBIIA.
UYacroii »amo00i pomuTesici sIBISIOTCS HOYHBIEC aITHOD.
Co CTOpOHBI OpraHa 3peHnsi — IMOMYTHEHHE POTOBHUIIHI,
a B JaJibHEHIIEM [iaykoMa. BoJbIIMHCTBO 1€TEN UCTIbI-
TBIBAIOT 3aTPY/HEHUS B PEUM M3-3a perpecca pa3BUTHS,
XPOHUYECKOH TYTOyXOCTH M YBEITMYEHHOTO S3bIKA, TOJIOC
xpuruibiid. st gereit ¢ cunapomom ['yprepa xapakrepHa
3a7iep’KKa TICHXOMOTOPHOTO Pa3BUTHS Ha TIEPBOM IOy
JKU3HH, HO B nepBele 1-1,5 roma pa3zsutne umeeT mpo-
TPEeCCUBHBIN XapakTep. B nanbHelieM npu oTCyTCTBUU
Tepanuu y pebeHKa MPOUCXOAUT MTOCTENEHHBIN perpecc
MPUOOpPETEeHHBIX HaBBIKOB [1, 2, 5].

CMepTh MOXKET HacTyNMTh B Bo3pacTe oT 1 roma
g0 12 mer oT OOCTPYKIMH JbIXaTelbHBIX IyTEH, pe-
CIHUPATOPHBIX HH(MEKITUIA, CepIeYHON HEJIO0CTATOYHOCTH.

Cunopom Illeiie, KOTOPBIM paHEe OTHOCIIIH
Kk MIIC V [51], — camas msarkas ¢opmoit MIIC 1 [13].
Jluarso3 BBICTaBISIETCS AOCTATOYHO IMO3IHO, B OOJb-
muHCTBe ciydaeB Mexay 10 u 20 ronamu. TunuyHsiii
(henorun popmupyeTcst OOBIYHO TIOCIE S-TETHETO BO3-
pacra [53]. Ilpu coxpaHeHWHM MHOTHX BHEIIHUX MPO-
SBJICHUN cuHApoMa I'ypiepa MHTEIIEKTyallbHbIE pac-
CTpOWCTBa, Kak MpPaBUIIO, OTCYTCTBYIOT HWJH clado
BEIpa)KEHBI. XapaKTEePHBI TYTOMOABUKHOCThH CYyCTaBOB,
MOMYTHEHHE POTOBHIIBI, MOPAXEHWE MHUTPATHHOTO
¥ aOpTAJBbHOTO KJIAIaHOB, YacTO pa3BUBAaeTCs Kap-
NaNbHbII TYHHENbHBIM CHUHIPOM B BHJE OHEMEHUS,
MOKaJbIBaHUs, claboCcTH manbleB pyk. [Ipornos mms
JKU3HU ONaronpusTHEIN. B cpegHeM Bo3pacte BOZMOXK-
Ha WHBAJIHMIM3AINS TTallMEHTOB B CBS3H C MPOTPECCH-

PYIOIIUM TIOPaKEHUEM CYCTaBOB (TYTOIOJBUKHOCTH,
pa3BUTHE KOHTPAKTYp, AETEHEPAaTHBHBIE U TECTPYK-
THUBHBIE M3MEHEHHS CYCTaBOB), CHH)KEHHEM OCTPOTHI
3peHus (IOMyTHEHHE POTOBHUIIBI), KApAHOXUpPYprHUe-
CKUMH onepauusiMu [9].

Cunopom [ypnepa—Illeiie O TSHKECTU TEUCHUS 3a-
HUMaeT MpoMexyTouHoe monoxenue [13]. OcHoBHbIe
KIIMHAYECKHE TIPOSBIECHUS — HAHW3M, IOMyTHEHHE
POTOBMIIBI, TYTONOABMXHOCTb CYCTAaBOB, ITyIOYHas
Y TIaXOBbI€ TPHDKH, TOBTOPHOE BO3HUKHOBEHHE TPBHIK
MOCIIE TPBDKECEYECHNS, MHOXKECTBEHHBIM CKEJICTHBIN
JTN30CTO3, TEMaTOCIUIEHOMETAINS ¥ yMEpEeHHasi OJIUro-
¢penust (CHMKEHHE WHTEIUIEKTa POUCXOJHUT HE y BCEX
nauueHToB). PasBepHyTas QeHOTHIIMUECKas KapTHHA
3aboneBaHus (POPMHUpPYETCS B BO3pacTe OT 3 A0 8§ JeT.
[IporHO3 Ay JKU3HU YIOBIETBOPUTENLHBINA [9, 53].

OnwucaHbl peKue ClIydal «IICeBIONEPUIIUTHOTO»
COCTOSIHUSI, TIPU KOTOPOM aKTHBHOCThH anbga-L-umy-
pOHHUa3bl CHUXKEHa, a MeTabonu3M Al coxpaHnsiercs
B TIpenenax HOpPMEL. [Ipu 3TOM KIIMHUYECKHX MpPOsB-
neauit MIIC 1 y HOcuTenei «mceBAOAChUITATHBIX)
amteneit rena IDUA ue Habmiomaercs [72].

Yactora MIIC I — 1:100000 HOBOpPOXKIECH-
HBIX. B3pocnbie ¢Gopmbl BcTpedaroTcs pexe —
1:500000 HOBOpOXKACHHBIX [10].

Buoxumuveckne 0CHOBBI MaToreHe3a

C ucnonp30BaHNEM MOHOKJIOHAJIBHBIX aHTUTEN MPO-
BeJZICHa MMMYHOTIpEIUNHUTanus anbQa-L-umrypornaa3sr
W3 TIEYEHW YeJOBEKa, MCCIIETOBaHbl OMOXHMHUYECKHE
W KaraJuTUYeCKue CBOHCTBAa ()EpPMEHTa, OCHOBHAs
(GYHKIHMST KOTOPOTO COCTOUT B OTLICIUICHUH TEPMU-
HaJBHBIX OCTAaTKOB ajb(a-L-uaypoHOBON KHCIOTHI
ot nByx I'Al' — nepmarancynbdara u remapaHcyiib-
¢ata [31]. IIpn HEMOCTATOYHOCTH KATATUTUICCKON aK-
TUBHOCTH anbda-L-unyponunassl y 6ompabix MIIC 1
ot A’ B TOKCMYECKUX KOHUEHTpALMSIX HaKaIjIuBa-
I0TCSI B JIM30COMAaX BCEX KJIETOK ME3EHXMMHOIO Mpo-
WCXOXKJIEHUS, 9TO U OOBSICHAET BBICOKO TIEHOTPOITHBIN
¢denotun 3aboneBanust. TSHKECTh TEUCHUS PA3TUYHBIX
¢opm MIIC | HemocpeACTBEHHO 3aBHCUT OT OCTa-
TOYHOW aKTUBHOCTU (DepMEHTa, KOTOpasl MpaKTH4e-
CKM IOJIHOCTBIO OTCYTCTBYET IpU cuHapome ['ypaepa
U MOXET MOCTUTaTh 5—7 % M0 CpaBHEHUIO C HOPMOWM
npy B3pOCIHBIX (hopMax 3a00JIeBaHHMS.

Kapruposanune u upenrudpuxanust rena IDUA

MeTonoM coMaTHUeCcKOW THOPHUIU3AIIUN OBIIO TI0-
KazaHo, yTo TreH anbda-L-ugyponmnnassr (/DUA) pac-
nojiokeH B obnactu 4pl6.3, 4to B nanbHeiIeM ObLIO
MOATBEPKACHO METOOM rHOpuam3anuu in situ [60].
I'en IDUA cocrtout u3 14 5K30HOB, pacnpeaciCHHbIX
Ha twromaan B 19 k6 renomuoit JIHK, nmpudem 13 6
3aHMMAaEeT OrPOMHBII BTOPOI MHTPOH 3TOr0 reHa [60, 61].
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I'en IDUA »xcnipeccupyeTcst BO MHOTHX TKaHSIX, BKITIO-
yast (puOpoOsIacThl, TIeYeHb, TIOYKHA U IUIAICHTY, C 00-
pa3zoBaHMEM TKaHecTenpuIecKkux n3opopm dhepMenTa
3a cYyeT aJbTepPHATUBHOTO CIUIAiicHHTA.

Myrtauun B rene IDUA

CriexkTpsl MyTanuii B TeHe anbda-L-naypoHuaassl
y OompHBIX cuHApoMamu [yprmepa u Illeite cyme-
CTBEHHO pa3nuyaioTca. B mepBom ciydae garie Bce-
r0 UACHTU(QHULUUPYIOT HOHCEHC-MYTalluH, ABE M3 KOTO-
peix — W402X u Q70X — sBISIIOTCS MasKOPHBIMHU
[12, 59, 61, 62]. Oun HalACHBI BO BCEX €BPOICHCKHUX
CTpaHaxX W BMECTE COCTABIISIOT OoJiee TIOJIOBUHBI BCEX
M3BECTHBIX MYTaHTHBIX ajieneil reHa /IDUA. Omgnako
UX 9aCTOTBI MOTYT 3HAUUTEIBHO BapbUPOBAaTh, COCTAB-
nss Ha Cesepe EBponsl 37 u 35 %, a B Utanun — 11
n 13 % coorBerctBenHo [25, 41]. Ilpu stom B Hu-
nepinangax u lepmanuu mytanus W402X Berpeua-
eTcsi MpUMepHO B 2,5 pa3a dale MO CpPaBHEHHIO
¢ mytanuedd Q70X (48 u 19 %), a B CkaHIUHABCKUX
CTpaHaX HAOOOPOT, ATH YacTOTHI paBHBI 17 u 62 %.
B CHIA gacrtoter mytammii W402X u Q70X B rene
IDUA y 6ombubix MIIC I cocrasmstor 39 u 30 % [48].
B Poccum cooTHolIeHHE 3THUX YAcTOT ONMXKE K TOMY,
KoTopoe HaOmomaercss B CKaHIWHABCKUX CTpaHax, —
4 n 44 % cootBercTtBeHHO [12, 13].

Hapsny ¢ HoHCeHC-MyTanysMu y OONBHBIX CHHIPO-
MoM ['ypnepa HailieHbl TakXe NEIEUUU CO CABUIOM
PaMKH CUMTBIBAaHUS M TOPA3/l0 PEKE MUCCEHC-MYTAIHH.
OnHako 9acToTa ONHOW W3 TSDKEIBIX MECCEHC-MYTa-
it — P533R — mocturaer 3 %. B romo3urorHom co-
CTOSIHUM KaXK/1asi U3 3TUX TPEX MaKOPHBIX MyTaluid —
W402X, Q70X n P533R — BcTpeuaercs y MalMeHTOB
C CaMBbIMHU TSDKEJIBIMH KIMHUYECKHMHU (opMamu 3a00-
neBanus. [Ipu 5TOM akTUBHOCTH anb(a-L-naypornaasst
MIPAKTUYECKH TIOJIHOCTBIO OTCYTCTBYET. TsDKenble My-
TalUK, COMPOBOXKIAIOIIUECS IPEXKIEBPEMEHHON Tep-
MUHAIMEH TPaHCISIUKM, B KOMIIAyHIE C MyTallHsIMU
JOPYTUX THUIOB MOTYT TPUCYTCTBOBAaTh Yy OOJBHBIX
mooeiMu popmamvu MIIC 1 u maske oOHapy»KUBaTh-
Cs TPU «ICEBAOACHUIIUTHBIX» COCTOsTHUAX [67, 71].
Tak, HampuMep, B OJHOH ceMbe Yy CECTpbl OOJBHOTO
MIIC I, y koTopoii He OBIJIO KIMHUYECKUX HPOsIBIIE-
HUl 3a00leBaHMs, HaliJieHa TeTepoauiebHas KOMOU-
Halus MaXOpHOH HoHCceHc-myTanuu W402X u muc-
cenc-mytammu A300T [18].

IIpu cunnpomax Ilerie u I'ypnep-Illeiie yacTbiMu
SIBISTFOTCSL  MUCCEHC-MyTari. OfHako TmiepBas CIel-
(uyeckas MyTarws, WACHTH(UIMPOBAHHAS Y TIaIFieHTa
¢ TUMMYHOM KymHWMKOM cunHapoma llleite, — G-T-Tpan-
3uiysg B MHTpoHE 5 reHa /DUA, cozparomiasi JOTOTHU-
TENBHBIM CallT CIUIalicKHra, B pE3yibTaTe 4ero IMpouc-
XOIUT WHCEPUUS JIONOJHHUTENBHBIX IITH HYKICOTHIOB
B criermduaeckyo MPHK [52, 62]. [Tono6Hoe HapytieHue

COBMECTUMO C 0Opa30BaHHEM HEOOJBIIOr0 Yncia (yHK-
MOHATBbHO akTWBHBIX MPHK, mpu 3TOoM momHOTO Oroka
cuHTe3a anbda-L-1mnyporusiasel He npoucxoqut. [Toaromy
Jla’ke B KOMIIAyHJIe C MyTalUsIMH HOHCEHC-THUIIA 3TOT Jie-
(ekr cruaiicunra peanusyercs B Buae cunapoma lleiie.
Kpome 3TOro MyTaHTHOro ajmiens y ManueHTOB C CHH-
npovom lllefie maeHTUDUIMPOBAHO HECKOIBKO MUCCEHC-
myTtauuii B reHe [DUA. Takum 00pa3oM, CHHAPOMBI
I'ypnepa u Lleiie mpeacTaBisroT coOOM KiIacCHYECKHN
npuMep (PEHOTUIMUYECKOTO MOIUMOophH3Ma, 00yCIIOBICH-
HOTO CYIIECTBOBAHMEM aJUICIBHBIX ceprid [49].

Y OGonbHBIX B SIMOHMHM Ma)XOpHBIE €BpOIEHCKHe
HOHCEHC-MYTallul HEe HaWJEHbl, HO YacTbIMHU SBIIA-
10TCs JBe Apyrue myrtanuu B reHe /DUA — wuHcep-
uus 5 HykieoTunoB 704ins5 W MHCCEHC-MyTarlust
R89Q. Onm Bcrpewatorcss ¢ yactotamu 18 m 24 %
cooTBeTCTBeHHO [78]. MyTanust 704ins5 HeOmHOKpAT-
HO Obula HalzeHa takxke y OoibpHbIXx MIIC I kopeii-
ckoro mpoucxoxaeHus [48]. T'omosurorer mo 704insS
oOHapyXuBaroTcsi y OonmpHBIX cuHApoMoM [yprepa,
a myrtanus R89Q dgamie BeIIBISICTCS ¥ OOMBHBIX CHH-
npomomMm Illeiie.

JKcNepuMeHTATbHbIE MOIEIH

Omnmcanpl HacleICTBEHHBIE OONE3HH KOIIEK U CO-
0aKk, CXOMHBIC MO KIMHUYECKUM M OHOXUMHUYCCKHM
npossienusm ¢ MIIC I [64, 65]. ['oMonoruunelii rex
anbda-L-unypoHnnasel co0ak KIOHUPOBAH, U MPOBE-
JIeHa MOJICKYIsipHas uiaeHTH(UKaus aedeKTa B ITOM
TeHe, TMPHUBOAIIETO K HEAOCTAaTOYHOCTH (epMeHTa
Yy MYyTaQHTHBIX JKUBOTHBIX.

[lyrem HampaBiieHHOTO paspyuieHus TeHa Idua
MBIIITY CKOHCTPYHUPOBaHA TPAHCTEHHAS «HOKAY T»-JIMHUS
Ildua—/—, wmopemupyromas cuaapom [ypiepa [29].
Y  (ldua—/—)-MyTaHTOB  OTCYTCTBYeT aKTHBHOCTb
anbda-L-unypoHugazel M MOBbIIEHbl ypoBHH [Al
B Moue. Hauwnas ¢ 4 Hemenu, y TaKMX KHBOTHBIX
OTMeYaloTcsl paguorpaduyeckue MpPU3HAKH TU30CTO-
3a, KOTOpbIE CTAHOBSTCS OYEBUAHBIMU K 15 Henene.
[Iporpeccupytonine TU30COMHBIC HAKOTUICHHUS CHa4a-
JIa TIOSIBIIIIOTCSI B PETUKYIOAHAOTEINANBHBIX KIIETKAX,
K 8 Hemene — B TENarolMTax, XOHJIPOIUTaX, HEHpo-
HaxX ¥ TyOYJSPHBIX KJIETKaxX IEYeHH, a B JaJIbHEUIIeM
BO BCEX HCCIEIOBAHHBIX KJIETKaX. B Mozxkeuke My-
TAHTHBIX JKUBOTHBIX HAOJIONACTCS MPOTrPECCUPYIOIAs
oTepsi HEMPOHOB, B TKAHSIX MO3Ta MMOBBIIICHBI YPOBHU
GM2- 1 GM3-raurnmmo3uaos.

Bce »TH Monmenm MIMpOKO WCTONB3YIOTCS HE TOIb-
KO JUIS W3yYeHUS OMOXMMHYECKHX OCHOB IIaTOTCHE3a
MIIC I, HO u my1st pa3paboTKu crienu(UIecKux METO/IOB
JICYCHUS] TIPU JaHHOM COCTOSHHMHM, TaKMX KaK TpaHC-
ranTanus koctHoro mosra (TKM), ummyHocympeccu-
pyrolas Tepamus, a Takke (pepMeHTHas 3aMeCTHTENb-
nas tepanus (O3T) u renorepamnus [27, 34, 45, 46, 79].
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JlaGopaTopHasi JMATHOCTUKA U JieYeHHe

Huarnoctuka MIIC 1 ocHOBaHa Ha COBOKYMHOCTHU
JaHHBIX KJIMHUYECKOro o0ciieroBaHus 00JILHOr0, OHMOo-
XUMUYECKOTO U MOJICKYJISIPHO-TEHETHIECKOTO aHaTN3a.
OpHuM u3 HamOoJiee paHHUX JAWATHOCTUYECKHUX MpPHU-
3HakoB MIIC 1 cuuTaercs MOBBILICHHAS SKCKPELIMS
¢ mouoit I'Al" u, mpexxae Bcero, aepMmaraHcyiabgara
u remapancynabdara. s moaTBep)KIeHUS AMarHo3a
u omnpenenenus knuHudeckoir popmer MIIC 1 mpoBo-
JIUTCSI aHAJIM3 (PEPMEHTATUBHOW aKTHBHOCTH ajibda-L-
WAYPOHHUIA3bl B KPOBU M MOJICKYJISIPHAS TUATHOCTHKA
MaxxopHbIX (W402X, Q70X, P533R, G-T Tpanzunus
B MHTPOHE 5) W Apyrux myrtauuii B rene [DUA.

PaspabarsiBatorcst pa3Hbie MOJXObI K JICUCHHIO T1a-
uuentoB ¢ MIIC I [11, 16]. Ogaum U3 nepBbIX anpo-
OnpoBaHHBIX MeTOOB siBisiercs TKM oT 310pOoBBIX
HLA-coBMecTUMBIX TOHOPOB. OIMyOIMKOBAHEI PE3yih-
TaThl NOJ00HOIO JieueHus 54 nereit 6onbHbIX MIIC I,
MIPOBEJICHHOTO B paMKaX COBMECTHOTO HCCIIEIOBAHUSA
OonesHeit HakoruteHus [55]. ns mydmiedt coBmecTu-
MOCTH TIEpPECaKEHHBIX TKaHEH BCE IMalMeHTHl TOTy-
YaJi BBICOKHE JO3bI XUMHUOTEPATHH C TTOCIETYIOIIIM
ob0myueHueM win 6e3 TakoBOro. BEDKMBAaEMOCTh B Te-
YeHHe S5 JIET MOoCIIe MPOBEACHHOM MPOIeTypbl COCTaBU-
na 64 %, npuyeM OHa OKazajlach BBIIIE B TOM Ciy4ae,
KOTJla TOHOpaMH OBUTM TE€HOTHITHYECKH HICHTHYHBIC
mo HLA-cucteme cuOCHI 110 CpaBHEHUIO C TaIrIOn/ICH-
TUYHBIMH JOHOpamu. VHIEKC YMCTBEHHOTO Pa3BUTHS
(MDI) nereit mocne neyeHus, B CpeIHEM, COCTABHI 78,
ecmu  TKM npoBommnu 10 2-JIETHEro BO3pacTa
(1-a rpymma), u 63, ecmu TKM mpoBomuian mo3mHee
(2-5 rpynma). Y 64 % BbDKMBIIMX JeTei 1-il Tpymmsl
U TONBKO y 25 % neteid 2-i rpynmbl odiiee pa3BUTHE
OBLIO OJTU3KO K HOPMaJbHOMY MJIM HEMHOTO 3aMe JICH-
Ho. Takum oOpazom, amrorernnas TKM, npoBeneHHas
IO 2-JIETHETO BO3pacTa, MOXKET 3aMEUIHTh WU JTaXKe
MPEOTBPATUTh PA3BUTHE HAMOOJICE TAKEIBIX KIMHU-
yeckux mposieaeHuil cunapoma ['ypnepa. Ognako Ta-
Kasl Mpoleaypa MOCTYITHA JIaJeKO He BCEM OOJIbHBIM
JETSIM, TIPEKIE BCETO, M3-3a TPYAHOCTH HAaXOXKIECHUS
COBMECTUMBIX JOHOPOB.

ANBTEpHATUBHBIMUA TEXHOJIOTUSMU MOTYT OBITh
MEepeNIMBAHNE MTyTOBUHHOM KPOBU OT HEPOJICTBEHHBIX
0onpHBIX [32, 66] WM TpaHCIUTAHTAIUS TEMOIOITH-
YECKMX CTBOJIOBBIX KieTok [42, 70]. IlokazaHo, 49To
9TH MPOLEAYPbI, MPOBEACHHBIC JO 2 JIET, CIHOCOOHBI
YBEJIIMYUTH TPOJOKUTEIILHOCTh JKU3HU OOJBHOTO,
HO WX YCIENIHOCTh B IUIaHE TPEAYNPEKICHUS pas-
BUTHUSI HEBPOJOTHUECKUX aHOMAJIHMH CYIIECTBEHHO 3a-
BHCHUT OT Bo3pacta pebenka [50, 56, 58, 68]. Ilocie
MPOBE/ICHUS TIOJAOOHBIX TPAHCIUIAHTAIUI MalUeHTaM
B BO3pacTe MeHee 9 Mec. UX KOTHUTHBHOE Pa3BUTHE
W aJlalTHBHOE TIOBEJCHUE COXPAHSIOTCS B Mpeienax
HOpMBL. OIHaKO B 3TOM BO3pAcTe€ PEAKO AMArHOCTH-

pyercst MIIC 1. Corozom meamarpoB Poccun paspado-
TaHbl PEKOMEHIALMH Ul PAHHETO BbISIBIECHUS OOJIb-
HeiXx MIIC [14]. B HEKOTOPBIX CTpaHaX IPOBOIUTCS
HeoHaranbubiil ckpuauHr MIIC 1 [30, 54], ocHoBan-
HBIi Ha omnpeaeneHun coxepxkanus [Al n anbda-L-
UAYPOHHIA3bl B BBICYLICHHBIX MATHaX KPOBH HOBO-
poxaeHHbIX [47, 57].

Bo Bcem wMmupe Oonblvie YCHIIUSI HalpaBICHBI
Ha pa3pabotky meromoB renorepamun MIIC 1. Ckon-
CTPYHpOBaHbl M anpoOUpOBaHBI B CHCTEMax in Vitro
1 Ha JKCIICPUMEHTAJIBbHBIX MOJEISAX Pa3InuHbIe PEKOM-
OMHAHTHBIE BEKTOPHI ISl HAIIPABIEHHOTO IePeH0Cca HOp-
ManbHoro reHa /DUA yenoBeka B MyTaHTHBIE KIIETKH
C HEeIOCTaTOuHOCThIO anmbda-L-uayponnaaser [35, 38].
B psine ciyyaeB npoBefeHbl KIMHUYECKUE UCTIBITAHUS
METOJIOB TE€HOTEPAINM, KOTOpbIE CIENyeT IPU3HATh
YCHEIIHbIMU, TaK KaK TMPH 3TOM TPOUCXOIUT KOp-
pPEeKIMsI MHOTHMX TMAaTOJOTUYECKUX TMoKazarenei [45].
Onnako ymydunieHus HaOMIOAAIOTCS HE Y BceX Oolib-
HbIX. KpoMe Toro, Meroapl reHoTepanuu He CIIOCOOHBI
MOKa TOJHOCTHIO TPENOTBPATHTh PA3BUTHE TSHKEIBIX
WHBaNMUaU3Npytommx npossiaeanii MIIC.

Bonee ycnemnoii okazanace @3T MIIC I, crioco6-
Hasl YJIy4YIINTh B TOM YHCJI€ MHOTHE HEBPOJIOTHUECKUE
mokazarenu [1, 2, 4, 36, 37], a Takke METOAIBI JicUe-
HUS, COUETAIOIINE PA3TUYHBIE ITOXO0BI — TPaHCIUIaH-
tauuto kinetok u O3T [45, 70]. IIpouun ycneurnsie
KIMHAYEeCKHE HCHbITaHus jedeHus: 6onpHbIX MIIC I
C MOMOMIBIO (hepMEeHTa JaApOHUA3HI (TTBIYPa3HM) I10-
CJle TPAHCIJIAHTAllMd UM T'eMOIIOATUYECKUX CTBOJIO-
BBIX KJIeTOK [57].

Kiannanuecknii npumep komOunHanuu TKM n ®@3T

[Tarment II., manpuuk. BrnepBbele rocnuTaiu3upo-
BaH B Bo3pacte 11 mec. llpu mocTyrennu xamoObl
poauTeneil Ha 3aJepKKy NCHXOMOTOPHOTO Pa3BUTHS,
WCKPHUBIICHUE MMO3BOHOYHUKA (KH]O3), ITyMHOE HOCO-
BOE JIbIXaHWE, allHOd BO CHE, YacThle THOWHBIC PUHU-
TBI, OTUTHI, TEMATOCIIEHOMETAIIHIO.

AnamHe3 u3Hu. Manbuuk ot 3-if 6epeMeHHOCTH,
KOTOpasi MpoTekana Ha (oHe muenoHedpura, agHEK-
CUTa, MAJOBOJUS M 3aKOHYMIIACH CPOYHBIMU POJIAMHU.
[Ipu poxaenun macca 4120 r, nnuHa 56 cM, OKpyX-
HOCTB TOJIOBBI 37 CM, OKPYKHOCTH TpyaH 32 CM, OIlCH-
Ka mo mkaie Anrap 7/8 6amioB. Ha ynsrpa3BykoBoM
uccnenosanun (Y3U) rojgoBHOro Mo3ra mHaroioruu
BBISIBJICHO HE OBLIO.

