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AKTYyanbHOCTb. M3BECTHO, YTO YEM paHblle Macca Tena YenoBeka NPeBbICUT HOPMATMBHbIE MOKasaTenu, TeM B Gosee
paHHeM Bo3pacTe chOpMUpPYIOTCS MeTabonnyeckne HapyLIeHUs, CONPSIXKEHHbIe C OXMpeHueM. lporpeccupyiolee yBenu-
YeHWe pacrnpoCTPAHEHHOCTU OXMPEHWUS U MeTaboNMYecKoro CMHAPOMA B PasHbiX CTPaHax B MepBYK O4yepedb CBA3AHO
C TaK Ha3blBaeMbIMK YenoBeyecknMu hakTopaMm puUcKa, K KOTOPbIM OTHOCATCS: TMNOAMHAMMS, U3BbITOUHOE noTpebneHune
nuwmM, 6oraToi XMpamMu U yrnesofamu, CTpecc, KypeHue. B cBA3u ¢ 3TUM KpaiiHe HeobXxoAuUM perynsipHblii MOHUTOPUHT
Macchbl Tena AeTei M NOLPOCTKOB C LIeNbi0 PAHHEro BbISIBNEHWUS TEHAEHLMM K MOBbLIWEHUIO MacChbl Tena ANs nocieayoLlei
pa3paboTku pekoMeHAaLMii N0 COXpaHeHUI0 Beca B Npefenax HOPMaTUBHbIX MOKasaTenen.

Llenb — oueHUTb YaCTOTY BCTPEYAEMOCTU OXKMPEHUS M M3ObITOYHOM MacChl Tena y AeTel, NoAPOCTKOB M B3POC/bIX M3 YyMcia
xwuteneit CaHkT-lMeTepbypra, NPOBeCTU CPAaBHUTENbHYIO OLLEHKY MOMYYEHHbIX AAHHbIX.

Martepuanbl u mMetogbl. B pabote npuHanu yyactue yvawmecs wkon CaHkT-MeTepbypra (4eTM M MOAPOCTKM) M MaLu-
eHTbl (B3pocnble), Haxoadwmecs Ha neveHun B CM6 TBY3 «EnuzaBeTvHckas 6onbHULA». Bbibopka HOCMAa CnyyaiHbln
xapakTep: npu cbope LaHHbIX AeTel M MOAPOCTKOB YYMTbIBANMUCL MOKa3aTeNN O4HOrO M3 KJacCcoB B KaXA0W napanienu
(c 4-ro no 11-# knacc), npu cbope AaHHbIX B3POCAbIX — [ABYX MALMEHTOB M3 KaXA0W NanaTbl racTpPO3IHTEPONOrMYecKoro
otaenenus. C60p faHHbIX MPOBOAMAM B mMepuoA C aBrycta no aekabpb 2020 r. Cratuctuyeckas obpabotka nposeneHa
C MOMOLLbI NakeTa KomnbloTepHbiX nporpamm SPSS 8.0. OnpepeneHbl aHTponoMeTpuyeckue nokasatenu (Bospact, Mac-
ca Tena, pocT) M paccynTaH MHAEKC Macchl Tena y 74 peteit (Bospact 9-12 ner), 137 noppocTkoB (Bo3pacT 13-18 ner)
n 55 B3pocnbix (cpeaHunit BospacT 49,12 £ 17,03).

Pesynbratbl. [MoBbilweHne maccel Tena 6bino BbigBneHo y 6,8 % neteit (5,4 % — u3bbiTouHas macca Tena v 14 % —
oxupenue | ctenenn), 14,6 % noppoctkoB (11,7 % — u3bbiITouHas Macca Tena u 2,9 % — oxupeHue | cTeneHu)
n 62 % B3pocnbix (36 % — u3bbITO4YHas Macca Tena, 13 % — oxupenue | ctenenun, 7 % — oxupeHnue Il ctenenn, 6 % —
oxupenue |l ctenenn). NMpu KOppensUMOHHOM aHanu3e YCTaHOBWAW, YTO C BO3PACTOM yBEAMYMBANAChb AONS NNUL, C U3-
ObITOYHOM Maccoi Tena B HabnwaaeMblix BO3pacTHbIX KaTeropuax (p < 0,05).

3akntouyeHune. V36bITOYHAN Macca Tena M OXMPEHUE B LOCTAaTOYHO HObLIOM MPOLLEHTE CYYaEB yXKe BCTPEYalTCs y noa-
pOCTKOB M HabnopaTcs 6onee YeM y NONOBUHbI B3pocnbix obcneayembix B CaHkT-leTtepbypre. CnepoBatenbHo, Heob-
XOAMMO MpPOBOAMTL CpeAn poauTeneit LOWKONbHUKOB M LUKONBbHMKOB, @ MO BO3MOXHOCTM M CaMUX AeTeil MeponpuaTus
no GOpPMMPOBAHMIO MOTMBALMKN K MOALEPXKAHMIO 3L0POBOro 06pasa Xu3Hu B Lensax npesynpexneHns paHHero pasputus
M36bITOYHOM Macchl Tena.

KnioueBbie cnoBa: OXUpEHUE; M306bITOYHAA Macca Tena; MHAEKC Macchbl Tena.
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Background. It is known that the earlier a person’s body weight exceeds the normal range, the metabolic disorders associated
with obesity will form at an earlier age. The progressive increase in the prevalence of obesity and metabolic syndrome in
different countries is primarily associated with the so-called “human risk factors”, which include: physical inactivity, excessive
consumption of food rich in fats and carbohydrates, stress, smoking. In this regard, it is extremely important to regularly
monitor the body weight of children and adolescents in order to early identify a tendency to increase body weight for the
making recommendations for maintaining weight within the normal range.

Aim. To evaluate the frequency of obesity and overweight in children, adolescents and adults from among the residents
of St. Petersburg, to conduct a comparative assessment of the data obtained.

Materials and methods. The work was attended by students of St. Petersburg schools (children and adolescents) and pa-
tients (adults) who are being treated in St. Petersburg State Medical Institution “Elizavetinskaya Hospital”. The sample was
random: when collecting data from children and adolescents, data from one of the classes in each parallel from 4" to
11% grade were taken into account, when collecting data from adults - 2 people from each ward of the gastroenterology
department of the St. Petersburg State Medical Institution “Elizavetinskaya Hospital”. Data collection was carried out in the
period: August-December 2020. Statistical processing was performed out using the computer software package SPSS 8.0.
Estimation of anthropometric parameters (age, body weight, height) and calculation of body mass index (BMI) were per-
formed in 74 children (age 9-12 years), 137 adolescents (age 13-18 years) and 55 adults (mean age 49.12 = 17.03).
Results. An increase in body weight was detected in 6.8% of children (5.4% - overweight and 1.4% - obese of the
1st degree), 14.6 % of adolescents (11.7% - overweight and 2.9% - obese of the 1t degree) and 62% of adults (36% -
overweight, 13% - obese of the 1° degree, 7% - obese of the 2" degree, 6% - obese of the 3 degree). During the
correlation analysis, it was observed that the proportion of overweight people in the observed age categories increased
with age (p < 0.05).

Conclusions. Overweight and obesity begin to be detected already in children, in a fairly large percentage of cases already
occur in adolescents and are observed in more than half of the adults surveyed in St. Petersburg. Therefore, it is necessary
to carry out activities among parents of preschoolers and schoolchildren, as well as, if possible, the children themselves,
to form motivation to maintain a healthy lifestyle in order to prevent the early development of overweight.

Keywords: obesity; overweight; body mass index.

AKTYAJIbHOCTb

Wzmenenue oOpa3a KU3HM W THTaHHA B TIOMY-
JSIIMM TPUBENIO K POCTY YHCHa JHI C HW30BITOYHON
Maccoil Tena. OXUpeHne Ha3bIBaAIOT «00JIE3HBIO LIUBH-
JIU3alKN», U AaXe ONHOM M3 HEMH(EKUHMOHHBIX IaH-
aemuit XXI B., NpencCTaBISAOMIEH yrpo3y Ul KU3HU
U 3I0pOBbS JIIOACH HE3aBUCHUMO OT HX COLMAIbHOM,
npodeccuoHaibHOM, Teorpaduueckol, BO3PACTHON
U TEHAEPHOM NpHHAMIEKHOCTU. M30bITOUHAs Macca
TeJa U OKUPEHNE COTPSIKEHBI C MTOBBIIIEHHBIM PUCKOM
Pa3BUTHSI MHOTHX 3a00JI€BaHHA, BOZMOXKHBIM (hopmu-
POBaHUEM  TPEBOKHO-JIEHPECCUBHBIX  PACCTPOMCTB,
Yrpo30il WHBaJIMIU3ALUM MALUEHTOB WU CHUXXEHUEM
MIPOJOIDKUTEIBHOCTH JKU3HU.

OIIHO M3 TSHKEJIBIX HEraTUBHBIX MOCJCACTBUN 0XKH-
peHMsI — METa0OJIMYSCKUI CHHPOM, B IaTOr€HE3¢e KO-
TOPOT0 BCE HAYMHACTCS C HAKOIUICHUS BUCIEPAIBHO-
T0 KHpa W WHCYJIMHOPE3UCTEHTHOCTH, YTO TPUBOIUT
B TIOCIICAYIOMIEM K Pa3BUTHIO HAPYIICHWH YIJIICBOI-
HOTO ¥ JIMIHIHOTO OOMEHA, HeaJKOTOJIHHOU JKUPOBOU
0O0JIe3HM TICUEHW W 3aTeM K Pa3BHUTHIO CEPACYHO-CO-
CYAMCTBIX OCJIOXHCHUH.

Bce darmme y4yeHple W MPaKTHKYIONINE BPaYd CTaIH
obparmare BHUMaHUE Ha TIPOOJIeMy OKHPEHUS Y ACTEH
U TOJPOCTKOB, MOCKOJBKY YE€M paHbIIE Macca Teia
YeJIOBeKa CTaHET BBIIIC HOPMBI, TEM B 00Jiee paHHEM
Bo3pacTte CHOPMHUPYIOTCS MeTabOIUYecKre HapyIile-
HUS, COTIPSDKEHHBIE ¢ oxupeHneM. [Iporpeccupytomiee
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YBEJIUYEHHE PACIPOCTPAHEHHOCTH METa00INYeCKOro
CHHIPOMa B pasHBIX CTpaHaX, B IIEPBYIO O4epels,
CBSI3aHO C TaK Ha3bIBaCMbIMM YEJIOBEUECKMMH (hak-

TOpaMH PHUCKA, K KOTOPHIM OTHOCSATCS: THIOAWHAMUS,

M30BITOYHOE TOTpeOlIeHue MUK, OOoraTtod >KUpaMu

U yINIEBOZIAMH, CTpecc, KypeHue [2, 6].
[IpuMeHHUTENPHO K TMEAMATPUYECKON IPAKTHUKE

B IPYIILy PUCKAa [0 Pa3BUTHIO OKUPEHHsS U MeTabo-

JUYECKUX HapyUIeHWH TMOMaJaloT JAETH CIEeIyIOMNX

kareropuii [6, 7, 11]:

1) ponuTeny KOTOPBHIX CTPaJaroT U30BITOUHOH Maccoi
TeJla MM OXXHUPEHUEM;

2) POACTBEHHUKH KOTOPBIX CTPAAAIOT (WM CTpadalin)
caxapHbIM AMa0eTOM WM JIPyroi SHAOKPUHHOH Ma-
TOJIOTHEH;

3) paHO mepeBelCHHbIE HAa UCKYCCTBEHHOE BCKapMIIU-
BaHHEe (0COOEHHO HECOATAaHCHPOBAHHBIMU BBICOKO-
KaJIOPUIHBIMH CMECSAMHN);

4) HeJOHOIIEHHBIE U MaJIOBECHBIE;

5) ¢ HacieACTBEHHBIMH 3a00J€BaHUSIMH M SHIAOKPHH-
HOW IaTOJIOTHEM.

CrnenoBareibHO, KpaiiHe Ba)KHO CBOEBPEMEHHO BbI-
SBJSITH JieTel, MMEIoInX (DaKTOPbl pUCKA Pa3BUTHUS
M30BITOYHOH Macchl Tela W OCYIIECTBISTH JUCIIaH-
cepHoe HaOJIoeHHe 3a BXOAALIMMHU B IPYIIy PHUCKA
Ul pAaHHETO Paclo3HaBaHUS, IPELYNPEKACHUS U Pa3-
BUTHS METa0OJUICCKOTO CHHApPOMA.

B panee mpoBeneHHBIX HCCIEIOBAHUSAX B pa3ivy-
HBIX pernoHax Poccuiickoii denepanun yxe OLEHU-
BaJIaCh YacTOTAa BCTPEUYAEMOCTH HM30BITOYHOM Macchl
Tella U OKUPEHUs y JeTeil u noapoctkoB. 1o qaHHBIM
SMUIEMUOJIOTHYECKOTO HCCIIEI0BaHNS, TPOBEICHHOTO
B 2005-2006 rr. B Poccuu 1 BKIIIOYABIIETO JaHHBIE 11O
10223 nogpoctkam 12—17 net, yacToTa BCTPEYAEMOCTH
M30BITOYHON Macchl Tena y ydamuxcs 6—11-x xirac-
coB cocrtaBmna 12 % [5]. B CapartoBe, mo maHHBIM
A.Il. ABepbsiHOBa, M30BITOYHAsI Macca Teja OIpere-
nserca y 10,7 %, B Tom uucne oxupenue y 4,1 %
mKoybHUKOB 6—16 net [1]. B OpenOypre pacmpo-
CTPAHEHHOCTh OXKUPEHUSs y JieTeit 7—17 neT cocraBuia
7% [8]. B 2013 1. omyONMKOBaHBI JaHHBIE OCMOTpA
10000 nmereii Pecriy6nmuku bamkoprocran B Bo3zpacte
or 10 no 16 ner: U30bITOYHAS Macca Tejla JUAarHOCTH-
posaHa y 14,8 %, n3 Hux oxupenue — y 6,3 % [9].
PacnipocTpaneHHOCTH OKUPEHUS Yy IETeH 1 IOAPOCTKOB
B YCJIOBUSIX ceBepHBIX Tepputopuii B 2011 1. cocraBuia
18,0 % [3]. Ilo nanueiM yuenbix u3 Ilepmu B 2005 1.
PacIpoCTpaHEeHHOCTh U30BITOYHON MacChl TeJla y MOA-
poctkoB coctaBuia 9,4 %, oxupenns — 3,1 %,
B 2013 . — 14,8 u 5,5 % coorBerctBerHO (p = 0,023
u 0,140 B cpaBHenum c xoroproit 2005 r) [12].
Ilpn aHanu3e cTaTUCTUKHM OKUpeHHs y neted 3a 2014—
2018 1. 00m1as 3a0oseBaeMOCTh OXHpeHueM B Poccuii-
ckoii Deneparuu cpenu Aereit B Bo3pacte 0-17 mer

yBenuuuiach Ha 21,4 %. B nunamuke 3a 20142018 rr.

TepBUYHAs 3a00JIeBAEMOCTh OKUPEHHEM CpEIH JeTei

B Bo3pacte 0—17 ner B Poccwmiickoii deneparmu yBe-

muumiack Ha 8,7 % [10]. MerabGonuyeckuil CHHAPOM

y JeTel BCTPEUaeTCsl CYILIECTBEHHO PEXe, YeM H30bITOU-

Has Macca Tejla W OKHUpPEHHE, OHAKO TP COXPaHEHUH

JMHAMHKHA pocTa 3a00J€BaeMOCTH OXXKHPEHHEM 4YacToTa

MeTa0OoINYEeCKNX HapyIIeHHH B JIAHHBIX BO3PACTHBIX

KaTeropusix Takke MOXET yBennuuThes. Heobxommmo

MIPOBOMIUTH PETYISIPHBIE THAEMHUOIIOTYECKHIE UCCIIET0-

BaHMSA ISl OTCIIKUBAHUS TUHAMUKH OKUPEHHS U MeTa-

OOTMYECKOTO CHHIIPOMA y JIeTel U MOAPOCTKOB. Bpauam

MHOTHX CHELUUaIbHOCTEH MNpPU BBISBICHUH OXXUPEHUS

U TIOZI03PCHUH Ha Pa3BUTHE METa0OIMYECKOTO CHHAPOMA

y peOeHKa ISl yCTaHOBJICHHUS JMArHo3a cieayeT OpueH-

THUPOBAThCS HA KPUTEPHH META0OIMYECKOTO CHHIIPOMA

MesxxaynaponHoit tuadetudeckoil accormaryu, 2007 .,

rae abIoMHHaNbHOE (BUCLIEPAIBHOE) OKUPEHHUE BBICTY-

MaeT B POJM OCHOBHOTO JMarHOCTUYECKOTO (hakropa

(tabm. 1, 2) [13-15].

Hannune aOmoMuHAIBHOTO OXXKHPEHHS OMpeaess-
JIOCh B COOTBETCTBUM C HOPMHMPOBAHHBIMU IO POCTY
MOKAa3aTesIMH OKPY)KHOCTH TaJIUU y JIeTel B BO3pacTte
or 6 no 18 netr, ycranopneHHsiMu A.Il. ABepbsiHO-
BEIM B pe3yibTaTe OOCIIeOBaHUS PETpe3eHTaTHBHOM
BBIOOPKH JIMIl JIETCKOTO M TMOJPOCTKOBOTO BO3pacTa
C OmpeeNeHNeM MacChl KUPOBOW TKaHH MPU ITOMOIIH
AIIEKTPOUMIIEIAaHCHOTO aHanmu3a (tabn. 2) [1].

B Teparmm meTabonmmdeckoro CHHIpOMa, OCOOEHHO
y JeTe W TOIPOCTKOB, HEOOXOMMMO, TIOMUMO (hapmako-
JIOTHYECKON KOPPEKIUH, BHEJPSTh MEPOIIPUSITHS TIO (op-
MHUPOBAHHIO TIHIIEBBIX MPEIIOYTCHUI COIACHO TIPHHIIU-
MaM OCO3HAHHOTO TIUTaHWs, & TaKXKe M0 TIOICPIKaHHIO
aKTUBHOTO OOpaza xm3HW. Llenmh Bpada B 3TOM ciydae
3aKmodaeTcss B (OPMHUPOBAaHWM Yy JETEH, IOAPOCTKOB
U UX POIUTENIEH YCTOMYMBOM MOTHBAIMU U YCTAHOBKU HA
yCIIeX, HalpaBJICHHOW Ha JUIMTEILHOE BBHIOJTHEHUE PEKO-
MEH/IAIMH 110 TIUTaHHIo, (PU3MYECKUM Harpy3KaMm, TIpHeMy
JIEKApCTBEHHBIX TPETapaToB, MICUXOTEPaITiH; TPOOIEMHO-
LieneBoe 00ydeHne u oOydeHHe CaMOKOHTPOIIO [6].

Crnernukoii KOPpEKLUUH MPOOIEMBbl OKUPEHUS SIB-
JISTFOTCSI:

1) y3kuii BpeMEHHOW MPOMEXKYTOK I BO3JEHCTBHS
Ha TAIMEHTOB U WX CEMbH;

2) CIOXHOCTh (POPMHUPOBAHHUS TMMO3UTUBHOM MOTHBA-
LMK Yy TAIMeHTOB U WX CeMel K HOpMaau3aluu
MAacchl Tela;

3) PUTHAHOCTH TAIMCHTOB, NMPHUBEPKCHHOCTH CEMEHi-
HBIM 1 OOIIECTBEHHBIM CTEPEOTUIIAM («BO3paCTHAs
MIOJTHOTa», «y HAaC B CEMbE BCE ObUIM TaKHUMN»,
«TaKoH y HAac MeTadoIn3M»);

4) 3arpaTHOCTH 370POBOTO 00pa3a YKU3HU IO CpaBHe-
HUIO C «TPaJWIIMOHHBIMID JUISl TOMYJISIAA MOJIe-
JIIMU TIOBEJICHUSI.
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Tabnuya 1 / Table 1
KpuTepuu oMarHoCcTMKn MeTabonmMyeckoro cMHApoMa y aeTei M NoApOCTKOB B 3aBMCMMOCTM OT BO3pacTa Mo AaH-
HbIM MexayHapoaHoi anabeTuyeckoi accounaunu, 2007 r. [14, 15]
Criteria for the diagnosis of metabolic syndrome in children and adolescents depending on age by International Diabetes
Association, 2007 [14, 15]

Osxupenue (OKpyx- | Tpurimuuepuabl, AprepuanbHoe I'nroko3a KpoBH,
Bospacr / HOCTH TalluH, cM) / MMOJIB/IT / JITIBII, mmouns/a / JaBJICHHE, MMOJIB/IT /
Age Obesity (waist cir- Triglycerides, LDLP, mmol/l MM pT. CT. / Glucose in blood,
cumference, cm) mmol/l Blood pressure mmol/l
Jo 6 net / Mertabonuueckuii cuaapom He Gopmupyercs /
Under 6 years Metabolic syndrome is not formed
610 net / >90-r0 MPOUEHTHIIS Jlnarso3 MeTaboINYECKOro CHHAPOMA B JAHHOH BO3PACTHOM I'pyIe
6-10 years (tabm. 2) / HE yCTAHABIMBACTCS, HO €CJIM MOMHUMO a0OMHHAIBEHOTO OKUPCHHS NMEeTCs
> 90™ percentile OTATOIICHHbIH CeMEHHbII aHAMHE3 110 META00INYECKOMY CHHIIPOMY, CaXapHOMY
(table 2) nuabeTy 2-ro THIa, CePICYHO-COCYIUCTHIC 3a00eBaHM, BKIIIOUAs
apTepHabHYI0 THIEPTEH3UIO U/UITH OXKUPEHNe, TO HE0OXOAMMO HCCIIeJ0BaTh
U IpyTrue mnoxkasatenu /
The diagnosis of metabolic syndrome in this age group is not established,
but if, in addition to abdominal obesity, there is a burdened family history
of metabolic syndrome, type 2 diabetes mellitus, cardiovascular diseases,
including hypertension and/or obesity, then it is necessary to investigate other
indicators
10-16 met/ >90-T0 MPOUEHTHIIS >1,7 MMOIIB/71 / <1,03 mMmoab/a / CAJl >130 u/mnm >5,6 MMOJIB/T [eciin
10-16 years UM KPUTEPUU TS mmol/l mmol/l JAJ>85 mm pt. cT. / >5,6 MMOIIB/1T (MITH
B3POCIBIX, €CIU SBP >130 and/or HaJlM4Kue caxapHoro
Hmxe (tabm. 2) / DBP >85 mmHg nuabera 2-ro TUIA)
>90" percentile or MPOBECTH TECT TOJIC-
adult criteria, if PAHTHOCTH K TI0K03e] /
lower (table 2) >5.6 mmol/l
[if >5.6 mmol /1
(or the presence
of type II diabetes
mellitus) conduct
a glucose tolerance
test]
>16 ner / Yy MyXK4UH >94 cwMm, >1,7 MMOITB/IT Yy MyKUUH CAJZl >130 u/ >5,6 MMOJIB/TT
> 16 years y xeHiuH >80 cm / (>150 mr/mm) / <1,03 mMouB/1 nnn JALL (100 Mr/mn) unu panee
in men > 94 cm, >1.7 mmol/L (<40 Mr/nm), y xKeH- >85 MM pT. CT. YCTAHOBJIEHHBII caxap-
in women > 80 cm (=150 mg/dl) muH <1,29 MMONB/T | WJIM TIpUEM aHTH- | HblH Auader 2-ro Tumna /
(<50 mr/m) nnm TUTIEPTEH3UBHBIX >5.6 mmol/L
crienuguIeckoe je- npernaparosB / (100 mg/dl) or previ-
yenue >TuX smnua- | SBP >130 and/or | ously established type 2
HBIX HapymreHnii / | DBP >85 mm Hg diabetes mellitus
in men or, if antihyper-
<1.03 mmol/l tensive drugs are
(<40 mg/dl), taken
in women
<1.29 mmol/l
(<50 mg/dl) or, if
specific treatment
of these lipid disor-
ders is carried out
Ipumeuanue. JITIBII — aumonpoTenHs! BeIcokoi muotHocTH; CAJl — cuctonmueckoe aprepuaibHoe masineHue; JAJl — nua-

CTOJIMYECKOE apTEePHUAIbHOE AaBICHUE.
Note. LDLP — low-density lipoprotein; SBP — systolic blood pressure; DBP — diastolic blood pressure.
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Tabnuua 2 / Table 2

MpoueHTUNbHOE pacrnpefeneHue OKPYXHOCTU Taluu y Manb4yMKOB M AeBOYeK B Bo3pacTe oT 6 no 18 net (cm),
MCMoNb3yeMoe NS OLEHKU OXMPEHUS KaK KpUTepus AMAarHoCTUKM MeTabonunyeckoro cuHapoma [1, 4, 14, 15]
Percentile distribution of waist circumference in boys and girls aged 6 to 18 years (cm), used to assess obesity as a cri-

terion for the diagnosis of metabolic syndrome [1, 4, 14, 15]

Bospact, romst / Manpuuku / Boys JeBouku / Girls

Age, years 10-1 25-i 50-i 75-1i 90-ii 10-i 25-i 50-i 75-1i 90-ii
6 50,1 54,3 55,4 59,1 64,2 49,5 51,8 55 58,8 64
7 51,9 56,2 57,5 61,7 67,6 51,1 53,5 56,9 61,1 66,8
8 53,7 58,1 59,6 64,3 71 52,7 55,2 58,8 63,4 69,7
9 55,5 59,9 61,7 67 74,3 54,3 56,9 60,7 65,7 72,6
10 57,3 61,8 63,7 69,6 77,7 55,9 58,6 62,5 68 75,5
11 59,1 63,6 65,8 72,2 81,1 57,5 60,2 64,4 70,3 78,3
12 60,9 65,5 67,9 74,9 84,5 59,1 61,9 66,3 72,6 81,2
13 62,7 67,4 70 77,5 87,9 60,7 63,6 68,2 74,9 84,1
14 64,5 69,2 72,1 80,1 91,3 62,3 65,3 70,1 77,2 86,9
15 66,3 71,1 74,1 82,8 94,7 63,9 67 72 79,5 89,8
16 68,1 72,9 76,2 85,4 98,1 65,5 68,5 73,9 81,8 92,7
17 69,9 74,8 78,3 88 101,5 67,1 70,3 75,8 84,1 95,5
18 71,7 76,7 80,4 90,6 104,9 68,7 72 71,1 86,4 98.4

Ienv pabomer — ompeneneHne 4acToTel BcTpeuae- 11 cremenn, 40 kr/m> u Boime — oxxupenne 1T cre-
MOCTH OXXHPEHHUS U M30BITOUHOM MacChl Teja y JCTEH, IICHU.

MOJPOCTKOB M B3pOCIHBIX M3 uMcia xurenel CaHKT-
[lerepOypra, a Takxke CpaBHHUTEIbHAsI OLCHKA IIONY-
YEHHBIX JAHHBIX.

MATEPWANBI K METOAbI

B pabote npunsiiu yuyactue ydamuecs mkoia CaHKT-
ITerepOypra (neTn U MOAPOCTKH) U MALMEHTHI (B3pOC-
neie), Haxonsmuecs Ha Jiedernn B CI16 I'bY3 «Emm3a-
BETHHCKasi OoNbHUIA». BrIOOpKa HOCMIA CITy4alHBIH
Xapakrep: MmpH cOope AaHHBIX AETel W MOAPOCTKOB
YUUTBIBAJIMCH JTAaHHBIC OJHOTO M3 KJIACCOB B Ka)IOU
napamtenu (¢ 4-ro mo 11-it xiacc), mpu cOope naH-
HBIX B3pPOCIBIX — M0 2 4YeJoBeKa M3 KaXIoH Tmaina-
Thl TaCTPOIHTEPOJIOTUYECKOTO OT/AEICHHUS B TEUYEHHUE
4 mec. COop DaHHBIX MPOBOAHMJIM B MEPUOA C aBrycra
no aexadpb 2020 . OnpezneneHsl aHTPOIIOMETPHUYECKUE
ToKazarey (BO3pacT, Macca Tela, POCT) W PacCUUTaH
uHnexc Maccol tena (MMT) y 74 nereii (9-12 ner),
137 mompoctkoB (13—18 ner) u 55 B3pochwix (cpen-
Huil Bo3pact 49,12 + 17,03). Pacuer UMT npoBoauiu
no ¢opmyne Macca, Kr/(poct, M)>. B 3aBucumMocTH OT
HNMT (mokazarenb HCIoNb3yeTces y AeTeit crapie 2 JieT
U B3POCIBIX) 00CIEMyeMble TOAPA3ACISUINCh HA TPYII-
bl HUOKE 25 Kr/M?> — HeT u30bITKa Macchl Teja, 25—
30 kr/m?> — u3beITOuHas macca tena, 30-34,9 kr/m? —
oxupenne | cremenu, 35-39,9 kr/mM*> — oxupeHue

Craructuueckas oOpaboOTKa TpoBeneHa C IOMO-
IIbI0 IMaKeTa KOMIBIOTEpHBIX mHporpamm SPSS 8.0.
Pacnpenenenue naHHBIX B BBIOOpPKE OLEHMBAJIU NPHU
nomoru kputepust cornacust x> I[Tupcona, Tecra Koi-
MoropoBa — CmupHOBa ¢ momnpaBkoit Jlummuedopca.
Tax xak pacmnpenelneHne ToKa3aTeleld Bo3pacTa
nu UMT B BbIOOpKE OBUIO OTIMYHBIM OT HOpPMAallb-
HOTO, AJISl OLIEHKHU HaJIW4Usl KOPPEJSALHUOHHON CBS3U
MEXJy HAMH TpPUMEHSUTH KOd3()(UIUMEHT paHTroBOH
koppensanuu CrnupMena. 3HaUCHHUE KPUTEPHUS CTaTH-
CTHYECKOM 3HAYUMOCTH (p) YCTaHOBJIIEHO HA YPOBHE
BeposiTHOCTH ommuOKku 0,05.

PE3Y/IbTATbI

[NoBblIeHHE MacChl Teja 0 CPABHEHUIO ¢ HOPMaTHB-
HBIMU TIOKa3aTeJsIMU B PA3HOH CTENEHH BBIPAKCHHOCTH
OIIpeNeIsIOCh BO BCEX BO3PACTHBIX rpymmnax. B rpymnmax
JieTeld ¥ TIOJPOCTKOB ObUIM OOCIelyeMble KaK ¢ H30bI-
TOYHOM MAaccoi Tesla, TaK M C OXHMpeHueM [ creneHu,
B TpyHOIe B3pOCbIX ObUIM BBISIBICHBI 00CIEIyeMble
C OXHMPEHHEM BCEX Tpex cTereHeil (Talim. 3).

[Ipyn mpoBeneHUM KOPPEISALHMOHHOIO aHAIN3a BBI-
siBJIeHa npsimasi 3asucumoctb IMT ot Bo3pacra B Ha-
OJr0IaeMBbIX BO3PACTHBIX KaTETOPHAX: B TPYMIE AETeH
n noapoctkoB 7 =0,360 (p=0,001) (cM. pucyHok),
B Tpymre B3pocibix » = 0,329 (p=0,014).
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Tabauuya 3 / Table 3

YacToTa BCTpevyaeMoCTu M36bITOYHOM MacChl TENA U OXMUPEHUS y AeTel, MOAPOCTKOB U B3POCbIX
The frequency of overweight and obesity in children, adolescents and adults

I'pynmer obcnenyemsx / Mii?ﬁﬁ:ij / W36sITOuHas Oxupenue Oxupenue Oxupenue
Groups of patients Normal b(;do Macca tena, % / I crenenu, % / 11 crenenu, % / 111 crenenu, % /
examined weight, % Y Overweight, % Obesity I, % Obesity 11, % Obesity 111, %
, /0
Jertu / Children 93,2 5,4 1,4 0 0
IMonpoctku / Adolescents 85,4 11,7 2,9 0 0
B3spocasie / Adults 38 36 13 7 6
19
18 booes o ol o .
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NMT, kr/m? / Body mass index, kg/m?

PucyHok. KoppenauuoHHas cBsi3b MeXxay BO3pacToM M MHAEKCOM MacChl Tena

Figure. Correlation between age and body mass index
OBCYXIOEHWE PE3YJIbTATOB

[lonyuenusle pesyasrarsl y nun o 18 jer (y me-
Teil: u30bITouHas Macca Tena — 5,4 % U OKXUpeHHe
I crerenn — 1,4 %; y mogpoCTKOB: M30BITOYHAS Macca
tena — 11,7 % u oxupenune | crenenn — 2,9 %)
nokazanu, 4ro B Cankr-IlerepOypre cpemu oOcieno-
BaHHBIX MPHUCYTCTBYET ONPEAEIECHHBII MPOLEHT JeTel
Y TIOIPOCTKOB C M30BITOYHON Maccod Tela W OXKHpe-
HUEM, TIPUYEM Yy MOAPOCTKOB 00a TOKa3aTelss BHIIIE,
4yeM y JeTeil. Mbl CpaBHWIM NTOJIyYEHHbIE [TOKA3aTEeNN
C pe3ynbTaTaMH MCCIEOBAaHMN JIPYyIMX POCCHUHCKUX
YYeHbIX 17151 JAaHHOM Kateropuu il [1, 3, 5, 8-10, 12],
B KOTOPBIX 9aCcTOTa BCTPEYAEMOCTH M30BITOUHONW Mac-
CHI Tela y JAETeW W MOAPOCTKOB BapbupyeT oT 9,4 mo
14,8 % un oxupenus — 3,1-7,0 %. Ilpu cpaBHeHUH
JaHHBIX YCTAHOBIICHO, YTO y JeTeHd, 00cCiIeqOBaHHBIX
B Cankr-IleTepOypre, mpoueHT BCTPEYaeMOCTH U30bI-
TOYHOM MAaccChl Tejla U OKUPEHUSI HECKOJIBKO HHIKE,
[0 CPaBHEHMIO C pe3ysbTaraMu padoT, MPOBEICHHBIX
B JIpyrux pernonax Poccum, Torjma kak ajis MOAPOCT-
KoB, oOcnenoBanHbX B Cankr-IlerepOypre, mokasare-
JU B LEJOM COBNAJAdd C JAHHBIMH, HOJYYECHHBIMHU

APYTUMHU HCCICAOBATCIIAMU B PA3JIMYHBIX PEruoHax
Poccun.

[Ipn aHanm3e MaHHBIX B3POCIBIX TAIMEHTOB BHI-
SIBJICHO, YTO H30BITOYHAs Macca Tejda U OXHPCHHUE
HaOmonarTest Oosiee yeM y TonoBuHBL (36 u 26 %
COOTBETCTBEHHO). BeposiTHee Bcero moBbIIICHUE Mac-
CBI T€JIa C BO3PACTOM B TIEPBYIO O4Yepe/ib CBSI3aHO C 3a-
MeJIeHHeM OCHOBHOTO OOMeHa.

IIpucyrcTBHEe 1L C NOBBILIEHUEM MAacChl Tela
B IpyHIax JAETed M IOAPOCTKOB SIBJISETCS T'PO3HBIM
CUTHAJIOM K Pa3BUTHIO BHCIIEPAILHOTO OXXUPEHHUS BO
B3pPOCIIOM BO3pacTe ¢ (popMupoBaHUEM B OymyIieM Me-
TaOOIMYECKUX OCIOKHEHHH W CEPIEeYHO-COCYINCTHIX
karacTpod. CrenoBarenbHO, HEOOXOAUMO IMPOBOIUTH
CPeIy POAUTENCH JOIIKOIbHUKOB, IIIKOJIBHUKOB U Jie-
Tel HIKOJIILHOTO BO3pacTa MEpONpUATHs 1o GpopMUPO-
BaHUIO MOTHBAITUH K MOJIEP>KaHUIO 3I0POBOTO 00pasa
JKU3HU B LCIIAX NPEAYHPEIKACHUA Pa3BUTUA OKUPECHUA
U METa0OJUYECKOTO CHUHJPOMA B TOIMYJISIHH.

OnTuMalibHBIA TIEPUOA JUIS TPOQPIIAKTUKUA OXKH-
peHHs ¥ W30BITOYHON MacChl Telna — JETCTBO M TOJ-
POCTKOBBIN BO3pACT (IOKIMHUICCKUH TIEPHOI U TICPHOT
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OTCYTCTBMS OCJIOXKHEHHUIT). MBI npejiiaraeM HauyMHAThH
npouIaKTHIeCKue MEPOIPHUATHS 110 BBISBICHUIO (hak-
TOPOB PHCKAa, OPUEHTUPYSICh Ha pa3paOOTaHHBbIC HAMU
nokasaresin aKkTOPOB pPHCKAa pPa3BUTHS M30BITOYHON
Macchl Tejla U OKUPEHHs Yy JieTel U MOIPOCTKOB:

1. Ilutanue: U30BITOUHOE YIOTPEOJICHHE BBHICOKOKA-
JIOPUHHBIX TPOIYKTOB, MOTpeOIeHHE OOJIBIIMX MOPLHI
IHIIM, JOCTYIHOCTh M JELIEBU3HA IIPOAYKTOB ObICTPO-
ro npurotoBieHus: (pacrdyna), HECOOMOICHUE COBpe-
MEHHBIMM JIETBMH M TOAPOCTKAMHM pEXHMMa IUTAHUA
U OTABbIXa, OTCYTCTBHE 3aBTpaKa, OTCYTCTBHE CeMei-
HBIX 00€I0B, IMTAHUE BHE JI0OMA CO CBEPCTHHKAMH, €71a
B HOYHBIE YaChl, POCMOTP TENeTepead BO BpeMs €fIbl,
HEZOCTaTOYyHOE COJEpPKaHNe B pallioOHe OBOILIECH 1 (DpyK-
TOB, N300MITHE JOCTYITHBIX HU3KOKAYECTBEHHBIX CIIaJKNUX
ra3upOBaHHBIX HAIUTKOB M COKOB, peKJiaMa MNHIIEBBIX
HPOIYKTOB, HE BXOSIMX B PALIMOH 30POBOIO MUTAHMS,
¥ HEMpPaBWJIBHBIX THUIIOB IHUINEBOTO MOBEJIEHHUS, HEI0-
CTYNHOCTh Ka4€CTBEHHBIX MPOAYKTOB MHUTAHUSI.

2. l'unonuHamusi: HU3KUI YpOBEHb (PU3HUYECKOM aK-
TUBHOCTH, IIPU KOTOPOM NOTpeOJIeHHE YHEPTUH BBILIE
ee pacxosia, OTCYTCTBHE BO3MOKHOCTH 3aHHMAaThCA
CIIOPTOM, 3aBHCHUMOCTH OT TajPK€TOB M TEJIEBHJCHHUS.

3. Cewmelinble (axkTopbl: T€HETHYECKas Ipenpac-
MOJIOKEHHOCTb, ~KYJIBTypHbIE W  BHyTpUCEMEHHBIE
TPaJULHK, COLHUAIbHO-3KOHOMUYECKUH CTaryc ce-
MbH, HU3KAW YpOBEHb O0Pa30BaHUs, HU3KUN ypOBEHb
B3aMMHOI TOJJICPKKU M JIOBEpUSi B CeMbe, CIaObIii
POOUTENBCKUN KOHTPOJIb.

4. Ilcuxonormueckune (HaKTOPBI: XPOHUYECKUI
CTpECC, HETAaTHBHBIM SMOIMOHATLHBIA (DOH B CEMBE,
JIETCKOM JIOIIKOJIBHOM YUPEXJIEHHUH, IIKOJEe, HEeHo-
CTaroyHas TMpPOJOJKUTENIBHOCTh CHA, OTCYTCTBHE
COOCTBEHHBIX MHTEPECOB, HECIIOCOOHOCTh CTPYKTYpH-
pOBaTh 3aHATUS M AOCYI, HU3KAasg CaMOOLICHKA, CIIOXK-
HOCTH B KOMMYHHUKAIIUM CO CBEPCTHHUKaAMHU.

Hcnonp3oBaHre Ha peryiasipHOil OCHOBE B paMKax
NEPUOANYECKOrO HaONoONeHus 3a JeTbMHU B BO3pacTe
1-2, 3-5, 6-7, 89, 10-11, 12-13, 14-16 ner cucre-
MBbl OIPOCHHUKOB M TECTOB (ISl AE€TEH — 3alOIHAIOT
pOIUTENH, AN MOAPOCTKOB — 3aATOIHSIOT CaMOCTO-
ATEJILHO), B TOM YHUCIIE AaHHBIX MH(OPMALUH O MO-
KazaTeasix (DakTOpoB pHCKa (CM. BBIIIE), IMO3BOJISET
BBISIBUTH B MOIYIALUM JUL ¢ (akTopaMu pHUCKA U3-
OBITOYHOI Macchl TeJa, OKHPEHUs, METaOOINIECKOTO
CHUH/IpOMA Ha JOKJIMHUYECKOW CTaJWd U CTaJAUU MHU-
HUMAJIbHBIX KIMHHYECKUX TMPOSBICHUH M MPUMEHUTH
K HUM BEChb CIIEKTP NPO(UIAKTUYECKUX U JIeUCOHBIX
MEpOTNPUATHH, BKJIIOYAs ICUXOJIOTUYECKOE KOHCYIIBTU-
pOBaHUE, TICUXOJOTHYECKYIO0 KOPPEKLHNIO, WHIUBUIY-
aJbHYI0 U CEMEHHYIO0 TCHXOTeparuio; MepOIpHUITHS
MO ONTHUMH3ALUUK 00pa3a >KW3HHU; KOHCYJIBTaTUBHYIO,
JUAarHOCTHYECKYIO, JIedeOHYI0 IIOMOILb UETOJIOra,
racTpO’HTEPOJIOra, 3HIOKPHHOJIOra; PEaOMIUTALMIO.

B crnydasx, xorma Ha JOKIMHUYECKOM JTare He
yIaI0Cch W30€KaTh Pa3BUTHS OXUPCHHS, HEOOXOIUMO
B IICJSIX PAHHEIO BBISIBICHUS METa0OJUYECKOTO CHH-
JIpOMa OPUEHTUPOBATHCS HAa O(UIIUAIBHBIC KPUTEPUH,
MpeJCTaBIIeHHbIe B Ta0m. 1, 2.

3AKJTIOYEHUE

Takmm o00pa3om, Tpu OOCIETOBAHUN BBIOOPKHU
xutenel Cankt-IlerepOypra BbIsSBIeHA MOBHIIICHHAS
Macca Tena: y gereid — B 6,8 % ciyuaes (5,4 % —
n30bITOYHAst Macca tena, 1,4 % — oxupenue | cre-
MeHN), Cpeau TOoApOCTKoB — B 14,6 % cmydaes
(11,7 % — wu30BITOUHAS Macca Tena, 2,9 % — oxu-
penne | ctemenu), y B3pocibix — B 62 % ciaydaeB
(36 % — wus0ObITOUHAs Macca Tena, 13 % — oxku-
penue | cremenn, 7 % — oxupenue Il crenenw,
6 % — oxupenwne lII crenenn). [Ipu cpaBHUTETHHOM
OIIEHKE IMOoKa3zarejeil o0cieloBaHHBIX HaMH JeTei
U TIOAPOCTKOB YCTAHOBJIEHO, YTO YHCJIO TMOJAPOCTKOB
C TIOBBIIICHHOW MacCOU Tena BbIlie Ooliee 4YeM B JiBa
pasa mo cpaBHeHMIO ¢ rpymnmnoi nereil. Ilpu cpas-
HCHHUW NTaHHBIX OOCIEIOBAaHHBIX IETEH W B3POCIBIX
YCTAHOBJIEHO, YTO y B3POCIBIX YacCTOTa BCTPEYAEMO-
CTH TOBBINICHHOW Macchl Tela B JIEBATH pa3 BBIIIIE,
yeM y neredl. Bo3mokHO, akTtuBH3amus (HakTOpoB
pUCKa pa3BUTHS OXUPEHHS IPOUCXOIUT WMEHHO
B TOJIPOCTKOBOM BO3pacTe B MEPHOA IOJIOBOTO CO-
3peBaHus, YTO NPHUBOAUT K 3HAYUTEIHHOMY YyBEJIH-
YEHUIO0 YaCTOThl BCTPEYAEMOCTH JIHUI[ C M30BITOUHOM
Maccoil Tela W OXHPEHHEM BO B3POCIOM BO3pacTe.
YBenu4eHne Macchl Tenla y oOClieyeMbBIX C Bo3pac-
TOM MOYET OBITh CBSI3aHO TaKXe C OCOOCHHOCTSIMHU
MUTaHUs («3alaJHbIN TUI MUTAHUS C MOBBINICHHBIM
coJiepKaHUeM KaJOpUIHON paMHUPOBAHHON MUILN)
W TIPUCYTCTBHEM B METAIOINCe OONBIIOTO YHCIa
(hakTOpOB pHCKa, a TAaKXK€ C BO3PACTHBIM 3aMejJie-
HUEM OCHOBHOTO OoOMeHa.

Crenyer mom4epKHyTb, 4TO HEOOXOAMMO C OIpe-
JISJICHHOW TEePUOJUYHOCTHIO IPOBOJUTH PACIIUPEH-
HBIE DIHAJEMHUOIOTHYECKNE HCCIIEOBAHUS TI0 BBISB-
JICHUIO JIETEH W MOAPOCTKOB C HM3OBITOYHOM Maccoit
Tela U OXKUPEHHEM, B TOM YHCIIE JUIsI CPAaBHUTEIbHOMN
OIICHKH 3THX M3MCHECHUU B JUHAMHKE.

OOMNOJIHUTENIbHAA UHDOPMALUA

Bkiag aBTopoB. Bce aBTOpPBI MOATBEPKIAIOT CO-
OTBETCTBUE CBOET0 aBTOPCTBA MEXyHapOJHBIM KpH-
tepusim I[CMIJE (Bce aBTOpBI BHECIH CYIIECTBEHHBIN
BKJIaJl B pa3pabOTKy KOHLENIMH, IIPOBEICHHUE HCCIIe-
JOBaHUsI U IOATOTOBKY CTaTbU, MPOWIM M ONOOpUIH
(UHATBHYIO BEPCHUIO Tepes] MyOIrKaIuei).

KondaukT nHTepecoB. ABTOPHI IEKIAPUPYIOT OT-
CYTCTBHE SIBHBIX U MOTCHLIMAIBHBIX KOH(OINKTOB UHTE-
PECOB, CBS3aHHBIX C MyONMKaneld HACTOSIIEH CTaThbH.
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Hcrounuk puHaHCHPOBAHUS. ABTOpPHI 3asBISIOT
00 OTCYTCTBUHM BHELIHEro (prHAHCHPOBAHHUS HPHU MPO-
BE/ICHUH HCCIIECIOBaHMUA.
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Background. Staphylocci are the leading pus-forming Gram-positive bacteria in the children’s hospitals. The prevalence
of the antibiotic resistant strains among them Llimits therapeutic effects of infections in children.

Aim. The research is aimed at characterizing the species of staphylococcus, which are isolated from the different clinical
specimens of the patients at the clinics of Saint Petersburg State Pediatric Medical University in 2019, and analysis of
their susceptibility to antimicrobial agents.

Materials and metods. According to the clinical recommendations of 2018, susceptibility to antimicrobial drugs (AMD)
was revealed in 860 strains of staphylococci determined by the disc diffusion method, which were identified by the
automated analyser Vitek-2 compact.

Results. Six species of staphylococci were represented at the hospital departments, among which Staphylococcus epi-
dermidis prevailed in the departments of the neonate pathology department and intensive care units (63.0% and
46.2% respectively), Staphylococcus aureus is commonly found at the departments of surgery and the departments of the
therapeutic profiles (61.7% and 46.2% respectively). More than a half of the staphylococci strains (63.0%) were resistant
to at least one of the antimicrobial drugs. Vancomycin and line solid showed the highest activity to these staphylococci.
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High specific weight of multidrug resistant (MDR) bacteria (37.8%) and extensively drug resistant (XDR) strains of the
phenotype (33.0%) was revealed. The level of antibiotic resistant strains was the highest in Staphylococcus haemolyticus
(98.1%) and S. epidermidis (82.0%), while the specific weight of the resistant ones, MDR and XDR strains was extremely
low among S. aureus (16.2%, 1.5% and 0.4 respectively), as well as in methicillin-resistant isolates (0.8%).

Conclusions. A great variety of antibiotic resistance was revealed among the staphylococci. The prevalence of these strains
in the pediatric hospitals requires constant local monitoring of the antibiotic resistant staphylococci.

Keywords: Staphylococci; antibacterial drugs; resistance; Multiprofile Children’s Hospital.
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% PRTA
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Types of SR/ I/ ik ) URERL / WrrE
staphylococci surgical intensive care newborn pathology therapeutic

SHE R PR 116(61,7%) 21(11,4%) 44(13,8%) 78(46,2%)
2 SGH E BRI 56(29, 8%) 113(61,4%) 201(63,0%) 6840, 2%)
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Fig. 3. Most common antimicrobial susceptibility patterns of S. epidermidis. Azm - azithromycin, Amc - amoxiclav, Gn - gen-
tamicin, Ox - oxacillin, Cip - ciprofloxacin, Ckt - cefoxitin
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Fig. 4. Antimicrobial patterns of S. aureus. Azm - azithromycin, Amc - amoxiclav, Gn - gentamicin, Ox - oxacillin, Cip - cip-

rofloxacin, Ckt - cefoxitin
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Fig. 5. Antimicrobial patterns of S. haemolyticus. Azm - azithromycin, Amc - amoxiclav, Gn - gentamicin, Ox - oxacillin,

Cip - ciprofloxacin, Ckt - cefoxitin
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AktyanbHoCcTb. OueHka GM3MYeCcKoro pa3BuUTUS AeTel OTAeNbHbIX pernoHoB Poccuitickort Mepepaumm He TepsieT CBOeM
aKTyaNbHOCTU M TpebyeT NMOCTOSHHOrO OBGHOBNEHUS, B CBS3U C 3TUM MNPeACTaBASETC BaXHbIM U3yyeHWe ero y AeTei,
afanTUpYLWKMXCa K KauMatoreorpaduueckum ycnosusam Ceepa, a Takxke BNMSHUME Ha Hero HeauddepeHUUMPOBAHHOM
LUCNNA3UM COEAUHUTENbHOW TKaHM.

Lenb — 13yunTb NosIOBO3paCTHble 0COHEHHOCTM MPOMOPLMOHANBHOCTM PU3MYECKOTrO pa3BuUTMSa Y aeTel C HeanddepeH-
LMPOBAHHOM AMCNNa3nen COeAUHUTENbHOW TKaHU, NPOXMBAKOWMX B XaHTbl-MaHCMIACKOM aBTOHOMHOM okpyre — HOrpe.

Martepuanbl u Metoabl. lMpoBeneH aHanu3 duanyeckoro passutna 528 peTteit nepuoga BTOPOro AeTCTBA M MOLPOCTKO-
BOr0 BO3PacTa, MPOXMBAWOWMX B XaHTbl-MaHCMIACKOM aBTOHOMHOM okpyre — lOrpe. Ipynny uccnenoBaHus coCTaBuau
342 pebeHka (248 manbumMkoB U 94 peBoYeK) C AMArHOCTUMYECKM 3HAYMMbIM KOAMYECTBOM MpPU3HAKOB-(HEHOB Heaud-
dbepeHUMpPOBaHHOM AMCMNA3MU COEAMHUTENbHOM TKaHu (0T 6 go 18 cturm). B rpynny cpaBHeHus sBownu 186 petein
(111 manbumkoB n 75 peBoyek), He HabpaBLIMX 3HAYMMOro nopora npusHakos-deHos (0T 0 o 5 cturm). OueHky dusnve-
CKOTO pa3BMTUS NPOM3BOLAMIM MO BECO-POCTOBOMY MHAeKcy KeTne I, rpyno-secoBbiM nHaekcam lMNMuHbe, Bepeeka u bpyruwa,
M MHAEKCAM MPOMNOPLMUOHANbHOCTU: KOPMUYECKOMY, WMPUHbI NJeY, UMPUHBI Ta3a, GOpMbl TYN0BULLA, MHAEKCAM ANUHbI PYK
W HOT, YepernHoMy W NULEBOMY YKa3aTensiM, MexopObuTanbHO-OKPYXKHOCTHOMY UHAEKCY.

Pesynbratbl. Jetn 6e3 HeanddepeHUMPOBAHHON AWUCNNA3UU COEAUHUTENbHOW TKaHWM Mepuoda BTOPOro LeTCTBAa UMEKT
CKJIOHHOCTb K TMMOTPOGUMN U XapaKTepU3yTCs C1abbiM TENOCNOXKEHUEM CO CKIIOHHOCTbBIO K Y3KOrpyaocTu. B nogpocTtko-
BOM BO3pacTe TEHAEHUMS K CNaboCTh TeNOCN0XEHUS COXPAHSeTCs, TOrAa Kak pOCTO-BECOBbIE COOTHOLUIEHUS OTKJIOHAITCS
B CTOPOHY HopMoTpoduu. JeTtn ¢ HegnddepeHLMPOBAHHON ANCNIA3NEN COEANHUTENBHOW TKaHW Nep1Moaa BTOPOro AeTCcTBa
M NOLPOCTKOBOro BO3pacTa MMEKT NPSMOYrofibHYH WMAWM TpaneuuMeBuHy GOpMy TynoBMILA CO CpefHel ero AJIMHOW,
a TaKXe A/NIMHHblE BEPXHUE U HUXKHME KOHEYHOCTM OTHOCUTENbHO AMIMHbI TYNOBMLLA.

3akntoueHune. BospeiicTBMe coumanbHo-3Konornyeckux ¢aktopos CeBepa HUBENUPYeT pasnnuus TEMMOB (U3NYECKOro
pasBUTUM Yy 30,0POBbIX AETei M NuL, C paccTpoicTBaMu, 06yCNOBEHHbIMW BPOXAEHHBIMU HApyLWEHUSIMU OpraHoreHesa no
TMNy HepmMddepeHUMPOBAHHOW AMCMIA3UN COAUHUTENbHOM TKaHMU.

KntoueBble cnoBa: netu; dpusmnyeckoe passutue; HegudbepeHUNMPOBaAHHAA AUCNNA3UA COEAUHUTENbHON TKAHM.

ESTIMATION OF THE PROPORTIONALITY OF THE PHYSICAL DEVELOPMENT
OF CHILDREN OF THE KHANTY-MANSIYSK AUTONOMOUS DISTRICT - YUGRA
WITH NON-DIFFERENTIATED CONNECTIVE TISSUE DISPLASION
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Background. Assessment of the physical development of children in individual regions of the Russian Federation does
not lose its relevance and requires constant updating, in this regard, it is important to study it in children adapting
to the climatic and geographical conditions of the North, as well as the effect of undifferentiated connective tissue
dysplasia on it.
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Aim. Aim of the study is to study the gender and age characteristics of the proportionality of physical development in
children with undifferentiated connective tissue dysplasia living in the Khanty-Mansiysk Autonomous Okrug - Yugra.

Materials and methods. The analysis of physical development of 528 children of the second childhood and adolescence,
living in the Khanty-Mansi Autonomous Okrug - Yugra, was carried out. The study group consisted of 342 children
(248 boys and 94 girls) with a diagnostically significant number of undifferentiated connective tissue dysplasia symp-
toms (from 6 to 18 stigmas). The comparison group included 186 children (111 boys and 75 girls) who did not score
a significant threshold of phene signs (from 0 to 5 stigmas). Physical development was assessed according to the Quete-
let Il weight-height index, chest-weight indices: Pignet, Vervek, and Brugsch, as well as proportionality indices: sternum,
shoulder width, pelvic width, torso shape, arm and leg length indices, cranial and facial indices, interorbital-circular index.