AHnamHe3 0oje3HH: B Bo3pacTe 1,5 Mec. BIepBBIC
BBISIBIICHA TENaTOMETalivsi, JaHHbIC TIOATBEPKICHBI
npu Y3U opranoB OpromHoi mnonoctu. [IpoBeneno
BUPYCOJIOTHUECKOE 00CIIe0BaHNE Ha TPYMITy Ienaro-
TPOITHBIX BHUPYCOB, MATOJOTHH HE BBIsABICHO. C 3TO-
TO JK€ BO3pacTa MOSBIIIOCH ITyMHOE HOCOBOE JIHIXaHNE,
peOCHOK HAOMIOANICA OTOJAPUHTOJIOTAMH, TOJTyYasl
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MHOTOKPaTHO aHTUOAKTEPUAIBbHYIO TEPAIUIO M0 TOBO-
Ny THOWHBIX PUHHUTOB (8 SIM30I0B Ha TMEPBOM TOIY
Ku3HM). B 2 Mec. Ha HelpocoHOTpaguu BIEPBHIC BhI-
SIBJICHO JIETKOE pacHIMpeHre OOKOBBIX M 3aTBUIOYHBIX
pPOTOB OOKOBBIX JKENyJIOYKOB TOJIOBHOTO Mo3ra 0e3
HapyLIeHUs! JTUKBOPOAMHAMUKH. HazHauena neruupa-
Tupytomas tepamus. C 3 Mec. oTMedanach 3aJepiKKa
TICUXOMOTOPHOTO pa3BuTHs. B Bo3pacre 6 mec. Maib-
YUK OCMOTpEH reHeTukoM ¢ mnopo3penneM Ha MIIC II
(Oone3np XanTepa). 3akilOueHHE: IUArHo3 MajoBe-
posteH. Ha MOMEHT ocMoTpa OTMEUaHCh: 3aJIepikK-
Ka TICHXOMOTOPHOTO Pa3BUTHS, T'eIaTOCITICHOMETAIHS
(meuens +4 cm, ceneseHka +1 cM m3-mox pedepHO
JyT'H), HACEUKM Ha MOYKax yIIeH, y3koe He0O, Tpbhka
0enoil NMHMK KHUBOTA, MIMPOKOE MYMOYHOE KOJBIIO,
BOJITHKA SIMYEK, ITOJI0O3PEHUE Ha HEHPOCEHCOPHYIO
Tyroyxoctb. Beposatren cunjapom Bunemana—bekBu-
Ta, NMOKa3zaHO HaOmiofeHue B AMHaMuKe. B Bo3pacre
9 Mmec. BBISIBIEHA JIByCTOPOHHSISI CEHCOHEBpaJIbHAS TY-
royxoctb 1-2-ii crenenu. CPOpMUPOBAIICH CKOIHO3
MOSICHUYHOIO OTHEea IMO3BOHOYHMKA |-2-U cTeneHu
n Ku(o3 TPyIHOTO OT/eNa.

B cBs3M cO MHO)KECTBEHHBIM MOPAXEHHUEM CO CTO-
POHBI BCEX OpPraHOB M CHUCTEM PEOEHOK ITOBTOPHO
ocMOTpeH reHeTukoM. [IpoBeseHO ucciemoBaHuE ak-
THBHOCTH ()epPMEHTOB anb(a-L-umaypoHnaa3sl 1 uaypo-
HaTcy/b(arasbl, Kak HanOosee yacTeix npuund MIIC.
[To pesynbratam (epMEHTHOH AWATHOCTUKU yCTAHOB-
JIeH auarHo3: «Mykomonucaxapuno3 Tam I» (akTus-
HOCTh anb(a-L-uayponnnaser 1,73 HM/Mr za 18 u
B JeHkonuTax kpoBu, mnpu Hopme 61,00-175,50),
JMAarHo3 TOATBEPKIEH MOJIEKYISIPHO-TEHETUYECKH.
BrIsiBIeHBI J1Be HOHCEHC-MYTallMd B KOMIIAyHJ-TeTe-
PO3UTOTHOM COCTOSTHUH, XapaKTepHBIE ISl TSHKEIOTro
¢dbenoruma MIIC 1 tuma — W47X/Q70X.

B 11 mec. mmHa Tena cocraBujia 78 cM, Bec
10,4 k1, OKpY>XHOCTBH ToJOBbI 47,5 cM. dusnueckoe
pa3BUTHE TapMOHMYHOE, Me3ocomarotun. CamocTos-
TEJIBbHO CUJUT, XOAUT C MOAJAEPKKON. MbIIIEUHbIN TO-
Hyc muddy3Ho cHmKeH. ['yprepomnonoOHsIii GpeHoTHm.
[TomyTHEeHHE poroBullbl 00oux Tia3. KoHTpakTypsl
MEJKUX CYCTaBOB KUCTEM pYK, KOJEHHBIX CyCTaBOB.
Brlpaxkennslii rpynonoscHuuHbli  kudo3. Hocosoe
IBIXaHWE 3aTPYIHEHO, W3 HOCa OOWIIBHOE CIHM3HCTOE
ornensemoe. ToHbl cepala 3BYYHBIE, PUTMUYHBIE,
CUCTOJIMYECKUI IIyM BIOJb JIEBOTO Kpasl TPYAHHBI.
JKuBOT MArKHMil, THIOTOHUSI MBIIIL MepeAHeil Oprom-
HOW cteHkH. lleueHs +4,5 cMm u3-mox Kpast peOepHOi
nyru, cenesenka +1 cm. Ilo manmaeM Y3U OpromrHoi
MOJIOCTH: TEeMaTOCIUIEHOMETaNINs; HelpocoHorpadus:
TPUBEHTPHUKYIOMETAIIH; JTUKBOPOOKKITI03Us; IDx0-KI'™:
IUiaTaysl MoJoCTe cepaua, B Oonbluell cTeneHn
JICBOTO KENyJ0YKa, yYMEpPEHHas THIEePTPOPUS MeEx-
KEITyJIOYKOBOM TIePEropo/IKH; COKPATHUTENIbHAs CIIo-

COOHOCTb MMOKap/ia HOpPMaJbHAs; YTOJIIIECHHE O0EHX
CTBOPOK MHTPAJILHOTO KJIallaHa, ABMXKEHUE CTBOPOK
TUMOKUHETHYHOoe. Jlmarno3: «MyKkomonucaxapuaos
tuna [ (cungpom ['ypnepa). OTcraBaHue B TICHXO-
MOTOPHOM M TpeApeueBOM pa3BUTUU. OpraHudeckoe
[IOPa’KCHUE T'OJIOBHOTO MO3ra, BHYTPEHHSS T'HIPOIE-
(hanmst. JIByCTOpOHHSSI CEHCOHEBpAIbHAS TYTOYXOCTb
1-2-ti crenenu. [ToMmyTHeHHE POTrOBHUIBI O0OMX IJIas3.
Bropuunast kapauonartust (runeprpodusi MuoKapna
JICBOTO O KEIYHAOUYKa, HEIO0CTaTOYHOCTh MHUTPAIBLHOTO
KJIanana 2-# crernenn). [ enmaronmneHaaIbHBIA CHHIPOMY.

Ja mpenoTBpalmieHuss MporpeccupoBaHus 3a6o0-
JeBaHMA, a TaKXKe C LeNbl0 YIydIIeHUs coMaTHue-
CKOTO COCTOSIHUSI peOCHKa Ha BpeMs IOMCKa JIOHOpa
uaumrposana 3T B moze 100 EJI/kr BHyTpHUBEHHO
OMH pa3 B Hemenro mperaparoMm Jlaponmmaza. O3T
peOeHOK TMepeHOCHIT yAOoBIeTBOpHUTENbHO. WH)Y3u-
OHHble peakuuu Ha 7, 8, 10-e BBemeHus mNpenapara:
pBota, cyOdeOpunbHas nuxopagka. Peakunu Obuin
pacLeHEeHbl Kak JIeTKUE M HE IMOTPeOOBaIM OTMEHBI
Tepanuu. B nanbHeiemM npoBoaniach MpeMeauKaius
MPOKWHETHUKAMH W >KapOINOHMIKAIONIMMH Tperapara-
Mu. [loOGouHble peakuuu HE MOBTOPSUTUCH. D(dexTs
®3T (8 mMec. Tepanun): COKpaIIeHHe pa3MepOB TICUSHH
(mo +1,5 cM m3-mox pebepHOM MyTH), HOpMaTU3AIINS
pa3MepoB Celle3eHKH, YIyqIlIeHHe HOCOBOTO JBIXaHu,
MCYE3HOBEHHE HOYHBIX allHOd, a TaKKe CTaOuin3anus
110 MOPAXXEHUIO CepAla.

B Boszpacte 20 mec. B Kumnuke «HUM pet-
CKOM OHKOJIOTMH, I'€MaroJIOTMH M TPAHCILIAHTOJIOIMHU
uM. PM. TopOadeBoi» Oblia MpoBeAeHA aJJIOTCHHAs
TKM oT HepoiacTBeHHOro aoHopa. TpaHcmiaaHTanus
NPOILUIa YCTICIIHO, MPKUBIICHNE TPaHCIIAHTaTa MPOH30-
uwio Ha 12-i nens. [locne TKM nosiBunack coOcTBeHHas
aKTUBHOCTH (pepMeHTa B TIpeienax HOPMAJIbHBIX 3Hade-
HHUU. AKTUBHOCTH (pepmenTa Ha 102-it nens mocne TKM
118 am/mr 3a 18 u (Hopma 61-175,5 HM/MT), KOHIIEHTpa-
st [Al moun 31,2 am/MM (HOpMa 5,6-10,6 HM/MM).

JluHamuKa 110 OCHOBHOMY 3a00JIEBAaHMIO: IIPOTpeEC-
CHUBHOE TICHXOMOTOPHOE pa3BUTHE peOeHKa B BHUJE
MOSIBIICHUSI peueBOd Tmpoaykuuu (¢ppazoBas pedb
K 4,5 romam), moauep)kaHHe HOPMaJIBHBIX Pa3MEpOB
IIEUYCHH U CEJIE3EHKH, HOPMAJIHU3alUs MEJIKOH MOTOpH-
KH B TAJIBIIAX PYK, CTAOMIN3AINS TIOPAKEHHUSI OPTaHOB
cinyxa u 3peHus. OTMeyanock MporpeccupoBaHue Ku-
¢doruueckoit reopManuy B TpyAONOSICHUIHOM OTIEIe
MO3BOHOYHHUKA C CYXCHHEM CIHMHHOMO3TOBOTO KaHa-
nma (M3MEHEHHsI BepU(UIIMPOBAHBI 1O JTaHHBIM PEHT-
TeHOTpaMM, KOMITBPIOTEPHOH M MarHMTHO-PE30HAHC-
HOW ToMorpadum), Jerkuii CnacTUYeCKUd napamnapes.
[lokazanuem K onepaTMBHOMY JIEUEHHIO CTajo0 Ha-
anure OypHO mHporpeccupyromei aegopManuu Mo-
3BOHOYHHUKA TSDKEJIOH CTENEeHH, HapacTaHHE HEBPO-
JIOTUYECKOM CUMNTOMATHKU. BbllloIHEHA onepanus:
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Puc. 2.

b c

Manbuuk ¢ Mykononucaxapugosom | Tuna B Bospacrte: a — 11 mec.; b — B 3 . 5 Mec. (nepea, onepaTMBHbLIM JieYeHUEM);

¢ — B 4 r. 5 mec. (pesynbTaT onepaTMBHOI Koppekuuu aedopmauum) [6]

Fig. 2.

Boy with mucopolysaccharidosis type | in age: a - of 11 months; b - 3 years 5 months (before surgeon);

¢ - in age of 4 years 5 months (after correction of spine deformity) [6]

KOPpeKLUsI W 3aAHsAs HMHCTpyMEHTalbHas (uKcanus
IPYIONOSICHUYHOTO OTZEJIa MHOTOOIOPHOW TpaHc-
MEAUKYIIPHOH  CHCTEMOH. 3amHuil  CIIOHAMIIONE3.
TTocneonepallnOHHBIN EPUOJ TPOTEKAI IagK0. B He-
BpPOJIOTMUECKOM CTaTyce YIAyuYlIWICS TOHYC MBIIII]
HUKHUX KOHEYHOCTEH M TOJIEPAHTHOCTh K Harpys-
kaM. IIpu KOHTPOJIBHOM OCMOTpE uepe3 Trof Iocie
onepanuu aeGopManus HE NMPOrPECCHPYET, CTOSHHUE
UMIUIaHTa KOPPEKTHOE, HEBPOJIIOTUYECKUH cTaryc 0e3
yxynmenus. Ilpeacrasiens! goto manuenta ¢ MIIC
I Tuma B Bo3pacte 11 mec., B 3 . 5 mec. (mepen
OTICpaTHBHEIM JIedeHHuEeM), B 4 T. 5 mec. (pe3yibrar
orepaTtuBHOM Koppekuuu aedopmanuu) (puc. 2).

MYKOMNMOJIMCAXAPUAO3 Il TUNA,
CUHOPOM XAHTEPA

Knunuka u 3nuaemMuosiorus

[Ipu poxxnaeHun GoNbHBIE MaTBYMKA HE MMEIOT Ka-
Kux-1mbo knmuHnueckux nposeaennit MIIC. B Bospac-
T€ OT 2 110 4 JIeT y HUX MOSBIISIOTCS HEKOTOPBIE Yeper-
HO-JIUIIEBBIE OCOOEHHOCTH — TIOJNHBIE TYOBI, OOINbIINe
KpyIIble LIEKHU, HIUPOKasi MEPeHOCHLA, MAaKpPOIJIOCCHs,
Makporedaius B coueTaHuu ¢ ruaponedanueid. Ytou-
LIEHHE TOJIOCOBBIX CBSI30K MPHBOAMT K OrpyOJICHUIO
ronoca. [loMyTHeHHE POrOBHIIBI HE XapaKTEpHO, XOTs
MOXKET Pa3BUBATHCS JereHepauusi cerdarku. boibHble
TMOABCPIKEHBI YAaCTBIM OTHTaM MW PECIMPATOPHBIM HH-
¢dexnusaM. Y HHUX paHO MOSBISIIOTCS IyNOYHbIE W Ta-

XOBBIC TI'PbDKH, PA3BUBACTCA TICIIATOCIIJICHOMCTAJIUA
[7, 8l.

[Ipu pa3BepHyTOl KapTHHE OCHOBHBIMH KIMHHYE-
ckumu niposeiernsamMu MIIC I sBisiroTcs rpoTeckHbIe
4epThl JINLA, MHOXKECTBEHHBIN IU30CTO3 B COUYETaHUU
C HAHM3MOM, TeNaTOCIUICHOMErajus, THrepTpodude-
CKasl KapJHOMHUOTIATUSI ¥ MUKCOMATO3Has JIereHepanus
KJIallaHOB, NPHUBOISIINE K Pa3BUTUIO CEPACUHO-COCY-
JUCTOH HENOCTaTOYHOCTH M BBICOKOMY PHCKY Hapy-
IEHUH pUTMa CEPMIa, IKCKPEUUs ¢ MOUYOH OONBIINX
KOJIMYeCTB JepMmaraHcynbdara ¥ remnapaHcyibdara.
Y HEKOTOPBIX OOJNBHBIX UMEETCS XapaKTEPHBIN AUarHo-
CTHYECKUH TPHU3HAK — Ha KOXK€ CIMHBI MM OOKOBOM
TTOBEPXHOCTH OeJiep MOSIBIITIOTCS JIOKATbHBIE 00pa3oBa-
HUSI CIIOHOBOTO IIBE€Ta B (popMe MOPCKOH TajbKH.

Ha puc. 3 Buanbl Bo3pacTHble (EHOTHIIMYECKUE
0COOEHHOCTH ABYX OpaTbeB C CHHAPOMOM XaHTepa.

Jms MIIC Il xapakTepeH BbIpaKCHHBIH KIWHUYE-
ckuii nojumopdusm. Beiiessiror 18e popmbl 3a00s1eBa-
HUS: TSOKETYI0 HHPaHTUIIbHYI0 (hopMy A ¢ mporpeccu-
pyomieli yMCTBEHHOH OTCTAaJIOCTBIO U Oojiee MATKYIO,
B3pociyto Gopmy B, ipu KOTOpO#t HHTEIIEKT 00BIYHO
He ctpamaer [51]. OmHaKo YETKOH TPaHUIBI MEKIY
3TMMHU (OPMaMU HET, W CYLIECTBYET HENPEepPBIBHBIN
P IPOMEXYTOUHBIX cocTostHui. Dopma A 1o cBo-
UM KIMHUYECKHM MPOSBICHUSAM Majlo OTIMYaeTCs
ot cunupoma ['yprepa, XOTsl pa3BUBAcTCsl MEIICHHEE.
[Tporpeccupyromas >HIE(ATONATHS TPUBOIUT Ha KO-
HEYHOH cTaguu OOJE3HH K TSDKEIIOH HEBPOJIIOTHUECKON
CHUMIITOMATHKE, CHWKCHHIO JIBUTATEJIbHOH aKTUBHO-
CTH BIUIOTH 10 HOJHOHW 0OE3IBMKEHHOCTH, KaXEKCHHU,
OTCYTCTBHMIO PEAaKLUM Ha OKpyxaromee. s Takux
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Puc. 3. eHotnn 6paTbes ¢ cMHAPOMOM XaHTepa B pasHOM BO3-
pacte
Fig. 3. Two brothers with Hunter syndrome at different ages

MAIMEHTOB XapaKTepHa CKIOHHOCTh K XPOHUYECKOH
muapee. MokeT pasBuBarbesi Tspkenast auddysnas
HEIOCTaTOYHOCTh  KOPOHApHOI'O  KPOBOOOpAILCHHMS.
[Torubarot GompHBIE AeTH B Bo3pacte oT 10 mo 15 jer
Yalie BCEro OT JAbIXaTeJIbHOW WIIM CepJeYHOM Helo-
crarouHoctu [7, 8].

®opma B MIIC II B Oomblieil creneHu MOX0XKa
Ha cuHapoMm llleite. 3aborneBaHne AMAarHOCTUPYIOT,
00BIYHO, B KOHIIE NEPBOTO WJIM Ha BTOPOM JECSTHIIE-
TUH KU3HH. PaHO OPMUPYIOTCS MTaXOBBIE U MYIIOYHBIC
TPBDKH, MOPaKEHHE CEepPACYHO-COCYAUCTON CHUCTEMBI,
MIPOUCXOMST JIMIIEBbIE W3MEHEHHs IO THUIY «Taprou-
TU3May, TOSIBIISIOTCS MPU3HAKH MHOXXECTBEHHOTO JIH-
30cto3a (puc. 4), TYTOMOABMKHOCTH CYCTaBOB (pHC. 5),
HEHPOCEHCOpPHAsT TYroyXoCTh, PETHHOMATHS, BO3-
MOXKHa OOCTPYKIUS JBIXaTeNbHBIX NYTEH, HOYHBIC
artHOd, KapHaldbHBIM TyHHEJIBHBIH cuHApPOM [9].
Teuenne 3a0oneBaHMsT MEIJICHHO MPOTPECCHPYIOIIEE.
IIpoaOMIKUTENBHOCTE KU3HU BapbUPYEeT B IIUPOKOM
muanazone. OAHO W3 THUIUYHBIX OCIOXHEHUH y ma-
LUEHTOB CTapIIEro BO3pacTa — CYKEHHE NpPOCBETa
Tpaxeu, MPUBOJAIIee K HEOOXOJUMOCTH CTEHTHPOBa-

7
o
N

Puc. 4. TMopaxeHue KMCTM Npu MyKononucaxapuaose tuna Il
Fig. 4. Hands deformity in MPS Il patients

Puc. 5. [ducnnactmyeckue u pucTpomyeckue U3MeHeHUs Taso-
6eapeHHbIX CycTaBoOB Npu MyKonoaucaxapuaose tuna |l
Fig. 5. Hip changes in MPS Il patients

HUs W/wim Tpaxeoctomuu. Hambonee vacroit mpuyu-
HOH paHHel rubenu OONBHBIX HA BTOPOM HIIU Tpe-
ThEM JIECATWIETUN JKU3HH CTAaHOBUTCS JbIXaTelbHas
WIN cepeyHas HeI0CTaTOYHOCTh. MHorma OombHbIE
JIOKHUBAIOT J0 CTApyECKOro BO3pacTa.

B penxux citydasx cuHapoM XaHTepa JTUarHoCTUpy-
IOT y JIEBOYEK, ITPH 3TOM Y HUX, KaK IPaBHUII0, OOHAPYKH-
BalOTCS HEOOJIBIIINE TETEPO3UTOTHBIE ACTEINH B JITHH-
HOM Iieue X-XpoMOocoMbl B oOmactu Xq27-q28 wau
X-ayTOCOMHBIE TPAHCIIOKAIWHU C TOYKaMH pa3phiBa, JI0-
KaJIM30BaHHBIMH B TOM K€ paifoHe X-XpoMocombl [28].
Y Takmx JeBodek HaOmromaeTcs IMPenMyIeCcTBEH-
Hasg WHAKTUBAIMS HOPMATbHOW X-XpOMOCOMEI [24].
Crennpuveckuii xapaktep JiaHOHM3AaIUUA OOYCIIOB-
JICH, TO-BHJIUMOMY, MO3/IHEH peIUIMKAIUeH JeIeTh-
POBAaHHOM WM TPAHCIOLUUPOBAHHONH X-XPOMOCOMBI.
Jis 0OBSICHEHUST ATOTO SIBIIEHUS TIPUBJIEKACTCS TaKKe
TUIIOTE3a XPOMOCOMHOIO UMIIPUHTUHTA. B HacTosmit
MOMEHT B JUTeparype onucano 10 jgeBouek ¢ auarto-
30M «cuHIpoM XaHTepay. CyIlecTBYIOT JIUTEPaTyPHbIC
JTAaHHBIE 0 MHHUMAJIBHBIX MPOSBICHUAX Y KEHIIUH-HO-
CUTENBHUI] MyTanuu B reHe /DS.
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Yacrora MIIC II Bapbupyer B mpenenax or 1
Ha 100000 o 1 ma 170000 HOBOPOXAEHHBIX Majb-
YHUKOB.

BbuoxnMuyeckne OCHOBBI MATOTeHe3a

BrepBeie uayponar-2-cynbegarasza Obuia BbLIEICHA
B YHCTOM BHJIE U3 NIEUCHN YE€JIOBEKA, YTO MO3BOJIMIIO HC-
CcJIe10BaTh €€ OMOXMMHUYECKUE U KaTaJIMTHYECKUE CBOM-
ctBa [20]. B meuenu, moukax, JerKux M IUIAICHTE 3pe-
TBIA pepMeHT IpeacTaBlieH AByMs NIaBHBIMU (hopMaMu
¢ MosekyisipaeiM BecoMm 42 u 14 k/I. 3pensie popmbl
WaypoHaT-2-cynb(arazbl 00pa3yloTcs IyTeM IIPOTEO-
JUTAYECKOTO PACIIETICHUsT OeNKa MpealiecTBEHHHKA.
®depMeHT nMeeT OOJBIIOE CXOACTBO M0 aMHUHOKHCIIOT-
HOHM TOCIEN0BaTeNbHOCTH C apuicyibdarazamu A, B
u C 4YeroBeka W TIIOKO3aMHH-0-Cyib(]aTa3on.

OcHoBHas (QyHKIUS WIypoHAT-2-CylTb(ara3sl Co-
CTOMT B OTHICIUICHUH Cylb(dara OT TEPMHHAIBHOTO
ocrarka 2-cynb(houaypoHOBOM KUCIOTH B ABYX [Al" —
JepMaTtaHcyibdare U renapancyinbgare. B pesynbsrare
HempocTaTrouHocTH 3Toro hepmenta mpu MIIC I nepma-
TaHCyNb(aT 1 rernapaHcynbhar B BBICOKHX KOHIIEHTpa-
[USAX HAKalJIMBAIOTCS B JIM30COMAaX MPAaKTUYECKH BCEX
KJIETOK, TKaHel M OpraHoB OOJBbHBIX. DTHM OOBSCHS-
eTcs MJICHOTPONHbIA (eHoTHun 3a00neBaHus, TO €CTh
OJHOBPEMEHHOE BOBJICUECHUE B MATOJOTHYECKHI IPO-
[[ECC MHOTHX CHCTEM W OpPraHoB OOIBHOTO. TSHKECTDH
Teuenus: pazauyabix popm MIIC II HemocpencTBeHHO
3aBUCHUT OT OCTaTOYHOW aKTUBHOCTU (hepMmeHTa.

KaprupoBanune u uaenrudpukanusi rema IDS

Brepsrie nonmnopasmepnas k/IHK rena nayponar-2-
cynbdarassl (/DS) ObuIa N30MMpOBaHa U3 TKaHECH (-
YECKOM OMOTMOTEKH TEHOB SHIOTETHAIBHBIX KIIETOK [74],
YTO TO3BOJIWJIO JIOKAJIM30BaTh TeH /DS B NJIMHHOM IuIe-
ye X-xpomocoMbl B obmactu Xq28 [75]. T'en cocrout
U3 9 SK30HOB, pacHpeNeNeHHBIX Ha TUIOMAId B 24 KO
[38,75,76]. CrpykTypa mpoMOTOpa T'€Ha CBHJIETENb-
CTBYET O TOM, YTO OH JKCIIPECCHPYETCs IMOBCEMECTHO,
TO €CTh OTHOCHTCS K KJIaCCy T€HOB «IOMAIITHETrO XO35H-
CTBa». B muroreneTnyeckoil o0macTu pazMepoM OKOJIO
90 k0, pacrojioKeHHOH TenomepHee reHa [DS, wjieH-
TUQUIMPOBAH €ro ICeBIOreH, oOo3HadaeMbli [DS2
[21, 39]. Tloka3aHO, YTO MHUTOTCHETHYECKas OOIacTh
JIOKaM3aluy 1ceBnoreHa /DS2 BoBiedeHa B PEKOM-
Oounanmio ¢ reHom /DS mpumepHo y 13 % OonmbHBIX
CHUHJIPOMOM XaHTepa.