Results. Children without undifferentiated connective tissue dysplasia during the second childhood have a tendency to
malnutrition, and are characterized by a weak physique with a tendency to narrow chest. In adolescence, the tendency
towards weakness of the physique persists, while height-weight ratios deviate towards normotrophy. Children with undif-
ferentiated connective tissue dysplasia during the second childhood and adolescence have a rectangular or trapezoidal
body with an average length, as well as long upper and lower limbs relative to the length of the body.

Conclusion. The impact of the socio-ecological factors of the North neutralizes the differences in the rates of physical
development in healthy children and persons with disorders caused by congenital disorders of organogenesis of the

undifferentiated connective tissue dysplasia type.

Keywords: children; physical development; undifferentiated connective tissue dysplasia.

AKTYANIbHOCTb

B mmpoxom OuosormueckoM NMOHWMaHWH (hr3mye-
CKO€ pa3BUTHE — 3TO POCT U (HOPMUPOBAHHE OPTaHH3-
Ma, BKJIIOYAs TEMIIbI, CTaIUN U KPUTHUCCKUE TTEPUOIBI
€ro CO3pEBaHMUs, MPUBEPKCHHOCTh TCHETUYECKU 00Y-
CJIOBJICHHBIM BHUJIOBBEIM IIpOrpaMMaM, WHIHBHIyallb-
Hasi W3MEHYUBOCTbH, 3pEIIOCTh U CBSI3b C (haKTOpamu
BHemHeW cpenbl [3]. Ecnu ¢usmueckoe passurne ne-
TEeld — 3TO HENPEPHIBHBIN MPOIECC MOP(OIOrHIECKO-
ro U ()YHKIIMOHAILHOTO COBEPIIICHCTBOBAHUS OPTaHM3-
Ma, TO YPOBEHb (DH3MUECKOTO Pa3BUTUS — TIOHSTHE
pa3oBoe, OompeAeNieHHOe U KaXKIOTO BO3PACTHOTO
TIepuoJia, YUUTHIBACTCS B COMIOCTABICHUN ¢ HOPMATHB-
HBIMU BO3PACTHBIMU U TEPPUTOPUATHHBIMUA YPOBHIMU,
C AHAJIOTUYHBIMU JAHHBIMHU B PAa3HBIX SKOHOMUYECKHUX
Y SKOJIOTHYECKUX YCJIOBUSAX W B pa3HbIe KaJeHIapHbIC
riepuons! [2, 3]. [TokaszarensiMu GU3NIECKOTO Pa3BUTHS
SIBJISTFOTCSI @HTPOTIOMETPHUCCKUE JaHHBIC M TEMITbl UX
U3MeHeHusl B mporecce pocra. IIpoctora u goctyn-
HOCTh METOZIOB aHTPOTIOMETPUYECKOTO HCCIIeIOBaHUS,
a TaKKe WX BBICOKas MH()OPMATHBHOCTH, MPUAAIOT UM
3HAYUMOCTh KaK OOBEKTUBHOTO KPUTEPHS OJIaroIoiry-
Yusl JETCKOTO HACENCHUS, YTO HAXOJUT CBOE MECTO
[IPU XapaKTEPUCTUKE PETHOHAIBHOMN KOIOrO-TUTUEHU-
yeckoil cutyauuu [6, 10].

dopMupoOBaHHE TIPEACTABICHNN 00 WHIWBUIYyalh-
HOW OlleHKE (U3NYECCKOTO Pa3BUTHUS JICTCH HAYaIOCh
C METolIa MHIEKCOB. HecMoTpsi Ha psii HEIOCTAaTKOB
aToro mMeroza [6, 9], GONBIIMHCTBO HHIEKCOB TPOJIOII-
YKAFOT UCTIONB30BaTh U B HACTOSIIEE BPeMsl B Ka4eCTBE
JOTIOTHATEITFHON METOAMKH OIICHKHU (hU3MUECKOTO pa3-
BUTHS JIETEN U OJPOCTKOB. Yalie ux NpUMEHSIOT JIsl
XapaKTePUCTUKU TPOMOPLUUOHATHHOCTH  OTHCIBbHBIX
BEJIMUMH Tella B TpoIecce pocTa, JUOO0 IS OICHKH
ymutanHocta [2, 3, 7, 11]. Jns Gonee moiHOTO yde-

Ta B3aUMOCBSI3€H MEXKAy MPU3HAKaMU M KOMIUIEKCHOM
OIIEHKH (PM3MYECKOTO Pa3BUTHS JKENATEIIbHO HCIOINb-
30BaTh KOMITIEKC WHIAEKCOB [2, 5, 7].

OrnenHka (pU3MUECKOro pa3BUTHS JCTEH OTICIBHBIX
peruoHoB PD He TepseT cBOeH aKTyallbHOCTH M Tpe-
OyeT TIOCTOSTHHOTO OOHOBIICHHSI, B CBS3H C OTUM IIpe/I-
CTaBIIETCS aKTyaJbHBIM M3yYeHHUE €ro y JeTei, amarn-
TUPYIOIIMXCS K CIOXKHBIM KJIMMaToreorpaduieckum
YCIIOBUSIM CEBEPHOTO PErvOHa, a TaKXKe BIIMSHUEC Ha
Hero HenupdepeHIUPOBaHHOW JUCIUIA3HUA COE/IUHU-
tenpHOW TKanu (HICT).

Lenv uccnedosanuss — WM3Y4UTH IMOJIOBO3PACTHHIC
OCOOCHHOCTH  IPOIOPIUOHATIBLHOCTH  (PU3UIECCKOTO
pasButus y nereit ¢ HemauddepeHIMpoBaHHON AHC-
TUTa3ueldl  COeMUHUTENbHOW TKaHW, IPOKHBAOIIUX
B XaHTBI-MaHCHUICKOM aBTOHOMHOM OKpyre — FOrpe
(XMAO — IOrpa).

MATEPUANDbI U METOLbI

Ob6cnenoBano 528 gereil eBpONEOMIHON packl
(359 manpumkoB u 169 meBodek), pOXKIESHHBIX U TPO-
skuBaromux Ha Teppuropud XMAO — FOrpe1. Cormac-
HO CXEMBbI BO3PACTHOI MepUOAN3AIMH [TOCTHATAIBHOTO
OHTOreHe3a YesloBeKka [4] Bce yYaCTHMKH HacTOSIIETO
WCCIIE/IOBaHUSl OTHOCWJIMCh K JBYM IIEPHONIAM IIOCT-
HaTAJILHOTO OHTOTEHE3a — IEPHOAY BTOPOTO JIETCTBA
(264 manpunka w 111 nmeBoYek) M TOAPOCTKOBOMY
nepuony pasButus (95 ManbuukKoB M 58 /1€BOYEK).
Habop rpynm wucciemoBanusi mpou3BoAMIM Ha Oaze
wKoJa I XaHTbl-MaHcuiicka W JI€TCKOTO 030pPOBH-
TenpHOTO Jareps «Oropckas momuHay.

WnnuBunyaneHas kapra oOCIeayeMoro BKJIIOYa-
Ja HallM4Me WM OTCYTCTBHE 75 NPU3HAKOB-()EHOB
HACT [8, 12]. CormnacHO KOIUYECTBY OOHApY>KEeH-
veIX kputepueB HJICT Bce metn ObLTH pa3ielieHBl Ha
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Bo3pacTHOM 1 nonosoi cocTas rpynn MccnefoBaHus
Age and gender composition of study groups

Tabnuya 1 / Table 1

Bcero o6cnenoBano / Tlepuon BTOpoOro nercrtna / IMoapocTkoBBIii Bo3pacT /
Total surveyed Second childhood years Teenage years
I'pynmna / Group
M/B /G M/B /G M/B /G
(n=359) (n=169) (n=1264) (n=111) (n=95) (n=58)
'/ RG abc. / abs. 248 94 182 59 66 35
(n=342) % 72,5 27,5 53,2 173 19,3 10,2
I'C/CG aobc. / abs. 111 75 82 52 29 23
(n = 186) % 59.7 40,3 44,1 28,0 15,6 12,4

Ipumeuanue: T — rpynna uccienoBanus; 'C — rpynna cpaBHeHus1; M — Manb4uky; JI — JAEBOYKH; 77 — KOJIHYECTBO YEIIOBEK.
Note: RG — research group; CG — comparison group; B — boys; G — girls; n — number of people.

nee rpynnbl. [pynmy uccnenosanus (I'M) cocraBumm
342 pebenka (248 mManmpuuKoB W 94 NMEBOUYKH) ¢ THAa-
THOCTHYECKU 3HAYUMBIM KOJHMUYECTBOM MPU3HAKOB-(e-
HOB (0T 6 1m0 18 cturm). B rpynny cpaBuenus (I'C)
Bowtn 186 nereit (111 mampumkoB m 75 neBOYEK),
HEe HaOpaBIIMX 3HAYMMOIO MOPOra MPU3HAKOB-(EHOB
(or 0 mo 5 cturm). Bo3pacTHo#t m 1OJIOBO# cocTaB
rpynn mpeacTaBieH B Taom. 1.

Y Bcex NpOBOMIIN aHTPOIIOMETPHIECKOE 00CIeoBa-
HHe 110 oOmenpuHsToi Metonuke B.B. Bynaka (1941) [1],
npunsitoi B HUM antponosmorun MI'Y B 1981 1.
AHTpoOTIOMeTprUYecKas TporpamMma BKJIOHalla H3Mepe-
HUe 45 mapaMeTpoB, psiJi U3 KOTOPHIX OBUT HCIOIb30BaH
JUISl MHIIGKCHON OLICHKH (u3udeckoro pazsutusi. OueH-
Ky (pr3mueckoro pasBUTHS MPOU3BOAMIN MO BECO-PO-
croBoMy uHjiekcy Keme II, rpyno-BecoBbIM HHIEKCaM
IInnbe, BepBeka n bpyrma u nHAekcaMm NpONOpLMO-
HAJIbHOCTH: KOPMHYECKOMY, IIUPHHBI IUI€Y, HIMPUHBI
Ta3a, (OpMbI TYJIOBHILA, MHACKCAM JUIMHBI PYK W HOT,
YEeperHOMY U JIMIIEBOMY YKa3aTelsiM, MEeXOpOUTaIbHO-
OKpYXXHOCTHOMY WHpekcy [3, 7, 11].

Bce craaum uccnenoBaHHMS COOTBETCTBOBAIM 3a-
KoHOozarenbCTBY Poccuiickoil Denepanuu, MexayHa-
POAHBIM 3THYECKHUM HOpPMaM, OJOOPEHBI 3TUYECKUM
komutreroM bY BO XMAO — IOrper «XanTei-Man-
CHUIiCKasi TOCyHapCTBEHHAs MEAMIIMHCKAs aKaJeMUs»
(3axmouenue Ne 73 ot 20.05.2014). Ot 3aKoHHBIX
npeAcTaBUTeNel eTeld ObUIo TOoydYeHO MH(OPMHPO-
BaHHOE COIVIacHe.

ITorydenusie maHHBIE 00PAOOTAHBI ¢ ITOMOIIBIO TIa-
KeTa MpUKIa HbIxX Tabmui Statistica v. 6-Index u Excel.
Ilepen mcrnonp3oBaHMEM METOJOB OIMCATENILHON CTa-
TUCTUKH ONPENEISUIM THUIl PACIPEACICHHUS KOJYe-
CTBEHHBIX IPHU3HAKOB C MCIONB30BAHUEM KpPHUTEPUs
Kommoroposa—CmuproBa. [lockonbky pacrnpenenenue
KOJIMYECTBEHHBIX MTPHU3HAKOB HE OTIIMYAJIOCH OT HOPMaJlb-
HOT'0, UCIOJIB30BaJIN METO/bI ITapaMEeTPUUYECKO cTaTu-
cTukd. Beraucisiim cpemHioro apudmerndeckyro (M)
U omuOKy cpemHer (m). JlOCTOBEPHOCTH pa3IHuHid

CPeIHHX BEIWYUH ONPEAEISIIN NO f-KpuTeprio CTho-
JIeHTa. 32 YPOBEHb CTAaTUCTHYCCKOW 3HAYMMOCTH OBLI
B3iT p <0,05.

PE3YNIbTATbl U OBCYXOEHUE

[To mapamerpam unzaekca Kerne Il B cpaBHHBaeMbIX
mmoJyToBo3pacTHRIX Tpymmax y nereit ['M u ['C (Tabm. 2, 3)
ObUTa yCTaHOBJIEHA TUMOTPO(HA Yy MaJBIMKOB MEPUO-
na sroporo aerctea I'M (16,74 + 0,30 kr/m?), a Takxe
y nmereil sroro ke Bo3pactHoro mepuona I'C obemx
MOJOBBIX Tpyni (y ManmsaukoB — 17,41 + 0,36 kr/m?;
y neBouek — 17,24 + 0,48 kr/m?). CpenHrie 3HAYCHUS
nnnekca Kerne Il y geBodex meproma BTOPOro ASTCTBA
', a Taxke MaTbuUKOB M JEBOYEK IOJPOCTKOBOTO
Bo3pacta [ u I'C cooTBeTcTBOBaIM HOPMOTPOQHH.
CraTHCTUYECKN 3HAYMMBIX OTIWYMA MEXKIy CpeIHU-
MH 3HAYEHHSIMH 3TOTO TIOKa3aTessi B CPAaBHUBAEMBIX
rpymmnax He oOHapyxkeHo (tabm. 2).

Cpennue 3HaueHus unnaekca Ilunse xkak B ['M, Tak
u B I'C mpesimianu 30 yci. ex., To ecTh o0cienryeMble
JIETH ¥ TIONPOCTKH, TpoknBatonie Ha CeBepe, Npu-
HaJJIEKAITU 110 3TOMY KPUTEPHUIO K THIIOCTEHHYECKOMY
(acTeHHYECKOMY) THIy CO cJaObIM TEIOCIOKEHHEM,
MIPUYEM MEPEXO]l OT BTOPOrO JAETCTBA K MOIPOCTKOBO-
My BO3pacTy He MeHsul oOmiei TeHACHIWH. Y eTel
. MpkyTcKa moiydeHsl aHaJIOTUYHbIE TaHHBIC, CBHIE-
TEJBCTBYIOIINUE O «CIa0OM» M «OYCHb CIIA0OM» THIIC
HUX TENOoCIOKeHus [6].

[To noxazarensim uHzaekca BepBeka omnpenemnsitor
TPU THITA TEIOCIOXKCHHUSI: ME30MOPGMHBI — CpeaHUI
BapUaHT pa3MepoB Tena; OpaxuMopdHbIE — MIHPO-
KOE€ TYJOBHILE U KOPOTKHE KOHEYHOCTH; TOTUXOMOP(-
HbII — y3KO€ TYJOBMILE M MAJUHHBIE KOHEYHOCTU
[3, 6, 11]. CooTBeTcTBUE JUIMHBI TeJla U MacChl Tela
Mo WHAEKCY BepBeka yCTaHOBHIIO y JE€BOYEK 00enx
Bo3pacTHhIX Tpynn [ ymepennyro momuxomopduio.
YV manpuukoB ' 3HaueHusa unaekca Bepseka B me-
pHOA BTOPOTO JIETCTBA COOTBETCTBOBAIN Me30MOp(Q-
HOMY THILY, @ B IIOJPOCTKOBOM BO3pacTe HAXOAWIHUCH
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Tabauuya 2 / Table 2

MHpekcbl GU3nYeckoro pa3BuTms geten C Heaup@epeHUMpPOBAHHON AUCMIa3uel COeAUHUTENbHOM TKaHU B rpynne

uccnepoBaHuma, Mt m

Physical development indices of children with undifferentiated connective tissue dysplasia in research group, M # m

Iepuoxn BTOpOro nercrna / IoapocTkoBIii Bo3pacT /
- / Ind Second childhood years Teenage years .
OoKas3aTcelib naex
M/B /G M/B /G P
(n=182) (n=59) (n=66) (n=35)
2
gﬁgggtlﬁgg‘i . ﬁ;};ﬁ/ 1674 £ 0,30 18,54 + 0,95 20,56 + 0,73 22,94+ 028 -
Ilfif;fgfﬁ ﬂgg}‘:ehy?' en. / 37,84+ 1,19 35,87+ 672 31,98 + 1,62 32124033 _
n B _en.
Voo irfg:f"i’ ZCH ex. / 1,06 % 0,01 1,26 + 0,07 0,85 + 0,02 1,26 £ 0,05 -
0,
I];Ifu’;es‘fh]?&yi;fi; v/ 49,26 = 0,59 48,18 + 3,44 49,34 + 0,79 4522031 p ...,
s /0 e
o 0
I{IiggKlZ;gngﬁgmoz %/ 52,58 +0,27 51,03 + 0,44 49,69 + 0,26 52,20 + 0,66 -
n %/
Sﬁfjﬁzrm;‘i%?;‘i’ilggfq%ﬁ 21.25+0.89 19,76 + 0,27 21,39 + 0,31 18,16 + 0,14 -
" % /
Pelais i H & 10,61 + 1,01 14,82 + 0,35 15,21 0,26 15284054 [p, ..,
Wnpexc Gpopmsbl TynoBua, % /
Torss shaoe index. % 50,61 + 5,01 75.00 = 1,60 75,25 + 0,89 80.02£0,79 | py sy
T 0,
gzgflgﬁ‘c”;n‘zf‘ﬁj’ ! 77,79 + 0,54 79,29 + 0,63 77.65 + 0,64 80,66 + 0,78 -
, 70

I/I 0,
Afrffllf:ngfh“ﬁl"éeiy‘i% vl 49,49 £ 0,20 52,65+ 0,13 51,76 + 0,30 5432 + 0,96 pl 2 10
I/I 0,
L:;fé‘;gfﬁ?ﬁé’;fo% o/ 56,64+ 0,53 57.41 + 0,48 58.86 + 0,27 59.46 + 0,25 -
T i %/
Fanial indon. 0 o 85.81 = 0,91 8447 + 3.44 89,24 + 1,21 90,87 + 0,98 -
Mexop6 ) % /
Inf:;gfbif;aﬁiif;“%”e“’ & 6,68+ 0,18 6,57 + 0,20 6,61 £0,16 6,36+ 1,16 -

* p <0,05 npu MONapHOM CpaBHEHUH Ipynnl. [Ipumeuanue. M — Manbuuku; | — JeBOYKM; 7 — KOTHYECTBO YENOBEK.
* p <0.05 when pairwise comparison of groups. Note. B — boys; G — girls; n — number of people.

Ha TpaHUIle Me30MophHuM M yMEpeHHOW Opaxumop-
¢un. B I'C B o0enx BO3pacTHBIX Tpymnax y Malb-
YUKOB U JEBOYEK CPEIHUE 3HAYEHUS HMHAEKcAa YKJa-
npIBaiKuch B auanaszoH ot 0,85 mo 1,25 ycn. ex., uro
CBHJICTEITHCTBOBAIIO O ME30MOP(HOM THIIC CTPOCHHUS
Tena.

WNunexc bpyria BbIsABUI aCTEHUYECKUM THUIT TEJIOC-
noxkenus kak B ['U, tak u B I'C, uTo cBUIETEALCTBYET
00 y3KOTpYIOCTH JIeTe CEeBEpHOTO PETrHOHa M COOT-
BETCTBYET IaHHBIM HHEKca [IMHbE, XapakTepu3yrolie-
ro UX THI TEIOCIOKEHHs Kak cia0biid. Camasi HU3Kas
BeNWYMHA WHJIEKca bpyrma, u 3naunmo (p < 0,041)
OTJIMYAIONIAsiCS OT OCTAJIbHBIX, OblIa YCTaHOBIIECHA
Yy J€BOYEK MOJPOCTKOBOTO Bo3pacrta ['.

Cpennue 3HAUCHUS KOPMHUECKOTO MHICKCA Y Mallb-
YUKOB MOAPOCTKOBOro Bo3pacta ['M ykaspiBanu Ha
OpaxuKOpMUIO (KOPOTKHHA KOPIIYC) H COCTaBIISUIH
49,69 £ 0,26 %. Y MaJbYMKOB BTOPOTO JIETCTBA U Je-

BoUeK o00eux Bo3pacTHbIX [ BenuunHa WHAEKCA
ykiagsiBaiack B uHtepBaid ot 51,0 mo 52,9 %, uto
CBUJIETEIHCTBOBAIO O METPHOKOPMHUU (CPEITHEM KOp-
myce). B I'C y MaaBIuKOB M AEBOYCK ITEPHOa BTOPOTO
JIETCTBA BeauuynHa uHjekca cocrasisuia 53,03 £0,1 %
u 52,49 + 0,26 % COOTBETCTBEHHO, YTO TOBOPUT O TCH-
JICHIIMHA K MaKpOKOPMHHU (JJTMHHOMY KOPITYCY), U ObLiIa
3HAYMMO BHIIIE BEIUYMHBI HMHIEKCA Y MAaJIBYUKOB
(50,66 = 0,32 %; p < 0,049) 1 neBoyeK MOAPOCTKOBOTO
Bo3pacta (47,93 +2.81 %; p < 0,032) I'C.

WHnekc mmpuHbl Iied Kojiebancs B CpaBHUBae-
mbix noarpynmax aereit I'M u I'C or 18 mo 21 %
0e3 3HAYMMBIX TIOJOBO3PACTHBIX PA3NAYMA U TOM-
TBEPXKIAT TOTUXOMOpPGhHOCTh. Bo3pacTHbie H3MEHe-
HUSl CPEIHUX BEJIMYUH MHJCKCA Ta3a B OOJIBIIWHCTBE
CBOEM OBUIM HE3HAYHMMBI, 32 UCKIFOUCHHEM €ro IOKa-
3aresiell y MallbiMKOB mepuona Broporo aercrsa 'Y,
Yy KOTOPBIX 3HAYEHHUS TOTO MapaMeTpa yKasbIBald Ha
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Tabnuuya 3 / Table 3
NHpekcol GU3nyeckoro pas3BuTus AeTen B rpynne cpaBHeHusa, M= m
Physical development indices of children of the comparison group, M # m

[Mepuox BTOpOTO NEeTcTBa / IMoxpocTkoBEIi Bo3pacT /
Second childhood years Teenage years
[oxazarens / Index p*
M/B /G M /B /G
(n=182) (n=152) (n=29) (n=23)
2
gzéﬁstlﬂgﬁ E ig/lfnz/ 17,41 £ 0,36 17,24 + 0,48 19,73 = 0,82 20,12 + 1,05 .
ﬁ‘;ﬁiﬁi Eﬁi‘(’e; e / 36,60 + 1,20 37,95+ 1,74 30,58 + 3,57 35,15+ 2,12 -
Wuneke Bepseka, yci. en. /
Verveck index. u. c. 1,06 + 0,02 1,05+ 0,02 0,88 + 0,04 0,90 + 0,03 -
0,
gfufs‘iﬁﬁgfi’/o ol 48,86 + 0,43 48,06 + 0,60 49,02 + 0,95 48,90 + 1,03 -
w0
?iggﬁi;ggj““i;ii“f;" ol 53,03£0,17 52,49 £ 0,26 50,66 + 0,32 47,93 2,81 Peses
WHpeke mupunsl mwied, % /
Shoulder width index. % 20,49 = 0,17 21,36 + 0,46 20,88 + 0,52 21,32+ 0,34 -
Wuneke mupunsl Tasa, % /
Pelvis width index. % 14,53 £ 0,36 15,82 £ 0,33 14,97 £ 0,32 16,95 £ 0,37 -
Wnpexc Gpopmsl Tynosuma, % /
Torso shape index, % 71,08 £ 1,76 74,28 + 0,82 71,89 £ 0,97 74,52 £ 0,88 -
o 0,
g‘;‘;gﬁzﬂinﬁflﬁj’ %! 79,38 + 0,59 79,30 + 0,56 79,73 + 1,59 78,11 + 0,88 -
, /0
VHpexe anuHbl pyk, % /
Arm length index, % 43,53 + 0,14 44,02 £ 0,23 44,48 + 0,32 44.35+0,19 _
Wunexce muusl Hor, % /
Leg length index, % 50,59 + 0,24 52,93 +£0,40 51,59 + 0,57 52,42 +0,16 -
Jlunesoit nngekc, % /
Facial index. % 86,58 +£ 0,79 90,82 + 1,12 82,52 + 1,61 92,71 £ 0,78 -
MesxopOuTanbHelii HHIEKC, Y0 / Ds s
Interorbital index, % 4,86 0,13 4,76 = 0,17 5,38 £ 0,21 5,31 £0,13 677"678’

* p<0,05 mpu monapHoM CpaBHEHHU TPy [Ipumeuanue. M — Manbunku; [ — NEBOYKH; 7 — KOJIMYECTBO YENOBEK.
* p <0.05 when pairwise comparison of groups. Note. B — boys; G — girls; n — number of people.

crenommmauio (10,61 £1,01 %; p <0,028), a Taxke
neBouek-onpocTkoB ['C, y KOTOpBIX cpeaHHe 3Ha-
YEeHUs MHIEKCA CBUAETENLCTBOBAIM O METPOIUIINU
(16,95 £ 0,37 %) ¢ BBICOKOW TEHICHITMEH K 3HAYNMO-
ctu (p <0,058).

Bennuunnbl nHaekca GopMbl TyJIOBHUILA UMENN 3HA-
YuMble TOJI0BO3pacTHbe oinyug B U (tabm. 2, 3).
Cpennue 3HaueHHS MHICKCA Y MAIBYMKOB NIEpHO/ia BTO-
pOTO JIeTCTBA PACIEHHBAIN KaK ()OPMHPOBAHUE y HUX
TpanenueBuaHoM Gopmbl Tynmosuma (50,61 £ 5,01 %;
p <0,043). YV nesouex I'Ml Bo Bce paccMaTpuBaemble
BO3PACTHBIC MEPHUOIBl U Y MAIBIMKOB TOIPOCTKOBOTO
BO3pacTa TYJOBHUILNE XapaKTEPU30BAJIOCh KaK JUIMH-
Hoe u mpsmoyromsHOoe. B I'C mHTepBan kosjeOaHwmid
BEJIMYMH WHJEKca (OpPMBI TYJIOBHINA BO BCEX CpaB-
HUBAEMBIX TIOJIOBO3PACTHBIX TpPYNNax CBUACTEIb-
CTBOB&JI 0 ()OPMHPOBAHMM y HHUX KOpIlyca CpeaHei

(hop™mEr.

[Ipu ananmze BeNWYMH WMHAEKCA JIUHBI PYK y Je-
teii ¢ HIACT mnoarBepxieHa HOIUXOMOP(HOCTH CO
3HaYUMBIMH MEXIIOJIOBBIMHA Pa3IMYUsIMH B  00enx
Bo3pacTHBIX Tpynmnax (p <0,05). Ilo uHIEKCY NITUHBI
Hor B I'M Tarxke Habmromanace JOIMXOMOP(HOCTS,
HO 0€3 3HAYMMBIX MOJIOBO3pACTHBIX pasziauuuit. B T'C
JIMAIa30H KOJICOaHWH BEIIMYMHBI WHICKCA JJIMHBI PYK
CBUJIETETILCTBOBAT O OpaxMMOP(HOCTH, a KOJeOaHHS
WHIEKCA UIMHBI HOT — O Me30MOpP(HOCTH, 0e3 3Ha-
YUMBIX MOJIOBO3PACTHBIX OTIUYHH.

BenuunHbel JMIIEBOTO WHJEKCA B CPAaBHUBAEMBIX
rpynmnax TroBOPWIM 00 3ypunpo30nuu (KOpOTKOM
Y IIMPOKOM THIIE JIMIA) TPU TEHACHIUN Yy IEBOYEK-
MOJIPOCTKOB K JICNITOMPO30MHOCTH (Y3KOMY W JJINH-
HoMy Tuny nuna) kak B I'M, tak u B I'C. [nsa
MOATBEPAKACHUS WM MCKIIOYEHHs THIEpTeIopu3Ma
PacCUUTHIBAICS MEKOPOUTATBHO-OKPYKHOCTHBIH HH-
nekc. Y gpered I'M ero BeauuMHa Haxoquiach Ha
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BepxHel rpanune Hopmbl (N =3,8-6,8 %), B ['C —
ropasao HIDKe, a B OATPYIIIE AeTel meproaa BTOPOTo
nerctBa u 3HauuMoO (p < 0,031).

3AKNTIIOYEHUE

WnpexkcHas oLeHKa MPONOPLUOHANBHOCTUH (HU3H-
YECKOTO pa3BUTHS IIOKa3alla, 4YTO JETH CEBEPHOTO
pernoHa Tmepuofa BTOPOTO AETCTBA HMEIOT CKIIOH-
HOCTh K THUIOTPOQHH W XapaKTepPU3YIOTCS CIa0bIM
TEJIOCIOKEHUEM CO CKIOHHOCTBHO K Y3KOTPYHOCTH.
B noxpocTkoBOM BO3pacTe TEHIACHLUS K CIabOCTH Te-
JIOCIIOKEHHSI COXPAHAETCS, TOrAa KaK POCTO-BECOBBIE
COOTHOIIEHUS OTKIJIOHAIOTCS B CTOPOHY HOPMOTPO(HH.
Hetu ¢ HenuddepeHIIMPOBAHHON AUCIIIa3Uei coeu-
HUTENIBHOW TKaHW Nepuoja BTOPOrO JETCTBA U IMOJ-
POCTKOBOTO BO3pacTa HMEIOT MPsIMOYTOJNBHYIO WU
TpanenueBuaHyo (HopMy TYJIOBHIIA CO CPeAHEil ero
JUIMHOM, a TaKKe JJIMHHbIE BEPXHUE U HUKHHUE KOHEY-
HOCTH OTHOCHTEJBHO JJIMHBI TYJIOBHIIA.

BosaeiicTBre conuanbHO-3KOIOTHIECKuX (hakTopoB
CeBepa HUBENHpPYET pa3iIu4Msi TEMIOB (PU3UUECKOIO
pa3BUTHS Y 370POBBIX JAETEH W JIMII C paccTpoicTBa-
MH, OOYCIIOBJIEHHBIMU BPOXKJIEHHBIMU HapyIICHUSIMHU
opranorenesa no tuny H/ICT. UnauBunyansHble 3Ha-
YCHUS! MHACKCOB TENIOCIOXKEHHsI, HAOM0aeMble y JINI
¢ HACT, mnanupyeTcst BKIIOYATH B MaTeMaTHYECKYIO
MO/JIEJTb JUTSl BBIABIICHUS TIPEAUKTOPOB HapyIIeHUi (u-
3UYECKOr0 Pa3BUTHUS y JAHHOW KaTeropuu AETEH pas-
HBIX TOJIOBO3PACTHBIX T'PYIIIL.

AOMNOJIHUTENIbHAA UHDPOPMALUA

Bxiag aBTopoB. Bce aBTOPBI MOATBEPKIAIOT CO-
OTBETCTBUE CBOETO ABTOPCTBA MEKIYHAPOJIHBIM KpH-
tepusim [CMIJE (Bce aBTOpBI BHECIH CYIIECTBEHHBIN
BKJIaJl B pa3pabOTKy KOHLEHIMHU, IIPOBEIEHHUE HCCIe-
JOBaHMSA U HOATOTOBKY CTaTbd, NMPOYIM U ONOOpHIN
(UHATBHYIO BEPCHUIO Tepe]] MyOIrKaIuei).

Kondaukr naTepecoB. ABTOPHI IEKIApPUPYIOT OT-
CYTCTBHE SIBHBIX U NOTEHLUHUAIBHBIX KOH(INKTOB HHTE-
PECOB, CBSI3aHHBIX C MyOJMKAIMEe HACTOSAIIEH CTaThU.

Hcrounnk (puHaHcHpOBaHMsA. ABTOPHI 3asBISIOT
00 OTCYTCTBUU BHEUIHETO (prHAHCHPOBAHMUS TPU MPO-
BEJICHUU MCCIICIOBAHHUS.
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AKTyanbHOCTb. [119 NpakTM4YeCcKoro 34paBoOXpaHeHns He pa3paboTaHbl MHCTPYMEHTbI OLeHKM 3P DEKTUBHOCTH annepreH-
cneumdmnyeckon MMMyHoTepanuu.

Lenb. Anpobaumsa cuctemMbl oLeHKU 3ODEKTUBHOCTH CYOAUHIBANbHOM MMMYHOTEPANMK C anjiepreHamMu Knewen JoMallHen
NbiAX Yy NALMEHTOB C OPOHXMANbHOM acTMOW B COYETAHUW C aniepruyeckuM pUHUTOM.

Matepuansbl u MmeToabl. [[poaHanm3npoBaHo 28 cnyyaes CyBAUHIBaNbHOM UMMYHOTEpanuM NaLMEHTOB B BO3pacTe oT 5 fo
13 net (MeomaHa 8,6 [6,7; 11,6] net) c KOHTponeM B Mapax-koMuaX, NOAOOPAHHbIX MO BO3PACTY, NMOJY, TAXKECTU TeYEHUS
O6pOoHXManbHOM acTMbl. TakuM 06pa3oMm, B UCCAef0BaHME BKIIOYEHO 56 nauneHToB. MauMeHTbl rpynnbl Nap-Konuit He nony-
Yyanu cybnauHreanbHow MMMyHoTepanuu. 3a 1 roa Ao Hayana neyvyeHus 1 3a NepBbiv FOf, NeYeHns OLEeHMBANN KOMMIEKC Kau-
HUYECKUX NPOSBNEHWUI BPOHXMANBbHOM aCTMbl U aNNEPruyeckoro puHMTa, NoTpebHOCTb B 6Aa3UCHON M SKCTPEHHOW Tepanuu.
MopcunTbiBaNM CyMMapHbId 6ann CMMNTOMOB, CYMMapHbIi 6ann npenapaToB U 0OWMIA MHAEKC CUMNTOMOB M MpenapaTos.

Pesynbrathl. 32 1 rof Tepanuu y MauMeHTOB OTMeYeHa AMHAMMKa CyMMapHoro 6anna CMMNTOMOB M MeAUKAaMEHTOB:
€ 23,32 %£1,21 po 16,21 1,77 6anna B ocHOBHOM rpynne u ¢ 23,99+ 1,2 no 20,92 £ 2,09 6anna B KOHTPONbLHOM rpynne
(pa3znuumng rpynn 3Haummbl npu p = 0,028). Hanbonbliee pasnuune BbISBNEHO MeXAY rpynnamMu no LOMeHY npenapaTos.

3aknwouyenune. PaszpaboTaHHas cMCTeMa OLEHKM CMMNTOMOB 3ab0/neBaHuMs M NOTPEBHOCTM B MeLMKAMEHTAx Mo3BofiseT
nokasaTb PasHULY MeXAy rpynnamu MauMeHTOB B MOJb3y FPynmnbl, Mosyyawowei Cy6AMHTBaNbHYIO MMMYHOTEpanuio.
3a 1 rof cy6NMHIBANbHOM UMMYHOTEpPANUKU MEXY rpynnamMu BbiBAEHA pa3HULA B AMHAMUKE OOLWEro MHAEKCa U fOMeHa
MeaMKaMeHToB. lMpeanoxeHHas CMCTEMA OLEHKM PeKOMeHOoBaHa ANS AaNbHENLIEero U3yyeHus.

KntoueBbie cnoBa: annepreH-cneunduyeckas MMMyHoTepanus; OpoHxuanbHas acTMa; 4eTH; oueHKa 3PdEeKTUBHOCTMU.

METHOD FOR ASSESSING THE SUBLINGUAL IMMUNOTHERAPY WITH HOUSE
DUST MITE ALLERGENS EFFECTIVENESS IN CHILDREN WITH BRONCHIAL ASTHMA
AND ALLERGIC RHINITIS
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Received: 07.06.2021 Revised: 14.07.2021 Accepted: 27.08.2021

Background. For practical health care, tools for assessing the effect of allergen-specific immunotherapy have not
been developed.

Aim. Approbation of the system for evaluating the effectiveness of sublingual immunotherapy with house dust mite
allergens in patients with bronchial asthma with allergic rhinitis.

Materials and methods. 28 cases of sublingual immunotherapy treatment in patients aged 5 to 13 vyears,
(8,6 [6,7; 11,6]) with control in pairs-copies matched by age, sex, and asthma severity were analyzed. Thus, the study
included 56 patients. Patients in the control group did not receive sublingual immunotherapy. For 1 year before
the start of treatment, and for the first year of treatment, the complex of clinical signs of bronchial asthma and
allergic rhinitis, the need for basic and emergency therapy was assessed. The scores were calculated for symptoms,
for drugs, and a total Score of symptoms and drugs.
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Results. During 1 year of therapy, patients showed dynamics of the total Score from 23,32 £ 1,21 points to
16,21 £ 1,77 in the main group, and from 23,99 = 1,2 points to 20.92 = 2.09 in control group (p = 0.028). The great-

est difference was found within medication domain.

Conclusion. The developed system for assessing the symptoms and the need for medications makes it possible to
show the difference between groups of patients, in favor of the sublingual immunotherapy group. For 1 year of
sublingual immunotherapy therapy, a difference in the total Score dynamics and the domain of drugs was revealed
between the groups. The proposed assessment system is recommended for further investigation.

Keywords: allergen-specific immunotherapy; bronchial asthma; children; assessment of effectiveness.

AKTYAJIbHOCTb

s pecnMparopHbBIX ajuIepruyecKux 3abosesa-
HUl — OponxuanbHOi acTMbl (BA) n amepruyeckoro
punuta (AP) — xapakrepHo BapuabelbHOE TEUCHHE.
Hepenxo ¢ romamm HabmiomaeTcsi MpOrpeccHpoBaHHE
3a00J1eBaHMsI: HapacTaloT 4acToTa M THKECTh 000-
CTpEeHHH, MOTPeOHOCTs B (hapMmakorpemnaparax, HeoO-
XOIMMBIX ISl TIOAJEPKaHUS KOHTPOJS 3a00JeBaHUS
[5, 7, 9]. B cBs3M HEBO3MOKHOCTBIO YCTPAaHUTHh KOH-
TakT C aJjepreHaMu, NalueHTbl MPUMEHSIOT MHOTO-
MECSIUHBIE KypChl (DapMakoTeparuy, HO JaXe B 3TOM
Cllyya€ y W3BECTHOM 4YacTHU MALMEHTOB COXPAaHs-
IOTCS BBIPOKEHHBIE CHMIITOMBI W oOocTpenus [5].
CyO6muarBansHass ummyHnotepanust (CJIMT) nokaszana
Kak B CiIydYasx HemoctarodHoi 3¢ddexruBHOCTH (ap-
MaKoOTEpaluy, TaKk ¥ MpHU Oosee JIETKOM HPOSBICHUU
3aboneBanus. BaxxHoit nensto CJIUT siBnsercs: uzme-
HEHHE ECTECTBEHHOTO TEUeHHs 3a00JeBaHMs: YMCHb-
HIEHUE YacTOThl OOOCTPEHHUH, B TOM 4YHWCIIC y Halu-
€HTOB, CHIDKAIOMHUX 00beM (apmakoTepanuu [S5]. s
JIOCTWKEHHSI CTOUKOTO d(h(pexTa TpedyeTcsl MPOBOAUTH
CJIUT na mporsoxenun 3-S5 set [13].

OnHa W3 HEepeUIeHHBIX Mpo0JieM — 3TO METOAWKA
OLIEHKH 3(PPEKTUBHOCTH MPOBOAUMOIO JICUCHUSI.

Hduns onenku sdpdexra CIIUT wuzydator mabopa-
TOpPHBIE MapKepbl: MMMYHOIIOOyauHBI [oOmmii IgE,
annepren-cnenuduueckuii IgE, 1gG (cybxnacc G,)]
B CBHIBOPOTKE KPOBH; MHAKTHBHPYIOIIYIO AKTHBHOCTb
ceiBopotku st IgE; axrtuBammio GasomiioB; muto-
KHHBI, IPEUMYLIECTBEHHO HHTepieiikuH-10; konnye-
cTBO M (pyHKUUU perynaropHbix T- u B-mumdounTos.
OneHnBalT TakkKe AMHAMUKY TKaHEBOW UyBCTBUTEIb-
HOCTH (in Vvivo) K ajjepreHy: KOXKHbIe MpoObI C al-
JIepreHoM, NMPOBOKAlMOHHBIE TecThl. HU oquH U3 mo-
TEHIIMAJTLHBIX OMOMapKEPOB TIOKa YTO HE MOXET OBITH
PEKOMEH/IOBaH JIJIsl IOBCEIHEBHON KIIMHUYECKOM IpaK-
Ttuku [14].

Onenka auHaMuKd BA Ha OCHOBaHUM KpHUTEpHs
KOHTpOJISI HE 3(QQEeKTHBHA, MOTOMY YTO K Hayaly
CJIUT nomyckaloT TOJBKO IAIMEHTOB, Y KOTOPBIX
JMIOCTUTHYTO KOHTpoiupyeMoe Tteuenne bA. JlunHa-
MHUYEcKasl OICHKa MapaMeTpoB (YHKIHWU BHEIIHETO
JOBIXaHHUS MOXET OBITh HE MOKa3aTeJIbHOH, TaK Kak
CJIUT MOXHO HayaTh JUUIb MPU OTCYTCTBUU HApY-

meHuil (00beM (HOpPCHPOBAHHOTO BHIIOXA 32 MEPBYIO
cekynny — O®B, — ne menee 80 % HOpMBI y 1e-
teit [5]). C romamu 00beM (HOpPCHPOBAHHOTO BBIJIOXA
3a MepBYIO CEKyHJly HapacTaeT coOOpa3HO POCTy Tela
U pasMmepa Jerkux y gereil, momydarommx CJINT,
U y JeTei, He moiydvaromux ee. B umccrmemoBaHMsIX
mo CJIMT me moka3aHO BBIpOKECHHOE BIHSHHE Ha
KOHTPOJIb acTMbI, (DYHKIMIO JIETKAX M Ha CTENCHb
Hecrenuprueckol OpOHXHAILHOW THUIEPBOCIPHUM-
yuBocTH [8].

B xnunuueckux wuccinenoBanusx no CIIAT npu
AP paccuuThIBalOT BaJIMAMPOBAHHbBIC MHIECKCHI, YUH-
TBHIBAIOIINE BBIPAXKCHHOCTh CHMIITOMOB 3a00JICBaHMS,
BBI3BAaHHBIX QJUIEPIEHOM, C KOTOPBIM TPOBOIHUTCS
JedeHNe, W HEOOXOMUMBIH 00BeM (apMakoTeparun
[10, 12]. denepanbHBIMA KIMHHYSCKAMH PEKOMCHIA-
umsMu mo jedeHnro AP [1] pexomenmoBana K mpu-
MEHEHHMIO MEXyHapojHas IIKajla OLIEHKH Ha3aJbHBIX
CHUMIITOMOB C YYETOM NOTPEOHOCTH B MeEIUKaMeH-
tax [12]. EXenHEBHO OLEHUBAIOT BBIPAKEHHOCTD
cuMnTtoMoB AP (3a70)KEHHOCTh HOCA, YHWXaHWE, 3V,
puHOopesi) B 6amnax oT 0 10 3 ¥ BBICUMTHIBAIOT CYMMY
OamioB 3a cumnToMbl. K Oamny 3a cHMOTOMBI TpH-
0aBystIoT Oayul 3a MenuMKameHThl [1 — 3a mcnonb3o-
BaHME IIPENapaToB MEPBOM JIMHUM TEPAlMU: THCTaMU-
HOOJIOKaTOpOB, 2 — 3a HCIIOJIB30BAHUE TOTHYCCKUX
rmokokopTuKocTeponioB (I'KC), 3 — 3a moTpeOGHOCTD
B cuctemHoM ['’KC]. PaccunThIBaloT HMHTErpanbHbII
[oKa3aTenb 3a Mepuoj. 3HaueHHEe HHICKCA KOPPEeiH-
PYET C TsKeCThIo 3a00JI€BaHUs, C KaueCTBOM >KU3HH,
C 9acTOTOM OOpaleHus 3a MEAWIHWHCKOW ITOMOIIBIO.
WHaekcsl CUMITOMOB M MEIUKAaMEHTOB MO3BOJISIOT
OOBEKTHBHO OLICHUTH TEYCHHE 3a00JIeBaHMS y Mallu-
€HTa, MOJYYHUTh KOJIMYECTBEHHbIC IOKAa3aTeNd, Npu-
TOAHBIE IS CTAaTUCTUYCCKOW 00pabOTKH. YUHTHIBa-
eTCsl CUTyalMsi, B KOTOpPOW MAaIlMeHT HE HCIIBITHIBAET
BBIpQKEHHBIX 00OCTPEHMH TONBKO Onarofapsi mpuemy
(apmaxornpenaparoB. C Ipyroil CTOPOHBI, AJIUTEIBLHBIN
cOop mMHpOpPMAUKU W HEOOXOAMMOCTH MOCIEAYIONIEeH
00pabOTKH TaHHBIX CHIKAIOT BEPOSITHOCTH BHEIPEHHUS
TaKUX MHJIEKCOB B MPAKTHYECKYIO paboTy aMOymiaTop-
HBIX Bpadei.

B otHomenun BA OTCYyTCTBYeT KOHCEHCYC, KaKue
HMEHHO IIOKa3aTelu cieqyeT oueHuBarb. llpeanara-
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ercs it (OPMUPOBAHUS OIEHOYHBIX INKAJl UCTIOJb-
30BaTh: CHUMIITOMBI JTHEBHBIE, HOUYHBIE, KOIUYECTBO
IHeW ©0e3 CHUMITOMOB, Pa3jIWJYHBIC THUIBI U KOMOH-
HaIlMd MEANKaMEHTOB, MHTErpaJIbHbIE OLIEHKH Teye-
HUS 3a00JIeBaHUs 110 BU3yaJbHON aHAJIOTOBOH MIKAle,
BpeMsl 10 MEPBOro O00OCTPEHHMsI, MOKa3aTeau CIUpPO-
METPHUH, OKCHJI a30Ta BBIABIXaEMOTO BO3yXa, J03U-
HO(WIBI MOKPOTBI, THTIEPBOCIIPUUMYNBOCTH OPOHXOB
K METaxoJHMHy U JIp.

ITouck BanMAHBIX MAPAMETPOB IJISI OLEHKU PE3YIib-
TaTa JIeYeHUs — HacylnHas 3amada B oomactu CJIUT
npu JiedeHnr bA [5]. Pa3HOpPOXHOCTH OIEHOYHBIX CH-
CTEeM IMPHUBOAUT K TPYAHOCTSIM B CPaBHEHUH pE3yibTa-
TOB pa3HbIX UccleAoBaHui. B pesynbrare 3TOro posib
CJIMT nmpu BA no cux mop ocraercs HEAOCTATOYHO
000CHOBaHHOW B MHPOBOM Maciirade [8].

B Bemmeqmmx B 2019 1. pexkomenaanmsax EBpormeii-
CKOW aKaJieMUH aJuIeprojOTHH M KIMHUYECKOH HM-
myHosiorun (EAACI) no uMMyHOTEpanuu Mmpu acTMe
kieuieBoil atuonorun [4] npuBeneH «llepedenp mo-
JIOXKHUTETHHBIX HM3MEHEHWH TPH TIPOBEICHUH HMMY-
HOoTepanuu ¢ kiemamu gomamued meima  (KJIT)».
K 3HaunMbIM TIpu3HaKaM OTHECIU OOOCTPEHUS, KOH-
TPOJb acTMbI, BO3MOYKHOCTb CHHXXEHHS CTEPOUIHOMN
Tepanmuu Ha (hoHE JIeUeHHs; K MallO3HAYMMBIM TIpH-
3HaKaM — TTOKa3zaTenu (YHKIIUH BHEITHETO JbIXaHUS
1 OpOHXHMAIBHON THIEPBOCIPUUMYHBOCTH (K METaxo-
JUHY WU TUCTAMUHY).

[IpenmyIiecTBOM JaHHOTO MEPEUHsl SBISETCS BO3-
MOKHOCTb OLICHKM TeueHusi BA 3a nnuTenbHbId OT-
YeTHBIA Tepuon (Hampumep, 1 rom). B mpuBemenHo
CHCTEME OLIEHKH HE ONpefiesieH KOJMYECTBEHHBIH BecC
KaKJOTO0 MpU3HAKA; HE YKa3aHO, KaK JeJaTh 3aKIIIo-
YeHWE O HAJIMYUU WU OTCYTCTBUH Ad(pdeKTa UMMYy-
HOTEpAITnH.

VY npereld AOWIKOABHOTNO W MIIAJUIErO IIKOJBHO-
ro Bo3pacta ¢ AP, moiyuyaBmMX MMMYyHOTEpaIHio
pa3MYHBIMU aJjuIepreHaMu, 0OOHAPYKEHO CHUIKCHUE
YaCTOTHl OCTPHIX PECHUPATOPHBIX HHPEKIHH. Y me-
te#t, momygaBmmux CJIUT, cHmkamack Takxke Bepo-
ATHOCTh HCIIOJb30BAHUS AaHTHUOMOTHUKOTEPANHH IO
MOBOJly OCTPBIX pecnuparopHbIX uHpexuui [6, 11].
Takum oOpa3om, uMeeTcs MOTPEOHOCTh B pa3paboT-
ke cuctembl oneHku 3¢dexruBHoctn CJIUT, mpu-
TOJHOM JJISI MCTIONIb30BAHUA TPAKTUKYIOMIUMH Bpa-
yamu. CucTeMa JOJDKHA BKJIOYATh 3HAYUMBIE IS
onieHku 3p¢pexra CJIUT cumnToMbl U 0OCOOCHHOCTH
TEUEHUS aJNIEPTUYECKOTO 3a00JIeBaHNS; OXBATHIBATh
3HAUMUTENbHBIC TIEPHOABl BpeMeHW Ha (OHE MPOBO-
JMMOTO JICUCHHS.

Lenv uccnedosanuss — pazpaboTka U anpoOarus
cucrembl oueHku 3¢¢extusnoctu CIIUT ¢ amnepre-
Hamu K/II y nmereit ¢ OpoHXmanpHON acTMOH B cO-
YETaHWW C AJUIEPTUYECKUM PHHHUTOM.

MATEPUANDbI U METOLbI

[IpoBeneHO OTKPBHITOE IMPOCIEKTUBHOE KOHTPOIH-

pyeMoe HccleIoBaHue.

Kpurepuu BkiIrOUEeHHUS:

Manpuuku U JE€BOYKH B BO3pacte OT 5 mo 15 ner.
2. BA, Be3BanHas cencubunuzanueid k KJII, BbIsgB-

JIeHHAs He MEHee 4eM 3a 6 Mec. 0 00CIIeOBaHMs],

B couetannu ¢ AP. YcranaBnuBamum amarHo3 bBA

u AP u ompenemsiii CTENeHb TSHKECTH COTIACHO

KJIMHUYECKUM pekoMeHnanusm [1, 2].

3. Cencubunuzanus k KJIII, moxasaHHas MeTogaMH
aJUIePTOJIOTHYECKOTO 00CICNOBAaHUS W TIPpU3HAHHASL
3HAYMMOW B TE€HE3e 3a00JIeBaHUS.

Kputepuu uckimoueHus:

Tspkenoe U HEKOHTpoNMpyeMoe TeueHue BA.

2. IlputbnieBas ammeprusi ¢ MaHU(PECTHHIMU CE30HHbI-

MH 00OCTPEHUSIMHU.

Hetn ocuoBHoi#t rpynnsl nonydanu CJIUT ¢ npu-
MEHCHHEM CTaHJapTHU30BAHHBIX CYOJIMHTBAJIbHBIX Ka-
neins ¢ ’kcrpakramu Dermatophagoides pteronyssinus,
Dermatophagoides farinae mo MeTOAWKE, PEKOMEH-

—

—

JOBaHHOH  mpousBoaureneM.  [lognepkuBaroiryro
JI03y ONpEJeNsa WHAWBUIYaJbHO, MAaKCUMAJIbHO —
240 UP/cyt, exenneBHo (UP — wuHIEKCH peakTus-

HOCTH, €IMHUIIA CTaHIAPTHU3alMU Tperapara).

Jns Kaxjaoro manueHTa OCHOBHOM TpYIIIbI IMOJ-
Oupanu mapy-KOIuIO 1O COBIAJCHUIO I0JIa, BO3pacTa
(+6 mec.), crenenu Tsbkectu BA. B rpynmy nap-xonwuii
BKJIFOUAJIH IMallMEHTOB ¢ ceHcuOmnmm3amumendn k KT,
KOTOpbIE HE IIaHupoBanu Jieuenue merogom CIINT.

I'paduk HAOMIOACHNS BKIIIOYAJI BU3UTHI C YaCTOTOU
1 pa3 B 3 mec., HAa MPOTSHKEHUH | roja 10 Haydaja
CJIUT u 1 roma neuenus. Ha xakqoM BU3HUTE IO MC-
cnenosanuto (1 pa3 B 3 Mec.) mMpoBOAMIN COOP kaloo,
aHaMHe3a, OCMOTP W KIMHHYECKYIO OIIEHKY KOHTPOJISA
3a00J7IeBaHUS U JTOCTATOYHOCTH TEPAIHH.

CoOupanu cBeaeHUs 0 MPOBOAUMON Teparmuu BA
u AP. B 3aBepiueHue Kaka0oro rofga HaOMIOACHUS PO-
BOJMJIM 3TAIlHYIO OLIEHKY TeueHuss BA u AP y nanu-
€HTa W COCTaBUIM MHKpHu3 (Tadm. 1) [3]. Dnukpus
cocTosut u3 610ka cumnromoB bA u AP u 6G1oka mipe-
MapaToB, MPUMEHSIBIINXCS 32 TO/I.

Kaxxmomy npu3sHaky nprcBanBaiy Bec B Oayuiax. Pac-
cauThiBaNK: 1) cymmapHbIii 6amn cummnromoB BA, AP;
2) cymMmapHBIid 6ajul 3a MPUMEHEHHE TMpernaparoB Oa-
3UCHOW M DKCTPEHHOW Tepammu;, 3) OOmUN HHIEKC
CUMITOMOB M IPEMaparoB 3a KaXKIblil roj HaOIoe-
HUsA. MUHUMAaNbHBIA CyMMapHbId MHAEKC CUMIITOMOB
n mpemapaToB coctaBisieT 0 0ammoB (COOTBETCTBYET
moyiHOM pemuccun bA m AP B Teuenme roma u OT-
CYTCTBHIO TIOTPEOHOCTH B (hapMakoTepariu).

[TomyueHHbIe pe3yNbTaThl 00padaThIBAIN C UCIIOb-
30BaHueM makera Statistica for Windows 10.0 (StatSoft
Inc., CHIA). JlaHHBIE C HOPMATBHBIM pacIpeIeTICHIEM
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Tabauya 1 / Table 1
DTanHbIM 3NUKPU3 Kypca CYyOAMHIBaNbHOW MMMYHOTEpanuu ¢ 6annbHOM OLEHKOM BbIpaXX€HHOCTU CUMMTOMOB U MO-
TpebHOCTM B hapmakonpenapaTax
A staged epicrisis of a course of sublingual immunotherapy with a score assessment of the severity of symptoms and
the need for pharmacopreparations

Jo / 1rox/ |2roma/

Hpusnaic / Sign Before | 1 year | 2 years

Biiox cumntomoB / Symptoms

Peaknus Ha yOopKy, yKJIaIbIBaHHE B ITOCTEIb U T. J. (KOHTAKT C IIBUIBIO) B BUJC

YUXaHU, 3yJa B HOCY, 3aJ0)KeHHOCTH Hoca (cuMnToMbl AP). Ecte =2 6amna, Het = 0 6aros /
Sneezing, nasal itch, nasal congestion when cleaning the room or going to bed.