Mymayuu 6 eene IDS. Y 20 % GONBHBIX CHHIPOMOM
Xantepa reH /DS TIOMHOCTBIO WM YaCTUYHO JIENIETHPO-
BaH, JTM0O BOBJIEUEH B JIPYTHE CTPYKTYpPHbIE TIEPECTPOHKH
[26, 43]. ITpumepHOo y 13 % GONBHBIX TPUUMHON pa3py-
ieHus reHa /DS cTaHOBATCA MHBEPCUH, 3aTparkBaroIine
nepBble 7 AK30HOB reHa /DS, DTy nepecTporKu Ipoucxo-
JIT B pe3yJIbTare TOMOJIOTMIHON PEKOMOWHAIINH MEXKTY

reHom IDS u nceBnoreHoM [DS2 [22]. TlokazaHo, 4to
«TOPSYMMH TOYKaMM) PEKOMOMHALMM B JJAHHOM CIIydae
SIBJIAIOTCS. BBICOKO TOMOJIOTMYHBIE TTOCIIEIOBATeIbHOCTH
JHK (98 % romornorun) pasmepoM OKOJIO THICAYM Tap
OCHOBaHMI, PaCIOJIOKEHHBIE COOTBETCTBEHHO B 7-M MH-
TpoHe reHa /DS u nuctanbHee 3K30HA 3 jokyca IDS2.

[TpumepHo y 23 % OOMBHBIX CHHAPOMOM XaHTepa
UIACHTU(DUIUPYIOTCS OTHOCHTEIBLHO HEOOJIBbIINE BHY-
TPHUTCHHBIE TIEPECTPONKHA — JAEICUUN UM WHCEPLHH,
3aTparvBarollne HECKOJIBbKO HYKIEOTHAOB. B ocrains-
HBIX CIIydasiX y OOJIbHBIX HaXOAAT TOYKOBbIE MyTalUU
MHUCCEHC- WJIM HOHCEHC-THIIA, a TAaKKe MyTalluH, Ha-
pyliaromye mnpouecc CrulaiCHHra.

K uncny myranunii, He3aBUCUMO HUACHTH(PHUINPOBA-
HBIX B Pa3HBIX MOMYJSLMAX, OTHOCATCS TPH HYKIIEO-
TUAHBIE 3aMeHbl B KojoHe 468 sk3oHa 9 rena IDS,
COTIPOBOXKJAIOIINECS] ~ aMUHOKHCIOTHBIMM ~ 3aMEHa-
Mu — R468W, R468Q n R468L [33, 44, 72]. bons-
11asi FeTepOreHHOCTh MyTauui B reHe /DS 3arpyaHseT
MOJIEKYJSIPHYIO JIMarHOCTUKY CHHApOMa XaHTepa.

JKcnepruMeHTaIbHbIe MOJEJIH

EcrecrBeHHON JKCIEPUMEHTAIbHOU Moze-
meto MIIC 1II sBnsitorcss kobOenm mopozsl Jiabpa-
JOp-peTpUBEP, HUMEIOLIME  HACIEICTBEHHYIO  He-
JIOCTaTOYHOCTh WIypOHAT-2-Cylb(arasbl [73].
OTa HENOCTAaTOYHOCTh OOYCIIOBJIEHa MYTalUsIMH
B TeHE HAypOHaT-2-cynb(dara3bl cOOaKH, TOMOJIOTHY-
HOM reHy /DS dyenoBeka. Co0aku HWMEIOT KpYITHBIE
TOJIOBBI C TPyOBIMH MOP(OIOTHUYSCKIMH OCOOCHHO-
CTSIMH MOPJbI, MaKpOJAKTHIINIO, TE€HEpaIU30BaHHYIO
OCTEONEHHIO, MPOTPECCUPYIOLINE HEBPOJOTHYECKHE
HapyLICHUS, OJTHOCTOPOHHIOI TUCTPO(MHUIO CETYATKH
U TO3UTUBHBIA Mo4eBOM TecT Ha Al

Co3nana TpaHCTeHHAs «HOKAyT»-JIMHHUSA MBIIIEH C OT-
CYTCTBHEM AKTUBHOCTH WJIypOHAT-2-Cyab(arazbl y cam-
1oB — Ids-null [40]. C 4-nenensHOrO BO3pacTa M Ha Mpo-
TSDKCHUH BCEH >KM3HH Y MyTaHTHBIX CaMLIOB HAOMIOA1ach
noBbliieHHas: 3kckpelmst TAI' ¢ Mouoil M HakoruieHue
I'Al" B TKaHsIX HauMHasg ¢ 7-i Hemenu. Y HYJEBBIX My-
TaHTOB Pa3BHBAJIACH TEMATOCIUICHOMETanusi W HaOIro-
JaJIoCh YBEJIMYECHHE APYrux opraHo. pyrumu QeHo-
TUIMUYECKIMH OCOOCHHOCTSIMM OBUTH TpyOasi IIepCTb,
Criopa/iyeckasi ajlonelyst, ICKPHBJICHHE MaJIbIIeB KOHEd-
HOCTEH, aHOMaJN{ B Pa3BUTHM YEpera, yMEHBIICHHAs
JIBUraTeNbHAsl aKTUBHOCTh M 3HAUUTENILHOE COKpAIlleHHe
MPONOJDKUTENBHOCTH KM3HU. [Ipu rucronornueckom o00-
CJIEZIOBAaHUM BO MHOTHMX OpraHax BbIABILUIMCH AU(dy3HO
pacnpesiesieHHbIE TIEHUCThIE BAKyOIN3UPOBAHHBIE KIIETKH.

OTH MOIenu MOTYT OBITh HCIOJB30BaHBI IJISl W3-
Y4EeHUS MOJIEKYJSIPDHBIX ~MEXaHM3MOB IIaTOreHes3a
CHHIpOMa XaHTepa M TPOBEACHHS JOKIMHUYECKHX
UCTIBITAHUI METOOB TEPAIUM 3TOI0 TSDKENIOro 3abo-
neBanus, BkItodas TKM, ®@3T u renorepamnuio.
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JlabopaTopHasi TMATHOCTHKA M JIeYeHHe

Huarnoctuka MIIC II ocHOBaHa Ha COBOKYIIHO-
CTH JAaHHBIX KJIMHUYECKOIO 00CIeIOBaHMS IALMCHTA,
OMOXMMUYECKOTO M MOJICKYJISPHO-TEHETHYECKOTO aHa-
nmu3a. OgHUM U3 HanOosiee PaHHUX JHArHOCTHYECKHX
npusHakoB MIIC Il MOXXHO cuMTaTe MOBBIIEHHYIO
skckpeunto ¢ moyo I'AIl' u, mpexne Bcero, aepma-
TaHcynb(ara w TemapaHcyibdara. Jmg moaTBepxk-
JICHHsI JIMarHO3a TPOBOMASAT aHANW3 (epMEHTATUBHOW
AaKTMBHOCTH HWAYpOHAT-2-Cynb(ara3bl B JEHKOLHUTAX
WM BBICYLICHHBIX IIATHaX KPOBH, a TAKXKE MOJIEKYJISIP-
HYIO ITUarHOCTHKY HPOTSDKEHHBIX JeNelUi, MHBEPCUH
U Apyrux myrtauuid B reHe IDUA.

[Ipu perpoBupycuoit Tpancaykuuu kJIHKoBoit
nociuenoBaTeabHOCTH rena /DS B nuMdoOnacTo3Hble
JIMHUU KJIETOK OOJIBHBIX CUHIAPOMOM XaHTEpa JOCTHI-
HyTa KOPPEKIHs MeTadoamaeckoro aedekra [23]. Ypo-
BEHb JKCIIPECCUH HIIypOHaT-2-cyiab(aradsl B TpaHC-
JTYLUMPOBAaHHBIX KJIETKAaX OKa3aJCsi O4YeHb BBICOKUM,
B 10-70 pa3 mpesblmaromum HopMmy. Ilokasano, 4dro
PEKOMOMHAHTHBIN (PEPMEHT aKTUBHO y4acTBYET B Me-
tabommme ['Al. Dtu uccnenoBanus MOTyT paccMaTpu-
BaTbCsl KaK HauyaJbHBIA IIAr B pa3padoTKe Mporpamm
redorepanuu MIIC II.

OnyoOnukoBanbl pe3ynbrarbl TKM, BEIIONTHEHHBIC
y 10 OGompHBIX cuHApoMoM XaHTepa [69]. Tombko
Tpoe MpOXWIH Oosiee 7 JIET Mocie TPaHCIUIAHTAIUH,
MpUyYeM OJMH U3 HUX ymep uepe3 11 ymet mocne mpo-
BEJICHHON Mpouenypsl. BBICOKYIO CMEPTHOCTH OO0b-
HBIX aBTOPbI OOBSICHAIOT IUIOXUM IOZ00POM TOHOPOB.
VY 0xHOro M3 BBDKMBIIMX IMALMEHTOB MHTEJIIEKT ObLI
MOJIHOCTBIO COXPaHEH, HO HaOoAanach HeOOoJbIast
3ajiepkKa (pU3MYecKoro pa3BuTHsa. B HacTosimee Bpe-
Ma TKM mpu MIIC II B Poccunm He HMCHONB3yIOT,
HO MMEIOTCSI PEKOMEHIALMU AaCCOLUALUU MEIULMH-
CKMX IeHeTUKOB 1o nposeneHuro TKM npu Tskenbix
Bapuantax MIIC II, accouuupoBaHHBIX C MHCCEHC-
myTanusmu [15].

B CIIIA u psine eBponeicKkux cTpaH JIMLEH3UPOBaH
U TIpOIIeN KIMHUYECKHUE UCIBITAHMS Npenapar umyp-
cynb(daza (pekoMOMHAHTHAs WAypaHaT-2-cyiabdaraza
YesioBeKa), WM Ojanpasa, NpeioKeHHbIH I Jeve-
Husa cu"apoma Xautepa [77]. CyuiecTByer elle OauH
npenapar st @3T MIIC II — Xanrepaza, Takxe
YCIICIIHO TPUMEHsSEeMbI B MHUpoBOW W Poccuiickoi
npaktuke. O0a mpenapara 3aperuCTPUPOBaHBI HA TEp-
putopuu P®. Bo3MoxkeH Iepexoj ¢ OJHOrO Ipemna-
para Ha APYrodl mpH HaJUuuU HENEePEeHOCHMOCTH W/
WIA Pa3BUTHUHM TSDKEJBIX a/UIEPTUUECKUX PEeaKkuui
y maruentoB. llpu pannem nagame 3T nabmioma-
eTCsl yAy4IlIeHHe MHOTMX MaTOJOTMYeCKHX MposBIe-
HUM 3a0oneBanus. Hopmanusyrorcsi pa3mepsl IEUeHH
U CEJIC3CHKHU, HE HapacTaeT CTeINEHb MOPaKeHUs cep-
JI€IHO-COCYUCTON CHCTEMbI, YBEJIMYUBAETCI 00bEeM

JBIOKEHUH B TMOpPa)XeHHBIX cycraBax [2, 3]. Jus o6-
JIeTYeHHs TIPOBEICHNUS BHYTPUBEHHBIX HH(]Y3UH y ma-
nuentoB ¢ MIIC B crammonape MOTYT HCIOIB30BaTh
UMIUIAaHTUPYEMbIE BEHO3HBIE CHUCTEMBI, 3HAUUTENILHO
oOnerydatomnue BeHO3HbIN fgoctym [17]. Ho HenocraTok
DOnarnpa3ssl 3aKII0YaETCs B TOM, YTO OHA HE MPOHHUKA-
€T CKBO3b reMaTodHIedannyeckuii Gapbep, TO €cTb
He momnagaer B Mo3r. [liig npeoposnieHust 3Tol TpyAaHO-
CTH Tipeniapar OblT MOAU(HUUUPOBAH IMyTeM aobaBie-
Hus cnienuduueckux anturen (AGT-182). PesynbraTst
neuenwst manreHToB ¢ MIIC Il ¢ ncronp3oBanmeM 3T0-
ro MOAM(UIMPOBAHHOTO Mpernapara MokKa HEW3BEeCT-
Hbl. [lepecaaka reMONOITUYECKUX CTBOJOBBIX KJIETOK
oompabiM MIIC I Takxke oOKa3bIBaeTCS YCHCIIHOW
TOJIBKO TIPY PaHHEH TOCTAaHOBKE JMarHo3a B BO3pac-
Te 10 2 ner wiam panbiie [19, 63].

ITepcniextuBnoi s neuenunst pu MIIC I u I Tumos
MOXeET OBITh CyOCTparpenyuupyomas Tepamnus, 0CHO-
BaHHas Ha mojaBieHuu BbIpadoTku Al C atoif me-
npi0 ObLT pa3padotan mpenapar [enuctenn (Colidem),
KOTOPBII XOPOIIO ceds MoKa3aj B OMbITaxX Ha HKCTIEpPH-
MEHTaJbHBIX Mozensax. Ilpu paHHeMm Hauaje JeyeHHs
y JKUBOTHBIX yJaBaJIOCh NPHUOCTAHOBUTH Pa3pyLICHUE
KJIETOK IIEHTPAIbHONH HEPBHOW CHCTEMBI.

OnHn U3 mepBbIX NanueHToB B Poccum, momydas-
mue O3T npu MIIC I, Taxke nomydanu [eHucrens.
[lepenocuTcs mpenapar XOpoIIo, HO 4acTO MPUBOIUT
K M30BITOYHOMY BeCy, TaK Kak IO CBOCH CTPYKType
SIBIISIETCSl AHAJIOTOM JKEHCKMX TIOJIOBBIX TOPMOHOB.
SBnsercs mpemapatom Beibopa mpu MIIC 1II, moos
KOTOpPOTO B HACTOSIIIMH MOMEHT HET JIOCTYIHOTO Ipe-
napara st O3T.

B Hactosimiee Bpemss B Poccuum nedeHue moimyya-
toT okojio 80 GompHBIX MIIC I u I TumoB. bombmas
4acTh W3 HHUX HAXOOHUTCS Ha mou3HeHHOH 3T,
a 25 — mporumn TKM. HM3-3a BBICOKOW CTOMMOCTH
JIEKapCTB, KOTOPBIC CJIEAYET BBOIUTH OOJBHBIM €Ke-
HE/IeTbHO, PacXoJbl Ha 3TH 3a00JEeBaHUS JHIUPYIOT
B OIO/KEeTax, BBIIEICHHBIX TOCYIaPCTBOM Ha JIeUeHHE
opdanubix Oone3neld. Tak, CTOMMOCTh OHOTO (hr1ako-
Ha Dmanpasbl kojeonercs ot 175 go 185 teIc. pyo.
Juis jiedeHns OHOTO OOJBHOTO CHHAPOMOM XaHTepa
exxeHenenbHO Tpebyercs or 300 mo 500 TwIC. pYoO.
Tem He MeHee HET COMHEHHsS, YTO YK€ B OJrDKai-
IIMe TOJbl TOSBSTCS aJbTEpPHATHBHBIC TEpareBTHYE-
CKHE TMOAXOAbl B MPOQWIAKTHKE W JICUCHUH IalHeH-
ToB ¢ MIIC u Oymyt pa3paboraHbl Ooliee IeIIeBbIe
METO/BI TTPOU3BOJICTBA HEOOXOMUMBIX JIEKAPCTBEHHBIX
MIperaparos.

Myxononucaxapuao3sl Tunos I u II B Hacrosiuee
BpeMs 3aHMUMAIOT BaXKHYIO HHIIY B CTPYKType opdan-
HBIX 3a0oneBanmii. HecMOTpst Ha peaKOCTh MaTONIOTHH,
3HAHUS O AaHHBIX 3a00JIEBAaHUSAX aKTyallbHBI JUIA Bpa-
Yyel NMepBUYHOIO 3BeHa. VIMEHHO Ha 3TOM 3Tare Hayu-
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HAETCs JUArHOCTUKA ATOW penkoil maronsoruu. Panuss
MOCTAHOBKA JMAarHo3a — 3TO BAXKHBIM 3Tam Ha MyTH
TEpaIny, MO3BOJISIONINHA MOTYYUTh JOCTYH K OOJbIIle-
My KOJIMYECTBY BapUAHTOB JICUCHHUSI, a CIEIOBATEIbHO,
VAYYIIATH OTJAJICHHBIC PE3YJIBTaThl H KAYECTBO KU3HU
nanuentoB ¢ MIIC.
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CTaTbs MOCBAWLEHA MCCNEAO0BAHUID CTpecca MHMEepTUNbHOCTU Y XEHWUH ¢ becnnogmeM. MccnepoBanuch Takue co-
CTaBnswlWMe cTpecca MHOEepPTUNbHOCTU, KaK TpeBOra, Aenpeccus, KOMUHr-CTpaTeruu, 3MOLMOHA/bHbIE CXEMbl, a TaKXe
MCUXONOTMYECcKas COCTABAAKOWLASA KavyecTBa XU3HW. Llenbo nccnenoBaHus 6bi10 UM3yunuTb OCOBEHHOCTU OTAENbHbIX CO-
CTaBAAKLWMX CTpecca MHOEPTUNbHOCTU, TaKMX KaK TpeBOra, Aemnpeccus, a TakXe 3MOLMOHasbHble CXeMbl MaLMEeHTOK
M cnocobbl coBNafaHus co cTpeccoM. B kauyecTBe MeToauKk uccnenoBaHus 6binv Bbi6paHbl: Llkana TpesBorn A. beka,
LUkana penpeccun A. beka; onpoCHWMK MCCNefoBaHMS KadvecTBa u3Hu npu becnnoguun FertiQoL J. Boivin; onpocHuk
«Lllkana amoumoHanbHbix cxeMm P. iuxus (LESS 11); onpocHuk konuHr-ctpateruit COPE B apantaumu T.0. lopaeesoit, E.H. OcuHa,
E.A. Pacckaszosoii, O.A. CbiyeBa, B.10. LLieBsixoBoi. MccnenoBaHbl 33 xeHLWmHbI C 6ecnioanem (OCHOBHAs rpynna) u 33 xeH-
WWHbI, HEe MMeloWwwMe HGecnnoama M He nnaHupyrwue GepeMeHHOCTb B Baukallee BpeMms. Pe3ynbTaTbl uccnenoBaHuUs
BbISIBU/IM Takne 0COBEHHOCTU XeHLWMH ¢ becnnoameMm, Kak Hef0CTaTOYHAs YAOBAETBOPEHHOCTb KaYeCTBOM XMU3HU, CYyOb-
€KTMBHO OlLylllaeMble SMOLMOHAMbHbIN AMCKOMDOPT, HEAOCTAaTOYHAsA COUManbHas MOALEpXKKa M HEeKoTopas HeyaoBneT-
BOPEHHOCTb CYMPY>XeCKUMU OTHOWEHUIMU. [pu 3TOM CYyOKAUMHMYECKME YPOBHU TPEBOXHO-LEMNPECCUBHOW CMMNTOMATUKU
COMPOBOXAATCA 06LLe HaNPSXKEHHOCTb 3MOLMOHANbHBIX CXeM, npeobnagaHuem cxeM «4yBCTBO BMHbI 38 COOCTBEHHbIE
aMouum», «HepocTaTouHas OCMbICNIEHHOCTbY, «MHBanuaauus sMouun ApyruMuy, «lporHosvpyemas AAMTENbHOCTb 3MO-
unii», «CKNOHHOCTb K pyMUHaLUaMy», «YNpoLeHHoe npeacTaBneHme 06 amoumsaxy. [loBegeHueckme cTpaTermm B CTpeCccoBom
CUTYaLMU Y XKEHLMUH CO CTPECCOM MHPEPTUNIBHOCTU OTIMYAKTCS HErMOKOCTbIO, CKNOHHOCTbIO K M30eraHunio U oTpuLLaHuio,
penKOMY MCMOMb30BaHUIO NO3UTUBHOIO NepedopMynMpoBaHMs U toMopa. [lpoBeaeHHOe UccnefoBaHMeE BbISIBUNO Hanuuue
pa3IMYHbIX MOALEPXMBAOWMX (PAKTOPOB CTpecca MHPEPTUAbHOCTH, XapakTEPHbIX ONS XEHWMH, CTpagatowmnx becnno-
OMEeM: HeLOoCTaTO4YHas YLOBNETBOPEHHOCTb KAYECTBOM KM3HM, CYOBEKTUBHO OLLYLLAEMbIE 3MOLMOHANbHbIN AMCKOMDOPT,
HeLOoCTaTOYHAa CouManbHas NOALEPXKKA M HEYAOBNETBOPEHHOCTb CYMPYXECKMMU OTHOWeEHUAMU. Tpn 3TOM CyBKAMHKUYe-
CKWMe YPOBHM TPEBOXHO-AEMNPECCMBHOM CMMMNTOMATUKM COMPOBOXAATCS 06LLEeN HANPSXKEHHOCTbI 3MOLMOHAMbHbBIX CXEM
M OTPAHMYEHHOCTbIO MOBEAEHYECKMX CTpaTernin B CTPECCOBOM CUTYyaLMMK.

KniwoueBble cnoBa: 6ecnnoaue; ctpecc MHPEPTUNBHOCTH; TPEBOTa; AENPECCUS; IMOLMOHA/IbHbIE CXEMbI; KOMUHI-CTpaTeruu;
KQYeCcTBO KU3HMU.
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The article is devoted to the study of infertility-related stress experienced by infertile women. We studied such components
of the stress of infertility as anxiety, depression, coping strategies, emotional schemes, as well as the psychological com-
ponent of the quality of life. The aim of the study was to study the characteristics of individual components of the stress
of infertility, such us anxiety, depression, emotional schemas and coping strategies. The following research methods were
selected: A. Beck’s Anxiety Scale, A. Beck’s Depression Scale; questionnaire of the study of the quality of life in infertility
FertiQoL J. Boivin; R. Leahy Scale of Emotional Schemes Questionnaire (LESS Il); COPE coping strategies questionnaire in
adaptation by T.0. Gordeeva, E.N. Osin, E.A. Rasskazova, O.A. Sychev, V.Yu. Shevyakhova. 33 women with infertility (main
group) and 33 women without infertility and not planning pregnancy in the near future were studied. The results of the
study revealed such characteristics of women with infertility as insufficient satisfaction with the quality of life, subjec-
tively felt emotional discomfort, insufficient social support and some dissatisfaction with marital relations. At the same
time, subclinical levels of anxiety-depressive symptoms are accompanied by a general tension of emotional schemes, the
prevalence of such schemes, “Feelings of guilt for their own emotions”, “Lack of meaningfulness”, “Invalidation of emotions
by others”, “Predicted duration of emotions”, “Tendency to ruminate”, “A simplified idea of emotions”. Behavioral strategies
in a stressful situation in women with the stress of infertility are characterized by inflexibility, a tendency to avoidance
and denial, and the rare use of positive reformulation and humor. The study revealed the presence of various supporting
stress factors of infertility characteristic of women suffering from infertility: insufficient satisfaction with the quality of
life, subjectively felt emotional discomfort, insufficient social support and dissatisfaction with marital relations. At the same
time, subclinical levels of anxiety-depressive symptoms are accompanied by a general tension of emotional schemes and

limited behavioral strategies in a stressful situation.

Keywords: infertility; stress of infertility; anxiety; depression; emotional schemes; coping strategies; quality of life.

BBEOEHMUE

PomuTenscTBO MM pONB POAMTENS 3aHUMAeT IeH-
TpaJbHOE MECTO B CAMOMJICHTUYHOCTH MHOTHX JIFOJICH
W TIPEJCTaBISIeTCsl OHOW U3 Hanboiee BayKHBIX COIH-
AJIBHBIX poJiei. BONBIIMHCTBO JFONEH paccMaTpPUBAIOT
POINTENHCTBO KaK E€CTECTBEHHBIM JTall KU3HEHHOTO
MYTH U CYUTAIOT, YTO MOTYT CTaTh POJMTEIISIMHU, KOT-
na OymyT rotoBbl. TakuMm 00pa3oM, OIBIT OCCILIOAMS
4acTO CTAHOBUTCS HEOXKUIAHHBIM U HEXKEIaTeIbHBIM.

[Tockonbky Oecruiofye TpencTaBiseT coO0OW He-
CIOCOOHOCTH JIOCTHYb HKENAaeMOro CTaryca, OHO dYa-
CTO BOCIPUHUMAETCS KaK Yrpo3a Juisi JIHYHOCTH
[7, 19, 24, 25, 32], 4To NpUBOIUT K (HOPMHUPOBAHHUIO
OLIYIICHUsS] COOCTBEHHOW IE(PEKTHOCTH M CHHXKECHHIO
OIIEHKH CBOEW KOMITETEHTHOCTH, OCOOCHHO ISl JKEH-
ol [22, 23].

[Icuxonornueckuii auctpecc U Oecrioane IUPKY-
JSIPHO B3aMMOCBSI3aHbI, TUCTPECC MOXKET CTaTh MPH-
YUHON OECIUIONUS W CHU3WTH BEPOSTHOCTH HACTY-
IJICHUST OEPEMEHHOCTH, U B TO K€ BpeMs OeCIUIoaue
MOJKET BBI3BATh ICHXOJOTHYeCKUi muctpecc [14, 33].
BrionHe BeposiTHO, 4TO CTpecc W JIpyrue HeraTuBHBIC
SMOLMOHAJILHBIE COCTOSIHUSI MOTYT CHU3UTH BEPOSIT-
HOCTh OepemenHoctu [21, 26, 27, 30]. B nurepary-
pe TOMOOHBIE COCTOSHHUS 0003HAYAIOTCS KaK CTPECC
unpeprunpHOCTH [8, 20, 28].

B nuTeparypHBIX HCTOYHHKAX OTMEYAETCsl POJIb CTPeC-
ca MH(EPTHILHOCTH TPH BO3HHUKHOBEHHH OECIUIONMS,
a TaroKe BIMSHHE TICUXOIOTMYECKUX (haKTOPOB Ha ITOKa-
3aTeNll yCHENIHOCTH JKCTPAKOPIIOPATIBHOTO OILIONOTBO-
penust (OKO) [15, 16 18, 33]. MHorouncieHHble uccie-
JIOBaHMS TOKA3aJM, YTO OECIUIONHE U JICYCHHUE OT HEro
BBI3BIBAIOT CTPECC W SBILIIOTCSA (pakTopamy pHCKa st
Pa3BUTHS CHMITTOMOB TPEBOTH U Aenpeccu [12, 29, 31].