Present = 2 points, none = 0 points

[psimast peakiust Ha BLTH (yOOPKa, YKIIaJbIBAHUE B TIOCTEIb U T. JI.) B BUJE KAIIJISI, CBUCTSIIETO
JIBIXaHUS, OAbIIKY (cuMnToMbI BA). EcTh = 2 6anna, et = 0 6anos / Cough, wheezing, dyspnea
when cleaning the room or going to bed. Present = 2 points, none = 0 points

O6octpenus bA, mecsnes B rof. 1 mecsn = 2 6ana /
Asthma exacerbations, months per year. 1 month = 2 points

O6octpenust AP, mecsinieB B roj. 1 mecsiip = 1 6amn /
Rhinitis exacerbations, months per year. 1 month = 1 point

[porycku IeTCKOro yupeskaeHHs / HeTPYI0CIIOCOOHOCTh, BhI3BaHHbBIC 000cTpeHusiMUu AP wiui BA.
1 menemnst = 1 6ann / Absenteeism due to allergic disease exacerbation. 1 week = 1 point

Tocniutanu3zanuu, ¢ 00ocTpeHusiMu, ocnoxueHusMu AP nnu BA. 1 Hexens = 2 Ganna /
Inpatient hospitalization due to allergic disease exacerbation. 1 week = 2 points

NHbeknn BepXHUX MM HIKHUX JBIXaTeIbHBIX MyTeH (CHHYCHTHI, OTHTHI, aI€HOM/IUT, ITHEBMO-
Huu, opouxutsl). | Hexgens = 1 6amn / Upper or lower respiratory tract infections (sinusitis, otitis,
adenoiditis, pneumonia, bronchitis). 1 week =1 point

OOCTpyKTUBHBIH OpoHXUT y manueHTta ¢ AP. 1 Henens = 2 G6anna /
Wheezing in a child with allergic rhinitis. 1 week =2 points

®DOHOBbIE CHMIITOMBL: HEMOJIHBIA KOHTPOJIb BA, 3aJ105)KEHHOCTH HOCA U T. 1.,
nHOTAa He Tpedyrourne Tepanuu. 1 mecsn = 0,5 6anna / Mild persistent symptoms: incomplete
asthma control, nasal congestion, etc., sometimes not requiring therapy. 1 month = 0.5 points

DKCTpeHHBIE MOCEIIEHNUsI OTOPUHONIApUHTOI0Ta (¢ MaHuTyIAnusmMu). Kaxmoe =4 6amnna /
Unscheduled visit to Ear and Nose department. Each = 4 points

MToro: 6annsl 3a cumntomsl / In total, points for Symptoms

Bbrox mpenaparos / Medications

ul'KC, nuskas nosa. 1 mecsn = 0,5 6amia / ICS low dose. 1 month = 0.5 points

ul'KC, cpennss no3za. 1 mecsan =1 6ann / ICS medium dose. 1 month =1 point
ul'KC, nuskas nosa + JIJIBA. 1 mecsii= 1 6amn / ICS low dose + LABA. 1 month =1 point

ul'KC, cpennss noza + JJJIBA. 1 mecsan = 1,5 6anna /
ICS medium dose + LABA. 1 month = 1.5 points

Montenykact. 1 mecsiiy = 1 6amn / Montelukast. 1 month =1 point

Wntpanazansabie [KC. 1 mecsiip = 1 6amn / Intranasal CS. 1 month = 1 point

AHTHTHCTAMHHHBIE nTpenapathl. 1 Mecsan = 0,5 6amna / Antihistamines. 1 month = 0.5 points

Jexonrecrantsl. 1 mecsan =2 6anna / Decongestants. 1 month = 2 points

AHTHOMOTHKH NPpH HHQEKIUAX JbIXaTeIbHBIX MyTel. 1 kypc =4 6amna /
Antibiotic for respiratory infection. 1 course = 4 points

Cuctemusie ['KC (o mokaszanuto AP, nubo BA). 1 neus = 1 6amn /
Systemic CS (for allergic rhinitis or bronchial asthma treatment). 1 day = 1 point

HUroro: 6annel 3a mpenapatsl / In total, points for Medications

CyMmMa: 6aJitel 3a CUMIITOMBI + Oajuibl 3a mpenaparst /
Total Score for symptoms and medications

Ilpumeuanue. AP — annepruueckuit puaut; BA — Oponxmanpaas actma; ['KC — rmroxokoptukoctepounsl; ul KC — uHrazsnu-
OHHBIE TIIOKOKOPTHKOCTEPOUALL; JIJIBA — nnnTensHo aeHcTByrOmue fB,-arOHUCTEHL.
Note. CS — corticosteroids; ICS — inhaled corticosteroids; LABA — long acting beta-agonists.
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npeACTaBlIeHbl B BUJe cpenHero (M) u ero cpeaHeKBa-
JPaTHYHOTO OTKJIOHEHHS (+G); OCTalbHbIE — B BHIEC
MeauaHel (Me) ¢ yKa3aHHEM IIEPBOTO W TPETHETO
kBapruiei [Q,; O.]. [us ouenku pasznuymii Konwu-
YeCTBEHHBIX MOKa3aTeliell BHIOOPOK, YUUTHIBasl BEPO-
STHOCTh OTKJIOHEHHH OT HOPMAaJbHOCTH pacrpererne-
HUS, WCIIONB30BAINA HENapaMeTPUYeCKui KPHUTEpH
Manna — Yutau (U-xputepuit). [lpu cpaBHEeHUN q07€H
NAIMEHTOB B pa3HBIX IPYINax HCIOIb30BaIH KpHUTE-
puii xu-kBangpar. Pasnuumsi cuuTanM CTaTUCTUYCCKU
3HaYuMBbIMH 1ipu p < 0,05.

PE3YNbTATbI

HccnenoBanne mpoBeaeHo B mepuox 2015—
2019 . B coOOTBETCTBHM C KPUTEPHUSMH BKIIOYE-
HUSL U HMCKJIIOUEHHUS B OCHOBHYIO TPYIIy M TIpyI-
my map-konwit Bomuu 1o 30 manmeHToB. 3a BpeMs
HaOMIo/IeHnsT OBITM WCKITIOUYEHBI W3 HMCCIIEAOBaHUS:
2 manueHTa OCHOBHOM Tpynmbl (IPUYMHBI: HEKOM-
IUTACHTHOCTH JieueHus — 1, mepeesn cembu — 1).
B ciyuae uckiroueHus manueHTa U3 UCCIEIOBAaHUS
€ro Iapy-KOIMIO TaKKe MCKIIYald W3 aHalIu3a.
Taxum 00pa3om, B CTATUCTUYCCKUAN aHAIIN3 TPUHSATO
56 manueHTOB: 28 MallMEHTOB OCHOBHOW TpYTIHI,
KOTOpbIE MPOLUIM NPEIBAPUTEIbHBII Tox HaliIo-
nenust u nedenue CJIMT nHa nporsbkeHun 1 rona,
u 28 map-Komuil.

28 TMalMeHTOB OCHOBHOM TIpyNIbl BKIIOYAIN
18 manpunkoB (64,3 %), 10 neBouek (35,7 %), B BO3-

pacte Ha MOMEHT BKJIIOUYEHHMS OT 5 jer 7 mec. 1o
13 mer 2 wmec., mequana (Me) u KpallHUE KBapTHIU
[0, O,] — 8,6 [6,7; 11,6] rona.

Y Bcex neTeil ObUT ycTaHOBJICH auario3 bA, B Tom
yucie cpenHeit crernenu Tspkectu (19 merelt, 67,9 %)
U Jerkoi cremenu TsbkectH (9 gerert, 32,1 %).

VY Bcex neredt BA npoTekana B cOUETaHUH C IEPCH-
crupytomuM AP, B ToM 9Hclie CpeHeH CTEIICHHU TsKe-
ctu / Txkenoro Teuenust (17 mereit, 60,7 %) u nerkoit
crenienu Tsbkectd (11 nmereit, 39,3 %).

JHemorpadudeckue XapaKTepUCTHKH BKIFOUECHHBIX
MAI[MEHTOB IPEJICTABICHH B TaOI. 2.

basuchHas Tepanus y nereii ¢ BA nposonuiacs B co-
OTBETCTBUU C KIMHUYECKUMHU pEKOMEHIanusmu [2].
Ceenenust 0 Bujax 0a3ucHOU Tepanuu BA B TeueHHe
nepBoro rona Habmonenus (1o Hadana CJIUT y nereit
OCHOBHOW TPYIIIBI) TIPEICTABICHBI B TaO. 3.

TakuMm 00pazom, 3a TEpBBIH TOJX HAONIOJICHUS
(10 Hayana JieuyeHHsI) TPYMIbI MAIUEHTOB HE pas-
JUYATUCh 3HAYUMO MO O00BEMY MPOBOAMMON Tepa-
nun BA.

3a mocnenyromuii ron (B rpymme CJIMT — 1 ron
JICUCHUS; B TpPYyIIe Map-Konuid — HaOIoaeHue)
y KaKJIO0Tr0 MaleHTa ONpEeaeIuIn JUUYHOE U3MEHEHHE
CyMMapHOTO Oalljla CUMIITOMOB M CyMMapHOTO Oaiiia
MIperaparoB, a TakXKe 0OIIero MHAEKCa B TPOIIEHTaX OT
ncxomHoro. J[anHeie 00 UCXOJHOM YPOBHE CHMIITOMOB
U TOTPeOHOCTH B MEIUKaMEHTaX, O JUHAMHUKE MOKa-
3aTenieil mpencTaBiueHbl B Tabm. 4 u 5.

Tabnuya 2 / Table 2

[Nemorpadunyeckne xapakTepuCTUKM NALUEHTOB OCHOBHOM FPYMMnbl U FPYNMbl Nap-KONUM, BKIKOYEHHbIX B UCCNEnO-

BaHune

Demography of enrolled patients in the main group and pair-copy control group

OcHoBHast Tpymma / IMapsr-konuu /
Ipynna / Group Main group Pairs-copies P
KoaunuecTBo HE.IL[I/ICHTOB, yel. / 28 )% HIT / NA
Number of patients
B M ; /
ospact, roel, Me [0, Oy] 8,4 [6,3; 11,9] 8,6 [6,9; 11,3] 0,69
Age, years, Me [0, O]
Jons manpuukos, n (%) /
18 (64,3 18 (64,3 HIT / NA
Boye. n (% (64,3) (64.3)
JlaBHOCTB NOCTAHOBKH JIMAarHo3a OpOHXMAJIBHOI acTMBI, TOJIbI,
. . 1,9 [1,2; 2,3 2,4 [1,5; 5,1 0,062
Me [Q,; O]/ Years from asthma diagnosis, Me [O,; O] [ ] [ ]
ComyTcTBYIOINH aluIepruuecKuil puHUT, n (%) / 28 (100) 28 (100) HIT/ NA
Concomitant allergic rhinitis, n (%)

Ipumeuanue. HI1 — He npumeHuMO.
Note. NA — not applicable
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Tabnuya 3 / Table 3
basucHaa Tepanus GpOHXMaNbHOM ACTMbl Y NALMEHTOB OCHOBHOM Tpymnnbl M Fpynnbl Nap-KoMuiA 3a NepBblii o4
HabnwaoeHus

Maintenance therapy of asthma in patients of the main group and pair-copy control group in the first year of observation

. OcHoBHast rpymma / I'pynna map-xonuii /
BH_HH Gasucnoit repanun / Main group Pairs-copies group
Maintenance asthma therapy
n % n %
BponxuanbHasi acTMa Jerkoii creneHu Tskectu, n =9 / Mild asthma, n =9
He Geo / 5 55.6 4 444
None
MonTenykacT HaTpus /
Montelukast 2 22,2 2 22,2
ul'KC, Huskue 10361 /
ICS, low doses 2 22,2 3 33,3
ul'KC, cpennue no3sr /
ICS, medium doses 0 0 0 0
ul'KC, nuskue no3sl + JIJIBA / 0 0 0 0
ICS, low doses + LABA
Bcero / In total 9 100 9 100
BponxunanbHasi acTMa cpefHeii cTenenu Tsaxectu, n = 19 / Moderate asthma, n = 19
He Ob110 / | 53 0 0
None
MoHuTenyKkact HaTpus /
Montelukast 2 10,5 ! 3.3
ul ' KC, auskue 10361 /
ICS, low doses 2 10,5 3 15,8
ul'KC, cpennue no3sr /
ICS, medium doses 2 10,5 6 31,6
ul'KC, nuskue 10361 + JIJIBA /
ICS, low doses + LABA 12 63,2 ? 474
Bcero / In total 19 100 19 100
Cpennuii 6amt 3a npenapaThl JJ1s JCUCHUS
OpOHXHAIBHOM aCTMBI U aJIJIEPTUYECKOr0 PUHHUTA 32 NEPBbIt 23324121 3 23.994 1.2 3
rox HaOnronenus, 6amnbl, M + o / Average medication score for
the first year of observation, score, M £+ ¢

Ipumeyanue. nl KC — HHTaNSUOHHBIC TIFOKOKOPTUKOCTepouabl; JJ/IBA — mintensHO AelicTBYIOMNE Bz-aFOHI/ICTBI.
Note. ICS — inhaled corticosteroids, LABA — long acting beta-agonists.

Tabnuya 4 / Table 4
McxopHble ypOBHM CUMNTOMOB M MOTPEBHOCTM B TEPANUM y NaLLMEHTOB OCHOBHOWM rpynnbl U rpynnbl Nap-Konui 3a
nepBbiit rog HabnoeHus
Baseline symptom levels and treatment needs in patients of the main group and pair-copy control group in the first year
of observation

OcHoBHas rpymnmna, n =28 / I'pynna nap-konuit, n =28 /
Tpynna / Group Main group, n =28 Pairs-copies group, n =28 4

CyMMapHBbIi 6ajr CHMITOMOB, M + G / 10,88 + 1.3 1126 + 1,64 0.38
Symptom, score, M + ¢
CymmapHslii 6ann npenaparoB, M = c /

+ +
Medication, score, M + o 12,33 £0,91 12,69 0,72 0.6
OO0muii MHAEKC CHMIITOMOB H IIPENapaToB, OaJbl,

+ +
M + ¢ / Total symptom and medication, score, M + ¢ 2332+ 1,21 23.9+1.2 0,68
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Tabnuuya 5 / Table 5

NuHamMuka 6anibHOM OLEHKM CUMNTOMOB, IEKAPCTBEHHOW HArpy3ku v obulero nHAeKca CMUMNTOMOB M NpenapaToB
y NMaLMeHTOB OCHOBHOM FPyMMbl U FPYMMbl Nap-KONWIA 33 NepBbIid Fof NleyeHus

Dynamics of symptom scores, medication scores and general score of symptoms and medications in patients of the main

group and pair-copy control group for 1 year of treatment

OcHoBHas rpynma, n = 28 / | I'pynna map-xonuii, n = 28
['pynna / Group Main group, n = 28 / Pairs-copies group, n = 28 p
HWcxonnsrii 6amt cummnromoB, M + 6 / Initial Symptom score, M + o 10,88 + 1,3 11,26 + 1,64 0,38
+ -
1 roa Tepanuu, 6amibl cumMntTomMoB, M + o / 1 year of treat 6.29 + 1,06 8.83 + 1,39 0.063
ment, Symptom score, M = G
Wcxonnbiii 6ann npenapatos, M + 6 /
+ +
Initial Medication score, M + ¢ 12,33 £0,91 12,69+ 0,72 0.6
1 rox Tepanu, Oamtel npenapatoB, M = o / 1 year of treat- 9.92 + 1,07 12.84 + 1,16 0,041
ment, Medication score, M + ¢
Ucxonuplii 00muii uuaexe, 6annsl, M+ c /
+ +
Initial Total symptom and medication score, M + ¢ 2332+ 1,21 23.99+1.2 0,68
1 ron tepanuu, 6amnel obuiero uuaekca, M+ o / 1 year of
NS + +
treatment, Total symptom and medication score, M + ¢ 16,21+ 1,77 20,92+£2,09 0,028

OBCYXIOEHUE

Pesynprarer mamuenTos, nonydatomux CJIUT ¢ an-
nepresamu K/II1, 1 nanueHTOB KOHTPOJIBHOM TPYIIIHI,
MOJTY4YalOUIMX TOJBKO CTaHAAPTHYIO (papMakoTepamnuio,
yepe3 | Trox JedeHHs CyIIECTBEHHO pa3IHyaroTcs
B o3y JiedeHus: meronom CJINT.

CymMapHbIii 0ajyl CHMIITOMOB B TI€PBBIN TOA Jiede-
HUSI HECKOJILKO CHU3WIICS B 00eux rpymmnax. B rpymnme
CJIMT 3T0 CHMXEHHME BBIPAKEHO 3aMETHEE, OJHAKO
pasnuuus MeXAy TpynnamMu HEe JOCTHIIIM CTaTHCTH-
yeckol 3HauyuMOCTH. [Ipu 3TOM B OCHOBHOHM Tpymie
VAYYIICHUE [0 CHMIITOMaM JIOCTUTHYTO Ha ()OHE Cy-
IIECTBEHHOTO CHID)KEHHUS MEIUKaMEHTO3HOM Teparuu.
B rpynmne map-konuii manueHThl 3a Toj HAaOMIOOeHUS
NPAaKTHYECKH HE CHM3WIM 00beM (apMaKOTEpaIuH.
TakuM 00pa3oM, KIIFOYEBOE pa3iudue TPYINT HaOIro-
JTaeTcsl TI0 TOKa3aTeNl0 MEAMKAMEHTO3HOM Harpyskw,
B nonp3y rpynnsl CJIIUT (paznuune CTaTUCTHYECKH
3HaYUMO). DTOT 3(p(eKT Hames OTpakeHHE B H3Me-
HEHUM CyMMapHOTO HHJEKCAa CHMITOMOB M MeIWKa-
MEHTOB — Pa3IN4Ke MEXy TPyNIaMH CTaTHCTHYECKH
3Ha4uMoO, B monb3y rpynmnsl CJIUT.

TakuMm oOpa3om, cucTeMa MojcueTa IPU3HAKOB I10-
3BOJISIET JIOKyMEHTUPOBATh pa3iNyus TPYMI Ha CPOKE
neuenust 1 rox.

Pa3zpaborannast cucteMa KOMIUIEKCHOM OIEHKH JTU-
HaMuk# TeueHus bA u AP y nereli umeer crenyromue
MIPEeUMYILECTBA:

1) He TpeOyer MHOTOAHEBHOTO cbOopa wH(pOpMa-

[IUH; TIPU3HAKH, OIIEHUBAaeMble B CHCTEME, BXOIST

B CTPYKTYpy OOBIYHO cOOMpaeMoro aHaMmHe3a y Ta-

UEHTA C XPOHMUYECKUM 3a00JIeBaHUEM: 3TO CPOKH

o0ocTpeHn, (apMakoTepanust ¢ y4eTOM CPOKOB

U JI03UPOBOK;

2) OmaHK 3MUKPHU3a COAEPKUT MUHUMAJIHHYIO 00JIacTh
JUIsl 3arIOJTHEHUS, YTO DKOHOMHUT BpeMs Bpaua;

3) olleHKa OXBaTHIBACT JJIUTEIbHBIN IPOMEKYTOK Bpe-
MeHH — | ToJI, YTO MO3BOJSAET OLEHUTH AMHAMHKY
npy 3a00Je€BaHUAX C U3MEHYUBBIM XapaKTepOM Te-
YEHUs, JUINTEIbHBIMH PEMHUCCUSAMHM W/WIN 3aTSDK-
HBIMH OOOCTpPEHUSIMU;

4) cucrema obecreyrBaeT KOMILIEKCHYIO OIICHKY Te-
YeHUSl aJUlepruyeckux 3alojeBaHuil, Onarogaps
y4eTy OCHOBHBIX CUMIITOMOB, 00OCTPEHHI, OCIIOXK-
HEHUU W BCEX BUIOB Oa3WCHOW Teparvu.

B cucremy OIneHKH BKJIIOYCHBI OCTpBIC pecrupa-
TOpHBIE MHPEKIUH, a TakkKe OakTepuanbHble MH(EK-
UM (OTUT, CHHYCHUT U Ap.). JlaHHbIe MPU3HAKU HE YUH-
TBIBAIOTCS B BaJMAMPOBAHHBIX BompocHuKax [10, 12],
HO SIBJISIFOTCS TIPUHIMIHNAIILHO BaKHBIMH B pabore
C TaIMeHTaMu NeTCKOro Bo3pacta ¢ bA u AP.

BbIBOAbI

1. PazpaboranHasi cuctemMa OIEHKH CHMITTOMOB 3a00-
JIEBaHUS ¥ TIOTPEOHOCTH B MEIUKAMEHTaX MO3BOJIs-
eT TMOoKa3aTh Pa3sHUIly MEXy IpyNIaMu MalueHTOB
B NOJb3y Tpymmsl, nomyvaromein CJINT.

2. Ilokazarens, KOTOpHIA Haubolee 3aMETHO M3MEHS-
ercs Ha mepBom rony CJIUT — ypoBenp menm-
KAMEHTO3HOM Tepanuu. B cBs3u ¢ HUM B rpyIie
CJIUT taxke 3HAYUMO CHMDKAETCS OOIIMI MHIEKC
CUMITOMOB M MEIMKaMEHTOB.

3. TlpemnoxkeHHas cucTeMa OLICHKU IMO3BOJISIET KOM-
IUIEKCHO OIEHUTh OCOOEHHOCTH TEeUeHHs aJuiep-
ruueckoro 3aboneanuss (BA u AP) y manuenta
MeIuaTpuyecKoro Bo3pacTa M BKIIIOUAET Haunbonee
Ba)KHbIE KJIMHHYECKUE NPU3HAKH U BCE BHIBI (hap-
MaKOTEpanuu.
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4. TlpennoxxeHHass cucTeMa OLEHKHM PEKOMEHJ0BaHa
JUIA AallbHEeHIero m3y4eHus (Ha Ooyiee IITUTEIb-
HBIX OTpe3Kax BpPEMEHM, TakuX Kak 2—3 roja oT
Havana jedenus mertonom CJIIUT c amreprenamu
KAIT) y nereit.

AOMNOJIHUTENIbHAA UHPOPMALUA

Bxaan aBropoB. Bce aBTOphI MOATBEPKIAIOT CO-
OTBETCTBHE CBOET0 aBTOPCTBA MEXAYHAPOIHBIM KpH-
tepusim ICMJE (Bce aBTOpBI BHECIH CYyIIECTBEHHBIN
BKJIaJl B pa3pabOTKy KOHLEHIMH, IIPOBEICHHUE HCCIe-
JOBaHMS W HOATOTOBKY CTaTb, NMPOWIM U ONOOpHIN
(PMHANBHYIO BEPCHUIO TIepe MyOIuKaImen).

Kougaukr uHTepecoB. ABTOPHI IEKIApPUPYIOT
OTCYTCTBHE SIBHBIX M IMOTCHUHAJIBHBIX KOHQIUKTOB
WHTEPECOB, CBS3aHHBIX C MyOIMKauued HacTosIen
CTaTbHU.

Hcrounnk (puHaHcHpoOBaHMs. ABTOPHI 3asBISIOT
00 OTCYTCTBUHU BHEUIHEr0 (prHAHCHPOBAHHUS TP MPO-
BEJICHUH HCCIIEOBaHMS.
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Y DETEN B OTCPOYEHHOM MEPUOAE KOPOHABUPYCHON MHMDEKLUK (COVID-19):
COBPEMEHHOE COCTOAHUE NPOBJIEMblI N BOSMOXHbIE HOBbIE MO XOAbI

K NEYEHUIO (NNA3MA®DEPE3)
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BOCMA/IMTENbHbIA CUHAPOM Y AeTeil B OTCPOYEHHOM MNepuode KOopoHaBupycHol uHdekuun (COVID-19): coBpemeHHOe cocTo-
AHMe Mpob/ieMbl U BO3MOXHbIE HOBble MOAXOAbI K NedeHunto (nnasmadepes) // Meamatp. — 2021. — T. 12. — Ne 4. — C. 45-57.
https://doi.org/10.17816/PED12445-57

Mocrynuna: 08.06.2021 Opobpena: 19.07.2021 MpuHaTa K nevatn: 27.08.2021

KopoHasupycHaa nHdpekumsa COVID-19 o6biyHO npoTekaeT y aeTen B nerkon ¢hopMe, HO y HEKOTOPbIX M3 HUX B OTCPO-
4YeHHOM nepuope (Yepes OAHY WMAM HECKONbKO Hepenb nocne ocTpoi uHbekuun COVID-19) MoxeT pa3BuBaTbCS TaxKenoe
BOCManuTenbHoe 3aboneBaHue, UMeloLlee KAMHUYECKUE MPOSBAEHUS, CXOXMUE CO CIM3UCTO-KOXKHBIM NUM(OHOAYNSPHBIM
cuHapoMom (bonesHblo KaBacaku), knaccubuumpyemoe Kak MYNbTUCUCTEMHbIA BOCMANUTENbHbBIA CUHAPOM Yy AETeW.
B03MOXHO, CMHAPOM MMeeT TONIbKO BpeMeHHY CBA3b € UHDekuuneir COVID-19. B 6yayweM MoryT nosiBUTbCS HOBble ac-
coumaumnm nofobHbIX KIMHUYECKUX MPOSIBAEHUI C APYTMMU UHDEKLMOHHBIMU (MM HEMHEKUMOHHbIMKM) 3ab0NeBaHUAMMU.
Ho B HacToswee BpeMs y BCeX AeTelN B ONUCbIBAEMbIX KOFOPTaxX C MyNbTUCUMCTEMHbBIM BOCMANUTENbHBIM CMHAPOMOM MMeeT-
csa cBa3b ¢ MHpekumnen COVID-19. CuntaeTcs, 4TO CMHAPOM UHULMMPYETCS Ype3MepHbIM aanTUBHbIM UMMYHHbLIM OTBETOM
¢ ¢opmupoBaHneM ayToaHTUTeN. JledeHMe OCHOBAHO Ha MPOTMBOBOCNANMUTENBbHOW, B TOM YMC/e CTEPOUAHON Tepanuu,
BO3MOXHOM MPUMEHEHWNW BHYTPUBEHHOIO UMMYHOIN0OYNMHA, aCNUMPUHA, aHTarOHMCTOB PELLENTOPOB MHTepneiknMHoB 1 1 6.
B cTaTbe nmaH aHanu3 coBpeMEHHbIX B3rnsAoB Ha KaBacaku-noAoOHbIA MyNbTUCMCTEMHbIA BOCMANUTENbHbIA CUHLPOM
y AeTelt B OTCPOYEHHOM nepuoae KopoHaBupycHol nHbekuun COVID-19 B acnekTax AuarHo3a, natoreHesa, KIMHUYeCKUX
nposiBneHuii (c 06cyxaeHmem 3apybexHbIX U POCCUIUCKMX MCCNefOoBaHUI) U MOAXOLOB K Tepanuu u BO3MOXHOM npodu-
NaKTWKe, B TOM UYMC/ie K BO3MOXHOCTM NPUMEHEHUS B KOMMIEKCHOW Tepanuu nnasmadepesa.

Kntouesble cnoBa: netu; COVID-19; nocTkoBMAHbLIN cCMHAPOM; 6onesHb KaBacaku; MynbTUCMCTEMHbIN BOCNANUTENbHbIN
CMHAPOM; Nna3Madepes; NaToreHes; AMAarHOCTUKA; NedYeHue.
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COVID-19 infection usually occurs in children in a mild form, but some of them in a delayed period (one or several
weeks after acute infection with COVID-19) may develop a severe inflammatory disease with clinical manifestations
similar to toxic shock syndrome (Kawasaki disease), classified as multisystem inflammatory syndrome in children (MISC).
It is possible that the syndrome has only a temporary connection with the COVID-19 infection. In the future,
new associations of such clinical manifestations with other infectious (or non-infectious) diseases may appear.
But currently, all children in the described cohorts with MISC have an association with COVID-19 infection. It is be-
lieved that the syndrome is initiated by an excessive adaptive immune response with the formation of autoantibodies.
Treatment is based on anti-inflammatory, including steroid therapy, the possible use of intravenous immunoglobulin,
aspirin, interleukin 1 and 6 receptor antagonists. The article analyzes current views on Kawasaki-multisystem inflam-
matory syndrome in children in the delayed period of COVID-19 coronavirus infection in the aspects of diagnosis,
pathogenesis, clinical manifestations (with a discussion of foreign and Russian studies) and approaches to therapy
and possible prevention, including the possibility of using plasmapheresis in complex therapy.