Kpome Toro, Oecrutomne — XPOHHYECKH CTPECCO-
Bas curyanus. CoIiacHO MOJIENIM OIIGHKH CcTpecca
Jlazapyca, mpenmnonaraercsi, 4TO JIIOAH TEPEKUBAIOT
CTpECC KakK pe3ylbTaT OLEHKU BHEIIHETO JaBJICHUS
(cTpeccoBoii), KOTOpOMY OHH IPOTHBOCTOSAT [28].
Mopnenb sMoloHaNbHBIX cxeM P. Jluxu nmpeanonaraer,
YTO JIIOAW MOTYT OTIIMYarbCsA B TOM, KaK OHU OLICHU-
BAIOT CBOW ONBIT MEPEKHUBAHUS CTpecca. DTU OLCHKH,
TO €CTh AMOIMOHAJBHBIE CXEMbl WA MPEICTABICHUS
00 5MOIHAX, MOTYT BO3BpAIaThCS B BUE PEAKIIMH HA
CTPECC, KOTOpasd yBCINYUBACT WM YMCHBIIACT MHTCH-
CHUBHOCTB €ro mnepexuBanus [3].

[lo HEKOTOpBIM JaHHBIM, HE CaM CTpecC SBISETCS
MIPUYMHON Heycrexa B JIUSHUH OT OeCILIOfHs, a CIIo-
coOBI coBnmamanms ¢ HUM [9].

B oredecTBeHHOW nMUTEpaType HEAOCTATOYHO HC-
CIIC/IOBaHUH, TOCBALICHHBIX MNpolieme cTpecca HH-
¢deprunsHOCcTH [1, 2, 6].

Llenv uccnedosanusi — W3YYHTH OTHEIBHBIE OCO-
OcHHOCTH cTpecca WH(DEPTUIHPHOCTH, B YaCTHOCTH,
TaKWe €ro COCTAaBILIONINE, KaK TPEBOra, JENpeccus,
a TaK)Ke SMOLMOHANBHBIC CXEMBl MAlMEHTOK M CIO-
COOBI COBJIQJIAHUSI CO CTPECCOM.

ChopmynupoBaHbl clenyromuye 3a1a4n:

1) uccienoBarh colHaibHO-AeMOrpaduIecKie xa-
PaKTEPHCTUKHU MAIMEHTOK ¢ OeCIIoAneM;

2) BBISIBUTH ypOBEHb 3MOLMOHAJIBHOIO JHCTpecca
MAIUEHTOK C OeCIUIOANeM;

3) uccnemoBarh KaueCTBO KU3HU MAIMEHTOK C Oec-
TUTOJTHEM;

4) OLICHUTh OCOOCHHOCTU 3MOIIMOHAIBHBIX CXEM
MAIMEHTOK ¢ OecIuIogueM;

5) U3y4YUTh UCIIONBb3yeMble KEHIIMHAMHU C OecCIiIo-
JUEM KOITMHI-CTPAaTCTHu.
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MATEPUANblI U METOAObl UCCNEAOBAHUA

B cooTBeTcTBHY € TOCTaBICHHOM 11eNTbI0 OBLIN BBI-
OpaHbl METOIWKH:

1) Uit OIIEHKH SMOIMOHAIBFHOTO JAUCTpecca — IIKa-
na TpeBoru A. beka, mikana nenpeccun A. beka [33];

2) nmist ucclenoBaHUsl KauecTBa JKM3HU NpH Oec-
mwioguun — FertiQoL J. Boivin [10, 11];

3) onpocHUK «I1Ikama SMOIMOHATBHBIX cxeM P. JInmxwmy
(LESS 1) [5];

4) onpocuuk komuur-crpareruii COPE B aganra-
uuu T.O. Topneesoit, E.H. Ocuna, E.A. PacckazoBoii,
O.A. CrrueBa, B.IO. IlleBsxoBoii [4].

Henapamerpuueckuii U-xputepuii MaHHa—YUTHH
WCIOJIb30BaH JJISI CTAaTHCTUYECKOTO aHaIM3a.

B wuccnenoBaHMM TpPHUHANM ydacThE KEHIMHBI
B Bo3pacTe oT 24 no 47 ner, u3 HuX: 1-1 (OCHOBHAas)
rpymma — >KSHIMUHBI ¢ OecrumomueM (33 denmoBeka);
2-g (KOHTpOJIbHAA) TpyMIa — (HepTUIIbHBIE KESHITHHEI,
HE IJIaHUPYIOIIKe OEPEMEHHOCTD B ONvKaiinee Bpemst
(33 uenoseka). Kputepun BKiIIOUEHHS B HCCIen0Ba-
HHUE: BCE JKEHIIWHBI OIHOTO BO3PACTHOTO THAIa3oHa,
npoxuBaromue Ha teppuropun P®. Hccnenosanue
NPOBOAMIIOCH HA 0a3e MEIMIIMHCKOrO IeHTpa «310po-
Bbe ceMbH U Opaka» (benropon), B cBs3M ¢ KapaHTHH-
HBIMH MEPOTIPUSATHAME OIPOC MPOBOIWICS OHJIAMH.

PE3Y/IbTATbl UCCJIENOBAHUS
CounoznemMorpapuyeckie XapaKTepUCTUKH OCHOB-
HOW TpPYyNIBL: KEHIIMHBI 3aMykeM — 30 4YeJoBek,
B TpaxkiaHckoM Opake — 3. YV 25 pecrnoHIeHTOK mep-
BHYHOE Oecruionne, y 8 — BropudHoe. Y 11 >xeHIHMH
Oecruronye HEeSICHOTO TeHe3a, Y 7 — MYXKCKOH (pakTop.
20 WCIBITYEMBIX Ha IAaHHBIA MOMEHT MPEKPaTHIIH Jieue-
HHe, 13 HaxomsTces Ha pa3HbIX ATanax jgedeHus (11 mpo-
XOIIIT KOHCEPBAaTUBHOE JICUCHUE, 2 HAXOIATCS B IIPO-
tokosie DKO). B momasstroniemM O0IBITHHCTBE CITyJIacB
(26 yenmoBek) ManMEHTKaM HE IpeIarajd IMOJyYUTh
TICHXOJIOTHYECKYIO MTOMOLIb B YUPEKACHUSX, [J€ OHU
MIPOXOJIAT JieueHue, Oolee moaoBuHEI (21 yemoBek) co-
OOIMITN, YTO XOTeNH OBl ee MmomyduTh. CormaabHO-
JneMorpaduuecKkue MoKazareinyd B KOHTPOJIBHOM TpyIiie
CYIIECTBCHHO HE OTIMYAIOTCSI OT OCHOBHOW TPYIIIIBI.
[lpu w3yueHun BIUMsIHUSA OecCIUIOAWS W IpoOILec-
ca JIGYeHUs Ha KaueCTBO JKU3HHU, COINIACHO CaMOOT-
YeTaM JKCHIIUH, BBISBICHBI CIEAYIONINE TEHICHIINU.
JKeHImMHBl JTOCTAaTOYHO YAOBJIETBOPEHBI Ka4eCTBOM
*u3Hu 1o ¢akropy Mind/body (60,48 +9,7 Gamna),
TO €CThb KOTHUTHBHBICE M (U3MUYECKUE >KANOOBI, BbI-
3BaHHBIE PEMPOMYKTHBHBIMH MPOOIIEMaMH, BBIPaXKEHBI
yMepeHHo. B To BpeMs, Kak OTpHLIaTeTbHBIE YMOIINH,
CBSI3aHHBIE C OCCIUIOAMEM, CYIIECTBEHHO BIHSIOT
Ha KadecTBO xu3HU (46,72 + 14,6 Oamma). He or-
Medajach BBICOKAas YAOBIETBOPEHHOCTh TIO IIIKaje
«OtHomenus» (54,85 + 13,1 Gamma), 4TO, BEPOSTHO,

CBUJICTETILCTBYET O HAIPSIKEHHOCTH, BO3HUKAIOIICH
B CB3U ¢ MHOEPTUIHHOCTHIO B CYIPYKECKHUX OTHO-
nieHusix. BocrnpuHuMaemasi conmanbHas TOIICPKKA,
colMaJbHbIe OKUAAHWSA, YYBCTBA COIMAIBHOW H30-
JSIIMW U CThIIA B pe3yjibTare OecIuIOnusi BBIPaKEHBI
ymepeHHo (53,89 + 8,4 Gana).

IIpyu ananmuze mokaszaTesieid SMOIMOHAIBHOTO JIHC-
Tpecca 00Hapy KUBAIOTCS JOCTOBEPHBIC PA3IIMUUS B TIO-
kazarensax genpeccuu (p <0,05), cpenHue mokasarenu
Jernpeccuy B 0cHOBHOH rpynme — 13,0 + 7,1 Gamna no
mKkane beka, 9To CBHIIETENBCTBYET 00 SMOIIMOHATHHOM
HEOJIaronoIyYuH CyOKIMHUICCKOTO YpoBHsI. [lomydeH-
HBIE PEe3yJIbTaThl COMIACYIOTCS C JaHHBIMHU psijia OTe-
YEeCTBEHHBIX M 3apyOeKHBIX HcciepoBareneid [1, 13,
17, 18, 20]. Iloka3arenu TPEBOTM HECKOJIBKO BBIIIE
(12,0 £ 6,8 6amra o mkame beka), 4eM B KOHTPOIb-
Hoit rpymme (10,0 £4,5), HO CTaTUCTHYECKH 3HAYUMBIX
pasnuuuii He HaOrogaercsa. TakuM oOpa3om, HaOIHO-
JAeTCsl TEHJACHLHMS K MOBBILICHUIO TPEBOXKHO-JEMIPEC-
CHUBHOW CHUMIITOMAaTHKH Ha CYOKIMHUYECKHX YPOBHSX
B OCHOBHOW TpymIle, YTO, MPEAIOIOKUTETHHO, MO-
KET CBUJICTEIILCTBOBATh O €€ CUTYaTUBHOCTH B CBSI3U
¢ mpoOieMol MHPEPTUILHOCTH.

AHanu3 pa3nuyMid 1Mo CTPYKType M oOIeil Harpsi-
YKEHHOCTH IMOIMOHAJIbHBIX CXeM ITallneHTOK C Oec-
TUTOJTUEM BBISIBHJI, YTO JJIS )KEHIIUH B OCHOBHOM TIPyTI-
ne B OoNbIleil CTENeHHW XapakTepHa BBIPAKEHHOCTH
cxeM «YyBCTBO BHHBI 3a COOCTBEHHBIC 3MOLIUMY,
«Henocratounass OCMBICIEHHOCThY, «HBanmmnanms
SMOLIMHU IpyruMm», «lIporHo3upyemas ATUTENbHOCTD
amouuity, «CKIOHHOCTh K PYMUHAIMSIMY, « YIPOIIIEH-
HOE MpeacTaBieHne 00 aMonuax» u «O0muil ypoBeHb
BBIPQKEHHOCTH SMOLIMOHANBHBIX cxem» (Tali. 1).

Taxum 00pa3oM, JKEHIIWHBI, CTPaIAIONIHe OeCILIO-
nueM, B OOJbIIEH CTENneHW CKIOHHBI KPUTHUKOBATh
celsi 3a HMOIMH, NPSATaTh UX OT JPYTHX, OECHoKo-
UTbCA W TPYCTUTH IO IOBOJY HCIBITHIBAEMBIX 3MO-
uuii. B 1o e BpeMs BbIpak€HHas WHBAIMAJAIMS Ha
9TOM (OHE CIIOCOOCTBYET OIIYIIEHUIO, YTO JPYTHE
TaKk XK€ He MOHUMAIOT YYBCTBA PECIIOHJICHTOB W HE
3a00TsTCss 0 HUX. JKeHIMHBI ¢ OecluionueM B MEHb-
nIeld CTeNeHU CKIOHHBI aHATU3UPOBAThb, OCMBICIATH
COOCTBEHHBIE TEPEKUBAHUS, B CBSA3H C YEM MOTYT
JyBCTBOBATh ceOs 3aIyTaBIIUMHUCS W OECITOMOIIHEI-
Mmu. [larmenTkam ¢ GecriogueM KaxeTcs, YTO SMOIHS
OyleT JUIUThCS OCCKOHEYHO M CTAaHET HEBBIHOCHMOM.
OnHu yOeXIeHbl B CBOMX HETaTHBHBIX YyBCTBaX M CO-
cpenoTodeHbl Ha HUX. VM He Npucymy CMeIIaHHbIe
YyBCTBAa, TaK KaK OHHM YBEPEHBI, YTO IO TIOBOMAY TEX
WA WHBIX BeUIeW JOJDKHBI MCIBITHIBATH YTO-TO OJHO.
Takum o00pazoM, sl JaHHOW KaTeropuu MaleH-
TOB XapaKTEpHBI OOIHMEe MEXaHW3MbI (POpPMUPOBAHUS
U TOJJIep)KaHUsl TICUXO-dMOIMOHAIFHON TMAaTOJIOTHH,
onmcanusie Pobeprom Jluxu [3].
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Tabnuya 1 / Table 1

Oco6eHHOCTM 3IMOLMOHANbHbIX CXeM MaLMeHTOK ¢ 6ecnnoamMeM B CPAaBHEHMM CO 3A0POBbIMM UCMbITYEMbIMU MO
ONPOCHMKY 3IMOLMOHANbHbIX cXeM P. Jluxu
The peculiarities of emotional schemes of patients with infertility and the control group (Leahy Emotional Schema Scale Il)

IIxana / [Nanmentku ¢ Gec- CranmapTHOE 310pOBBIE HCIIBI- CranmapTHOE YpoBeHB 3HAYUMO-
Scale miogueM / Infertility | orkmonenue / Stan- | Tyemsle/ Healthy | orkionenue / Stan- | ctu / Significance

patients (M) dart deviation (SD) | respondents (M) | dart deviation (SD) Level

2. UyBCTBO BUHBI 3% 1,8 2% 1 0,026

3a cOOCTBEHHBIE

smornuu / Guilt

3. HemocraTounas 3,6%* 1,9 2,2%% 0,9 0,000

OCMBICIIEHHOCTb

amonuit / Incompre-

hensibility

6. UuBanuganus 3,4%% 1,1 2,6%* 0,6 0,001

SMOLMH ApyrUMH /

Invalidation

8. [Iporunosupyemas 3,3%%* 1 2,3%* 0,8 0,000

JUTUTEIBHOCTh YMO-

nuii / Duration

12. CKJIIOHHOCTE 3,5% 1,5 2,5% 0,9 0,002

K pyMHUHAIHSM /

Rumination

14. YopomeHHoe 4,5% 1,1 3,6% 1,4 0,012

npeacTaBieHue 0o

smonusx / Simplistic

View of Emotion

15. O6mwmit 6amn 88,7%* 17,9 73,4%% 12,5 0,000

#p < 0,05; **p < 0,01.

Tabnuya 2 / Table 2

OcobeHHOCTU KONUHI-CTpaTernin naunmeHToB ¢ 6ecnnoanemM u KOHTpOAbHOM rpynnbl No onpocHuky COPE
The peculiarities of coping strategies of patients with infertility and the control group (Coping strategies questionnaire COPE)

ITanuenTku ¢ 6ec-

CraniapTHoe

310pOBBIE UCTIBI-

CraniapTHoe

YpoBeHb 3HAUUMO-

LHSI;Z?:/ monueM / Inferti- | orkinonenne / Stan- | Tyemsle / Healthy | orkionenne / Stan- | crtu / Significance

lity patients (M) | dart deviation (SD) | respondents (M) | dart deviation (SD) level

1. To3utuBHOE nepe- 12* 2,6 14* 1,9 0,006

(dhopmynrpoBaHue

U JINYHOCTHBIH pocT /

Positive reframing and

personal development

2. MBICIIEHHBIH YXOI 9,8* 2,5 8,5% 2 0,023

oT npobnemsl / Men-

tal escape the problem

6. OTpunanue / 9,2% 2,5 7,4% 2,3 0,005

Denial

8. IOmop / Humor 8,2%* 2,9 10,5%* 2,5 0,001

%9 <0,05; **p < 0,01.

N3ydeHune KOMUHT-CTpaTerui

TTO3BOJIIIIO OOHApPY-

KHTb OCO6eHHOCTI/I, JaHHBIC O KOTOPBIX OTPAXCHBI

B Ta0i. 2.

JKenumuel, cTpagaromye OeCIIoarueM, pexKe UCTIONb-
3yIOT MO3UTHBHOE INepe(opMyITMpOBAHKE VIS PEILICHUS

mpoOlieM ¥ IOMOp, Hallle MBICIEHHO YXOISAT OT TpO-
OJeM M OTPHIIAIOT MX. DTO 3HAYWT, YTO OHH HE CKIIOH-
HbI TIEPEOCMBICIINBATH JTAHHYIO CTPECCOBYIO CHUTYAIIHIO
B MO3UTHBHOM KJIIOUE W IIyTUTh HAJ HEW. DTo, mpen-
TIOJIOKUTENTFHO, MOJKET BIUSTH HA CIIOCOOHOCTH K TTO3H-
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THBHOMY IIPOTHO3HPOBAHHIO, 3aTPYAHSTH (POPMUPOBAHUE
MO3UTHUBHOTO BHJICHUSI Oy/yIlIero B CBETE pa3pelicHHUs
nipobeMsl Oectionst. CBI3aHHBIN ¢ TIO3UTHBHBIM TIepe-
(hopMyITMpPOBaHKEM JIMYHOCTHBINA POCT MAIUEHTOK TAKKE
OrpaHUYEeH, YTO, B CBOIO OYEpEb, MOKET TO[JIEP’KHBAThH
HEraTUBHOE BUJICHUE Oy/IyIIero, He ciocoOCTBYIOLIEe Oc-
Ta0JIEHUI0 SMOIMOHAJIBHBIX TIepekuBaHuil. YToObI cripa-
BUTBCS CO CTPECCOM, OHU YAIlle HCIOB3YIOT Pa3IMIHbIC
BUJbI aKTUBHOCTHU JJIAA OTBJICHCHHA OT HCHIPUATHBIX MbIC-
Jei, CBS3aHHBIX C MPOOIEMOM, HampuMmep (aHTa3upo-
BaHUE, COH; OTKA3bIBAIOTCS BEPUTH B CIYUUBIICECS WA
NBITAIOTCS. OTPUIIATH €0 PeabHOCTh. B 11enom, MOKHO
TOBOPUTH 00 OTrpaHUYEHWH CIEKTpa KOMHMHT-CTPaTeruit
y JKEHIIUH ¢ OecruioaueM U ero oqHooOpasuu. B cBoro
ouepeqb, MIMEHHO OTCYTCTBHE Pa3sHOOOpasHsi MCIOJb3Y-
EMBIX KOIMHIOB CYIICCTBEHHO OIPaHHYHMBACT CIOCOO-
HOCTh K CHIDKCHHUIO TPEBOTH.

BbiBO bl

1. CommanbHo-neMorpaduIecKkue XapaKTePUCTUKH
JKEHIIUH ¢ OecIiogneM He WMEIOT 3HaYMMBIX Pa3iiu-
YU TI0O CPABHEHUIO C TPYIIION JKEHIIUH, HE UMEIOIINUX
Oecrutonmsi. B uccnemyemMpix Tpymnmax BCe SKCHITUHBI
3aMy’Ke€M WJIH COCTOSIT B IpaKaaHCKoM Opake. YKeHiu-
HBbI OCHOBHOW TPYTIIBI TIPOXOAST JICUSHUE M HE TIONy-
YaJd TICUXOJOTHYECKON TTOMOIITH.

2. YpoBeHb AMOIMOHAIBHOTO AMCTpecca y >KEeH-
IMH ¢ OecIulofreM BBIIIE 3a CYET JOCTOBEPHO 60-
Jee BBICOKMX NOKazarenei nemnpeccuu (13 Oasmios).
ITokazarenu TpeBOrM HeCKoJbKO BbIe (12 Oamios),
9eM B KOHTpodsHOM Tpymme (10 6ammoB), HO craTu-
CTUYCCKU 3HAYMMBIX Pa3IUIUil HE BBHIIBJICHO.

3. XKeHiuHbl ¢ OeCIIOAMEM B MEHBIICH CTCIEHU,
4yeM (pepTUIIbHBIE KEHIIWHBI, YIOBJIETBOPEHBI KAY€CTBOM
JKU3HH W3-32 OTHOIICHWH B CEMbE M OTPHIATEIBbHBIX
SMOLIMH, CBsA3aHHBIX ¢ OecruogueMm. CoriacHO camo-
OTYETaM JKEHIIUH ¢ OECIUIONUEM, OTMEUYACTCS BIUSHUE
Oecruiomusl W IpoIecca JCUCHUSI Ha KaueCTBO JKU3HHU.
B ocHOBHOM MeHSIETCS TICHXOJIOTHYECKasi COCTaBIISIO-
mIasi Ka4yecTBa JKU3HU, OCHOBHBIMH XapaKTePUCTHKAMH
KOTOPOM SIBIISTIOTCSI HEYIOBICTBOPEHHOCTh M HAIIPSIKEH-
HOCTh CYNPY>KECKUX OTHOIICHUN, YMEPEHHO BBIPA’KCH-
HBIC YYBCTBA COIMAJILHON W30JSIIIMK U CThIJA.

4. O0muii ypoOBEHb BBIPAKEHHOCTH IWUC(YHKIIHO-
HaJBHBIX IMOIMOHAJBHBIX CXeM IalrueHTOK ¢ Oec-
IJIOAMEM JOCTOBEPHO BBIIE, Ye€M B KOHTPOJIHHOU
Tpymmne, s HUX XapaKTePHBI CICIYIONIUE CXEMBI:
«UyBcTBO BUHBI 32 COOCTBEHHBIE SMormmu», «Hemo-
CTaToYHasi OCMBICIEHHOCTBY, «VHBamMmamus >MOIIH
npyrummy, «lIpormosupyemast AIMTENBHOCTH 3MO-
unit», «CKIOHHOCTh K PyMHHAISIMY, «YIPOIICHHOE
MPEJCTAaBICHUE 00 IMOIIHSIX).

5. CoBnajarommye CTparernd >KEHIIMH, CTPajaro-
mUX OecTIoueM, 3HAYMMO OTIIHYAIOTCS OT KOHTPOITh-

HOU TPYIIIBI: OHU PEIKE HCIMOIB3YIOT MO3UTHBHOE ITe-
pedopMynupoBaHue TS PEemIeHHUs MPodJieM W IOMOp,
qaui€ MBICJICHHO YXOOAT OT HpO6J'IeM 1 OTPULIAIOT HX.

3AKNTIOYEHUE
[IpoBeneHHOE WCCIEOBAHUE BBISBUIO HAIAYHEC
pa3MYHBIX TOANEPKUBAIOMINX (HaKTOPOB cTpecca
WH(EPTUIBHOCTH, XapaKTepHBIX JUIS KEHIUH, CTpa-
JIAIOIIMX OecrIonueM: HEIOCTaTOYHAs YIOBIETBOPEH-
HOCTh Kau€CTBOM >KHM3HH, CYOBCKTHBHO OIIYIIaeMbIC
SMOLIMOHANILHBIA JTUCKOM(DOPT, HEAOCTATOYHAsI COIHU-
aNbHas TIOAJEP)KKA W HEYIOBIETBOPEHHOCTH CYIIPY-
JKECKUMHU OTHOIIECHUSIMHU. [Ipyu 3TOM CyOKIIMHUYECKHE
YPOBHH TPEBOXKHO-IECNPECCUBHON CHUMITOMATHKH CO-
MPOBOXKIAIOTCS OOILEH HANpsHKEHHOCTHIO OMOLUO-
HAJBHBIX CXEM M OTPAHUYCHHOCTHIO TIOBEACHUYECKUX
cTpareruii B cTpeccoBod cutyauuu. IIpencraBieHHble
BBIIIIE JaHHBIC YKa3bIBAIOT Ha HEOOXOAMMOCTH pazpa-
OOTKH TIPOrpaMMbl NICUXOJOTHYECKON MOMJCPKKHU 10
(hopMupoBaHHIO YPPEKTUBHBIX MEXaHH3MOB COBJIAJ(a-
HUSL CO CTpeccoM HH(EePTHIHLHOCTH. MHUIICHIMH IS
TaKOW MPOTrpaMMbl MOTYT SIBJISITHCS:
* HecTaOWIbHAsI SMOLMOHANBHAS cepa ¢ TeHIICHIIN-
el k (puKcalMu Ha HETaTUBHBIX 3MOIIMSIX;
*  IUCQYHKIMOHAIBHBIE SMOIIMOHAIBLHBIE CXEMBI;
* CcolWajJbHBIE W CEMEWHbIE OTHOIICHUS;
* HeaJanTUBHBIC CTPATEIWH COBIAJIAHUS CO CTPECCOM.
PazpaboTka u BHeIpeHHe TaKkOH MPOrpaMMBI CIIO-
cOOCTBYET BBIPaOOTKE THOKUX MOJCICH IOBEICHUS,
YTO HE TOJHKO YIYUIIUT KAaueCTBO JKU3HU >KEHIIWH,
cTpamaromux OecruronueM, HO W OyaeTr crmocoOcTBO-
BaTb COXPAHEHHIO W YKPEIUICHUIO HX ICHXHYECKOTO
COCTOSIHUSI M 37I0pOBBSI B LIeJOM. B cBolo ouepens,
9TO MOXKET TOBBICUTH 3(P(PEKTHUBHOCTH MPOBOIUMBIX
TIedeOHBIX TPOIIEyP, HANPaBICHHBIX Ha 3adaTHe.
Kpome Toro, momydeHHbIE TaHHBIE MOTYT OBIThH HC-
MOJIb30BaHbl MEJUIIMHCKUMH PaOOTHHKAaMH, paboTaro-
UMK C JJAHHOH KaTeropuei MalueHTOK, IS OLICH-
KH YW TIOHUMaHHS HMX TICHXOJIOTUYECKOTO COCTOSHHUS,
YAYYIIeHNs] B3aMMOJICHCTBUS B CHCTEME «Bpad — MeJl-
CecTpa — MalUeHTKaY.
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CNG6IMIMA KpynHeWwy neaMaTpUyeckyro HePpPOIOrMYECKYH WKOY, Kak OCHOBOMONOXHUK U3YYEeHUs CUCTEMbI reMOCTa3a
npu 3aboneBaHMAX Mo4vek y [eTeil, Kak nenaror, BOCMMTABLMIA HECKONbKO MOKONEHWI nesuMaTpoB M Hedponoros, Kak
Bpay, BEPHYBLUMI 340poBbe TbicyaM 6onbHbix AeTeit. MNpodeccop A.B. ManasH — asTop cBbiwe 400 HayyHbix paboT,
u3 Hux 14 moHorpadwmit u rnae B 14 pykosoacteax. loa pykosoactsoM npodeccopa A.B. MManasHa BbiNONHEHbI M 3a-
WwMweHbl 62 aucceptaumm KaHAMAATA MEAMLMHCKMX HayK, MPW HAayYHOM KOHCYNbTMpOBaHUM — 1 guccepTraums OOKTOpa
MEeAMUMHCKMX HayK. 3aciyxeHHbld geatenb Hayku Poccuiickoit Mepepaumm Anbbept BasreHoBuy [ManasiH — ropaocTb
0Te4YeCTBEHHOM MeaMaTPpUUYECcKOn Hayku, 06pa3oBaHMS M 34PaBOOXPAHEHMS.

KntoueBble cnoBa: BbifaOWMIACA AesTeNb; oTeyeCcTBeHHaa neamatpus; Anbbept BasreHoBuy ManasH.
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The article presents the medical, scientific, and pedagogical activities of the Honored Scientist of the Russian Federation
Albert Vazgenovich Papayan (1936-2002), Head of the Department of Faculty Pediatrics (1974-2002), Dean of Foreign
Students (1969-1985), Vice-Rector for International Relations (1999-2002) of the Leningrad Pediatric Medical Institute,
then the St. Petersburg State Pediatric Medical Academy. Professor AV. Papayan is an outstanding scientist who formed
the largest pediatric nephrology school within the walls of the SPbSMA, as the founder of the study of the hemostasis
system in kidney diseases in children, as a teacher who brought up several generations of pediatricians and nephrologists,
as a doctor who restored the health of thousands of sick children. Professor A.V. Papayan is the author of over 400 scientific
papers, including 14 monographs and chapters in 14 manuals. Under the guidance of Professor AV. Papayan completed
and defended 62 dissertations of the Candidate of Medical Sciences, with scientific advice — 1 dissertation of the Doctor
of Medical Sciences. Honored Scientist of the Russian Federation Albert Vazgenovich Papayan is the pride of the national
pediatric science, education and health care. The editorial presents medical, scientific, pedagogical activity academician of
the Russian Academy of Medical Sciences, Honored Scientist of the Russian Federation.

Keywords: outstanding figures; national pediatrics; Albert Vazgenovich Papayan.
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4 teBpans 2021 1. uCONHUIOCH 85 JIET CO JIHS POXK-
nennst Anpoepra BasrenoBuua [lanasaa (1936-2002)
(puc. 1), BBImaromerocs y4eHOTo, IeauaTpa, Iiea-
rora, 3acily’KCHHOrO zesTelss Hayku P®, akaneMuka
PAEH, 3aBenyromero xadeapoii GpakyasTeTCKON Mean-
arpun (1974-2002), nekaHa MHOCTPAHHBIX CTYICHTOB
(1969-1985), nexana ¢hakyapTeTa TOBBIIICHUS KBallU-
¢ukanmmm npenogasareneit (1986—1992), mpopekropa
o MEeXAYHapoaHbM CBs3siM  (1999-2002) Jlenun-
IPajiCKOT0 MeIUaTpuueckoro MEJUIIMHCKOTO MHCTHUTY-
ta (JIIIMU), nanee Cankr-IletepOyprckoii rocynap-
CTBEHHOM MeIMATPUYECKOW MEJIUIIMHCKON aKaJeMuu
(CIIGI'TIMA), mpe3uaeHTa MEKPErnoHAIBHOM oOrie-
ctBenHor opranmzaimu (MOQO) «Accoumanus mneaua-
TpoB-HedponoroB Cesepo-3anana Poccun» (1996-2002)
[2-11].

Ans0ept BasrenoBnu mocie oxonuanus JIIIMU
paboTay meauarpoM B JETCKOM OonbHuile T. ChIK-
TeiBKapa Komun ACCP (1960-1963), 3arem oOyuancs
B aclupaHType Ha Kadeape rocuuTaibHOM NeauaTpun
JIIIMU  (1963—-1966), Bo3mIaBiIsieMoil MpodeccopomM
Anexcangpom @enopouueM Typom. A.B. Ilanasu
YCHEIIHO 3alIUTHUI JTUCCEPTAIMI0 Ha COHMCKAaHUE yde-
HOW CTENeHW KaHIuIaTa MEAWIUHCKUX Hayk «l3yde-
HHUE CBEPTHIBAIOIIECH M AHTHCBEPTHIBAIOLIEH CHCTEMbI
KPOBH Y 3[0pPOBBIX AETEH M NpPH HEKOTOPBIX 3a0oiie-
BaHUSAX cHCTeMBI KpoBm» (1966), HaydHBIE PYKOBO-
aurenun — npodeccop A.D. Typ, kaHm. Med. Hayk
M.A. Korosummkosa. 3a stot Tpya Ilpesunnym AMH
CCCP npucynusi eMy NOPEMHI0 HMEHH aKaJeMHUKa
AMH CCCP Muxaunna Crenanosuua Maciosa.

B 1967 . A.B. IlanasiH 6511 M30paH Ha JOIKHOCTD
accuctenta Kadeapbl (akyJIbTEeTCKOW —MeAHaTpUH
JIIIMU, BosmmaBmseMoit mpodeccopoM AJEKCaHIpOi
AnrtoHoBHOW BanentmHoBnu, a B 1969 1. Ha momK-
HOCTH JIOLIEHTA.

B monomom accuctente kanna. men. Hayk A.B. Ila-
nasHe 3aBenyromas kagpenpoil mpodeccop AlnekcaH-
Ipa AHTOHOBHA yBHJIEJIa OOJIBIIOTO yYEHOI0, OLICHUB
(yHIaMEHTaIbHOCTh €0 HAayYHOIO HCCIIEIOBAHMS
CBEPTHIBAIOIIEH U AHTHCBEPTHIBIOLIEH CUCTEMBI KPOBU
npu 3a00NIeBaHUAX MOYEK y JIeTel W MOJJEpKaB €ro
B COMCKaHMU YYEHOH CTENEHHU JOKTOpa MEIULIMHCKHX
Hayk (puc. 2) [12]. dyrmameHTaIbHOE UCCIIEIOBAaHHE
OTIPENIEMIIO TIPHOPUTET HOBOTO HAYYHOTO HAITpaBlie-
HUS B U3YYCHUU TEMOCTa3a MpU 3a00JIEBaHUSAX MOUYCK
y nereil. B oredecTBeHHOW mnenmarpun mpodeccop
A.B. TlanasH sBAs€TCS OCHOBOIOJIOKHUKOM HAy4YHOTO
HalpaBJICHUS 110 HUCCICIOBAaHUIO HAPYILICHUH reMOCTa-
3a mpu 3abojeBaHUAX modek y meren [11, 13].

C 1974 1. xadeapy (axkyJIbTETCKOM MEeIUATPUH BO3-
I1aBUI A-p Mel. Hayk A.B. [Tanmasgn — BepHbI yueHHK
U OpOAOJDKATEeNb HAyyHOM wikobl akaneMuka AMH
CCCP A.®. Typa. Ilom pyxoBoactBom A.B. Ilamas-

Ha Kadenpa, OepesKHO COXpaHss TPAAULUHM HAyUHOH,
MEAATOTMYECKOW M KJIMHUYECKOH INIKOJBI aKaJeMHUKa
M.C. MacnoBa, coxpaHuia CTaTyC OJHOW U3 BEIYIIUX
B CTpaHe MeJuaTpuiecKkux Kadeap oOydeHus: CTyaeH-
TOB M THOBBIIICHUS KBaJU(PHUKALKHN MPENoAaBaTeiei.

CBon 3HaHWS © OOJNBIION TMpodeccCHOHATBHBIH
omeIT mpodeccop A.B. IlamassH menpo mnepemaBan
CTyJIeHTaM, OpANHAaTOpaM, actupanTam. Cuiia >KHBOTO
cioBa u gena nemarora A.B. IlanasHa Bena 3a co0oit
YUEHMKOB M Tmocienosareieid. Jlexknum mnpodeccopa
A.B. Tlamasitna 7151 CTyJIeHTOB, Bpadyeil W MpernojaBa-
TeJIeH OTIMYAJINCh HAYYHON HOBU3HOH, COIEpKareib-
HOCTBIO, OPaTOPCKUM MacTEpPCTBOM, OJecTsIe pac-
KpBIBAIM MPOOJIEMbI TEOPUH U MPAKTUKU TEAUATPHH.

[Ipodeccop A.B. IlamasH Bo3miaBisu1 padoOTy JeKa-
HaTa WHOCTPaHHBIX cTymaeHToB (1969-1985) (puc. 3),
(daxynsTeTa TMOBBINICHUS KBATHU(QUKAIMK TpErnoaBa-
teneit (1986—1992), mpopekropara M0 MeXIyHapoOl-
HbIM cBsi3sM (1999-2002) JINIMU/CIIGITIMA. Pabora
C MHOCTPaHHbIMM yuarmmmucs poueHrom A.B. [lanas-
HOM ObLIa TIOCTaBJIeHa Ha BBHICOKWI OpraHW3aI[IOHHBIHI
U METOAUYECKUN ypOBEeHb. BBeneHBI B mporpaMmy 00-
YUCHUS W Hay4YHO-HCCIICIOBATEIBCKYI0 PadOTy HMHO-
CTPaHHBIX CTYACHTOB U3y4YEeHHE TPONUUECKUX OO0JIe3HEH
C €KETOAHBIMU UTOTOBBIMU CTYACHYECKHMHU HAYYHBIMH
koHdepeHmsmu. [lo wHumaruBe Anpbepra BasreHo-
BUYa OBbUI OTKPBHIT MHTEPHALMOHATIBHBINA CTY/IEHYECKUI
KIIyO, TUIOAOTBOPHO PabOTAIOIIMI B HACTOSILEE BpeMs
kak xry0 «l'mmmokpar» [11]. Accucrent xadenps! da-
kynbrerckoir nexuarpuun I'T. upuma B cBoux BoOcC-
MOMHUHAHUAX cKa3ana: «Hamo oTMeTuTh ero pesysnbra-
TUBHYIO JIESITENBbHOCTh B TeueHHe 17 JeT Kak JeKaHa
WHOCTPAHHBIX CTYIEHTOB, KOTOPbIE C JFOOOBBIO HAa3bl-
Bamu ero [lama Su» [11]. Bemyckauma JITIMA 1979 1.
Yan Txu Xoa n3 BperHama Hamucana: «YBaxaeMbld
Anpoept BasrenoBuu! S Bce Bpemsi BcmiomuHaro o Bac,
MHOIO YBa)Ka€MOM, MPEKPacCHOM JeKaHe, 0 MOUX He3a-
ObIBaEMbIX IIPENOABATENIAX, O HAlleM JIIOOMMOM HH-
CTUTYTE, O0COOEHHO O Topome JIeHWHTpame, KOTOPBIHA
CTall YK€ POTHBIM JUId MeHs. Sl Bce BpeMs MeuTaro
U CTPAcTHO XOuy BepHYThCs B JIEHUHTpaj, 4TOOBI Jalib-
e yuuThesl B MHCTUTYTe». A.B. Ilanass Haxomui Bpe-
MsI OTBEYaTb Ha MHCbMa MHOCTPAHHBIX BBITYCKHUKOB,
KOTOpBIe Mpuxoaun nocie 1985 ., naxke Korja oH yxe
He Obu1 mexanom JIIIMU [11].

3a ycrexu, AOCTHTHYTbIE B OpraHM3alud padOThI
¢ MHOCTpaHHbIMM yuaniumucs, A.B. Ilanasu nHarpax-
JICH TIOYETHBIMH IpaMOTaMH MMHHCTEPCTBA BBICIIETO
U cpenHero crenuanbHoro oopaszosanuss CCCP, Munu-
crepcrBa 3npaBooxpanenuss CCCP, «Opaenom [pyx-
Ob1 HaponoBy» (1983). [lekaH MHOCTPaHHBIX CTYJICHTOB
mpoeccop A.B. [lanasa HarpaxmeH menansto MoH-
roisckort Hapomuoit Pecniyonuku «IlepenoBas uHTEN-
murentys» (1985) [11].
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IIpodeccop A.B. [Namasia npoBow1 OONBIIYHO KOH-
cyabTaTtiBHYI0 padoty B knuHukax JIIIMU/CIIOITIMA,
OTAEJICHUSAX JIETCKUX TOpofAcKuX OompHMIl Ne 1,2, 5,
JIETCKOM MHOTONpodrIbHOM caHaTopuu «COTHETHOEY.
Kiununyeckue o0xompl npodeccopa A.B. [lamasna
YUUIIM MOJIOZBIX BpaveH, BCTyMaromux B mpodeccuo-
HAJTGHYIO KWU3Hb, NTeIMaTPHH, BpadeOHOMY JIONTY W Ma-
CTEpPCTBY, MIUTOCEPHIO. ATLOepPT BazreHOBHY TOBOPHIT:
«B denoBeke S NEHIO JyIly €ro U yMEHHE COTEPekKHU-
Barh Jpyromy uenoBeky. OcTanbHbIe BCE Ka4eCTBa, BB
3HaeTe, MpUXoAAT M yxomaT. Ho mymia yenoBeueckas,
MHUPOOIIYIIIEHHE €€ — 3TO €MKOe ITOHATHE, 0COOSHHO
coctpananue. Coctpajganue K O0OJILHOMY — 3TO, HaBep-
HO€, CaMblil NIABHBIM KPUTEPUl, 10 KOTOPOMY MOYKHO
OLICHMBATh ACSATEIBHOCTH Bpayay.

CnaBa 0 3HAMEHHUTOM Ieauarpe-Hedposore AJb-
Oepre BasrenoBnue IlamasHe mura mo Bcel cTpame,
Ha «CTo HUMs» NpHUE3KaIUu NAlMCHTBI B KIMHHUKY HC-
(ponoruu (puc. 4).

C 1974 mo 2002 r. mpodeccop A.B. Ilanasn Obun
IJIaBHBIM BHEIITATHBIM JIETCKMM Hedposorom JleHnH-
rpaga/Caunkr-IlerepOypra [9, 10]. [maBHBIM BHeITar-
HBIM JIeTCKUM HedposoroM JleHnHrpaaa npodeccopom
A.B. IlanasHoM ObUTM TMPOBENEHBI pa3padbOTKa IOJIO-
JKeHUH W OpTraHW3allMOHHOW CXEMBI JAETCKON Hedpoo-
THYECKOM CITy>KOBI, TpeTyCMaTpUBAONIEH ATAITHOCTh
¥ TPEEeMCTBEHHOCTh BCEX 3BEHBEB: MOIMKIMHUKA, CIIe-
LUaJM3UPOBAHHBIN CTallMOHAP, CAHATOPHH, OTAEICHHE
reMOINaN3a; OTKPHITHE CIICHHAIN3UPOBAHHON AETCKON
Hedponornueckoit knmuankn B JIIIMU (1974-1976)
Y JTHEBHOTO OJTHOJTHEBHOTO HE(DPOIOTHIECKOTO CTAIHO-
Hapa (1987), ogHOTO M3 MEPBBIX B CTpaHE; OMpenene-
HUe (YHKIUOHAIBHBIX OOS3aHHOCTEH IeAnaTpoB-He-

Puc. 2. A.B.lanasiH — fOLEHT, B LeHTpe — 3aBeayowas Kadeapoi
¢akynbretckoit neguatpun JINMMWU, a-p mepn. Hayk, npo-
¢eccop A.A. BaneHTHOBMY, C/ieBa — npodeccop Kadeapbl
rocnutanbHoi neauatpumn B.U. Kanununuesa (197 3)

AV. Papayan — Assistent Professor, in the Center —
Head of the Department of Faculty Pediatrics, Doctor
of Medical Sciences, Professor A.A. Valentinovich, on
the left — Professor of the Department of Hospital
Pediatrics V.I. Kalinicheva (1973)

Fig. 2.

Puc. 1. Anb6eptBasreHoBu4 ManasH (04.02.1936-10.08.2002)
Fig. 1. AlbertVasgenovich Papaian (04.02.1936-10.08.2002)

(GposoroB Bcex 3BEHBEB HE(POIOTHUECKON CITYXKOBI,
BBCJICHUE €MHOM OTYETHOCTH MO CTaTUCTHYCCKOU
kiIaccupukauuu OoJe3Hed TpaBM M MPUYMH CMEPTH
Bcemupnoii opranmsanun 3apaBooxpaHeHus (1980)
JUIET HEe(POJOTOB TOJNMKIMHUK, CTAl[HIOHAPOB U ca-
HATOpPHEB; OMNpeJesieHHe YacoBOW Harpy3ku Hedpo-
JIOTOB; OpraHM3alysl Hay4YHO-METOIMYECKOIO COBETa
1o He(pOIOTHH TPU TJIABHOM YIPABICHHU 37PaBO-
oxpaHeHusi JleHwHrpaga; pa3paboTka HpPOrpaMMBI
U TCXHOJIOTMU aKKpCAUTaluu BCEX 3BCHLCB I[eTCKOﬁ
Hedponoruyeckoil ciryk0br (1995-1996).

Puc. 3.

Boictynnenue A.B. ManasHa Ha 3acepaHuu pekTopara,
NOCBSILLLEHHOTO O6GY4YEeHUI0 MHOCTPAHHBLIX CTYAEHTOB.
B ueHTte — pekTop JINMU, npodeccop I A. KaiicapbsiHy,
(1973)

A.V. Papayan speech at the meeting of the Rector’s
Office dedicated to the training of foreign students.
In the center, the rector of the LPMI, professor
G.A. Kaisaryants (1973)

Fig. 3.
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Puc. 4. A.B. ManasH — Bpauy, BepHyBLWIMWIA 340pPOBbE ThiCAYaM
60nbHBbIX peTen

Fig. 4. A.V. Papayan is a doctor who has restored health to
thousands of sick children

B 1974 1. ocymectBieno npeodpasosanue 1-it da-
KyJIBT€TCKOW TMEANaTPUYECKON KIMHUKH B CIEIHAIHU-
3upoBaHHYyI0 Hedposoruueckyto. [lox pykoBoacTBOM
npodeccopa A.B. Ilanasna xadenpa dakynbrerckoi
MeIuaTpuy ¥ CIelraln3upoBaHHas Hehposoruueckas
KIIMHMKA CTaJIU JIe4eOHO-KOHCYIBTaTUBHBIM U HAy4HO-
KOOPIUHAIIMOHHBIM, Y4EOHBIM IIEHTPOM II0 BOTIPOCAM
nerckoit Hedposoruu [2—11]. I[Ipodeccop A.B. Ilama-
sH (1974-2002 rr.) B crenax JIIIMU/CIIOI' TIMA co3-
JlaJl KPYIHEHIIyI0 B CTpaHe 00pa30oBaTeNbHYIO IIKOTY
M0 TeIuaTpuiecKoil Hedponornu (IIepBUYHAS CIICIHU-
anmu3anus / mpodeccHoHaNbHAs TIEPEIOAroTOBKa Tie-
JIMAaTPOB, KYPChl YCOBEPIICHCTBOBAHMS, KIMHUYECKAs
opauHarypa) [2—11]. CoBpemeHHas Hay4yHas meaua-
TpuuecKkas He(poiorndyeckas IIKoJa 3acIy>KEHHOTO
nesarenst Hayku Poccuiickoil denepaiuu, akaaeMHuKa
PAEH A.B. Ilanasna npu3Hana B Poccun u 3a pyOe-
KOM, JTaJIbHEHIee pa3BUTHE IONy4YHIia MOJ PyKOBOJ-
CTBOM TpOAobKaTens mkonbl, npodeccopa H.J. Ca-
BeHKoBOM [9—13].

B nomxuoCTH 3aBemyromiero kadeapoit mpodeccop
A.B. IManasa (1974-2002) pa3pabaTbeiBai HECKOIHKO
HayYHBIX HalpaBlICHUH, BEAYIIUXCS OJHOBPEMEHHO.
[Tox ero pykoBOACTBOM Hay4HbIE HCCIIEAOBaHMS Kade-
IIpbl (haKyIBTETCKON MEAUaTPUU MO aKTyallbHBIM IIPO-
OremMaM TeMaTOJOTHH TPOBOIWINCH B TUIOIOTBOPHOM
COTPYAHUYECTBE C JIabOpaTopueil CBEpTHIBAaHHUS KPOBU
«PoccuiicKoro Hay4yHO-HCCIIEN0BATEILCKOIO HHCTUTY-
Ta TeMaToOJIOTUH U TPaHC(Y3UOJIOTHM», BO3IVIABIIsE-
Mmoit mpoeccopom 3.JI. Demoporoii, mpodeccopom
JLIL. Ilamasin. B oredectBenHOW memuarpuu Anbp0epT
BasreHoBru ObIT OCHOBOIOJIO)KHUKOM HAy4HOI'O Ha-
MpaBJIeHUs] 10 MCCIIEAOBAHUIO HApYLIEHUH reMocTa-
3a mpu 3a0oNeBaHMsIX TOYeK y aeredl. [IpuopurerHsI
W CyIIECTBEHHO 3HAYMMBI PE3YJIbTaThl MCCIIEIOBAHUS

POIHU COCYIUCTO-TPOMOOIIMTAPHOTO U TUIA3MEHHO-KOa-
TYJIIIMOHHOTO 3B€HBEB TeMOCTa3a y 37I0POBBIX M OOITb-
HBIX JIeTel ¢ TeMOJIMTHKO-yPEMHYECKHM CHHJIPOMOM,
[JIOMEPYJIOHE(YPUTOM, KOTOPBIC MTO3BOJIMIH TIO-HOBOMY
pemuThy npodieMy maroreHe3a, 000CHOBAaTh TAKTHKY
AHTHKOATYJSTHTHON W aHTHAarperaHTHoW tepamuu. Ha-
y4Has IIKOJa TO M3YYEHHIO TaTOJOTHH TeMocTas3a
npu 3a00JeBaHUM MMOYEK, CHOPMUPOBAHHAS B CTEHAX
JIHIMU/CIIOI'TIMA wu Jlenunrpaackoro HUU rema-
TOJIOTUM W TIEpeNUBaHusl KpOBH, HbIHE Poccuiickoro
HUWN remaromoruu u TpaHC]Y3UOIOTHH, SBISETCS
Benyled B Poccum.

Henb3st He OTMETUTH HCCHEIOBAHUS IO STHOJIOTHH
1 TIaTOreHe3y TOKCHKO30B Y J€Tell paHHero Bo3pac-
Ta, KOTOpPBIE MPEEMCTBEHHO TPOJIOIDKAIIA HAIlpaBJICHUE
Hay4JHOH mkoiel akagemmka M.C. Maciosa. 3aBemy-
oM Kadenapoit dakynaprerckor nexuarpun JIINTMU,
mpodeccopom A.B. IlamasHoM u KaHI. MeJ. Hayk,
JOLECHTOM Kypca MeJuaTpUYecKoll aHecTe3UOJIOTHU
1 peaHuManuu kadenpsl aerckoit xupypruu J.K. LpI-
OyIIPKUHBIM OBLTa OIyOIMKOBaHa MOHOTpadust «OCTphie
TOKCHKO3BI B PaHHEM JETCKOM Bospacte» (1979), B ko-
TOPO M3JI0KEHBI SBOJIOLMS MIPE/ICTABICHUH, 3THOIOTUS
U TIaToreHe3, MOpPQOIOTHs, KIMHUYECKUE TPOSBICHUS
Y CTETEeHH TOKCHKO3a, TPHHIMUIBI MaTOTeHETHYECKO
U HEOTJIOKHOM TEepanmuu OCTPBIX TOKCHKO30B Y JETEH
panHero Bo3pacTa. Kuura Oblia nepeBeseHa Ha Oonirap-
ckuit s3bIk (1981) m mepensnana (1984) [2-11].

C momenra yupexnenus JIIIMU u kadenpsr da-
KyJIBTeTCKOW Treauarpun mpodeccopom M.C. Mac-
JOBBIM M COTPYIHHKAMH OITyOIMKOBAaHBI COOPHUKH
«Hedpomaruu nerckoro Bo3pacra» (1935), «Hedpo-
MaTuu JETCKOrO BO3pacTa B CBETE HOBBIX HCCIIEIOBA-
Hui» (1935), massl u3 «KpaTkoro ydeOHUKA TETCKAX
oomnesneit» (1933), pykoBoxacTa 1o nexuarpun «Oco-
OCHHOCTH MAaTOJIOrMU ModvernoyioBoir cheps» (1938),
«bone3nu mouek y gereii» (1963) [2-11].

Ha xadenpe dakymnprerckoit nequarpun ¢ 1940 mo
2016 . coTpymHUKaMH OBUTH BBITIOJHEHBI M 3alllHIIIe-
HBl JIECCEPTAllMK 10 He(QPOIOTMU HAa COHMCKAHWE yue-
HOM CTENeHH JOKTOpa MEIUIMHCKHX HayK: JOLEHTOM
N.O. Opummanom «O0 0COOCHHOCTSIX JKUPO-YIIICBOIHOTO
obmeHa nipu Hedponarusx» (1940) u norentom A.A. Ba-
neatuHoBHY «Kimmanka HedpuroB y merei» (1965)
TIPY Hay4YHOM KOHCYNBTHpOBaHMH akaaeMuka M.C. Mac-
noBa; noueHtoM A.B. Ilamasnom «BHyTpucocyaucroe
CBEpThIBAaHME B MaroreHese 3a00JeBaHMH IMMOYEK y Ae-
teit» (1974) mpu HaydHOM KOHCYJIBTUPOBaHHH aKajie-
muka A.®. Typa, mpodeccopor A.B. [muzepnun-
ra u 3.JI. ®enoposoii; mouentom H.J[. CaBeHkoBoit
«Hedpornuecknii CHHAPOM B I€TCKOM BO3pacTe: 3THO-
JIOTHYECKHE, KITMHUKO-MOP(HOIOTHIEeCKHEe, JUarHOCTH-
YeCcKre, TeparneBTHIEeCKHe acMeKThl, BOIPOCH! KIIaCCH-
¢dukammmy (1996) npu HaydyHOM KOHCYJIBTUPOBaHUHU
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npodeccopa A.B. Ilanasna; mouenrom A.A. Kysue-
oBoil «CodeTaHne OHTOTEHETHYECKOTO W KIMHHYe-
CKOTO METO/IOB BOJTFOIIMOHHON (PM3MOIOTHN B aHAIN3E
MeXaHu3Ma peryssinud GyHKiuu mnodek» (2006) npu
Hay4YHOM KOHCyJabTHpoBaHMHM akaaemuka [O.B. Ha-
tounna; poneHtra JK.I. JleBnamBunu «TyOymomaruu
C BEOYIIMM CHHJIPOMOM paxWTa, MOYEYHOTO KaHallb-
[IEBOTO aIi/103a M allkajo3a, PeIKue CHHIPOMBI y Jie-
tei» (2016) mpu HaydHOM KOHCYJIBTHPOBAHUHU TMPO-
teccopa H.JA. CasenxoBoii [2—11].