Keywords: children; COVID-19; Post-COVID-19 syndrome; Kawasaki disease; multi-systemic inflammatory syndrome;

plasmapheresis; pathogenesis; diagnostics; treatment.

Manpemus uadexuun COVID-19, oxBaTtuBInas Bce
cTpaHbl MHUpa, nopasuia 6onee 100 MiIH yenoBek, H3
KOTOpbIX Oonee 2 miH morubnu. C Havana maHgeMUu
OBIT OTMEYEH TOT (DaKT, UTO y AETEeH HAOIIOIANIOCh
OoJsiee Jierkoe Te4eHue 3a00JIeBaHUs U JIYUIIUH pO-
THO3, 4yeM y B3pocibix [1, 18, 45]. JlpIxaTenbHble MyTH
SIBIISIFOTCS. OCHOBHOM MHILICHBIO JUIS Pa3BUTHS TSDKEIIO-
r0 OCTPOrO PECIUPATOPHOIO CHHIPOMA, BBI3BAHHOIO
COVID-19, mpu 3ToM mopa)xeHne cepaeuHO-COCYIH-
CTOH CHUCTEMBI OITUCHIBACTCS KaK Haubosee cepbe3HOe
W OINACHOE IS JKU3HHM OCJIOKHEHHE 3TOH WH(EKINU
[18, 45].

XoTst m3HayaiabHO coobOmanock, yto COVID-19
MPOTEKaeT y JeTell B Jierkod Qopme, ykKe K JIeTy
2020 r. O6bu1a omyOaMKOBaHA MHMOPMALIUS O TAKEIOM
TEUEHHUH 3TOH MH(EKIHUN U €€ MOCIIEACTBUHA B OTAEIb-
HbIX rpynnax gereit [27, 29, 39]. CnycTs HeKOTOpoe

BpeMsi mociie MHQEKIUH, Y HUX Pa3BUBAIOCH TSDKENIOE
BOCHAINTENIEHOE 3200JIeBaHIE, UMEIOIIEe MTPOSBICHUS,
MTOXO)KME Ha CHHIPOM TOKCHYECKOTO MIOKa, WiH 00-
ne3nb Kaacaku (BK) [29, 44, 53]. K cepenune 2020 t.
OIyOJIMKOBaHHBIN MHPOBOM OIIBIT HAOJIONEHUS JIeTEH,
MMEBUINX BBIIIEONUCAHHBIE OTCPOYEHHBIE CHUMITTOMBI
nociie ocrporo mepuona uH ek COVID-19, co-
craBui Oonee 650 HaOmrOmeHU, B OCHOBHOM OX-
BaTHIBABIIMX E€BPOIICHCKNE CTPaHbl, B HAMOONbIIEH
Mepe MocTpajaBiine OT manaeMun (AHrmus, Mranus,
Opannus), a tawke CLHA. K xonmy 2020 r. Obuia
OIyOJIMKOBaHa cepusi paboT, OMUCHIBAIOIINX YaCTOTY
1 XapakTep TeueHus momoOHoro 3adoineBanus B Poc-
cuiickoit @enepanun [2—4]. CTamu BBIPHUCOBBIBATHCS
MPEANOCHUIKM K BO3HHUKHOBEHHIO U TSKEJIOMY Teue-
HUIO 3TOTO COCTOSIHUS Y JeTeil. HecMoTpst Ha TsKeCTh
MPOSIBJICHUM, CMEPTHOCTh B JIETCKOM MOMYJALIMHU CO-
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XpaHsjgach 3HAUUMOW, HO HE BBICOKOW: okono 1 %.
[IporHocTnyeckn  HeOMAronpusATHBIME — (paKTOpaMH
pasBUTHS TSHKENOH (OpPMBI MTOMOOHOTO 3a00JIeBAHIS

(TpeOytomield MHTEHCHBHOM Tepanuu), OTMEYEHHBIMU
B TOJABIISIIONIEM OONBIIMHCTBE MyONWKAIMU, SBISET-
csl Bo3pacT pebeHka crapiie 5 JeT U (eppuTHHEMUS
oomee 1400 mxr/m [39].

Oco0yr0 HaCTOPO)KCHHOCTh B TUTaHE HeOIarompu-
aTHOTO TeueHus KaBacaku-mogo0HOTO MYJIBTHCUCTEM-
HOTO BOCIHAJUTEIBHOTO CHHAPOMAa B OTCPOYEHHOM
MEpUoJie TOCIe TEePEHECEHHOW OCTpPOW KOpOHABH-
pycuoii mHQeknnn COVID-19 BBI3BIBAIOT IMaIIHEHTHI
C JIUXOPaJKOH, CHUCTEMHBIM BOCHAJICHHEM W TIOBBI-
HICHHOH yTOMJISIEMOCTBIO, OJETHOCTBIO, 3aTpyJHEH-
HBIM JIBIXaHUEM, HECTAOMJIBHOCTBIO apTepHALHOTO
JIABJICHUS, TeTIaTOMETaINe! U MPU3HAKAMH TIOPaKEHUS
KEIyTOYHO-KHUIIIEYHOTO TpakTa (auapesi, KWIIeYHAs
HENpPOXOAUMOCTh). lloBbIIeHHBI ypoBeHb (eppu-
THHA W TPOMO3TOBOT0 HATPUHYPETUYECKOTO TENTHIA
B CBHIBOPOTKE KPOBH, IOBHINIEHHE ypoBHS D-maumepa
B COYETAaHUM C THUMOATHOYMHHEMHEH, TPOMOOIHUTOIIe-
HUEeH, HEUTPOMUIBLHBIM JICHKOIIMTO30M, JTUM(DOIICHU-
el ¥ 3HAYUTEIBHBIM MOBBIIICHHEM MapKEpOB OCTPOTO
BOCTIAJICHUS] COOTBETCTBOBAIM LIUTOKUHOBOMY LITOPMY
[10, 27].

B HEkoTOpHIX ciTydasix Momo0HOE COCTOSHHUE OBIIO
HACTOJIBKO CXOXK€ 110 KIMHHYECKHUM MPOSBICHUSM
¢ BK, uro nuddepeHunanbHplii UarHo3 IMpeacTas-
JSUT 3HAYUTENbHBIC 3aTpynHeHus. Cpasy ke BO3HUKIN
¥ HOMEHKJIATypHBIE TPOOJIEeMBbl (BBICTABIATH JIU JIHa-
rHo3 bK npu Hanmu4uu NoiaHOro ee CUMITOMOKOMILIEK-
ca y peOCHKa) U aCCOIMUPOBAHHBIC C 3TUM MPOOJIEMBI
JiedeHus1, NockoiIbKy Tepanus BK mocraroyno xopomio
periiaMeHTHpPOBaHa.

bonesnr KaBacaku — 3TO CHCTEMHBIM BacKy-
JUT C TIOJIMKJIOHATHHOW akThBanmer B-mumdormuTos
Y POAYKIMEH ayTOaHTHTEN K UTOIIa3Me HeHTpodu-
JIOB ¥ SHJIOTENIHIO COCYNOB. JTa 00Je3Hb (CHHOHUMBIL:
CITM3UCTO-KOXKHBIN JIMM(DATHUECKUN CHHIIPOM; Y3EJIKO-
BOMOJOOHEIN apTepuUT) BIEpPBBIC OmNMucaHa B SmoHWH
B 1967 r., a 3arem u B Apyrux crpanax. OHa npencras-
nsieT coboil ayTOMMMYHHOE OCTPOE BOCHAIHUTEILHOE
3a0oseBaHKe, MPOTEKAIOIIee C JIMXOPAAKOW, H B IEp-
BYIO OdYepelb TOopakaeT JeTed MIIaJIIero Bo3pacTa.
3a0oneBaHne MPUBOIUT K UMMYHOIE(HHUIIUTHOMY CO-
CTOSIHAIO M HECHOCOOHOCTH MMMYHHOH CHCTEMBI 0O-
pPOTBCSI C BOCHAIUTENbHBIMH TaToreHamu. KimHuue-
CKHE€ TIPOSIBIICHUS 3aKIFOYarOTCsl B BO3HUKHOBEHHH
JTUXOPAJKH, CHITTH, MTOPAKEHUH CIU3UCTHIX 000JIOYEK,
WHBEKIIUN KOHBIOHKTUBBI, dDPUTEME TJIOTKH, ajeHOIa-
TUU U nopakeHnu Muokapaa [5]. BK MoxeT BbI3bIBaTh
CHUHIPOM aKTHUBAallMU MakpogaroB — COCTOSIHUE, TIPU
KOTOPOM TPOUCXOAST HEKOHTPOJHMpYyeMas aKTHBAIIHS
u nponmdeparnns Makpodaros, a TaKKe IPYTHUX THIIOB

KJIETOK, YTO MOXKET MPUBECTH K AUCHYHKIIUH pa3ind-
HBIX opraHoB u cucteM [30]. Hamudme ce30HHBIX BOH
3a00JeBaHMs, SMUAEMUOIOTHYECKas KiacTepHu3arus
W OYeHb HU3KHHM PUCK PELUAMBOB IO3BOJISAIOT IpEJ-
MOJIOKUTh, YTO WH(EKIHMOHHBIE areHThl MOTYT OBITh
OCHOBHBIM TpurrepoM BK, XOTs KOHKpETHBIX (akTo-
POB TIOKa HE BBIJIEJIEHO. BBITH MOMBITKH HACHTH(U-
Kaly crenu(uieckoro MHKpOOpPraHu3Ma, HO U OHHU
noka HeycrnemHsl [27]. [eHeTndyeckue OCOOCHHOCTH
OpraHM3Ma XO3sSMHAa BEPOSTHO BOBJEUEHBI B IATO-
¢msuonoruto BK, 9T0 MOATBEpIKmAaeTCS UpE3MEpPHOM
aKTUBAIMel IMEHHO BPOXKJEHHOTO UMMYHHUTETa 00JTb-
Horo [12, 36].

B nepuon COVID-19 BupycHas uHEKIHUSI yCyTy-
oisteT cocrosinne 00apHBIX BK, HO OBLIO OTMEYEHO, UYTO
y nmereit, mopaxeHHBIXx COVID-19, MoxeT pa3BUTHCS
KJIMHUYECKoe cocTostHue, nmomooHoe BK [43, 46, 47].
Takoe Teuenune uHpexknun COVID-19 B nutepary-
pe omuceiBaercs kak Kawa-COVID-19 [39] — nog
JTAHHBIM TEPMHHOM ITOHMMAIOT CHCTEMHOE BOCHAIIHU-
TeJIbHOE 3a00JIeBaHUE, CBSI3aHHOE C JOKAa3aHHOM WITH
cuIIbHO Tono3peBaeMoit nHdpeknueit COVID-19. Otu
oIyOJIMKOBaHHBIC JaHHBIC MPUBEIHN K KOHCTAaTallMK HO-
BOTO YHUKAJIBHOTO CHHJPOMA IO/l Ha3BaHWEM MYJb-
TUCHCTEMHBII BOCHAJMTEIbLHbIA CHHAPOM Yy JIeTei
(MIS-C — Multisystem Inflammatory Syndrome in
Children), koTopbIii 00BIYHO BO3HUKAET Y€PE3 HECKOJIb-
KO Helelb MOcje IMEPEHEeCeHHOW OCTpod MH(EKUUuu
COVID-19 [6, 7], yame Bcero uepe3 4—6 nen. [21].
Bomnpoc, ocranercs M CUHAPOM y JeTeld acCOlUu-
poBaHHBIM ToNbKO ¢ mHpeknueir COVID-19 wmm Her,
cKopee Bcero, OyaeT B OyaylleM pelleH OTpULaTellb-
HO: TIOSIBSITCS HOBBIE acCOIMAIMK 3TOTO CHHIpOMa
¢ ApyruMHu HH()EKIIMOHHBIMU (MM HEWH()EKIIMOHHBI-
Mu) 3aboneBanusmu. Ho B Hacrosmiee Bpemsi 0oib-
HIMHCTBO HCCIIEJ0BaTeNell MpHUAepKUBaeTCsl MHEHUS,
gyro umMeHHo uHpekuust COVID-19 Br3bIBaeT B cBOEM
OTCPOYCHHOM TIEPHOJIEe TTO00HbBIE KIIMHUYECKHE IPo-
SIBJIEHUSI CUHJIpOMa y JIeTeil u nmoapocTkoB. [latorenes
JTAaHHOTO CHHJIpOMa HaIVISIHO TpE/CTaBlIeH Ha puc. 1.
Pannee wnpunuposanue (dpaza 1) COVID-19 y ne-
TEeH MOXET IPOTeKaTb OECCUMIITOMHO HIIU C JITKUMHU
cumritomamu. Jlerounas daza (daza II) mambonee Ts-
JKEJI0 TPOTEKAET Yy B3POCIBIX, HO JIETKasl WU OTCYT-
CTBYyeT y MHOTHX jereil. Panusst ¢asa, mo-BuaumMomy,
3alyCKaeT aKTHBALMIO Makpo(aroB ¢ MOCIEAyIOIEH
crumyssinued T-XeNnmepHbpIX KJIETOK. DTO HPUBOAUT
K aKTHBH3AIIUN MEANATOPOB BocmaneHus ((pakropa He-
KpO3a OIYXOJIH, UHTepIeHKuHOB 12, 6, 1-Oeta, 23, 4),
9TO  CINOCOOCTBYET BBICBOOOXKIEHHIO LUTOKUHOB,
CTUMYJISIIUK Makpogaros, HEHTPO(PHUIOB M MOHOLH-
TOB, HapsAy C akTHBanued B-kiIeTox W rura3marmde-
CKHX KJIETOK C BBIPAOOTKOI aHTHTEN, YTO TPUBOIUT
K TMIIEPUMMYHHOMY OTBETY opraHusma Ha crajguu III.
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MyJbTHCUCTEMHBIH BOCTIAIUTEIbHBIA CHHAPOM BO3-
HUKaeT MpU HaJUYMHM T€HETUYECKOM MIpeapacroio-
KEHHOCTH. B KIMHMYECKUX IPOSBICHUIX HMEET-
Ci OTeK JIeTKHWX C aTejieKTa3aMH, MEHHHTealbHbIC
MPOSIBIICHUSI, CEPO3HOE BOCHAJICHHE, IUCQHYHKIHUS
KEIyJOYKOB ceplaua U o0pa3oBaHHE KOPOHAPHBIX
aHEBPH3M, IIOK, OCTpas MOYeUHass HEJOCTAaTOUYHOCTb,
BOCIIAJICHUE ME3EHTEPHUAJIbHBIX JIUM(OY3II0B, KOJIUT,
WJIEUT, aCIUT, U3MEHEHUs KOXKH, OTEK >KEITYHOTO
My3bIps.

Jis MIS-C xapakrepeH, Kak NpaBWIO, BBICOKHI
tutp antured k COVID-19. IlpuueM HeHTpamusyro-
masi CrioCOOHOCTh ATHX AHTUTEN, TI0O MHEHHIO OIHUX
aBTOPOB, HE W3MEHEHA IO CPABHEHHIO C OOJIBHBIMH
COVID-19 6e3 MIS-C [17], a m0o MHEHHUIO OpPYTHX,
CHIDKEHa ¢ MeHbled wux cnenuduuHoCcThI0 [57].
XapakTepHbl TAKXKE IOBBILIICHUE KOHLEHTPALUU Map-
KEpOB BOCTIAJICHUS] U BO3HHUKHOBEHHE ITMTOKHHOBOTO
ITOpPMa C Pa3BUTUEM THIIOTEH3WH M IIOKa (Halmo-
naercst y 20-100 % OosbHBIX) B pe3ynbTare OCTPOH
IUcyHKIMM MMOKapAa WIM PEaKUUH CHCTEMHOIO
TUTIEPBOCTIAJICHNs W Bazomwiataruu [51]. Pacmmpe-
HUE KOPOHAPHBIX apTepuil u/ninn (opMHUPOBAHUE aHEB-
PU3M HEKOTOPBIE aBTOPHI onucanu y 6—24 % OOJIbHBIX,
a BO3HMKHOBeHHE aputMuii — B 7-60 % ciydaes [51].
Tsoxects mopakenust npu MIS-C mocteneHHo ycyry-
OJIsIeTCsl IO HANPABICHHUIO K MEJIKUM COCYJIaM, 4YTO T10-
3BOJISIET MPEANOIOKNUTh, YTO SHIOTEINUT, BHI3BAHHBIN
COVID-19, npexacraensier co00il BacKyaUT MEIKUX
COCYIOB, HE 3aTPardBaOLINi OCHOBHbIE KOPOHApHBIC
aprepuu. Bo3Hukaromias BocrnajiuTesbHas Helporarus
snuKapauansHeix HepBoB npu COVID-19 npenmona-
raeT CXOJHBIM MaTOreHe3 MOpPaKEHUs COCYJIOB U He-
pBOB Tipu 3TOM Oone3nu [32]. B omwmcaHuu, BKITIO-
YaBlIeM NPOBEACHUE ayTONCHUH C I'MCTOJIOTHYECKUM
uccienoBanueM y pebenka, ymepmero ot MIS-C na
¢one mHpexmuu COVID-19, ormeueHo, 4uro B mpo-
LIECC BOBJIEKAIOTCA COCY/bl HE TOJIBKO MEJIKOTO, HO
u cpeaHero kamuOpa [3]. MoxHO mpeamnonararb, 4To
TSDKECTh TEUCHMS [JaHHOTO CHHApOMa ycyryomsercs
MIpY BOBJIEYEHUH B MATOJIOTMYECKUI TPOIIECC COCYIOB
Bce OOJIBIIETO JAMaMeTpa.

OcobenHo HeOmaronpuareH TOoT (axT, YTO BBIKHB-
mue nociae Kawa-COVID-19 moryt nonseprarbes
PHUCKY Pa3BUTHS CTOMKOTO OCTAaTOYHOTO MOBPEKICHUS
MHUOKap/a: HEMOJHOE BBI3ZIOPOBICHUE CUUTAETCS pe-
3yJABTaTOM NEPCUCTUPYIOLIETO BOCTIAJICHUS CEPIIEUHOM
MBILIIBl U3-32 WHIYLUPOBAHHOTO BHPYCOM ayTOMM-
MYHHOT'O OTBETa, KOTOPBIH MOXKET [aJIeKO BBIXOAWUTH
3a BpeMEHHBIE PaMKH OOJIe3HM, MPUHUMAs 3aTSHKHOE
TeueHue [48].

B otnnuune ot knaccuueckoit BK, mopaxaroreii ne-
Tell paHHEro BO3pPacTa, CUCTEMHOE BOCHAJICHHUE TIOCIIE
napexuu COVID-19 game mopakaer mperel crapie-

ro BO3pacTa M IOXPOCTKOB. BTopas mHTepecHas oco-
OEHHOCTb 3aKJIIOYaeTCs B TOM, YTO NAILMEHTHI C Ti-
sxenbivu popmamu MIS-C, ceszannoro ¢ COVID-19,
peKe TpUHAUICKAT TPEACTABUTEISAM EBPONCOUIHON
pacbl, YeM OXHJaeMas 4acToTa NPeICTaBICHHOCTU
€BPOIEONIOB B OOIMICH MOMYNSAIUU. 3HAYUMOE OOIb-
IIMHCTBO TMAIMEHTOB C TSOKEIBIM TEYCHUEM CHHIPO-
ma B nonymsinun CHIA mpencraBneno adpoamepu-
KaHIaMd, BbIXoAuamMu u3 JlaTmHCKOW AMepHKH WiIn
nMeroT adpo-KapuOCKoe MPOUCXOXKIeHUE (cymmap-
HO oHHM cocTtaBisitoT 84 % OompHBIX MIS-C) [23].
BTopbiM 1I0I00HBIM 3aCTyKHBAIOIUM BHUMaHUS (hak-
TOM fABIIsI€TCS TO, YTO O ciaydasax MIS-C, cBsizaHHOTO
¢ COVID-19, ne coobmanoce B Kopee u Smonuw,
XOTS y 3TUX I'PYINIl HACEJICHUS CaMbli BBICOKUH YPO-
BeHb 3aboneBaemoctd BK, u manmgemus COVID-19
HaOIrofjaeTcss B ATHX pPErHoHax; CieJ0BaTellbHO, Be-
pOsITHA TeHeTHYeCKas MPEeAPaCIONOKEHHOCTh K pa3-
BUTHIO TsDKenblX (opm 3abonesBanus [37]. Coo0-
LiaeTcs TAaKKe O HE3HAUYUTENbHOM NPEBAIMPOBAHUU
mur Myxckoro mona (mo 60-66 %). Bompoc o xa-
pakTepe mopaxenus cepaua npu MIS-C, cBszaHHOTO
¢ COVID-19, eme auckyTupyercs: OAHHU aBTOPHI yKa-
3bIBAIOT Ha ()OPMHUPOBAHHUE M30JIMPOBAHHOTO MHOKap-
nuTa 0e3 KOPOHAPUHTA U 00pa30BaHUs aHeBpH3M [37],
JIpyrue OTMEYaloT Haluyue KopoHapuuta [51],
YTO COINACyeTCsi C POCCUHCKHMHU HCCIEIOBAHUSIMU,
onuchIBaOIUMU Koropty nereit ¢ MIS-C acconuupo-
BaHHBIM ¢ COVID-19 (n = 32), y KOTOPBIX OTMEYEHEI
IIPU3HAKU KOPOHAPHUUTA ¢ (POPMUPOBAHUEM AaHEBPU3M
(mo 16 % nereit) [2].

CTouT 3aMeTHTh, YTO CBHJIETEIHCTBA BO3HUKHO-
BEHMS TMO3[HUX BOCHAJIUTEIBHBIX OCJIOXKHEHHH €O
CTOPOHBI cepAlla Hocje IepeHeceHHOH uHpekunn
COVID-19 umerorcs u y B3pocibix 00mbpHBIX. Cpenn
HUX 58 % WMenu aHOMalbHBIE PE3yIbTaThl KOMIIbIO-
TepHOW TOMOTpaduu: OTEeK MHOKapia M HapylIeHHE
BBICBOOOXKICHUSI TAAOJIMHUS, CHIDKCHHE (DYHKLHO-
HaJIbHBIX NapaMeTPOB MUOKApna, BKIIIOYas (paKLUIo
BBIOpOCA, CepJICYHBIN HHICKC U UHJIEKC YIapHOTO 00b-
ema [19]. MHTepecHO, YTO y B3POCIBIX MNaIlMEHTOB
4acTo HAOJIIONAIOTCS HKEITYJOYHO-KUIICYHBIE CHUMIITO-
Mbl, KOTOpbIE XapakTepHbl U s AeTed. Tak ke, Kak
B JICTCKOM TOMYJISIIUA, MOXKET OMUCHIBATHCS TOJHAS
knmuHudeckas kaptuaa bK [50].

MarHuTHO-pe30HaHCHast ToMorpadus cepaua y JIeT-
CKOT0 KOHTUHIEHTa OOJIBHBIX IEMOHCTPUPYET Tuddys3-
HBIH OTEK MHOKapaa Oe3 NPHU3HAKOB 3aMEIIAOLIETO
(pmubpo3a MM 0YaroBOro HEKPO3a CEpACYHON MBIII-
upl. OCTpBIi MHOKapAUT BO3HUKAET MEHEe YeM depe3
1 HeA. mocie MOSBICHUS! JIMXOPAIKU U KEITyJOYHO-KHU-
LICYHBIX CHMIITOMOB. DTH JaHHBIE CBUAETEILCTBYIOT
B I10Jb3Y HMOCTUH(EKIHOHHOIO MHOKapAuTa y IeTel
u noapoctkoB ¢ COVID-19 [8].
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B kiMHMYECKOW KapTUHE Yy BCEX HaOIIOIAEeMBbIX
netreit ¢ Kawa-COVID-19 Opumn mpencraBieHbl Kap

wm 03H00; y 97 % — Ttaxukapmus, 80 % nereit
HUMCJIM CUMIITOMBI TOPAXCHUA KEITYJO0UHO-KUIICYHO-
ro Tpakra, y 60 % — cbmb, y 56 % — mnpusHaku

KOHBIOHKTUBUTA U Y 27 % — HM3MEHEHUS CIU3UCTBIX
oOosnouek. [loBblmieHHble ypoBHH C-peakTUBHOIO
Oenka, D-muMepa W TpomoHWHA OBUIM OOHApYKe-
Hel y 100, 91 u 71 % nDammeHTOB COOTBETCTBEHHO;
62 % OONBHBIX MOJTYYaIH Ba30IPECCOPHYIO TEPaIuIio,
53 % wumenu npuzHaku Muokapauta, 80 % OONBHBIX
ObUIN FOCHMTAIU3UPOBAHbBI B OTJEICHUE HHTCHCUBHOMN
tepanuu [11]. VY Bcex 00CiIeIOBaHHBIX BBISIBIEHO IIO-
BBIIIEHUE CEPJEYHBIX BOCHAJIUTENIBHBIX MapKepoB
(C-peaktuBHOrO O€ika, (eppuTuHa, TpPOHOHUHA I,
KPEaTUHKUHA3bl U IPOMO3TOBOr0 HATPUHYPETHUECKOTO
nentuzaa). TpaH3uTOpHAsS HEAOCTATOYHOCTh KJIAIIAHOB
cepana Habmromanack y 67 % mamumentoB. Dpaknus
BBIOpOCa JIEBOTO >Kenmynoyka Obuia cHikeHa y 80 %
OosibHBIX, (pakuust ykopoueHus — y 53 %. Y 93 %
JeTell ObUIN BBISIBIICHBI aHOMAJIMK KOPOHApPHBIX apTe-
puid. [Taronornyeckue M3MEHEHHUs Ha IIEKTPOKapIUO-
rpamme BoIsIBICHBI y 60 % marnuentoB [42]. Becem ne-
TSAM IPOBOJMIIN MHOTPOIHYIO MOAJEPKKY (aApeHaH,
MWJIPUHOH, N0OyTaMuH, HopaapeHanuH) [14, 16, 58].
CxonHble AaHHBbIE OBUIM MPOAEMOHCTPUPOBAHBI B HC-
CJIeMOBAaHUU KOTOPTHI U3 16 mereir Bo Opanmun [39].

B GonpmuacTBe citydaeB MIS-C pasBuBaiicst uepes
2—4-6 nen. nociue octpoit pazer COVID-19 [9, 15, 21].
OTO HOBOE «IIOCTBUPYCHOE» CHCTEMHOE BOCIAJIHU-
TEJIbHOE 3a00JIeBaHUE NPEIIIONOKUTEIbHO BO3HUKAET
BCJICICTBUE HM30BITOYHOTO aJallTHBHOTO HMMMYHHOTO
oTBeTa opranusma [26]. B cBs3u ¢ 3TuM uccienona-
TEJIW TIPU3BIBAIOT K HACTOPOKEHHOCTH KIMHHUIKCTOB
B OTHOUIEHUHM CHHApPOMa BbIOpOCA LIUTOKMHOB, aCCO-
nuupoarnaoro ¢ COVID-19 [56]. Beiasinennas B3au-
MocBsi3b MIS-C ¢ undekuueit COVID-19 no3sonser
npeamnonararb, 4ro mnaroreHes MIS-C mporekaer 1o
TUIy NOCTUH(EKIMOHHOM HMMMYHHOW JUCPETYIIs-
muu [37].