[IpropuTeTHBIM HaINpaBlIeHUEM HAyYHOW IIKOJIBI
A.B. Tlamasaa OBUTO HCCIIEIOBAHHE IO aKTyaJbHBIM
mpoOyiieMaM OCTPOH W XPOHWYECKOM TOYEUHOH He-
JIOCTaTOYHOCTU y JeTell. Ycnexu B H3YYEHUM re-
MOJIMTHKO-ypemuueckoro cunapoma (I'YC) y ne-
TE B CTpaHE CBSI3aHBI C HOBAaTOPCKUMHU padOTaMu
A.B. Ilamasma (1969-1995), B KOTOpBIX IOKa3aHBI
PO BHYTPUCOCYAMCTOTO CBEPTHIBAHUS B IMATOTEHE3E,
BO3pPAcTHbIE OCOOCHHOCTH 3THOJOTUYECKOW CTPYKTY-
PBI, TETEPOTCeHHOCTh THUIUYHBIX M ATUIIUYHBIX BapH-
aHTOB, pa3zpaboTanHa Kiaccuukanus, HaydHO 0OOCHO-
BaHBl JMArHOCTHKA HApYIICHWH CHCTEMBI TeMocTasa
W CTpaTerusi aHTHKOaryasHTHOM Tepamuu [2—-11].

[InogoTBOpHOE MHOTOJIETHEE HAYYHOE COTPYIHHYE-
cTBO Kadeapsl (hakyabTeTCKOW TeUaTpUH, BO3IIIABIIS-
e€MOHM BBIJIAlOIIMMCA Tenuarpom, akajgemukom PAEH
A.B. TlanasiHom, u naboparopuu (hU3HUOJIOTUU TTOYKU
U BOJHO-COJIEBOr0 oOMeHa «MHCTHTyTa 3BONIOLMOH-
HOW (pusmonorun u O6moxumuu uMm. .M. CeueHoBa»
PAH, Bo3rnaBisieMoil BeIgatommMces (pr3uonorom, aka-
nemukom PAH 1O.B. HarouunbsiM, oOorarmiio orede-
CTBEHHYIO HAayKy M MPAKTHKY BBIITyCKOM MOHOTpadui,
Hay4YHBIX paboT, AUCCEPTalUi U ONPEACTHIIO MPHOPU-
TET TMeTepOypPrCcKOil MIKOMIBI. B NsATH THucCepTalmoHHBIX
paboTax BIEpBBIC MCCIIEIOBAHBI BO3pacTHBIE OCOOCH-
HOCTH OKCKPEI[MHM HATpWsl, Kajus, KallbIhs, MarHus,
peryasiui KUCIOTHO-OCHOBHOTO COCTOSIHUS IOJ| BIIH-
SIHUEM JIMYPETUKOB Pa3IMYHOTO MEXaHW3Ma JEHCTBUS
y 370pPOBBIX U JIeTel ¢ MaTOJIOTHEH TMOYeK B BO3pacTe
or 1 mo 14 mer [3-11].

OpHo W3 HampaBlieHHIl Hay4HOM IIKOJBI Mpodec-
copa A.B. Ilanmassna — 3T0 M3yuyeHHWE HMMYHOI€He-
THYECKUX acCHeKTOB 3a00JeBaHUM IOYEK Yy JeTeH.
B 6 gmcceprammsax moJ PYKOBOACTBOM M3BECTHBIX
yuenbix npodeccopoB A.B. [lanmasna u JI.JI. CepoBoit
(1979-1995) mpencraBieHbl IMMYHOTEHETHICCKUE UC-
CJIEJIOBAaHUs paclpesielIeHns aHTUTEHOB JIOKyCcoB A, B,
C, D cucremsr HLA npu mmomepynonedpure, Hedpo-
THYECKOM CHHApPOME, TTHeoHeppuTe 1 OpOHXHATBEHOM
actme y aereit [3—12]. IlpuopuTeTHBIM Hay4YHBIM Ha-
MPaBJIE€HUEM CYHUTAIOT MHOTOIUIAHOBOE M3y4YEHHE HM-
MYHOIIATOTCHE3a, KIMHUKH M JICUCHHs IIEPBHUYHOTO
¥ BTOPUYHOTO HE(PPOTUYECKOTO CHHIPOMA, TIIOMEpY-
nmoredpura, Backyntuta lllenneitHa—Ienoxa y mereii.

[Ipobnemam BpOXIEHHBIX M HACIEACTBEHHBIX 0O0JIE3-
HeW TIoYeK, OOCTPYKTHBHOW HE(pPOIaTHH, HOYHOMY
9HYpe3y, MUETOHEPPUTY Y JeTel OBUIM IOCBSIIEHBI
WCCIIEZIOBAHUSI, BBITIOJTHEHHBIE 1101 PYKOBOJICTBOM ITPO-
¢deccopa A.B. IlamasHa.

A.B. ITanassHoM B 7 AMCCEpTalMOHHBIX HCCIEA0BA-
HUSAX TIOJIy9E€HBI HOBBIE PEIICHUS aKTyaJbHBIX BOIPO-
coB OoJIe3HEH OPraHOB JIbIXaHMs Yy JACTEH, MPOOIIKaI0-
IIMX HampasJeHue MKojbl akaaemuka M.C. Macnosa
u ero ydenwuisl npodeccopa M.I. UyxioBUHON.

[Ton pyxoBomctBoM mpodeccopa A.B. IlamasHa
MTOITOTOBIICHBI W 3aIUIICHBI 62 JHCCEepTaliy KaH-
JUaTa MEAMLIMHCKUAX HayK M MPH HAyYHOM KOHCYIIb-
TUPOBaHMU — | Juccepranus JOKTOpa MEAHLUH-
CKUX HayK (M3 HUX |l BBINONHEHbI MHOCTPaHHBIMHU
acriupanTamu). OH aBTop Oonee 400 HaydHBIX PadoT,
u3 HUX 14 moHorpadwmit u maB B 14 pykoBojicCTBax.
Ha ero Tpynax BOCHUTHIBAIOCH HECKOJIBKO MOKOJIEHUM
CTyaeHTOB U Bpaueii-niennarpos B JIIIMU/CIIGI TIMA.

Ceemnblii 00pa3 y4eHOro, menarora M KIWHUIIH-
CTa, 3aMedareNbHOTO dYenoBeka AunbbOepra Basreno-
Buya [lamasHa BOCCO37al0T BOCIOMHHAHHA KOJUIET
1 ydeHUuKoB. Bwlparommuiics yuensldd, akagemuk PAH
10.B. Harounn ormermir: «Anbbept BasrenoBud crio-
COOCTBOBAJI COXPAHEHUIO U Pa3BUTHUIO JIYUIIUX Tpaau-
IUH KIMHIYECKUX W HAayYHBIX IIKOJ MeIUaTPUIEeCcKOTO
uHCTUTYTa. OH OCTaBMJI Ham TPYyJbl MO MNeAHaTpuH,
Hedponoruu, remartonorun. Cynp6a nogapuia emy aap
KIMHUALUCTA B COYETAaHHMM C HCTHHHBIM HHTEPECOM,
HUCKPEHHUM YBA)XKEHHEM M OJIaroroBeHHEM Iepes Bbl-
COKOM MHCCHEl HayKH, HEOOXOANMOCTBIO OCYIIECTBIIe-
HUS BO OJlaro ManmueHTOB M CTYACHTOB TECHOH CBSI3U
(GyHIaMEHTaIbHOM HAayKH M KIMHMYECKOH NPAaKTHUKH.
Oco0yto pamocts AnpbepTy BasrenoBuuy nocrtaBis-
JIM YCTIEXU KIIMHUKO-(DU3UOTOTUIECKUX UCCIIEIOBAHMIM,
KOTOpBIE€ 3aBEpLIAIMCh HE TOJBKO MPOHHKHOBEHHEM
B MEXaHU3Mbl 3a00J€BaHUs, HO M TOSBICHHEM HOBO-
ro u 3PQPeKTUBHOTO crocoba medeHus» [5, 11].

Pextop CIIGITIMA mpodeccop B.B. JleBanoBuu
nucan: «Mwitocepaue, MeOUIMHA, KyJabTypa — OTH
CJIOBa SIBJISIIOTCS, B ONPEAETIEHHOM CMBICIIE, CHHOHUMa-
Mmu. Ho, Kak JIerko OHM COBMECTHIIUCH B OJHOM YeJlo-
Beke — AunbOepre BasrenoBuue Ilamastae. Moii npyr
u yunutens Ans0ept Basrenosuu [lamasta obGmanan 6o-
YKECTBEHHBIM JJapOM BpadeBaHUA, KYJIbTYPOH HAYyUHBIX
WCCIIIOBAaHUM W BHYTPEHHHM MAarHeTU3MOM, IIpH-
BJIEKAaBLIMX K HEMY COPaTHUKOB, YUCHUKOB U JpY3eil.
B Annbepre BaszrenoBwde ropen HEyracHMBIH OTOHB
MaMATH O CBOMX YYUTENSAX, OH MO-0TEUECKH 3a00THIICS
0 CBOMX YYCHHKaX, OCCKOPBICTHO OKa3bIBas MOMOLIb
n nopuepxkky» [2—11].

[Iponomxarens mkonsl mpodeccopa M.H. Ycona,
HayYHOTO €IWHOMBITIUICHHNKA mpodeccopa A.B. Ila-
nasiHa, akajgeMuk HalmoHanbHOM akKaJleMuu Hayk
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W 3aCITy’KCHHBIN AesaTens Hayku Pecnyonuku benapych
A.B. Cykaio B cBOeM BBICTYIUIEHHH Ha KOH(EpeH-
nun, mocBseHHon mamaTtu A.B. [lamastHa, oTMeTw:
«Tpyasl Beaatomerocs Poccuiickoro neauarpa, mpo-
(deccopa Anbbepra BasreHopuua [lamasHa mupoko
W3BECTHBI M SIBISIOTCS HACTOJIBHBIMH KHHramu be-
nopycckux mieanatpoB. Umsa Anbbepra Basrenosmua
[lanastra 3070TBIMH OyKBaMH BIIHCAaHO B HCTOPHIO
nerckoi Hedpomorum» [11].

3acimykeHHbI JesTens Hayku Pd, mnpesujgeHT
MOO «TBopueckoe 00beIMHEHUE NETCKUX HEPPOIIO-
roB» npodeccop M.C. IrnatoBa B HCKpEHHHX CIIOBaX
namsTya K 75-netuto co aHs poxaenus A.B. [lamasHa
ckazana: «CrenuanbHo ciieayer o0paTHTh BHUMAaHHUE
Ha HAay4HYI0 IIKOJIy HE(pPOJOroB, KOTOPYIO CO3Iall
mpoeccop A.B. Ilamasa (Cankr-IlerepOypr), cBs3as-
U TeTCKYI0 TEeMaTOJIOTHIO U Hedposoruto. AnpdepT
BasrenoBuu MHOTO czenan i pa3BUTHA U CTAHOBIIE-
HUs Aetckod Hedpomoruu B Poccum» [11].

[Ipodeccop I'M. JletudoB — 3aBenyrommi Ka-
¢denpoii mempuarpum ¢ Kypcom HeoHaronorunm DIIK
u II1C Pocrosckoro I'MY moguepkuyn: «Cynnba mo-
Jlapuia MHE HMCKIIOYHUTENbHYI0 BO3MOXHOCTH COIpH-
KOCHYTBHCSI C MICTOYHUKOM 3HAHUH, MPOXoAs oOydyeHue
Ha 0Oa3e neTrckoil Hedpomorndeckod mkombl CaHKT-
[TerepOypra, co3maHHOW MHOTOJICTHUMHU CTapaHUSIMH
Bpada, ydeHoro u nemarora Anpbepra BasrenoBmda
[Tanasina. Fimest GONBIION >KU3HEHHBIN OTIBIT, TITyOOKHE
Hay4yHbIC 3HAHHUS B PA3IUYHBIX OOJACTIX MEAMLIUHBI
Anpbepr BasreHoBuY mpenBuiienn MyTH W OCHOBHBIC
HaIpaBJICHUS Pa3BUTHs IEeTCKOM Hedpomoruu. Otpan-
HO, YTO CO3JlaHHAs MM IIKOJIA JIETCKHX HE(PpPOIOroB
cerogHs Tmoj pykoBoacTBoM Tmpodeccopa H.JI. Ca-
BEHKOBOH TIPONIOJKAET CJaBHBIC TPATUIMH IITKOJBI,
MIPETBOPSAS B JKU3Hb HAyYHBIE W3BICKaHWA, (HOPMHUPY-
€T HOBBIE TNPHOPHUTETHBIE HampaBieHus. llossrnenue
AnpOepra BasreHoBHYa Ha KOHIpeccax, CUMIIO3UyMax
BCEI/la BHOCHJIO 0cO0yI0 aTMocdepy cBeTa, APYKEIto-
OWst ¥ B3aUMOYBKEHHSI, JUIsl IETCKOTO Hedpoiormye-
CKOTO COOOIIeCcTBa OH OB HEMPEPEKAEMBIM aBTOPH-
TETOM M MCTOYHMKOM 3HaHWi. Heuccsikaemblil TamaHT
YYEHOTO, Y4WUTeNs, Bpada, KU3HEYTBEp KAarolas Io-
3ULMSA 110 MHOTHM CJIOKHBIM BOIIPOCaM U TNPH 3TOM
JOCTYITHOCTH OOIIEHHSI — BOT JIaJIeKO HE MOJTHBIE TIPO-
SBJICHUSI XapaKTepa 3TOTO YAMBHUTEIHHOTO YEIOBEKa,
3aMIOMHUBIINECA MHE Ha Joirhe romsby [11].

Mae, H./I. CaBeHKOBOIA, BbITIAJIa YECTh OBITH CPEIH
YYEHHUKOB ¥ TIOCJIeIOBATENel BBIIAFOMIETOCs yUeHOTO,
3aCiIy’KEHHOTro JnesTens Hayku Poccuiickoit ®enepa-
unn Anpbepra BasrenoBmua [lamasHa. [lemmarpude-
ckas mkona mpodeccopa A.B.IlanasinHa He mnpocTto
npodeccroHanibHa, HO M IIKOJNA XKU3HH. MHOro Mo-
JIOJIBIX Cepell, BCTYIMAKNNX B MPOQECCHOHAITBHYIO
KU3HBb Bpada M YIEHOTO, 000TPEIT ero meaarornaecKuii

tajmadT. Mb1 OnarogapHsl AnsOepry BasreHoBuuy 3a
LIeJpO IepelaHHble HaM 3HAHUSA WU OIBIT, A0OpOTY
W BHUMaHHE, HEOIEHHUMYIO IMOMOIIb B paborte, oTe-
yeckoe oTHouleHue. CeTias MmaMsATh O MPEKpPacHOM
4eNoBeKe, J0poroM yuurtesne AnbdOepre BasrenoBuue
[Tanasine, Ha 1IE4ax KOTOPOTO Mbl — YYCHHKH BO3BBI-
CWJINCh, HAaBCETJ]a OCTaHeTcd B Hammx cepamax [11].
AnnOepr Basrenouu [lamasH B TeYeHHE MHOTUX
JIET OCYIIECTBISUT OONBUIYIO HAyYHO-OOLICCTBEHHYIO
paboty kak uieH Bcepoccuiickoll mpoOieMHOl Ko-
MHCCHH TI0 HEPPOIOTHH, WICH MTPOOIEMHON KOMHUCCHH
«bone3nu mouek y nereir» HayuHoro coBera PAMH,
npe3nuieHT «Accouuanuu neauarpos-Hedpomnoros Ce-
Bepo-3anana Poccum» (1996-2002), uieH peakoiuieruu
bonpmiolt MenuuuHckol DHUMKIONEAUH, *YPHAJIOB
«Poccuiicknii BECTHUK MEPUHATOJIOTUU U MEIUATPUN»,
«Hedponorus», unen npesunuyma «Coro3a neguaTpos
Poccum», rmaBHBIN BHEMITATHBIM AETCKUU Hedposor
Jlenunrpana/Cankr-IlerepOypra, wieH chenuaIn3u-
poBaHHOro Yuenoro CoBeTa IO 3alIUTe JOKTOPCKUX
u xapgumarckux auccepranuii B CIIGITIMA.
[Ipodeccop A.B. [lanasiH sIBISUICS YICHOM MEXIy-
HapomHbix accoumarmii: The European Society for Pae-
diatric Nephrology (ESPN), The International Pediatric
Nephrology Association (IPNA), The International So-
ciety for Nephrology (ISN), npe3unearom MOO «Ac-
coumarnus neauarpos-Hedponoros Cerepo-3amnaja Poc-
cum» (1996-2002). YueHHkaMu W IOCIIEIAOBATEIISIMHU,
MIPEACTABUTEISIMU 8 PErHOHOB CTPaHBI, YYpeKICHA
(2003) u mromotBopHO padoraeT MOO «Accormanus
neuarpoB-HedpoaoroB umenn npod. A.B. [TanasHay.
AnpOepr BasrenoBuu [lanmasiH ObIT  aKTHBHBIM
YYaCTHUKOM M OPraHU3aTOPOM POCCHHMCKHX M MEX-
JYHapOIHbIX KOHI'PECCOB, HAy4HBIX KOH(EpeHLuil, Ha
KOTOPBIX JTOCTOMHO TPEACTaBIsUI OTEUYECTBEHHYIO Iie-
JIUATPUI0 U HEQPOJIOTHIO.
3acnyru npodeccopa A.B.llamasna B nene pas-
BUTHS OTEUECTBEHHOM NeAMaTpUH, IOArOTOBKM Ha-
YUHBIX M IIPAKTHYECKHUX KaZApOB ObUIM BBICOKO OIIe-
HeHbl. OH HarpaxneH «OpnaeHoM JlpyxObl HapomoOB»
(1983), ymoctoeH 3BaHUN «3acIy>KEHHBIH JIESATENb
Hayku Poccuiickoit @enepatmn» (1997), unena-kop-
pecrioaenTta (1996) u akamemnka PAEH (1998), na-
rpaxaeH cepebpsaoit meganpio PAEH «3a passutne
MeIUIUHBI U 3apaBooxpanenus» (2001) [1, 2, 4, 7, 11].
10 mapra 2016 r. Ha KoH(pepeHUMH NeIUaTpPOB-HE-
(ponoroB Poccun, mocesamenHoit BecemupHOMY JHFO
moukH, podeccop Anpdept Basrenosud [lamassa Ob11
IIOCMEPTHO HarpaxaeH «XpycTajabHOM IOYKOI» B HO-
muHatun «lInonep Hedpomorum» 3a BBHICOKUE TMPO-
(heccroHaNM3M M BBLAAIOLIMICS BKJIAJ B OPraHU3aIHIO
Y pa3BUTHE OTEYECTBEHHOU aeTckoi Hedpororuu [11].
B wucrtopum ymmBepcurera 4 ¢eBpans 2020 T
MPOIIIO 3HAMEHATEeNbHOE COOBITHE: OTKpPBHITHE Me-
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MOpHAJIBHON JOCKH 3acily’)KEHHOMY JAEATEII0 HayKH
Poccwuiickoit ®Denepannu, 3aBemyromeMy Kadempoit
(hakynpTeTcKOM TIemuarpun AnpOepTy BasrenoBuuy
[TanmasHy, A KoTOporo meauaTpus Obljla HE MPOCTO
npodeccueii, a nenom Beeit xu3nu (puc. 5). [loprper
AnpOepra BasreHoBnua pasmenieH B aynutopuu Ne 3
PSZIOM € TIOPTPETAaMH BHUIHBIX M MTOYUTAEMBIX YUEHBIX
¥ KIIMHUIACTOB, BHECIINX OOJBIION BKIAJ B Pa3BUTHE
JIIMU/CII6I TIMA.

Nma A.B. [lamasHa ocTajgoch YyBEKOBEUEHHBIM
B €r0 HAayYHBIX TPyJdaX U B BRICOKOABTOPUTETHHIX OH-
onmuorpadudecknx m3maHusx o HeM. O BBITAIOMEMCS
y4eHoM, Tiearore, meauarpe mpodeccope A.B. Ianas-
He Hanucana kaura H.J[. CaBenkoBotii [11]. M3ganusiii
K.A. Bapraussuom u A.JI. MepyxansnoMm Oubnuorpa-
(hnyeckuii cipaBouHUK «BumHbIe Bpaun u Onooru ap-
MstHCKOTO Tiponcxokaenust B CaHkT-IletepOypre» [1]
MIPEJICTABIISIET YUTATENIIM BBIJAIOIINXCS yUEHBIX, OJHU-
CTaTeNbHBIX IEJaroros, co3iaBmux B Poccun asTo-
PUTETHBIE HAy4YHO-TIEarOrMUECKHE IIKOIbl U LEHTPBI
MIPaKTUYECKOTO 3/IPABOOXPAHEHHS, YbH HUMEHa 30JI0-
ThIMH OyKBaMHU BIHCaHBI B ucTOpHio Poccuu n Apwme-
Huu. Ha crpanumax 184—185 3T0il kHUrM HamucaHoO:
«IlanastH Anpbeptr BasrenoBnuy — BblatoLIuiics me-
JIUaTp, YUCHbIH ¢ MUPOBBIM uMeHeM. OIUH U3 CTOJN-
OB POCCUHCKOHN memmarpudeckorl Hayku. Co3maTenb
OIIHOM M3 BEAYUIMX HAy4YHBIM MNeAuaTpU4ecKux He-
(ponoruueckux mkon Poccuu. 3aciykeHHBIH Jesi-
Tenb Hayku PO A.B. [lamasH BHec BeCOMBIN BKJaJ
B HayKy, B BBICIIee MeIWUIMHCKOoe obOpazoBaHme Poc-
cun U Apmeruu» [1].

A.B. Ilanasgsn — apMsHuH, poauBiumiics B [py3un,
MOJYYHMBLIMK BBICIIEE MEIUIMHCKOE 00pa3oBaHHE IO
CIENMaNbHOCTA Tienuarpusi B JleHWHrpame, Bepoi
YW TIPaBIOH CIY’KUBIIMK BBICIIEMY MEIUIIMHCKOMY
0o0pa30BaHuIO, HayKe W 37paBooxpaHeHuto B JIIIMI/
CIIGI'TIMA, Poccuiickoii denepaui.

3aBenyromuii kadenpoil pakynsreTckol meanaTpun
JHIMU/CIIOITIMA Anpbeptr BasrenoBuu [lanasa Bo-
e B UCTOPHIO KaK BBIJAIOIIMNACA YUYEHBINH, CO31aTesb
COBPEMCHHOH Hay4YHOW TIeuaTrpuieckoi Hedpooru-
YEeCKOM IIKOJIBI, KaK IIeIaror, BOCIUTABIINMN HECKOIBKO
MTOKOJIEHWH TEIUaTpoB M HAayuyHBIX KaJpoB, KaK Bpad,
BEpHYBIIUI 370POBBE THICSAUAM OOJBHBIX AeTei. BoI-
TATOTIMIACS YYEHBINA, TICIUaTp, Imeaaror, oOIeCTBCHHBIN
nesrenb AnpOept BasreHoBuu [lanasH siBnsiercst Top-
JOCTBIO POCCHICKOI Hayku, 00pa3oBaHusl, 3paBoOOXpa-
HEHHSL.

Tpamguumu Hay49HOH, 00pa30BaTeNbHOW M KIUHH-
YECKOW TeIMaTpUIECKOl IIKOJ 3aciTy’KEHHOTO JesTe-
s Hayku P®, mpodeccopa Anbbepra BasreHoBuua
[lamasina Oepe’KHO COXPaHSAIOTCA M HPOJOIIKAIOTCS
€ro y4eHWKaMH W TIOCJIEIOBATEISAMU, COTPYIHHKAMH
kadenpsl axympreTckoit meauarpun CIIOITIMY.

Puc. 5. OTKpbiTHE MeMopHanbHo A0cku AnbbepTy BasreHoBuuy
ManasiHy — A-py MeA. HayK, npodeccopy, 3aBeayoLemMy
kadenpoi akynsretckoi negnatpumn JIMMU/CNGITIMA
Opening of the memorial plaque to Albert Vazgeno-
vich Papayan - Doctor of Medical Sciences, Professor,
Head of the Department of Faculty Pediatrics of the
LPMI/SPbGPMA

Fig. 5.
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dakynbretckor neguatpum CMN6IMTIMA AnbbepTa Basre- Federation, professor Albert Vazgenovich Papayan.
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MHOOPMAL WA

NMPABUJIA AN ABTOPOB
HACTOAWME MPABWUIA ANA ABTOPOB ABMAKNTCA W3AATENLCKUM AOrOBOPOM

YcnoBust Hactosiero [loroBopa (manee «/loroBopy)
SIBIISIFOTCSL  TTYONMUYHONH 0(epToii B COOTBETCTBUHU C
m. 2 ct. 437 I'paxnanckoro konekca Poccuiickoit ®e-
nepauuu. Jlanusiid JloroBop ompezenser B3aUMOOTHO-
HICHUST MKy peaakuueit xypHana «[leguarp» (manee
no Ttekcry <« KypHam»), 3apeructpupoBanHoro dene-
paJIbHOM CITy>K00# TI0 Ha/I30py B Chepe MaCCOBBIX KOM-
MYHHKAIAH, CBS3M M OXpaHbl KyJBTYPHOTO HACIETHS,
MMEHYeMOH B JalibHeieM «Penakuusy u sBistomeincst
cTpykTypHbIM nofpazaeneHuem OO0 «Dko-Bektopy, u
aBTOPOM W/WIIM aBTOPCKUM KOJUICKTHBOM (MJIM WHBIM
MpaBoOOIaIaTeNeM), UMEHYEeMbIM B JIaJIbHEHIIIEM «AB-
TOpY», TIPHHABIIAM ITyOJUIHOE TMpemiokeHue (odepTy)
o 3akioueHnu JloroBopa. ABtop mepenaer Pemakumu
JUTSL M3IaHKsI aBTOPCKUI OPUTHHAI HITH PYKOIHCh. YKa-
3aHHBIA aBTOPCKUN OPUTHHAI JIOJDKEH COOTBETCTBOBATh
TpeOoBaHMAM, yKazaHHBIM B pasnenax «lIpencrasie-
HHUE PYKOITUCH B KypHai», «OdopmiieHHe pyKOITUCHY.
[lpy paccMOTpeHWH TONyYEHHBIX aBTOPCKUX MaTepH-
anoB JKypuan pykoBoactByercs «EauHbBIMH TpeOoBa-
HUSMH K PYKOIHCSIM, TIPEICTABISEMbIM B OMOMEIUIIHH-
ckue xypHaie (Intern. committee of medical journal
editors. Uniform requirements for manuscripts submitted
to biomedical journals. Ann Intern Med. 1997;126:36-47).