Heru 3apaxatorcas COVID-19 Tak ke dacto, Kak
U B3pOCible, HO 3a00JieBaHME y HUX B OCHOBHOM
NpoTeKaeT OECCUMITOMHO HJIM HUMeeT Ooliee Jerkoe
TEYCHHE, BO3MOXKHO, M3-32 OCOOEHHOCTEH MMMYHHO-
ro oTBeTa nerckoro opranmsma [39, 45]. Xora netu
B 3HAUUTEIBHOW CTEereHW H30aBJICHBI OT TSKEIIOTO
pecnupaTopHOro nopaxeHus (1Mo kpaiHed Mepe, OHO
HaOJII0aeTCsl 3HAYUTEIIBHO PEXE, YeM Y B3pOCIbIX),
y HHUX MOXeT pa3BuBarhcsi MIS-C, accommmpoBan-
uerii ¢ COVID-19, cxoxuit mo teuenuio ¢ bK [20].
Bocnanurensuas peakuust npu MIS-C otnuuaercs ot
KJIACCUYECKOTO IIUTOKMHOBOTO LITOPMA NP TAKEIOM
octpoM teueHun COVID-19 npexne Bcero tem, 4ro,
B OTJIMYHE OT HEr0, OHA 3HAYUTEIIHLHO PEXE Mopaka-

eT pecrniparopHbiii TpakT. Mmes obmme uepthl ¢ BK,
OHa B TO XK€ BpPEMs OTINYAETCSI OCOOCHHOCTAMH pea-
rUpoBaHus cyornonymanuii T-KIeTok, HHTepIeHKHHOB
U OMOMapKepoOB, CBS3aHHBIX C MOBPEKACHHEM COCY-
noB. B marorenese MIS-C 3HauuTenvHass ponb Mpu-
HaUISKUT 00pa3oBaHUio ayroantuten [9] (puc. 1).

B mnnane nedenuss B OONBIIMHCTBE IYOTMKAITHIA
coolmraercsi 0 MPUMEHEHHH CTEPOHUJIOB TOJNBKO Y Iia-
LUEHTOB C TSKENBIMH KIMHUYECKMMHU MPOSBICHUSIMU
3a00eBaHMs MM OTCYTCTBHEM OTBETA Ha MEPBHUYHOE
BHYTPUBEHHOE BBEICHHE MMMYHOITIOOYIMHA, U JIUIIb
B HEOOJBIIOM KOJIWYECTBE HCCIETOBAHUN CTEPOUIBI
Ha3zHauaiu BceM nauueHTam (14 %) [13]. B neuenun
nereit ¢ Kawa-COVID-19 ucnons3yroT BEICOKUE 10351
BHYTPHUBEHHOTO HUMMYHOITIOOY/IMHA (2 T HAa KWJIOTPaMM
Macchl Tenna). Bo3aMoxkeH TTOBTOPHBIN KYpC BHYTPHUBEH-
HOTO0 MMMYHOIIOOyIUHA. BOJBIIMHCTBO HMccenoBare-
JIeH cXOATCsl BO MHEHHH, YTO TITFOKOKOPTUKOCTEPOUIbI
Y BHYTPUBEHHBIH HMMMYHOITIOOYJIMH SIBJISIFOTCS IIEPBOM
muauedt teparmmu MIS-C, cBs3anHOrOo ¢ MHGMEKIHEH
COVID-19, y nereii. B oTnenpHBIX ciTydasx sl peCIu-
paTopHOTro JUCTpecca MOXKET ObITh HCIOJIb30BaH aHTa-
TOHHCT PEUENTOPOB HHTepIeiiknHa-1 (anakunpa) [39],
KOTOpbIA HaxonuT npumeHenue u npu BK [25], Tak-
K€ B TSDKENBIX CIIydasX cOOOILIaeTcss O NMPUMEHEHUHU
AHTaroOHUCTA PEIENTOPOB HHTEPICHKHUHA-O (TOIMIN3Y-
Mao) [4, 39]. [IpuMeHeHHe acTUpUHA B JICUCHHUH JICTCH
¢ MIS-C na ¢one undexuun COVID-19, xoropsiit
LIMPOKO HCTONB3YI0T O6onbHble BK, onuceiBaroT B nu-
TepaTypHbIX UCTOUHUKAX HEYacTO, HO TO, YTO OHO BJIe-
4yeT OBICTPBIH TONOKUTEIbHBIH 3(Q(EKT B OTACTBHBIX
HaOmroneHusx [39, 50], MOXKET CIyXUTh OCHOBaHHEM
JUIS 1ajbHEHIINX UCCICJOBAaHUN B 3TOM HalpaBlICHUH
KaKk B JIETCKOM, TaK MU BO B3POCIION MOMYJISILIUHU.

YV 6onpupix uctuHHONH BK, ocobenHo mpu Hedh-
(DEKTHBHOCTH JICUEHHS CTCPOUAAMU M UMMYHOIIIOOY-
JIMHOM, MOXXHO TIPUMEHATH Tutazmadepes [28, 38], Tem
Oosnee, 4TO B psizie CIy4yaeB NpPU BBEACHUM OOJIBIIMX
103 IMMYHOTJIOOYJTMHOB (2 MMEHHO TaKWe JO03bI MPH-
MeHsroTcss B JedeHnn MIS-C) umerorcs pucku pas-
BUTHS OCTporo remonmza [31].

B mHacrosimee Bpemsi minasmadepe3 — IIUPOKO
MIPU3HAHHBI METON JICUEHHUS TaKWX 3a00JICBaHUM,
Kak MuacteHus, cuujapoMm Imitena —bappe u Tpom-
Oornyeckass MuKpoanruonatus. llnazmadepes takxke
AKTHUBHO NPUMEHSIOT IpH 3a0oneBanusax moyek. llaro-
Joruyeckue (pakTopbl, KOTOPBIE MOTYT OBITH YIAJEHBI
C MOMOILBIO IIazMadepesa, BKIIOYAOT ayTOAHTHUTENA,
MPOAYKTHl KOMIUIEMEHTA, JUIONPOTEHHbI, UMMYHHBIC
KOMIUIEKCHI, KPHOTIIOOYJIMH, MUEIOMHBII OENoK, TOK-
CHUHBI, CBS3aHHBIC C OETKaMH, KJIETOYHbIE TPOMOOLIUTHI
U JIEHKOIUTHI [22].

IlonoOHBIH HOAXON K JICUCHHIO MOXHO MCIOJIb-
30Bath W B chydasx MIS-C, oco0eHHO y4uThIBas
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Cragus I (runepsocnaymrersaas OTCPOUEHHA) [VERTTTTES]
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Puc. 1. lNaTtoreHes MynbTMCUCTEMHOrO BOCNaNUTENbHOro cuHapoma y aetei [9]. ACE2 — peuentopbl aHTMOTEH3UHMPEBPALLLAIOLLETO

depmenTa 2; TNF-B — dakTop Hekposza onyxonu B; IL — MHTepneiikuHbI
Fig. 1. Pathogenesis of multisystem inflammatory syndrome in children [9]. ACE2 - receptors for angiotensin-converting

enzyme 2; TNF-B - tumor necrosis factor §; IL - interleukins

—

Puc. 2. MposepeHne ambynatopHoii npoueaypbl nnasMadepesa AeTIM C MyIbTUCMCTEMHBIM BOCMAMTENbHbIM CUHAPOMOM
Fig. 2. Outpatient plasmapheresis procedure for children with multisystem inflammatory syndrome
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3HAYUTEINIbHbIC MPOSBICHHUS YHIOTOKCHUKO3a, COIPOBO-
)kparomero Tspkenoe tedeHue COVID-19, kotopslit
MOXET MOTpPe0OBaTh MPUMEHEHHS METOIOB IKCTPaKOp-
MOpaJIbHON JIETOKCHKAIMH, IIaBHBIM 00pa3oM Ijia3Ma-
(epesa [52, 54]. C apyroil CTOpPOHBI, ayTOMMMYHHBIH
xapakrep MIS-C Ttaxke co3maeT NaToreHeTH4ecKyro
OCHOBY JJIsl WCIIONB30BaHUs IIazmadepesa, KOTOpBIA
TO3BOJISIET BBIBOAWTH aHTHTENA M JPyTrHe KPYIMTHOMO-
JIEKYJISIPHbIE TOKCUYHBIE META0OJUTHI, KOTOPbIE HE MO-
TYT yAaJsThes noukaMu [24, 35, 54]. Vcnonb3yst MeTos
AKCTPAKOPIIOPATHLHOM JETOKCHKAIIMK BO BPEMSI OCTPOTO
teuerans uHGeknuu COVID-19 y tsxensix mpenpac-
TIOJIOKEHHBIX OOJIBHBIX, emle 10 pazputusa MIS-C wmm
B CaMOM HayaJjie MPOSBJICHUs CHHJIPOMa, MOYKHO pacCyu-
THIBaTh Ha NPEJOTBPAILCHUE KPUTHUYECKUX COCTOSHHI
W oTAayieHHble ocnokHeHus [33, 40, 49, 55]. Janublit
METOJI JIEYeHUs, NMEIOINH BO3MOKHOCTH amOyraTop-
HOTO Ha3HAYCHHS, MOXXHO IMPUMCHSTH M Yy OONBHBIX
MIS-C, accouuMpoBaHHBIM C TEPEHECEHHOW HH(]EK-
e COVID-19. Ilpocrory M JIOCTYNHOCTH NpOBe-
JeHns 1oia3madepesa IByM cHOCaM € MYJIBTHCHCTEM-
HBIM BOCHAJIUTEIILHBIM CHHIPOMOM, aCCOIIMHPOBAHHBIM
¢ COVID-19, B ycioBusix aMOyJIaTOPHOTO TOCEIICHUS
OT/IEJICHUS] TPaBUTAIMOHHON Xupypruu kposu [lepBoro
Cankr-IleTepOyprckoro rocyapCTBEHHOTO METUITHH-
ckoro yHuBepcutera uMmeHu I.II. IlaBmoBa HamisgHO
nemMoHcTupupyeT (oto aBTopa (puc. 2).

B 3akmioueHne MOXKHO OTMETHUTB, 4YTO XOTS
COVID-19 o06b14HO mpoTEeKaeT y AeTel B Jierkor ¢op-
Me, Y HEKOTOPHIX W3 HHX B OTCPOYCHHOM IIEPHOC
(1epe3 HECKONMBKO HENMETh IMOCIIE OCTPOW HHQEKIINH
COVID-19) moxeT pa3BUBaThCS THKEIOE BOCIAH-
TesnbHOE 3a00JeBaHUE, MMEIONIee KIMHUYECKHE TpO-
SIBIICHUSI, CXOXKHE C CHUHIPOMOM TOKCHYECKOTO IIIOKa
(6omeznpro  KaBacakm), knaccudumupyemoe ceifgac
KaK MYJBTUCHCTEMHBIH BOCHAJIUTEILHBIA CHHAPOM
y gereit (MIS-C). CunmpoM MOXKET HMETh TOJBKO
BpeMeHHy10 cBs3b ¢ undekuueit COVID-19. B Oyny-
IIeM MOTYT IMOSBUTHCS HOBBIE acCOIMAINN TTOAOOHBIX
KITMHAYECKUX TIPOSIBIEHUH C APyruMU HH(EKIHOH-
HBIMH (WM HEWMH()EKIMOHHBIMHU) 3a00JEBaHUSIMH.
Ho B Hacrosiiee Bpemsl y MONABISIONIETO OOJBIINH-
CTBa JieTell B onuchIBaeMbIX koroprax ¢ MIS-C nmeer-
cs cBs13b ¢ mHbpeknueit COVID-19 [39, 51]. Ha nacTto-
SN MOMEHT, HECMOTPSI Ha BBISBISIEMOE Pa3UTEIILHOE
cxonactBo MIS-C u BK, nanHbie 3a0oseBanus paccMa-
TPHUBAIOTCSI KaK pa3iuuHble. BemyTcst akTHUBHBIE MMO-
TIBITKH BCe OoJiee pa3TpaHUYUTh WX KIMHHYECKH U Ce-
POJIOTHYECKH, XOTS 10 MaTephaiaM HCIIOIb30BaHHBIX
B 0030pe myOnMuKanuidi HENb3sl CKazaTh, 4TO ITH IIO-
IBITKU MTOJTHOCTHIO ycremHbl. CXOICTBO IBYX 3a0ose-
BaHMU CIIOCOOCTBOBAJIO MOIBITKAM MCIIOIB30BATh BECh
CIEKTp TIperaparoB, MpuUMeHsieMbIXx B Ooprbe ¢ BK,
B JICUCHUHU JIeTel W B3pocibix ¢ MIS-C.

Cuauraerca, uyro B mnaroreHese MIS-C nexur
Ype3MEPHBIN aganTHBHBIA WUMMYHHBIH OTBET ¢ (op-
MupoBaHueMm ayTtoaHTtuten [41]. Jleuenue ocHOBaHO
Ha TPUMEHEHUHM IMPOTUBOBOCIAIUTEILHOW TEparluu,
B TOM YHCIIE TIFOKOKOPTUKOCTEPOUIOB M AaCIUpPUHA,
Ha3HAUYE€HUHW BBICOKUX JI03 BHYTPHUBEHHOTO HWMMYHO-
100yJTMHA, BO3MOKHOM HCIIONE30BAaHUN aHTArOHHUCTOB
PElEenTOPOB UHTEPIACHKUHOB-1 U -6, OJHAKO YHIOTOK-
CHKO3 M ayTOMMMYHHBIN XapakTep 3a00JieBaHus co3/1a-
IOT TIATOTEHETHYECKYI0 TPEANOCHIIKY K BO3MOKHOMY
MPUMEHEHHUIO B KOMIUIEKCHOH Tepanuu Iura3madepesa,
KOTOPBIH XOPOIIIO 3apEeKOMEHIIOBAN Ce0sl MO0 JaHHBIM
psiaa myOnuKaiuii, aHaIM3upyeMbix B 0030pe [34].

OOMNONHUTENbHAA UHOOPMAL NS

Bxuan aBTopoB. Bece aBTOpBI HOATBEPXKIAIOT CO-
OTBETCTBHE CBOETO aBTOPCTBA MEXKAYHAPOIHBIM KpHU-
tepusim ICMJE (Bce aBTOpPBI BHECIH CYIIECTBEHHBIN
BKJIaJ] B pa3paOOTKy KOHIIEMIIMH, NPOBEJICHHUE HCCIIe-
JIOBaHMsI M IMOATOTOBKY CTaTbU, MPOWIN M ONOOPUIH
(MHANBHYIO BEPCHUIO TIepell MyOHKaImei).

KondaukT untepecoB. ABTOPHI ACKIAPUPYIOT OT-
CYTCTBHE SIBHBIX U MOTEHIMAILHBIX KOH(INKTOB UHTE-
PECOB, CBSI3aHHBIX ¢ MyONUKaIMeld HACTOSIIEH CTaThbH.

Hcrounnk ¢puHaHcupoBaHusi. ABTOPHI 3asBISIOT
00 OTCyTCTBHM BHENIHETO ()WHAHCHPOBAHUS MPH TIPO-
BEJICHUN HCCIIEIOBAHMS.

HNudopmupoBanHoe cornacue Ha MyOTHKAILUIO.
ABTOpPBI NOJYYWIN NMHUCBMEHHOE COIJIACHE 3aKOHHBIX
NpeACTaBUTENICH MalMeHTa Ha MyOIMKALUI0 MEeIUIMH-
CKUX MaHHBIX U (oTorpadmii.
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Optimizing nutritional support is essential for critically ill children, and premature infants are particularly vulner-
able to the effects of prolonged fasting. There is a lot of evidence in the scientific literature for the benefits of
enteral nutrition. It is known that premature babies need an individual approach to nutrition due to the prevalence
of catabolic processes, while treatment in the intensive care unit requires a surplus of calories. Timely introduction
of enteral nutrition helps to reduce morbidity and mortality in this population. Gastroesophageal reflux is common
in preterm infants. When there is a decrease in tolerance to enteral feeding, doctors usually prefer parenteral nu-
trition. However, its use can be associated with metabolic, infectious and iatrogenic complications. A step-by-step
therapeutic approach is recommended in the treatment of GER in preterm infants. Conservative treatment should
be considered as first-line therapy in children without clinical complications. Feeding through a gastric tube is not
always well tolerated by seriously ill people patients. As for the treatment of complicated GER, extensive studies
show that the use of transpiloric feeding is comparable in effectiveness to fundoplication. Transpiloric feeding
tube can be justified as a strategy for treating GER that is refractory to conservative therapy.

Keywords: enteral nutrition; transpiloric feeding; premature babies; gastroesophageal reflux; nutritional support.
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JIN30COMHDIE BONIE3HN HAKOMNEHNA. MYKONOJIMCAXAPUA O3 III TUNA,
CMHOPOM CAHOUAUNMO
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0O630p NoCBALWEH KIMHUYECKON, BUOXMMUYECKOM M MONEKYNApPHO-TeHEeTUYECKOW XapaKTepuCTUKe ayTOCOMHO-pelec-
CMBHOro mykononucaxapuposa Il tuna, unu cunapoma CaHdunmMnno. ITO reHeTUYeCKM reTeporeHHas rpynna peakux,
HO CXOAHbIX MO XapakTepy TeuyeHUs 3aboneBaHuit, 0OYCNOBNEHHbIX Ae@ULUTOM OLHOr0 M3 YeTbipex JIM30COMHbIX
dhepMeHTOB, y4yacTBYKLWMX B Aerpafauuu renapaHcynbdata. Bce tunbl Mykononucaxapmposa Il Tuna xapakTtepwusy-
I0TCA TSHXKENoW pereHepauunen LeHTpanbHOM HEPBHOM CUCTEMbl B COYETAHWM C MATKMMM COMaATUYECKUMW NposiBie-
HUAMU, YTO OODBSACHAETCS HAKOMNEHUWEM BbICOKMX KOHLEHTpauui renapaHcynbdaTta B M30COMAX pPasMUHbIX KNeTOK,
B TOM YMCNE U LEHTPaSibHOM HEpPBHOM cUCTeMbl. [TepBUYHbBIM BUOXMMHUYECKUI aedeKT NMpu CaMOM pacnpoCTpPaHEHHOM
TMne mykononucaxapuposa A, Bctpevatwmiica ¢ vyactoton 1:10° u coctasnswowmii okono 60 % Bcex cnydvaes
3aboneBaHna, — 3TO HeAOCTAaTOYHOCTb renapaH-N-cynbdartassl, uam cynbdamupassl. Mykononucaxapupos tuna IlIB
BCTpeyaeTcs B 2 pasa pexe u coctasnset okono 30 % Bcex cnyyaeB cuHapoma CaHdununno. OH obycnoBneH npw-
CYTCTBMEM WHAKTUBUPYHOLWMX MYyTaLMi B reHe NM30COMHOM a-N-aueTunraokosaMumHupassl. Mykononucaxapuapos IC
n IlID cocTasnstoT 4 u 6 % u BcTpeyatoTcs ¢ yactoToit 0,7 u 1,0 : 10 cooTBeTCTBEHHO. MpUUMHOI MyKONONMCAXapuAao-
3a llIC sBnsitOTCA MHAKTUBMpYHOWME MyTauMM B reHe MeMBpaHOCBA3aHHOM NM30COMHOM aueTnn-KoA:a-rnioko3aMmHUA-
N-auetunTtpaHcdepasbl, unn N-aueTunTtpaHcdepasbl. B ocHoBe Mykononmcaxapuposbl |ID nexuT HeLoCTaTOYHOCTb
nn3ocoMHon N-aueTunrnkoszaMmnH-6-cynbdartasbl. O6CyxaaeTcs poNiib 3IKCMEPUMEHTANbHbIX MOAENEeN B MU3yYeHUU
OMOXMMUMYECKMX OCHOB MmaToreHesa cuHapoMa CaHduMAMNNo M pa3paboTke pasfiMyHbIX TepaneBTUYECKMX MOAXOLOB.
PaccmatprBaeTcs BO3MOXHOCTb HEOHATANIbHOIO CKPUHWUHIA, paHHEeN AMArHOCTUKU, NPOPUNAKTUKM U NATOreHeTUYeCKom
Tepanuu 3TUX TAXENbIX TM30COMHbIX HonesHei. B kauecTBe npuMepa NpeAcTaBneH KAMHUYECKUIA CNyYai AMAarHOCTUKM
U neyeHus pebeHka c MykononuMcaxapugosom tuna IlIB.

KntoueBble cnoga: 0630[); NIM30COMHble 60/Ie3HM HAKOMNNEHUS; MYKOMNO/InMcaxapmnaos Il TMna; naToreHes; AMArHOCTUKA;
TEpanu4.

LYSOSOMAL STORAGE DISEASES. MUCOPOLYSACCHARIDOSIS TYPE III,
SANFILIPPO SYNDROME
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The review describes the clinical, biochemical and molecular genetic characteristics of autosomal recessive muco-
polysaccharidosis type Ill, or Sanfilippo syndrome. This is a genetically heterogeneous group of rare, but similar in
nature, diseases caused by a deficiency of one of the four lysosomal enzymes involved in the degradation of heparan
sulfate. All types of mucopolysaccharidosis Il are characterized by severe degeneration of the central nervous system
in combination with mild somatic manifestations, which is explained by the accumulation of high concentrations of
heparan sulfate in the lysosomes of various cells, including the central nervous system. The primary biochemical
defect in the most common type of mucopolysaccharidosis IllA, occurring with a frequency of 1:10° and presented
in 60% of all cases of the disease, is heparan-N-sulfatase, or sulfamidase deficiency. Mucopolysaccharidosis IIIB type
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occurs twice less often and accounts for about 30% of all cases of Sanfilippo syndrome. It is caused by the presence
of inactivating mutations in the lysosomal a-N-acetylglucosaminidase gene. Mucopolysaccharidosis I1IC and IlID are 4%
and 6%, and occur at frequencies of 0.7 and 1.0 : 10°. Mucopolysaccharidosis IlIC is caused by inactivating mutations
in the gene of membrane-bound lysosomal acetyl-CoA:a-glucosaminid-N-acetyltransferase, or N-acetyltransferase.
Mucopolysaccharidosis IIID is based on the deficiency of lysosomal N-acetylglucosamine-6-sulfatase. The role of
experimental models in the study of the biochemical basis of the pathogenesis of Sanfilippo syndrome and the
development of various therapeutic approaches are discussed. The possibility of neonatal screening, early diagnosis,
prevention and pathogenetic therapy of these severe lysosomal diseases are considered. As an example, a clinical
case of diagnosis and treatment of a child with type IlIB mucopolysaccharidosis is presented.

Keywords: review; lysosomal storage disorders; mucopolysaccharidosis type lll; pathogenesis; diagnostics; therapy.

B nmpenpinymux HoMepax KypHasia OblIa MpeJicTaB-
JieHa oOmiasi kjaaccuukaius JIM30COMHBIX OoJie3HeH
HakoruieHus [2] u Oonee MmoApoOHas XapaKTEPUCTH-
ka mykomonmcaxapuno3os (MIIC) I u Il tumos [4].
B nacrosmei#t crarbe MbI ipogoipkuM orrcanre MITC
n npencraBum xapakrepuctuky MIIC III tuma, nm
cuapoMa Canduiunmo. DTO TEeHETHYECKH TIeTepo-
regnas rpynna MIIC, cocTosimas u3 4eTbipex ayTo-
coMHO-penieccuBHbIX 3a0oneanuii 1A, 1B, IIC
n IIID tumoB. Bce oHm 00yciioBiaeHBI aehUIIATOM
pasHbIX JIM30COMHBIX ()EPMEHTOB, YYaCTBYOIIMX
B Jierpajanuu remapaHcyiabgara. [lepBudHbiM OHOXU-
mudeckuM nedpextom npu tune MIIC IIIA sBasercs
HEJI0CTAaTOYHOCTh TenapaH-N-cynb(arasbl, WIA CYib-
dbamunaser [1, 3, 14]. MIIC IIIB tuma oOycioBieH
MPUCYTCTBHEM WHAKTHUBUPYIONIUX MYyTalldii B TEHE
JIM30COMHOM 0-N-aleTUIrIIoKo3aMUanAa3el [53, 54].
[puunnoit MIIC IIIC Ttunma SBASIOTCS HWHAKTH-
BHUPYIOIIIE MYyTallid B Te€HEe MeMOpaHHO-CBs3aH-
HOM Jnm3ocomHOM  aneTmi-KoA:o-rmokozamMmuama-N-
arerwiTpancdepasbl, win N-aneruntpancdepasst [21].
B ocnose MIIC IIID nexuT HEIOCTATOYHOCTH JU30-
coMHOM N-aneTunrimoko3aMuH-6-cynbdarassl [24].

MIIC IIIA Berpeuaercst ¢ uactotod 1 : 100000
u cocraBisieT okoiio 60 % Bcex ciydaeB 3abosieBa-
Hus. Bropoit o ywactore (1 :200000) — MIIC IIIB.
On cocrasnsger okono 30 % Bcex ciaydaeB CHHIpO-
Ma Candumummo. MIIC IIIC wu IIID cocraBnsioT
4 1 6 % COOTBETCTBEHHO M BCTPEYAIOTCS C YACTOTOM
0,7 u 1,0 : 10° [6].

Kunnnka n 3mugemMuosorust

bornesHp xapakrepusyercst TSKEJION JereHepauuei
LIEHTPAJIbHOM HEPBHOM CHUCTEMBI B COYETAHWUU C MST-
KMMH COMaTHYECKUMH MpOosBIeHUAMU. [Ipu poxieHun
JETH HE MMEIOT aHOMAaJHWH, U B OTIMYUE OT JAPYTUX
¢opm MIIC, rpbpKM y HUX PEAKO MPHUCYTCTBYIOT.
VYKe Ha BTOPOM TOy KU3HU MOXET HaOIromarbes He-
OorbIIast 33/Iep’KKa TICHXUYECKOTO Pa3BUTHSI, KOTOPOI
peIKo MPUAAIOT TUarHocTHYeckoe 3HaueHue. OObIYHO
OonesHp 1e0I0THPYET B BO3pacTe 2—6 JIeT H3MEHEHUEM
MOBEACHUS B BUJC TMIEPAKTUBHOCTH, arPECCUBHOCTH,

BBIPQXKEHHON 3aJIepKKH TICHXHYECKOTO U PEYeBOTO
pa3BUTHs, HapylIEHUEM CHAa B COYETAHHUH C OTHOCH-
TEJILHO MSATKMMH COMaTH4eCKHUMH OCOOEHHOCTAMHU —
[IIUPOKUMH TYCTHIMH OpOBSIMH (BO3MOXKEH CHHO(PU3),
JKECTKUMH BOJIOCAMH, THPCYTH3MOM, YMEpPEHHOH Te-
MaToCIuIeHOMeraineil, MUHUMaJIbHBIMU W3MEHEHUSIMHU
KJIarmaHoB cepauna W 4vacTeiMu HHPekuusmu JIOP-
opranos [7]. HaubGonee sipko ocoOeHHOCTH (eHOTHIIA
TIPOSIBIISIFOTCS Y CBETJIOBOJIOCHIX AETEH, MMEIOIINX, KaK
MpaBUJIO, TyCThIe, TeMHBIC OpoBHU. [Ipm pa3BepHyTOM
KJIMHUYECKOW KapTHHe cMHApoM CaH(UIUMIO MpOosB-
JSIETCSl TIPOrpeccUupyloniel JeMeHlInel, runepakTuB-
HOCTBIO C YepTaMH arpecCHUBHOTO ITOBEIEHUS, TshKe-
JBIMH HapyIOICHUSMHA CHa (HOYHOH COH MeHee 2 H),
IIPOrPECCUPYIOLIEH HEUPOCEHCOPHOH TYrOyXOCThIO,
MATKAMH CKEJIETHBIMH aHOMAJIMSIMM, XapaKTepu3yro-
LIMMUCS] PEHTIEHOrpapUUeCcK! ABOSKOBBITYKIONW (op-
MOM TIO3BOHKOB, TOJICTBIM CBOJIOM Ye€pera, THIpOoIle-
(hammelt, COMPOBOXKIAIOIICIHCS BEHTPUKYJIOMETATHCH,
a TaKKe BO3MOXHBIM DPa3BUTHEM HEKpO3a TOJOBKH
OeapenHoit koctu. Ha xommbioTepHOH TOMOTrpaduu
OTMEYAIOT MPHU3HAKU aTPOPUHN KOPBI TOJIOBHOTO MO3Ta.
Y OONBHBIX PEIKO pa3BUBAETCA CaMOCTOSTEIbHAs
pedb, a MHOT/Ia OHA MOJTHOCTBIO OTCYTCTBYeT. I1o Mepe
pa3BuTHs 3a00JIeBaHMs YMCTBEHHAsl OTCTAJOCTh MPO-
rpeccupyer, OOJIbHBIC YTPauMBaIOT NPUOOPETCHHBIC
paHee HaBBIKH, y OOJBIIMHCTBA M3 HHUX IMOSBISIOTCS
cynoporu. K 6-10 rogam pa3BuBaeTcs TspKenas Aerpa-
JAIysl ¢ MOoTepel COLMAaIbHBIX HABBIKOB M BO3MOXK-
HOCTH camooOciyxkuBanusi. Ha TepmuHanbHOW cra-
Juu 00JIe3HM HAOJIONAIOTCSl CHIDKEHUE ABHUraTeIbHON
AKTUBHOCTH BIUIOTH IO TIOJHOW OO0E3IBHKEHHOCTH,
KaxeKcHs, OTCYTCTBHE pEaKIMH Ha OKpYy’)Karoliee.
JleTanbHblil UCXOJ HACTYNAET BO BTOPOM WIIM TPETHEH
JeKaJie JKU3HU OT Mporpeccupylouiell sHuedanonaTiu
[5, 6, 11].