B XKypnane neuaratorcst paHee He OmyOIMKOBaH-
Hble paboThl mo npodwirio JKypHana.

MHOXXeCTBEHHbIE W AyONUpyrone MmyOomruKanul —
9TO MyOJIMKAIIMK CTaThy, MaTepHabl KOTOPO BO MHOTOM
COBIIAJAIOT C YK€ OTHAKABI OMyOIMKOBaHHBIMU. JKyp-
HaJl He paccMaTpUBaeT pabOThI, PE3YIIETAThl KOTOPBIX TI0
OoJbITIeit YacTH yke ObUTH OITyOTMKOBAHBI FUTH OITHCAHBI
B CTaThsIX, PEJICTABJICHHBIX WM MPUHATHIX JUIS Ty OIH-
Kalliy B JpyTUe TEYaTHbIC MM AJIEKTPOHHBIE CPEACTBA
MmaccoBod nH(popmauuu. [lpencTtaBnsis crarbio, aBTOp
BCErJa JOJDKEH CTaBUTh PENAKIHIO B W3BECTHOCTH 000
BCEX HAIPaBJICHUAX ATOW CTaThH B I€YaTh W O TpPEIbl-
QyHIUX ITyOIUKAUsIX, KOTOPbIE MOTYT PaccMaTpHBATHCS
KaK MHOKECTBEHHbIC WIJIM AyOIUpYIOINE MyOIuKaluu
TOH K& CaMOU WJIM OYeHb OJHM3KOW padoThl. ABTOp JIOJ-
JKEH YBEIOMHTH PENAKIHIO O TOM, COIECPYKUT JIM CTaThs
yKe OIyONIMKOBaHHBIC MarepHasibl. B TakoMm ciyuae B
HOBOH CTaThe JOJKHBI OBITH CCBHUTKM HA MPEABITYIIYIO.
Kormuu takux MatepraioB J0JKHBI TPUJIATAThCS K MIPEJI-
CTaBJISIEMOM CTaThe, YTOOBI JaTh PEAAKIIUN BO3MOYKHOCTb
TIPUHSTD PEIIeHue, KaKk TIOCTYIUTh B JaHHOW CHUTYaIlHH.

He mpuHMMaroTcs K TIe4aTH CTaThH, MPEICTABIISIONINC
co0O0¥1 OT/IENBHBIC ATAMBI HE3aBEPIICHHBIX UCCIICIOBAHUI,
a TakXe CTaTbd C HapyuieHueM «lIpaBui u HOpM Ty-
MaHHOT'O OOpaIlieHUsl ¢ OMOOOBEKTAMH HCCIICIIOBAHUIN.

Pa3memenne myOnuKkamuii  BO3MOXKHO — TOJIBKO
MOCJIe TOJYYCHUS TMOJIOKUTETBHON PEleH3NH.

Bce cTtaThu, B TOM 4mcje CTATHH ACHHPAHTOB
U JIOKTOPAHTOB, MyOJUKYIOTCSI OecIjiaTHO.

NMPEOCTABNEHUE PYKOMUCKU B XKYPHAN
ABTOPCKMI ~ OpUTMHAI TPHHUMAET pPENaKIIHsL.
[TonnucanHass ABTOPOM pPYKONHUCH IOJDKHA OBITH OT-
IpaBJICHA B PENAKIHIO B JIEKTPOHHOM BapuaHTE Ha
ANIEKTPOHHBIA ajpec penakiuu nl@eco-vector.com
WM 4epe3 oOHyalH-GopMbl http:/gpma.ru/science/
pediatr/, http://journals.eco-vector.com/index.php/
pediatr/about/submissions#onlineSubmissions.

CONPOBOAUTENIbHbLIE LOKYMEHTDI
K aBTOpCcKOMY OpUTHHAITY HEOOXOAUMO MPUIIOKHUTh

AKCIIEPTHOE 3aKIIOUYEHHE O BO3MOYKHOCTH OITYOIHKO-

BaHUS B OTKPBITOW medaru (OJaHK MOXHO IOTYyYHUTH

o 3ampocy Ha anpec nl@eco-vector.com uim CKa-

4yath 1o ajpecy http:/journals.eco-vector.com/index.

php/pediatr/about/submissions#onlineSubmissions).
JKCNepPTHOE 3aKJII0YeHHe JOJDKHO COICPIKATh:

1) Ha3BaHWe cTaThU, KOTOPOE JOKHO OBITH Kpart-
KUM, HO MH()OPMATHUBHBIM;

2) ¢daMuuro, IMs U OTYECTBO KaXKJIOrO aBTOpa C yKasza-
HHEM BBICIICH N3 UMEIOIMXCS Y HEro YYEHBIX CTere-
Hel (3BaHWI) M WIEHCTBA B Pa3IMUHBIX OOIIECTBAX;

3) Ha3BaHWe oTAeNa (OTHENCHHS) W YUPEKJICHUS,
B KOTOPOM BBITIONIHSJIACh JaHHas paboTa;

4) OTKa3bl OT KAKUX-THOO TIPaB, €CITH TAKOBBIC UMEIOTCSI;

5) uH(bOPMALHUIO O MPEANIECTBOBABIINX UJIH IIOBTOP-
HBIX MyOJIMKANUAX WIM O TPEACTaBICHUH B JIPY-
roi KypHall JIF0OOH YacTu 3TOW PabOoThI;

6) 3asBiieHHEe 00 OTCYTCTBUM (MHAHCOBBIX PETEH-
3Ui aBTOpa K JIPYTMM aBTOPaM M HM3IaTeIbCTBY;

7) 3asBICHHE O TOM, YTO CTaThs MPOYNTAHA U O0OpeHa
BCEMHU aBTOpaMH, YTO BCE TPEOOBAHMSA K aBTOPCTBY
COOJIIONICHBI U YTO BCE aBTOPBI YBEPEHBI, YTO PYKO-
IHCh OTpaXKaeT JCHCTBUTENBHO MPOJIETIAaHHYI0 PadoTy;

8) ums, aapec, TeneoHHBII HOMEp U e-mail aBTopa,
OTBETCTBEHHOT'O 332 KOPPECIIOHICHIINIO U 32 CBS3b
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C ApYyrMMHU aBTOpPaMH IO BONIPOCaM, KacaroIlUM-
cs mepepaboTKM, UCIIPABJICHHS M OKOHYATEITHLHOTO
0T0OpeHusT TPOOHOTO OTTHCKA;

9) K pyKomucH HeoOXOIMMO TpHJIaraTh BCE Pa3perlieHHs
Ha BOCIIPOM3BEACHHE YK€ OITyOIMKOBaHHOTO MaTepHa-
J1a, UCTIONB30BaHNE WIUTIOCTPAaLi MM MHPOPMALHIO,
M0 KOTOPOW MOXKHO YCTAHOBHTH JITYHOCTDH JIIONIEH,
TIPE/ICTABIICHHBIX Ha (poTorpadusx, a Takke Ha yKasa-
HUe (haMUJTHI JIMLI, BHECIIUX BKJIAJ] B I]AHHYIO paloTYy.
Pykonuce cunrtaercda nocrynuBuen B Pegakuuio,

€CTM OHa TMpEACTaBJICHA KOMIUJIEKTHO M OdopmIe-

Ha B COOTBETCTBHUU C OIHUCAHHBIMH TPEOOBAHUSIMHU.

[IpenBapuTensHOE€ paccCMOTpEHHE PYKONHCH, HE 3a-

ka3aHHOW Pemaknuei, He sBIsIeTCS (AKTOM 3aKIIO-

YeHHUs1 MEXJy CTOPOHAMM H3Jareiabckoro Jlorosopa.
[Ipu npencraBnenun pykomnucu B XKypHail ABTOPbI

HECYT OTBETCTBEHHOCTHh 3a PACKPBITHE CBOMX (PMHAH-

COBBIX M JPYTHMX KOH(JIMKTHBIX HHTEPECOB, CIIOCO0-

HBIX OKa3aTh BIHUSHME Ha uX pabory. B pykomucu

JIOJDKHBI OBITh YIIOMSIHYTHI BCE JIMIA U OpPTraHU3alluy,

OKa3aBIve (PMHAHCOBYIO TOAJEPKKY (B BUE TPAHTOB,

000pyZOBaHMS, JIEKAPCTB FUIM BCETO 3TOTO BMECTE),

a TaKke Jpyroe (pUHAHCOBOE WIIU JIMYHOE Y4acTHe.

ABTOPCKOE NPABO

Penakuust oroupaeTt, TOTOBUT K MyOJUKALUU U Y-
ONMMKyeT MpucianHble ABTOpaMH MaTepuaibl. ABTOp-
CKO€ TpaBO Ha KOHKPETHYIO CTaThi0 MPUHAJIECKUT
aBTOpaM CTaThbH. ABTOPCKHI TOHOPAp 3a MyONIHKaIuK
crareil B JKypHaye He BbIIIaYuBaeTCs. ABTOp Iepe-
naeT, a Pepaknus NpUHUMaeT aBTOPCKUE MaTEpUAIIbI
Ha CIENYIONUX YCIOBHSIX:

1) Pemakuuu mnepemaercs mpaBo Ha OQopmIeHHE,
n3nanue, nepenady JKypHana ¢ OmyOJIMKOBaHHBIM Ma-
TepuasioM ABTOpa Ui 1enel pedepupoBaHUs cTarei
3 Hero B PedeparnBHoMm sxyprane BUHWTU, PHUILL
u 0a3ax IaHHBIX, pacnpocTpaHeHue JKypHaa/aBTOPCKIX
MaTepuajoB B TEYaTHBIX M 3JIEKTPOHHBIX W3JaHMSIX,
BKJIIOYasl pa3MeIleHUe Ha BHIOPAHHBIX JIMOO CO3IaHHBIX
Penakuuei caiitax B cetu HTEpHET B LIENsSIX JOCTyna
K MyOJUKaIu B WHTEPAKTHBHOM PEXUME JII000TO 3a-
WHTEPECOBAHHOI'O JIMIA W3 JIIOOOTO0 MecTa U B Jro0oe
BpeMs, a TaKkKe Ha pacnpocTpaneHue XKypHana c omy-
OJIMKOBaHHBIM MaTepuasioM ABTOpA IO MOJIIHCKE;

2) TEppUTOPHS, HA KOTOPOH pa3perracTcss UCTIOb-

30BaTh aBTOpPCKUN Marepual, — Pocculickas Dene-
pauus u cetb MHTEpHET;
3) cpok neiictBus Jlorosopa — 5 net. Ilo wuc-

TEYEeHUW YKa3aHHOTO cpoka Pemakmusi octaBiseT 3a
co0oif, a ABTOp TOATBEPKTACT OCCCPOUHOE IPABO
Pepakuuu Ha POJOIKEHUE Pa3MEIICHUS] aBTOPCKOTO
Martepuana B cetu MHTepHeT;

4) Pemakums BIpaBe MO CBOEMY YCMOTPEHHUIO 0e3
KaKUX-JIMOO COTJIaCOBaHUN ¢ ABTOPOM 3aKJIIOYaTh

JIOTOBOPBL M COIJIALICHUSI ¢ TPETbUMH JIUIAMU, Ha-
MpaBIIeHHBIE Ha JIOTIOJIHUTENbHBIE MEPHI 1O 3allHTe
ABTOPCKUX W HM3JATEIHCKUX TIPAaB;

5) ABTOp rapaHTHpyeT, YTO HCIHoJb30BaHue Pe-
JaKIUeW TMPeJOCTABICHHOIO MM IO HACTOSIIEMY
JloroBopy aBTOpPCKOTO Marepuaia He HApYIIUT IpPaB
TPETHUX JINII;

6) ABTOp OCTaBIISIET 3a COOOI TTPaBO MCIOIL30BATh
MPENOCTaBICHHBIN 110 HacTosuemMy JloroBopy aBTop-
CKUI MaTepuall CaMOCTOSITENIbHO, MepeJaBaTh mpaBa
Ha HETO IO JIOTOBOPY TPETHUM JIHIAM, €CIId 3TO He
MIPOTUBOPEUUT HacToAmemMy [loroBopy;

7) Pemakums mpenoctaBisieT ABTOPY BO3MOX-
HOCTh 0€3BO3ME3/IHOTO MOJIYUYSHUSI OJTHOI'O aBTOPCKO-
ro 9K3eMIUIApa W3 BBIMIEANIETO THpa)xa IeYaTHOTO
n3naHus ¢ myOnuKamued marepuajoB ABTopa WITH
TIOJTyYCHUS CIIPABKH C DJIEKTPOHHBIMH aJIPECcaMu ero
oduImanpHON NyOauKanuu B ceTu WHTEpHET;

8) mpu mepemneyaTke CTaTbU WM €€ YACTH CChIIKA
Ha mepBylo myonukanuoo B JKypHaie o0s3aTenbHa;

9) Pemakmusi BrpaBe m3maBaTh JKypHAn JTIOOBIM
THPAKOM.

NoPA40K 3AKNIOYEHUA OOFOBOPA
M U3MEHEHUA ETO YCJIOBUW

3aknroueHueMm [loroBopa co ctopoHbl Penakuuum
ABJISETCA OMyONWKOBaHUE PYKONMUCH JaHHOTO ABTO-
pa B xypHaie «llegmatp» u pasmelieHue ero Tek-
crta B cetu MHTtepHer. 3akmtoueHueM Jlorosopa co
CTOPOHBI ABTOpA, T. €. MOJHBIM U 0€30rOBOPOUYHBIM
npuHsTHEM ABTOpOM YyciioBui [loroBopa, sBiseTcs
nepenada ABTOPOM pPYKONHCH M D3KCIEPTHOTO 3a-
KJIIOUEHHUS.

Od®OPMJIEHUE PYKOMUCHU

[lpu HampaBieHUU CTATHH B PEAAKIUI0 PEKOMEH-
JyeTCsl PYKOBOJCTBOBAThCS CIICAYIOUIMMH IPaBH-
JJaMH, COCTaBJIEHHBIMM C yuyeToM «Pexomennanuii
K PYKOIHCSIM, MPEJOCTaBISIEMbIM B OMOMEAMIIMHCKHE
xyprane (http:/www.icmje.org/recommendations/),
pa3zpaboTaHHBIX MeXIyHAPOIHBIM KOMHTETOM pe-
JTAKTOPOB MENMIIMHCKUX kypHasnoB (International
Committee of Medical Journal Editors). boiee mox-
poOHyto nHpOpManHo A1t 0POPMIIEHUS CTaThU B CO-
otBercTBUH ¢ 'OCToM M MEXIyHApOTHBIMH TIPABH-
JaMH Bbl MOXET€ HAWTH TIO JJEKTPOHHOMY ajipecy
http://journals.eco-vector.com/index.php/pediatr.

1. Pykonmucnb. HampaBisiercss B peakuuio B BJeK-
TPOHHOM BapUaHTE Ha DIICKTPOHHBIA aJpec peaakiuu
nl@eco-vector.com miu gepe3 online-popmer http:/gpma.
ru/science/pediatr,  http://journals.eco-vector.com/index.
php/pediatr. 3arpyxaemblii B cucteMy ¢aiii co crarbei
JOJDKEH OBbITh mpezacTaBieH B ¢opmare Microsoft Word
(mmeTh pacmmpenue *.doc, *.docx, *rtf).
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1.I. O0beM MOTHOrO TEKCTa PYKONUCH (OpUTH-
HaJbHBIC MCCIEHOBaHUS, JIEKUMH, 0030pbl), B TOM
yyciae TaOJIMIBI U CIUCOK JINTEPATYpPbl, HE MOJKEH
npeBbimath 7000 cnoB. OO0BeM crarei, MOCBSIIEH-
HBIX ONMHMCAHUIO KIMHUYECKUX ClydaeB, — He Ooiee
5000 cioB; KpaTkue COOOILICHHS M MHChMa B pelak-
uuo — B npenenax 1500 cnos. KomnuectBo cioB B
TEKCTE MOXHO y3HATh depe3 MeHio Word («Daitm»y —
«IIpocmoTpeTs cBoicTBa AOKyMeHTa» — «CTaTucTu-
Kay»). B ciydae ecnu npeBbImIaronuii HOpMaTuBbl 00b-
€M CTaThH, 10 MHEHHUIO aBTOPA, ONPABIAaH U HE MOKET
OBbITh YMEHBILICH, PELICHUE O MyOJUKaLuu MPUHUMA-
eTCsl Ha 3acelaHW{ PEeAKOJUIETHH IO PEKOMEHIalnH
peleH3eHTa.

1.2. ®opmaT TekcTa pyKONMUCH. TeKCT HOoIKeH
ObpITh HamewataH wmpudTom Times New Roman,
AMETh pa3Mmep 12 pt U MEKCTPOUHBIH HWHTEpPBA
1,5 pt. OTcTymbl € KaXJAOW CTOPOHBI CTPAaHHIIBI
2 cM. BeimeneHuss B TEKCTE MOXHO TPOBOIUTH
TOJIBKO kypcuBOM MM MONTYXKUPHBIM HadepTaHU-
em OykB, HO HE momuepkuBanmem. M3 Texcra He-
00X0AMMO YJaJduTh BCE MOBTOPSIOMIHECS TPOOEITHI
U JIMIIHUE Pa3pbIBbl CTPOK (B aBTOMATHYECKOM pe-
xuMme udepe3 cepsuc Microsoft Word «Haiitu u 3a-
MEHHTBY).

1.3. @aiii ¢ TEKCTOM CTaTbd, 3arpykaeMmbii
B opMy IS IOmaum pyKoOIUCeit, TOJMKEH COJEPKATh
BCI0 MH(OpManuio ans myOauKauuud (B TOM YHCIe
PUCYHKH U TaOJIMLIBI).

2. CTpyKTypa pPYKONMCH [0J’)KHA COOTBETCTBO-
BaTh NMPUBEICHHOMY HIDKE MIA0JIOHY (B 3aBUCHMOCTH
OT THUIa PabOTHI).

2.1. Pycckosi3pluHasi aHHOTAIUS

* HasBanwue crarbu.

* ABTOpBI. [Ipy HanmucaHUM aBTOPOB MHUIIUAIBI
AMEHH W OTYECTBA CTaBATCS Tepen QaMuIInei
(I.C. Uanos, C.U. Iletpos, N.II. Cunopos).

* Yupexaenus. Heobxogumo npusectu oduiu-
anpHOoe [IOJIHOE na3Banme yupexpeHus (0e3 co-
kpamenunii). Ilocme Ha3BaHUS YUPEKICHUS Uepes
3amsaTyl0 HEeoOXOAMMO HamucaTh Ha3BaHHE TOpPO-
na, crpaHbl. Eciu B HamuMcaHWUM PYKONHUCH MPHU-
HHUMAaJu y4acTHE aBTOPBI U3 PAa3HBIX yUPEKACHHUH,
HEOOXOOMMO COOTHECTH HAa3BaHMUS YUPEKACHUN
u U. O. ®. aBTopoB myTeM n00aBiIeHUS THUPPOBBHIX
WHJ/IEKCOB B BEPXHEM pErucTpe INnepes Ha3BaHUSIMHU
YUPEXKACHUN U GaMHUIUSIMH COOTBETCTBYIOIUX aB-
TOPOB.

* Pe3lomMe cTaThM J0KHO OBITH (ecmu paboTta
OpPHUTHHAJBHAS) CTPYKTYPUPOBAHHBIM: aKTyaJIbHOCTB,
LeJb, MaTepUaJIbl U METOABI, Pe3yibTaThl, 3aKioye-
Hue. Pe3toMe NOJKHO MONHOCTBIO COOTBETCTBOBATH
coaepkaHuio paboTsl. O0BEM TEKCTa PE3IOME JOJKEH
ob1Ts 0T 100 1o 300 cios.

* KuawueBbie ciaoBa. HeoOxonumo ykas3aTh KIiTkO-
4geBbIe cjoBa — OT 3 1o 10, oHM CIIOCOOCTBYIOT WH-
JIEKCUPOBAHUIO CTAaThU B MOMCKOBHIX cucTemax. Kirro-
YeBbl€ CJIOBA JOJIKHBI ITOMAPHO COOTBETCTBOBATH Ha
PYCCKOM M aHTJIHUICKOM S3BIKE.

2.2. AHIIOS3bIYHAS AaHHOTALUS

* Article title. Anrmos3siuHOe Ha3BaHUE JOIHKHO
OBITH TPAMOTHO C TOUKHU 3PEHHS aHTJIUHCKOTO s3bIKa,
MPU ATOM IO CMBICIY IOJHOCTBIO COOTBETCTBOBATH
PYCCKOSI3BIYHOMY Ha3BaHUIO.

* Author names. 1. O. ®. HeoOXogMMO THCATh
B COOTBETCTBHH C 3arpaHUYHBIM TACIOPTOM HIIH
TaK jKe, KaKk B paHee ONyOJIMKOBaHHBIX B 3apyOex-
HBIX JKypHaJaX CTaThsiX. ABTOpaM, ImyOIUKYOIIHMCS
BIIEPBBIC U HE HMEIOIIMM 3arpaHUYHOTO IacIopTa,
CJeIyeT BOCIIOJIB30BAThCSA CTAaHIAPTOM TPAHCIHTE-
pauuu BGN/PCGN http://ru.translit.ru/?account=bgn.

» Affiliation. HeoOxonqumo ykaswsiBath O®DU-
HUAJIBHOE AHIJIOA3BIYHOE HA3BAHUE
YUPEXIEHW . Hanbonee moNHBIA CIHUCOK Ha-
3BaHUN YUPEKACHUNU W UX O(PUIIMATBHOW aHTIIOS-
3BIYHOM BepcHU MOXXHO HaWTu Ha caiite PYHODb
eLibrary.ru.

* Abstract. AHrOsI3pIYHASL BEPCUSI PE3IOME CTaThU
JIOJDKHA TI0 CMBICTY M CTpyKType (Aim, Matherials
and Methods, Results, Conclusions) moiaHOCTBIO CO-
OTBETCTBOBATb PYCCKOSI3BIYHOH W OBITH TPaMOTHOH
C TOYKHU 3PEHMS aHIJIMICKOIo S3bIKa.

* Keywords (B momaBisitorieM OONBIIMHCTBE 3a-
MaJHBIX CTaTeH MUIIeTCs CIUTHO). [ BEIOOpa KiTto-
YEeBBIX CJIOB HAa AHIJIMICKOM CIIENYyeT HCIOJIb30BaTh
Te3aypyc HalmoHanbHOW MEIMIIMHCKOW OUOIMOTEKH
CIOHA — Medical Subject Headings (MeSH).

2.3. TloxHBIiA TEKCT (Ha PyCCKOM, aHTITMHCKOM HIIH
000uX $3bIKaX) JOMKEH OBITh CTPYKTYPHPOBAHHBIM
no pazaenaMm. CTpyKTypa MOJHOTO TEKCTa PyKOIH-
CH, TMOCBSIICHHON OMNMHUCAHUIO pE3YyJbTaTOB OpPHUTH-
HAJBHBIX HUCCIEOBAHHWH, IOJKHA COOTBETCTBOBATH
OOIIETIPUHATOMY TIAOJIOHY W COACPXKATh Pa3eibl:
BBEJCHUE (aKTYaJlbHOCTH), 11€Jb, MaTepHUaJIbl U Me-
TOJZbI, PE3YJIbTAThI, 00CYXK/ICHUE, BBIBOJBI.

Bce TepMuHBI Ha TATHHCKOM $SI3BIKE BBIACISFOTCS
B CTaThe KypCHUBOM (HATIpUMep, in Vvivo, in vitro, rete
venosus superficialis), a Takxe JaTHHCKHE OyKBBI, KO-
TOpBIC MCHONB3YIOTCS JJIsi 0003HAYCHUST TIEPEMEHHBIX
u usnyeckux BeauuuH (Harpumep, n = 20, p < 0,05).

I'peueckue OykBBI HAOMPAFOTCS MPSAMBIM HIPUPTOM.

2.4. JlomomautenpHas wHbDOpMAIusa (Ha PYCCKOM,
AHTJIMICKOM T OOOWX SI3BIKAaX)

* Mupopmanuss 0 KOHPIMKTE HHTEPECOB.

ABTOPBI JIOKHBI PACKPBITH MMOTCHIINAIBHBIC U SB-
HbIe KOH(QJIUKTHI MHTEPECOB, CBSI3aHHBIE C PYKOITHCHIO.
KoHbankTOM HHTEPECOB MOKET CUUTATHCS JIF00AsT CH-
Tyauus (pHHAHCOBbIE OTHOIICHUS, CIIy)0a UiIu pado-
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Ta B YUPESKICHHUIX, UMCIOIUX (PUHAHCOBBIA MIIM TO-
JUTHYECKUH MHTEpeC K MyOJMKyeMbIM MaTepuajam,
TOJDKHOCTHBIE 00S13aHHOCTH U JIp.), CIOCOOHAS TTOBJTH-
ATh Ha aBTOpa PYKOIHUCH W TPUBECTH K COKPBITHIO,
WCKa)KCHUIO JTAaHHBIX, WM H3MEHUTh HX TPaKTOBKY.
Hannune KOH(IMKTAa MHTEPECOB y OAHOTO HJIM HE-
ckonbkux aBTopoB HE siBisieTcst moBogom ans oTkasa
B NMyOJUKaIU¥M CTaThbH. BEIABICHHOE pemakmueil co-
KpBITHE MOTCHIIUAIBHBIX U SIBHBIX KOH(QJIMKTOB HHTE-
PECOB CO CTOPOHBI aBTOPOB MOKET CTaTh MPHUYMHON
OTKa3a B PACCMOTPEHMM M IyONHMKAaIMH PyKOIHUCH.

* Undopmanuss o ¢punancupoBanuu. HeoOxo-
JIMMO YKa3blBaTh HMCTOYHWUK (HHAHCUPOBAHUS Kak
HayyHOW paboOThl, Tak H mporecca NyOIHKaUuU
ctaThk (poHI, KOMMEpUEcKas HIJIM TOCYAapCTBEHHAs
OpraHusanus, 4aCTHOE JIMLO MU Jp.). YKa3bIBaTh pas-
Mep (UHAHCHPOBAHUS HE TpedyeTcs.

* baaromapHocTH. ABTOPHI MOT'YT BBIPa3uTh OJa-
TOAapHOCTH JIIOASM W OpraHU3alusiM, CHOCOOCTBO-
BaBIIUM IyOJMKALMM CTaTbU B JKypHajie, HO HE SB-
JSIOLUIUMCS €€ aBTOPaMHu.

2.5. Cnucox Jautepatypbl. B Oubmmorpadun
(mpUCTaTefHOM CIIMCKE JHUTEpPaTyphl) KaxJbli HC-
TOYHUK CJIeyeT MMOMEIIaTh C HOBOW CTPOKH IOJ MO-
psiakoBbiM HoMepoM. TlonpoGuble mpaBuia odopmite-
HHUS OMONWorpadMu MOXHO HAWTH B CIEIIHAITHEHOM
pasznene «Odopmienue Oudauorpadum». Hanbosee
Ba)KHBIE M3 HHUX CIEIyIOMIHE.

* B cnucke Bce paboThl mepeuncisiores: B anda-
BUTHOM TIOPSJIKE.

» KonmnuectBo nutupyembix paboT: B OpUTHMHAJIb-
HBIX CTaThSAX U JIEKIUAX morryckaetcs mo 30, B 0030-
pax — g0 60 ucroyHukoB. JKenmaTeapHO LUTHPOBATh
MPOM3BEACHUS, ONYOIMKOBAaHHBIE B TEUCHHE IOCIIE/-
HUX 5-7 JerT.

* B TekcTe cTaThy CCHIJIKH HA HCTOYHHKHU ITPUBO-
JISITCSL B KBaJPAaTHBIX CKOOKax apaOCKuMu Iupamu.

e ABTOpBl LUTHUPYEMBIX HCTOYHHUKOB B CIIHCKE
JUTEePaTypbl JOJDKHBI OBITH YKa3aHbl B TOM )K€ MO-
psAKe, YTO U B HNEPBOUCTOUYHHMKE (B CIydae €ClIH y
nyonukanuu Oosiee 4 aBTOPOB, TO TMocie 3-ro aBTO-
pa HEoOXOIUMO TOCTABHTH COKPAIIECHUE «... , U JP.»
nim “.. , et al.”). HemomycTumo cokpamarb Ha3BaHUe
craTbi. Ha3BaHMe aHINOSI3BIYHBIX KYPHAJIOB CIEAYyeT
MPHUBOJUTH B COOTBETCTBHH C KaTajJoroM Ha3BaHUH
0a3bl qanHbIX MedLine (B Ha3BaHUSX JKypHalla TOYKH
B COKpallleHUsIX He craBstTcs). Ecnu KypHan He WH-
nexcupyetcst B MedLine, HeoOXoaMMO yKa3bIBaTh €To
NoJHOe Ha3BaHWe. Ha3zBaHUe aHIIIOA3BIYHOTO JKypHa-
Jla TOJDKHO OBITH BBIAENIEHO KypcuBoM. Ilepen Ha3Ba-
HUEM KypHaJla Ha PYCCKOM SI3bIKE CTAaBUTCS 3HAK //,
KOTOPBIM OTHENsieT Ha3BaHUE CTAaThH OT Ha3BaHHS
KypHaia. HasBaHue oTedecTBEHHOIro >KypHaja CO-
KpaliaTh Helb3sl.

* OcdopmileHne CcIUCKa JIMUTEPATYpPhl JIOJDKHO
yIooBieTBOpATH TpeboBanusiM PUHIl m mexayHa-
pOAHBIX 0a3 JaHHBIX. B CBsI3M ¢ 3THM B CChUIKaxX Ha
PYCCKOSI3BIYHBIE MUCTOYHHKM HEOOXOAMMO JOMOIHH-
TEIBHO YKa3blBaTh MH(OPMAIUIO I [UTHPOBAHHS
Ha natuHAIe. Takum oOpa3om:

— aHMJIOSI3BIYHBIC HCTOYHUKH clienyeT 0hopMIIsTh
B ¢opmare Vancouver B Bepcun AMA (AMA style,
http://www.amamanualofstyle.com) — nogpoOHo Ha
ctpanuue «Odopmnenue 6ubarorpadun;

— PYCCKOSI3BIYHBIE  WCTOYHHUKH  HEOOXOIHNMO
opopMIsITE B cooTBeTcTBUM ¢ mpaBmwiamu ['OCT
P 7.0.5-2008; mocne yka3aHus CCHUIKM Ha IMEPBOMC-
TOYHHK Ha PYCCKOM SI3bIKE B KBaJIpaTHBIX CKOOKax
JOJKHO OBITH YKa3aHO OMMCAHKE dTOTO HCTOYHHKA Ha
JIATUHHIE — MoapoOHo Ha crpanule «OdopmiaeHue
oubrorpadumy.

[MPABUJIA TIOAT'OTOBKU JIATMHOA3bIU-
HOW (AHIJIOSI3bIYHOM) YACTH BUBJIMOIPA-
OUYECKUX OIMMCAHNI HE AHIJIOSI3bIYHBIX
NCTOYHUKOB (B POMAHCKOM AJI®ABUTE)

Ecnu craThs HanmucaHa Ha naTUHULE (HA aHTIIUN-
CKOM, HEMEIIKOM, (DMHCKOM, AaTCKOM, HTaJIbIHCKOM
U T.J.), OHa MOJDKHA OBITH MPOIMTHPOBAHA B OPH-
TUHAJIBHOM BUJIE:

 Ellingsen AE, Wilhelmsen I. Sykdomsangst blant
medisin-og jusstudenter. Tidsskr Nor Laegeforen.
2002;122(8):785-787. (In Norwegian).

Ecnu crares Hanucana HE Ha naruHuMIle — HaA KU-
pwuMie (B TOM YHCIE Ha PyccKoM), ueporiudamu u
T. 1., €CIIM Y CTaTbU €CTh O@HL[HAHBHBIPI TTEPE-
BO/l HA3BAHU L, ero Hy»HO BCTaBUTh B KBaIpaTHBIX
CKOOKax ITOCJIC OPUTHHAILHOIO HAIMCaHUsT ONOIHOTpa-
(hmdeckoll CCHUTKM Ha MUCTOYHHUK. [Iporre Bcero mpoge-
pUTH HaTH4YKE OPHULIUATBLHOTO MEPeBOa HA3BAHUS CTa-
THH MOJKHO, OTBICKaB CTaThlo Ha eLibrary.ru. Hampumep:

e I'puropsia O.P,, lllepemetnera E.B., Aunpeesa E.H.,
Jenos N.U. [1narmpoBanne OepeMEHHOCTH y KECHIITMH
¢ caxapHbIM jauabeToM // BecTHUK penpomayKTHBHOTO
3n0poBbst. — 2011. — Ne 1. — C.23-31. [Grigoryan OR,
Sheremet'eva EV, Andreeva EN, Dedov Il. Planning of
pregnancy in women with diabetes. Vestnik reproduk-
tivnogo zdorov'ya. 2011;(1):23-31. (In Russ.)]

Ecnu y craten Her OOULIMAJIBHOI'O ITEPEBO-
HA, 1o myxuo [TPUBECTU TPAHCIIMTEPALIUIO
BCEW CCBUIKM B KBAaJPAaTHBIX CKOOKax cpa3y IOCie
MpaBUIBHO O(OPMIIEHHOW CCBUIKM B OPWUTHHAIBHOM
HamUCaHWW. AHTIOSI3BIYHASI YacTh OuOIMorpadumde-
CKOT'O OITMCaHUSl CCBUIKM Ha PYCCKOS3BIYHBIH HC-
TOYHUK JOJKHA HAXOJUTHCS HEMOCPEICTBEHHO IO-
CJe PYCCKOSI3BIYHOW YacTH B KBAJpaTHBIX CKOOKax
( [...] ). ®amunuu ¥ WHHAIHAIEI BCEX aBTOPOB Ha Ja-
THHHIE ¥ HA3BaHHWE CTaThbH HA AHTJIMICKOM S3bIKE
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CJIeyeT IPUBOJAUTH TaK, KAK OHU JJaHbI B OPUTUHAIb-
HOW myOnukanuu. TpaHCIUTEpAIHIO CIeAyeT PUBO-
IuTh B ctanaapte BGN (aBToMaTw4ecku TpaHCIHUTE-
panus B ctangapte BGN mpou3BoauTCs HA CTPaHUIIE
http:/ru.translit.net/?account=bgn) ¢ coxpaHeHuEeM
CTUIIEBOTO O(OPMIICHHSI PYCCKOS3BIYHOTO HCTOYHU-
ka. Jlamee crmemxyer TpaHCIUTEPUPOBAHHOE HA3BAHUE
PYCCKOSI3BITHOTO JKypHama B crtanmapte BGN, na-
Jiee — BBIXOJIHBIC JJAHHBIC: TO;TOM(HOMEP):CTPAHHUIIBI.

B camoM KOHIIE aHTJIOS3BIYHOM YacTU OMOIMOrpa-
(¢udyecKkoro OmucaHus B KPYIJIble CKOOKW TOMeIla-
0T yKa3aHWe Ha UCXOMHBIN S3BIK MyONWKaIuu, Ha-
npumep: (In Russ.). B konme 6mbanorpaduyeckoro
onucaHus (3a KBaJgpaTHOW CKOOKoil) momematoT doi
CTaThHU, €CIIU TaKOBOW uMmeeTcs. Hampumep:

* AnekceeB JLIL, Heno N.U., XautoB PM., u np.
NmMMmyHOTeHeTHKa caxapHoro amabera | Tmma — oOT
(dyHIaMEeHTaNbHBIX UCCIEOBaHUI K KinHHKe / Bect-
HUK Poccuiickoil akajgeMuM MEIWLIMHCKUX HayK. —
2012.— T. 67. — Ne1— C.75. [Alekseev LP, Dedov II,
Khaitov RM, et al. Immunogenetika sakharnogo diabeta
I tipa— ot fundamental’nykh issledovaniy k klinike.
Vestnik  Rossiyskoy —akademii  meditsinskikh — nauk.
2012;67(1):75. (In Russ.)]. doi: 10.15690/vramn.v67il.114.

[Ipumepbl TpaBUIBHOTO OQOPMIICHHS CCHUIOK
B CITUCKax JIUTEpaTypbl

CTATBbU B XXYPHAJIAX

OObIyHas KypHaJIbHAs CCHUIKA (€CTh MEPEBOIHOM
BapHaHT Ha3BaHUS)

* [lecrakoBa M.B. CoBpemeHHas caxapOCHHKAFOIIast
teparust // [poGnemsr sun0KprHONOrMAH. — 2010. — T. 58. —
Ne 4. — C. 91-103. [Shestakova MV. Moderm hypoglycae-
mic therapy. Problemy endocrinologii. 2010;62(4):91-103.
(In Russ.)]. doi: 10.14341/probl201058491-103.

* Halpern SD, Ubel PA, Caplan AL. Solid-organ
transplantation in HIV-infected patients. N Engl J
Med. 2002;347(4):284-287. doi: 10.1056/nejmsb020632.

KHUT'M 1 MOHOI' PA®UU

Y KHUTH OJWH HMJIU HECKOJIBKO aBTOPOB

e T'mnspesckuit C.P. MuokapauTel: COBpEMEH-
HbIC TOAXOABI K JHATHOCTHKE W JICYCHHI0. — M.
Menna Cdepa, 2008. [Gilyarevskii SR. Miokardity:
sovremennye podkhody k diagnostike i lecheniyu.
Moscow: Media Sfera; 2008. (In Russ.)]

e Murray PR, Rosenthal KS, Kobayashi GS,
Pfaller MA. Medical microbiology. 4th ed. St. Louis:
Mosby; 2002.

* Ringsven MK, Bond D. Gerontology and
leadership skills for nurses. 2nd ed. Albany (NY):
Delmar Publishers; 1996.

VY KHUTH OJUH WU HECKOJBKO PEIAKTOPOB

* Undeknuu, nepenaBaeMble IMOJIOBBIM MyTeM /

I[Tom pen. B.A. AxosbOsna, B.U. [Ipoxopenkosa,
E.B. Cokonosckoro. — M.: Meaua Cdepa, 2007.
[Infektsii, peredavaemye polovym putem. Ed by
V.A. Akovbyan, V.I. Prokhorenkov, E.V. Sokolovskiy.
Moscow: Media Sfera; 2007. (In Russ.)]

* Gilstrap LC, Cunningham FG, VanDorsten JP,
editors. Operative obstetrics. 2nd ed. New York:
McGraw-Hill; 2002.

Marepunansl KOHGEPEHITHT

* I[Tapxomenko A.A., [leiixanoBa B.M. Oxa3anue
MEJUIIMHCKOM MOMOIIM OOJBbHBIM, MEPEHECHINM HH-
(bapKT roJIOBHOTO MO3ra, Ha aMOyJIaTOPHO-TIOJUKIMHH-
yeckoM dTare / Beepoccuiickast HayqHO-TIpakTHYecKas
koH(pepeHnus «IlyTn pasBUTHS TEPBUYHON MeEIHKO-
canuTapHoil momomm»; Hosiops 13—14, 2014; Capa-
toB. [Parkhomenko AA, Deikhanova VM. Okazanie
meditsinskoi pomoshchi bol'nym, perenesshim infarkt
golovnogo mozga, na ambulatorno-poliklinicheskom
etape. (Conference proceedings) Vserossiiskaya nauchno-
prakticheskaya konferentsiya “Puti razvitiya pervichnoi
mediko-sanitarnoi  pomoshchi”; 2014 nov 13-14;
Saratov. (In Russ.)]. Hoctymuao mo: http://medconfer.
com/node/4128. Ccplnka aktuBHa Ha 12.12.2014.

e Harnden P, Joffe JK, Jones WG, editors. Germ
cell tumours V. Proceedings of the 5th Germ Cell
Tumour Conference; 2001 Sep 13-15; Leeds, UK.
New York: Springer; 2002.

Tesucwl B MaTepuaiax KOH(pEpPEHUUN

* Christensen S, Oppacher F. An analysis of Koza's
computational effort statistic for genetic programming.
In: Foster JA, Lutton E, Miller J, Ryan C, Tettamanzi AG,
editors.  Genetic programming. EuroGP  2002:
Proceedings of the 5th European Conference on Genetic
Programming; 2002 Apr 3-5; Kinsdale, Ireland. Berlin:
Springer; 2002. p. 182-91.

Huccepranuu

* bysaes 1.B. IIporuo3upoBanue u3MEHEHUN LEH-
TPaJIbHON TEMOJAMHAMUKH U BBIOOP METO/A MIIACTUKH
JIEBOTO JKEJIYZI0YKa MPH XPOHHYECKUX aHEBPU3Max
cepamna: Jluc. ... kaua. Men. Hayk. — HoBocuOupck,
2006. [Buzaev [IV. Prognozirovanie izmenenii
tsentral'noi gemodinamiki i vybor metoda plastiki
levogo zheludochka pri khronicheskikh anevrizmakh
serdtsa. [dissertation] Novosibirsk; 2006. (In Russ.)].
HoctynHo  mo:  http://www.buzaev.ru/downloads/
disser.pdf. Ccpuika aktuBHa Ha 12.12.2014.

* Borkowski MM. Infant sleep and feeding: a tele-
phone survey of Hispanic Americans. [dissertation]
Mount Pleasant (MI): Central Michigan University; 2002.
OTBETCTBEHHOCTbD 3A ITPABUJIBHOCTb BUBb-
JUOTI'PAOUYECKUX JAHHBIX HECET ABTOP.

2.6. Nudopmarmst 06 aBtopax. [locienoBarensHo
yKaspiBaroTcsi Bce aBropbl pykormcu: @. WM. O. (momHO-
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CTBIO), YUCHAs CTEICHb, YUCHOE 3BaHUE, JIOJDKHOCTD, Me-
CTO paboTHI (BKJIFOYAS TOPOI U CTpany). OTIeNBHO ciemy-
€T BBIACHTH (3HAYKOM *) aBTOpa JJISI CBSI3H C aBTOPCKIM
KOJIJIGKTHBOM M TOIIBKO JIJIsl HEro yKa3aTh KOHTaKTHBIN
e-mail. Anpeca u TenedoHbl, a Takke e-mail Apyrux as-
TOPOB B HIOJITHOM TEKCTE PYKOITHCH YKa3bIBAThH HE CIICIYET.

AHTIIMHCKUH A3bIK W TpaHciuTepanus. [Ipu myonu-
Kallud CTaThbU YacTh MM BCS HWH(OpMAIus IOJKHA
ObITH yONMMpOBaHA HA AHTIMHCKUHN SI3bIK WM TpPaHC-
JIUTEpUPOBaHa (HamMcaHa JaTUHCKUMU OykBamu). [1pu
TpaHCIUTEPAIUU CIIENYeT WCIOIb30BaTh CTaHIApT
BGN/PCGN (United States Board on Geographic
Names /Permanent Committee on Geographical Names
for British Official Use), pekoMeHI0BaHHBIN MEXTyHa-
poxubiM m3narenbcTBoM Oxford University Press, kak
“British Standard”. Jlnis TpaHCIUTEpanuu TEKCTa B CO-
OTBETCTBHH €O cTaHmapToM BGN MOXHO BOCIIOJIB30-
BaThCs CChUIKOM http:/ru.translit.ru/?account=bgn.

Tabnuusl ciaeayeT MoOMemaTh B TEKCT CTaThbH, OHU
JOJDKHBI UMETh HYMEPOBAHHBIN 3ar0JIOBOK U YETKO
o0o3HaueHHbIe Tpadbl, YIOOHbIE W TOHSATHBIC IS
YTEHHUS. 3aroJIOBKH K Ta0JMIaM J0/KHbI ObITH NPHU-
Be/IeHbI Ha JIBYX I3bIKAX — PYCCKOM M AHIJIHHCKOM.

Jannble TaOAMIBl JOJDKHBL COOTBETCTBOBATH
nudpam B TEKCTE, OJJHAKO HE JOJKHBI JyOIUpOBATH
Mpe/ICTaBICHHYI0 B HeM WH(popmamuio. CchUTKH Ha
TAaOINUIBI B TEKCTE 00s3aTEIIbHEL.

Pucynxu (rpaduku, 1uarpaMMbl, CXeMBbI, YePTEKHU
W Apyrue WIIIOCTPAalMH, PUCOBaHHBIE CPEACTBAMHU
MS Office) nomxHBI OBITh KOHTPACTHBIMH W YETKU-
mu. O0beM rpauaeckoro MaTepraia MUHIMAaJIbHBINA
(32 HWCKIOYEHHEM paboT, B KOTOPBIX ATO OIpaBia-
HO XapakTepoM uccienoBaHus). Kaxablii pucyHOK
JOJDKEH OBITH MOMEIIEH B TEKCT M COMPOBOXKAATHCS
HYMEPOBAHHOM MOAPUCYHOUHOU MOAMUCHIO. CChUIKU
Ha PUCYHKH B TEKCTe 00s3aTeNIbHBI.

Monpucynoynbie MOANUCU [TOJLKHBI ObITH HA
ABYX SI3BIKAX — HA PYCCKOM M AHIJIMHCKOM.
Hanpuwmep:

Puc. 1. Bec mianeHTsl y AeTeid NalleHTOK OCHOB-
HOI M KOHTPOJIBHOM TpyIII

Fig. 1. Weight of the placenta in children of the
patients of the main and control groups

dororpaduu, oTHEYATKH O3KPAHOB MOHHTOPOB
(CKpUHIIOTHI) ¥ APYTHE HEPHUCOBAHHBIE MILTIOCTPAIIHH
HEOOXOIMMO 3arpy’kaTh OTICIBHO B CIEIIHAIEHOM
pazaene Gopmbl Ay MOAAYM CTaTbu B BHIE (ailyioB
dopmara *jpeg, *bmp, *.gif (*.doc u *.docx — B ciy-
Yae, eclii Ha U300paKeHHe HaHECEHBI JOMOIHUTETh-
HbIe TOMETKH). PaspemieHue W300pa)KeHUs JOIKHO
obiTh > 300 dpi. ®Daitiam m300pakeHU HEOOXOIU-
MO IPHUCBOUTH Ha3BaHUE, COOTBETCTBYIOIIEE HOMEPY
pUCYHKa B TekcTe. B ommcanum aitna ciemyer or-
JIEITBHO TIPUBECTH MOAPUCYHOUYHYIO MOAIUCH, KOTOpas

JIOJPKHA COOTBETCTBOBaTh Ha3BaHUIO QoTrorpaduu,
rmoMeniaeMor B TekcT. (mpumep: Puc. 1. MiBam Mu-
xanmoBud CedeHOB).

Coxpamenns. Bee ucronbs3zyemble aO0peBHaTy pbl U
CHUMBOJIbI HEOOXOAMMO paciiu(poBaTh B MPUMEYAHHIX
K TaOJHIIaM M MOAIHMCAM K PUCYHKAaM C yKa3aHHEeM Ha
WCTIOJIb30BAaHHBIE CTATUCTHYECKHE KPUTEPUU (METOJIB)
U TapamMeTphbl CTAaTUCTHYECKON BapraOeIbHOCTH (CTaH-
JapTHOE OTKJIOHEHHE, CTaHAapTHas OMIMOKa CpegHero
n mpod.). CTaTHCTHYECKYIO IOCTOBEPHOCTH/HENOCTO-
BEPHOCTh PA3JIMYMN JaHHBIX TIPEICTaBICHHBIX B Ta-
OnIax, peKoMeHIyeTcs O00O03HavaTh HAICTPOTHBIMHE
cumBonamu ¥, ¥ 9 I, I mw T o

CooTBeTcTBUE HOpMaM 3TUKH. JlJis myOmuKaruu
PE3yIBTaTOB OPUTHUHAIBLHOW PabOThl HEOOXOIUMO YKa-
3aTh, MOATNMCHIBAIN JIM YYaCTHUKH WCCIIEOBAHHS WH-
(dopmupoBanHoe coriiacue. B ciydae mpoBeieHust ¥c-
CJ'ICILOBaHI/Iﬁ C Y4aCTUEM KUBOTHBIX — COOTBETCTBOBAJI
JM TIPOTOKOJI MICCIIC/IOBAHMSI ATHYECKAM TPHHIUIIAM |
HOpMaM TPOBEICHHS OMOMETUIIMHCKUX WCCIICIOBAHHHA
C ydYacTHEeM JKHWBOTHBIX. B 000WMX ciydasx HeoOXomu-
MO YKa3aTbh, ObLJ JIM MPOTOKOJ MCCIEA0BaHMS OM00peH
ATUYECKUM KOMHUTETOM (C MPUBEACHUEM Ha3BaHUS COOT-
BETCTBYIOIICH OpraHU3allld, €€ PACIIOJIOKEHUS, HOMe-
pa MPOTOKOIA M JMaThl 3aceqanust komurera). IlonpooHO
O TIPUHITUIAX MTyOIMKAIIMOHHON STHUKH, KOTOPBIMHU TIPH
paboTe pyKOBOACTBYETCS pEIaKIUs KypHaa, H3JI0Ke-
HBI B pazjielic « ITUYECKUE MPUHIUIIBI Ky pHAJIAY.

PELLEH3UPOBAHUE

CraThH, MOCTYITUBIIHE B PEIAKIINIO, 00S3aTEIIEHO pe-
neHsupyrores. Ecnu y perieH3eHTa BOZHHKAIOT BOITPOCHI,
TO CTaThsi C KOMMECHTAPUSIMH PEIICH3CHTa BO3BPAIIACTCSI
AgBtopy. JlaToii MoCTyIICHNS CTAThU CYUTACTCS JaTa To-
nydeHus Pemakivell OKOHYATETLHOTO BapHaHTa CTAThH.
Pemakmms ocraBisieT 3a coOoi TTpaBO BHECCHUS pelak-
TOPCKUX W3MEHEHUH B TCKCT, HC HMCKaXarolIuX CMBbIC-
Ja CTaThU (IUTEpaTypHasi U TEXHOJIOIMYECKasl MMPaBKa).

ABTOPCKUE 3K3EMNNAPbI XKXYPHANIA

Penmakmus 00s3yeTcst BEIAaTh ABTOpPY 1 dK3eMILIAp
XKypnana ¢ onyOJIUKOBaHHOW PYKOIUCHIO. ABTOPHI,
npoxuBatomue B Cankt-IleTepOypre, mnoiyvaror
aBTOpCKHH dK3emIsap JKypHalla HEmoCpeICTBEHHO
B Penaknuu. MHOropomHum ABTOpaM aBTOPCKHUH
sk3eMIuisIp JKypHana BICHITIAETCA Ha afpec aBTopa,
OTBETCTBCHHOI'O 3a IMOJYYCHHC HpO6HI)IX OTTHUCKOB
U aBTOPCKOro sKk3emIuisipa JKypnana.

AOPEC PEOAKLUU

191186, Canxkrt-IletepOypr, Amnrtexkapckuii 1mep.,
1. 3, mutepa A, nom. 1H. E-mail: nl@eco-vector.com.
Caiit xypHana: https:/journals.eco-vector.com/pediatr,
http:/pediatr.gpma.ru.

@ Tlegmarp. 2021.T. 12. Boin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