B nuteparype MOXXHO HaMTH ONMHMCAaHUE B3POCIBIX
nanueHToB ¢ MsarkuMu Gopmamu MIIC III ¢ nerkumu
KOTHUTHBHBIMH HapyIIEHUSIMH U JIa)Ke C HOPMaJIbHBIM
HMHTENIEKTOM. Tak, U3 Tpex HKCHEpPTHHIX LEHTPOB IO
JTM30COMHBIM OOJIE3HSIM HAKOIICHHS OBIIM OTOOpa-
Bbl 12 mammentoB ¢ MIIC III (11 — ¢ MIIC IIIA
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u 1 — c MIIC [IIB), y KOTOpBIX cpegHHI BO3pacT
MOCTaHOBKM JuarHo3a coctaBui 43 roga [35]. B aToit
rpymre OONBHBIX OCHOBHBIMHU TPOSBICHHUSIMH B J1€0T0-
Te 3a0osieBaHMs ObLTM B JABYX Ciydasx auctpodus
CeTYaTKH, MO0 OJHOMY — KapJAHOMHONaTus M CHHU-
JKEHHE WHTEIUICKTa, 4acTh MAI[MeHTOB ObUIN BBISBIIC-
Hbl 10 pe3ynbTaTaM CeMEHHOro ckpuHuHra. B 9 u3
12 cmygaeB He OBUIO IUATHOCTHPOBAHO HapyIIe-
HUE KOTHUTUBHBIX (YHKIUH, B CpeIHEM, K BO3PACTy
47 net (ot 19 mo 74 ner).

[pwm Bcex Tumax MIIC 111 HaOmomaeTcss HakoTUIEHHE
BBICOKHX KOHIIEHTpAIMi TenapaHcyab(ara B JIN30COMax
MIPAKTUIECKH BCEX KJICTOK OpraHm3Ma. DTHM OOBSCHS-
eTcd OIHOBPEMEHHOE BOBJIEUYEHHE B MAaTOJIOTHUECKHUH
NpoLecC MHOTHX CHCTEM, OPTaHOB U TKaHeH OONBHOTO,
a TaKk)Ke CXOIHBIN XapaKTep TeUeHHs PA3INYHbIX TCHETH-
YeCKUX BapHaHTOB cuHApoMa Candwmmnmo. Xapakrep-
HBIM JTHarHOCTHYECKUM Tpu3HakoM Beex TuroB MIIC 11
SBJISIETCS] TIOBBIIIEHHAS SKCKpELMs C MOUOW TIemapaH-
cyabara u apyrux mmko3amuHormmkanos (IAD). Ipu
ATOM YacTO OTMEYAFOTCS CIy4au JIOKHOOTPHIIATEIEHBIX
pesynsTaroB npu onpeneneanu [AlT B moue, uto Tpely-
€T MOBTOpHOTO aHanu3a 3kckpeuun [Al" n npoBeneHus
(hepMEHTHOI1 TMarHOCTHKH IIPU COOTBETCTBYIOLIECH KIIH-
Huueckor kaptune [15]. Paunsis nuarnocruka MIIC 111
OCHOBaHa Ha WCCJEIOBAHWH COYETAHWS KITMHAYECKUX
n OMOXMMHUYCCKUX TIposiBIcHWUN 3abonmeBanus [21].
Onnako HamOonee OOBEKTMBHBINA auQQepeHInaIbHbIN
JINarHO3 pa3NIMYHBbIX THUIOB cuHApoMa CaH(pUIUMIIOo
BO3MOKEH TOJIBKO C IPHUBJICYCHHEM JAHHBIX OMOXMMU-
YECKOTO W MOJIEKYJISIPHO-TEHETUYECKOTO aHaIn3a.

Haubonpmass uactora cunapoma Canpuinnmo
3apeructpupoBana B [epmanmu u Hwunepnanmax —
1:20000 u 1:24000 coorBerctBerHo [11, 39, 46].
W3 73 uzyuennsix B Hunepmangax 6ompabx MIIC 111
okono monoBuHbl umenu ¢opmy IIA, 30 % — IIIB
u 19 % —IIIC. B ABcrpanuu uyactoTa 3a00JCBaHHS
coctaBiser 1:56000-58000 noBopoxkaeHHbIX [49].
B apyrux nmonymsnusax gacrora cuaapoma CaHpumm-
mo He mpeBbimaet 1 : 300000 HOBOpOXKIEHHBIX [32].

Cunipom Caruinmmo A sBISETCS CAMbIM TSDKEITBIM
u HamOonee pacnpocrpaHeHHsiM TuroM MIIC 11T [6].
s Hero xapakTepHO Oosiee paHHee Hadano 3aloe-
BaHUS C OBICTPBIM TIPOTPECCHPOBAHHWEM CHMIITOMOB
W MEHbIIEH MPOJOIKUTENBHOCTRIO KU3HU. Tum B
KIIMHUYECKH CUUTAeTCs Haubojiee MOIUMOP(PHBIM U3
Bcex MIIC III. Cunnpom Candununmo C 1o TsxecTH
TEYCHUS] 3aHUMAET TPOMEKYTOYHOE IOJIOKCHHE MEXK-
ny MIIC IITA wu IIIB. DTa 6onee peakuii Tum 3adore-
Banusa. Yactora MIIC IIIC B ABctpanuu, Hunepnan-
nax u [lopryranuu ouenuBaercsa kak 0,07, 0,12 u 0,21
Ha 100000 HOBOpPOXICHHBIX COOTBETCTBEHHO [22].
Cunnpom Candunummo D sBisercs campIM penKuM
tunom MIIC IIL

buoxumuyeckue ocuosbl maroreneza MIIC IIT

Cynbamunasa, nedexrnas mpu MIIC IIIA, — 310
MepBbIi (DepMEHT, YJacTBYIOIIMK B JIerpajalliy Tera-
pancynbdara. Ero QyHKIMel sBIsSETCS OTIIEIUICHUE
cynb(ara OT aMHHOTPYMIbI TEPMHHAIBHOTO OCTaTKa
[JIIOKO3aMHWHA B MOJIEKylle TremnapaHcyinbdara [29].
B pesymbrare 0O0pa3yloTcs  O-TIFOKO3aMHUHHUIHBIC
OCTaTKH, OT/EJIeHHE KOTOPHIX OCYIIECTBISETCS B JBa
srana. CHavajna MPOMCXOAUT MX N-aleTHIUpOBaHUE
B npucyTcTBUU anetui-KoA:a-rmwokozaMuaua-N-
artetmnTpancdepassl, aedunutaoit mpu MIIC IIIC.
3areM OSTH OCTAaTKH TUAPOIU3YIOTCS TOA JAEWCTBU-
eM o-N-aleTHInIoKo3aMUHNIA3bl, OTCYTCTBYIOLIEH
y 6omnpubIx MIIC IIIB. IIpu Tune 3abonesanust 111D ne-
(exTHOW OKa3bIBaeTCs N-alleTHITIIFOKO3aMUH-6-CyiTh-
(aTaza, ydJacTByIOIIas B BBICBOOOXKIEHHHU Cyib(dara
n3 N-aleTUInIoKo3aMuH-6-Cyab(aTHeIX CBs3el B Tre-
MapaHCyb(ar-Mporu3BOJHBIX OJNHMrocaxapax. 3peias
cynbhamugaza coctouT u3 482 aMUHOKHCIOT W CO-
JIEPXKUT S5 MOTEHIIMAIBHBIX CAWTOB N-TJIHUKO3UIHU-
poBaHHUs.

Aunbda-N-arneTunrioko3aMuHua3a, 1eGekTHas
npu MIIC IIIB, karanusupyeT OTIIEIUIEHHE TepMU-
HaJIbHOrO N-aleTUIIIIOKO3aMHHA B MOJIEKYJe rera-
paHcymnbdara. 3peslii 0eT0K ¢ MOJICKYIIIPHON Maccoit
okoso 80 x/[ cocrout m3 720 amMuHOKHCIOT [54].

OcnoBHas ¢ynkuust aepexrHord npu MIIC IIIC
aneTni-KoA:a-rmokozamunua-N-auetuarpancdepassl,
KOTOpasi HasbIBaeTcsA Takke N-aleTuiaTpaHcdepason,

COCTOUT B AlETWINPOBAHUU aMHUHOTPYIIBI Tep-
MHUHAJIBHOTO OCTaTka IJIIOKO3aMHUHA B  MOJEKY-
e remapaHcyinbdara mocie  JaecyibhaTupoBaHUs

cynbaMuIa3oi U Tmepes ero TUAPOIu3oM anbda-N-
AUETWINIIOKO3aMUHUAA30i. DTO €AMHCTBEHHBINA JIM30-
COMHBIH (DEPMEHT, HE BBIMOIHSIOMINN ()YHKIIUU THIPO-
na3el. Peakius MoxeT ObITh pa3/ielicHa Ha JIBE YacTH:
aleTIIIUpOBaHue (EepMEHTa W TEPEHOC alleTHUIILHOM
TPYIITBl HAa TIIOKO3aMHH. B 3TOH peakmuu arneTuii-Ko-
9H3UM A (areTiir-KoA) sSBIsIeTCsl TOHOPOM arle THITLHOM
IPYIIbI, OJJHAKO MaJI0 BEPOSATHO, YTO ATOT KO(PAKTOP
MOXET yCTOMYUBO CYIIECTBOBAaTh B KHUCJIOW M THIPO-
JUTHYECKOU cpene am3ocoM. N-anermnrpancdepasza
obecrednBaeT BO3MOXKHOCTH HCITONIB30BaHUS KIIET-
KaM{ TpH Jerpajiallii renapaHcyibdara UTOIIIa3-
MaTU4eckoro kogakropa 0Oe3 MepeHOca HHTAKTHOM
MOJICKYJIBI Yepe3 JTU30COMHYI0 MeMmOpany. [Ipu atom
cyOcTpaT W KO(aKTOp pasleNeHbl JTH30COMHON MeM-
Opanoii. MemMOpaHHO-aCCOIMMPOBAHHBIE OCIKH TPY/I-
HO TOJyd4arh B umMcTtoM Buue. Ilpeamonmaraercsi, 4to
N-anerunrpancdepaza — 3T0 JUMEp, COCTOSIIMN U3
JBYX CyObequHHL ¢ MOJEKyIsipHOi maccor 120 k/I, co-
JIepKaluX acraparuH-CBs3aHHbIe oiurocaxapuasl [21].
[Tpr 3TOM TONBKO OMHA W3 ITHX CyOBEAWHHII 00JIamacT
KaTaJIMTHYCCKUMK CBOMCTBaMHU. N-areruntpancepasza
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HE MMEET CTPYKTYPHOT'O CXOJCTBA C KAKUMHU-TTHOO Jpy-
TMMH U3BECTHBIMH MPOKAPUOTUYECKUMH HIIU YKapHO-
THYEeCKUMH anerwiTpancdepasamu. [Ipeamnonaraercs,
9T0 (PEPMEHT MPUHAUICKUT K HOBOMY CTPYKTYPHOMY
KJlaccy OEJKOB, KOTOpBIE CIIOCOOHBI TPaHCIIOPTHPO-
BaTb AaKTUBHPOBAHHBIE AalleTUIBHBIE OCTaTKH dYepes
KJIETOYHYI0 MeMmOpaHy. DTo TpaHCMeMOpaHHBIH Oe-
JIOK C TMPEIoNIOKUTEILHON MOJEKYISIPHOW Maccoi
73 /1, cocrosmuii U3 656 aMUHOKHCIIOT, BKJIFOUas
N-TepMHUHaNbHBIA CUTHaJIBHBIA nentul. benok co-
nepxkut 4 caiita N-muko3unupoBanus u 11 Tpanc-
MeMOpaHHBIX JIOMEHOB. B cooTBeTcTBUM C TOHO-
JIOTUYECKUM  MOJeNupoBaHUEM  N-TEpMHHAJIBHBII
YYacTOK JTOro OeiKa HaxXOOUTCS BHYTPH JIH30COMBI,
a C-TepMHHaNBHBII — B LIUTOIJIAa3Me.

JImzocomuas N-aneTwimroko3aMuH-6-Cynbdarasa,
HEJOCTAaTOYHOCTh KOTOpOW Jexxkut B ocHoBe MIIC
IID, karanu3upyeT oOTHieIUIeHHe cynbdara oT
6-Tro YIJIepoJHOTO aToMa TEPMUHAJIBHOTO OCTaTKa IIIfo-
KO3aMUHa B MoJieKyse renapancynbdara [30]. Xors
N-aleTHUIrIroKo3aMruH-0-CylTb(haT BXOJUT B COCTaB HE
TONBKO TenapaHcynbdara, HO U KepaTaHcyabdara, mpu
JTaHHOM 3a0o0JieBaHUM HapylleHa AETpajalus TOIbKO
rernapaHcyiabdara, Tak Kak [-rekcozamMMHuAaza A
o0xomuT OJOK B Jerpajanuy Keparancyibdara. Bol-
JIEJICHHE W O4YUCTKa N-aleTHITTIOKO3aMUH-0-CyIlb-
(ata3pl W3 TEYEHW 4YEJOBEKAa IIO3BOJIMIM OIpese-
JUTH CTPYKTYpy (epMeHTa H €ro KaTaJuTHYEeCcKHe
cBoiictBa [24]. WnentudpunmpoBansl 4 u30(HOpMbI
(depMeHTa, NPEeINOoNOKUTEIBHO Pa3IUYaoUecs 10
XapakTepy TMPOIECCHHTAa OONBINON CyOBETUHHUIIEL.
N-aneTwimroko3aMuH-6-cyinbdaraza ¢ MOJIEKYISIPHON
Maccoil 72 k][ MMeeT roMOJOrHI0 CO CTEPOUIHBIMU
cynbarazamu [40]. DepMeHT COHEPKUT HECKOIIBKO
caiToB N-TIIMKO3WJINPOBAHHS W THAPOQPIIBHBIN paii-
OH, OOTaTblii OCHOBHBIMH AMHHOKHCIIOTAMH, B KO-
TOPOM MOKET OBITh JIOKAJIM30BaH BHYTPEHHHH CalT
MIPOTEONIUTHYECKOTO paciueruienus. [lpu nponeccunre
NEPBUYHBIA OEJIKOBBIA NPOAYKT I'e€HA PacLICIUISIETCs
Ha JBe CyObeOUHUIBI — N-TepMHUHAIBHYIO C MOJICKY-
nsipHOM Maccoit 32 x/| u C-tepmunansuyo — 48 /1.

Kapruposanue u nnenrTugpukanus reaos SGSH,
NAGLU, HGSNAT n GNS

[Homropasmepnass kJIHK renma cymbhammnazsr
(SGSH) ObL1a M30aMpOBaHA M3 TKAHECHCIU(PHUCCKOM
OMONIMOTEKH TEHOB MOYEK YEJOBEeKa C MOMOILBIO CHHTE-
3UPOBAHHBIX OJIMTOHYKJICOTUAHBIX 30HIOB [43]. MeTo-
oM (ITyopecieHTHOW THOpuau3ary in situ TeH SGSH
KapTupoBaH B obmactu 17g25.3. OH cocrouT u3 8 k-
30HOB, paclpe/Ie/IiCHHbIX Ha omaan 11 kO reHOMHOM
JHK [28]. T'en SGSH skcnipeccupyercst BO BCEX TKa-
HSX ¢ 00pa3oBaHWEM TPeX albTEPHATUBHO CILUIAHCHPY-
FOIIUXCST TPAHCKPHUIITOB pa3dmepamu 3,1; 4,3 u 7,1 k0.

[Homuopasmepnas xJIHK rena anbda-N-anerwn-
nmroko3aMuHAnA3e (NAGLU) Obuta M30IMpoOBaHa U3
Pa3IMYHBIX TKaHeCTIeNU(PHUUECKUX OUOIMOTEK TEHOB
YeJI0BeKa C IOMOIIIbIO CHHTE3UPOBAHHBIX OJINTOHYKJIEO-
TuaHbIX 30HAOB [48, 54]. I'en NAGLU pacnonoxeH
B obmactu 17g21.2. OH cocrout m3 6 3K30HOB, pac-
npefeNieHHpIX Ha mromanu 8,3 k0 renomuon JIHK.

[lonmHOTeHOMHOE  CKaHMpPOBAaHUE, MPOBEAECHHOE
C UCMOJNb30BaHHWEM PABHOMEPHO paclpeAeTIeHHbBIX
[0 BCEM XPOMOCOMaM IIMTOTCHETHYECKUX HHICKC-
HbIX MapkepoB B 31 cembsax u3 10 pa3HbIX cTpaH,
B KOTOPBIX Bcero ObutO0 44 OONBHBIX CHHIPOMOM
Canpununmno C, mnokazayno, uto reH HGSNAT nu-
30coMHOM aneTun-KoA:a-rmroko3aMuHuA-N-aneTui-
TpaHcdepasbl JOKajdu3oBaH B xpomocome 8 [10].
MeTo10M MO3ULMOHHOIO KJIOHUPOBAaHUs U3 UHTEpBaJIa
B 2,6 cM (cantuMopraH), pacroyio)KeHHOTO MEXTY
IByMsI ONVOKaWIIMMHU MapKepaMmH, OKPY)KalolIUMHU HC-
KOMBIH T'eH, ObUIa BBbIAEICHA KOAMPYIOIIAs OCIEI0Ba-
TEJIBHOCTb, KOTOPYIO aBTOphl HazBanmu TMEM?76 [48].
IIpu npoBeneHUN NPOTEOMHBIX UCCIIEI0BAHUI MBIIIH-
HBIX OCJIKOB JTM30COMHOW MeMOpaHbl OblT UaAeHTH(U-
LUPOBAH HEM3BECTHBIH OENOK, FOMOJIOTHYHBIA OEJKY
yesnoBeka, kogupyemomy renom TMEM?76 [21]. beina
M30JIMPOBaHa IIOJIHOpa3MepHas SKCIPECCHPYIOLIAscs
MOCIIeI0BaTeNbHOCTE 1mem?76, KOnupylolias 3ToT He-
W3BECTHBIN MBIIIMHBIA Oenok. [Ipu BBeJeHHH MBILIH-
HOM MocnenoBaTenbHOCTH Tmem76 B KyJIbTUBUPYEMBIE
¢ubpodmacter 6ompHEIX MIIC IIC Habmomamu kop-
PEKLMIO IPUCYILEro KJIEeTKaM OOJIbHBIX JH3UMAaTHUe-
ckoro nedekra. Takum oOpa3oM ObLIO J0Ka3aHO, YTO
Tmem76 BpImonHSET (QYHKUMH JTH30COMHON aleTHII-
KoA:a-rnroko3amuHua-N-ameTuintTpancepassl,
a reusl TMEM76 n HGSNAT waeHTU4HBI ApPYT ApY-
ry. DKCIPECCUPYIOIMAsACS MBIIINHAS ITOCIEI0BaTEIb-
HOCTb Tmem76 Oblia UCIONB30BaHA B KAaueCTBE 30H-
Ja JUIsl CKpUHHMHTA TKaHeceUu(pUUecKuX OUOIMoTeK
IFEHOB YeJOBeKa M M30Jsiuu noiHopasMepHoit kJIHK.
I'en HGSNAT noxamm3oBad B obmactu 8pll.1 u co-
nepxut 18 3x30HO0B [21]. OH mMOBCEMECTHO DKCIpeEC-
cupyercs ¢ obpazoBanueM aByx tunos MPHK pazme-
pamu 4,5 u 2,1 k0 W anpTepHATUBHO CIUIAicupyercs
¢ o0pa3oBaHHWEM JICIETHPOBAHHOW M30(OpMBEI OelKa,
He uMeromeld 64 aMHHOKHCIIOT B TPaHCMEMOpPaHHBIX
noMeHax 3 u 4 3a cueT aJbTePHATHUBHOIO BBIPE3AHMS
n3 MPHK sk30n0B 9 1 10 [48]. OTa u3odpopma Oenka,
[0-BUANMOMY, KaTaJINTHYECKH HEaKTHBHA.

C WuCronb30BaHMEM JAaHHBIX II0 AMHUHOKHCIIOT-
HOM TOCIenoBareaIbHOCTH  N-aleTHITITIOKO3aMUH-6-
cyabdarazbl ObUIH CKOHCTPYHUPOBAHBI OJTUTOHYKJICOTHI-
HBIC 30HbI, C TIOMOIIBIO KOTOPBIX OblJIa M30JUpOBaHa
k/JIHK rema G6S (B mampHe#meM HazBaHHOTO GNS)
U3 TKaHEeCTEIUPUICCKOW OMOTMOTEKH TEHOB ITCUCHH
yenoseka [40]. Mzomuposannas k/[HK Obuta mcmoms-
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30BaHa B KaueCTBE 30H/a Ui KapTupoBaHus rea GNS
B obmactu 12q14 meronom rubpuansanuu in situ [38].
B nanpreiimeM maHHBIC OBUTH TIOATBEPIKICHBI METO-
JIOM comatuueckoi rubpuaumszaruu. ['en GNS cozaep-
KUT 14 SK30HOB.

Myrauuun B renax SGSH, NAGLU, HGSNAT
u GNS

VY 6onpabix MIIC IIIA wame Bcero oOHapyKuBa-
10TCSI MUcceHc-myTaruu B rene SGSH [16, 43]. Cpe-
o HuX 3ameHa R245H gsngercs waumboiiee 4dactoit
1 ObUTa HEOTHOKPATHO HACHTH(HUIIMPOBAHA B Pa3HBIX
nomynsiusix [14]. Ee wacrora y OONBHBIX CHHIpPO-
MoMm Candunummo A B ABctpanuu cocrasisieT 31 %,
B CIIIA — 19 %, B Hunepnangax mpesbimaer 50 %
[34, 41]. B eBporelickux MOMYISANUAX HaOIIONAIOTCS
pasiuyus MO CIEeKTPYy M 4YacToTaM MyTaluid B TeHe
SGSH [49]. Tak, wacrora myrauuu R245H y He-
MEIKHX OONBHBIX Aocturaer 35 %, B TO BpeMs Kak
y TONbCKUX OOJBHBIX OHAa OOHAPYKHBAETCS TOJIBKO
B 3 % cmyuyaeB. Muccenc-myranust R74C, nzmensto-
mast IBOJIOIMOHHO-KOHCEPBATUBHYIO aMHUHOKHCIIOTY
B aKTHBHOM caiiTe cynbpamuiasbl, coctaBisier 56 %
CpeAM BCEX MYTAHTHBIX ajuiesiell y OOJNIbHBIX MOJIbCKO-
o MPOUCXOXKAECHUS U TONbKO 21 % MyTaHTHBIX aj-
nene y OombHBIX W3 lepmanmm. B Wrammm dwacroit
SBILETCS 3amMeHa SO66W, koropas coctaBimsieT 33 %
cpend BCeX MYyTaHTHBIX ajuieneit rena SGSH [18].
Bcee 6 GonpHpIx M3 CapiuHUM UMENTH 3Ty MYTalHMIO,
npuyYeM y 5 W3 HUX OHA HaXOAWJIAch B TOMO3WUTOTHOM
COCTOSIHMH, YTO YKa3bIBAaeT Ha €€ MPOWCXOXKICHUE OT
oOmiero mpenka. MyTanuu, BCTpedarolmuecs ¢ BbICO-
KHMH YaCTOTAMH B Pa3JIMYHBIX TOMYJISIUSIX, TAKHE KaK
R245H, Q380R, S66W, 1080delC, accomumpoBaHbI
¢ KJIACCHYCCKUM TsDKeIbIM (peroTumnom [45, 46]. B To
ke BpeMst MyTarus S298P B TOMO3HTOTHOM WIJIH KOM-
MayH/I-T€TePO3UTOTHOM COCTOSIHUU Yallle MPUCYTCTBY-
eT y OonbHBIX ¢ Oosiee MsarkuMm tedenuem MIIC IITA
C JUTUTENILHBIM COXPaHEHUEM IICHXOMOTOPHBIX (PyHK-
U 1 OONBIIEH MPOMOIDKUTEIHPHOCTRIO JKU3HH.

Y 6ompupix MIIC IIIB wame Bcero oOHapyXu-
BalOTCS MucceHc-MyTanuu B rene NAGLU. Yacroii
MHUCCEHC-MYyTallMel OKa3blBaeTCs 3aMeHa apruHuHA
Ha nucTenH B 674-m monoxenuu (epmenta [50, 55].
Onucanpl TaKkkKe MyTallMd C TPEXIEBPEMEHHON Tep-
MUHAILUEH TPaHCISIIUKA — HOHCEHC-THIA U HEOOJb-
1M JeNeUN U HHCEPLIUHU, COITPOBOXKIAIOLINECS C/IBU-
TOM paMKku cunTeiBaHus. [IBe myraumm — R643C,
acCOITMUPOBaHHAs ¢ 0oJiee MATKAM KIIMHUYECKUM (e-
HoTumnoMm, 1 R297X Bmecre cocrapistor okoio 20 %
BCEX MYTaHTHBIX ajieneil y narckux OoibHbIX. Kax-
Jas u3 yerelpex MyTtamii — R297X, P521L, R565W
n R626X — y aBcTpanuiickux OOJNBHBIX BCTpedaeTcs
¢ gyacroramu okojio 6 %. Cuaapom Candummmnmo B —

Haubonee vacteid Trm MIIC III B [opryramuum [33].
DTO 0OBSCHSAETCS PaCIpPOCTPAHESHUEM B ATOU ITOMYIIs-
1KY 3a cyeT «3(dekra ocCHOBATEI IS MUCCEHC-MYyTaIHH
R234C, cocrasnsromieit okono 32 % Bcex MyTaHTHBIX
ajieneil B 9Toi momynsuud. AHaau3 TarloTUIIOB IO-
Kasall, 4YTO 3Ta MyTallisi IMEEeT OTHOCUTEIFHO HEJaB-
HEe TPOUCXOXKICHUE.

Bo MHOrHX wHccIemoBaHUAX OTMEYACTCS TETepo-
TeHHbI Xapaktep MyTtanuili B rene HGSNAT un ort-
CYTCTBHE KOPPEISIIUU MEXKIY TEHOTHUIIOM M XapakTe-
pom teuenuss MIIC IIIC [21, 22, 26]. B HEKOTOPBIX
TIOMYJISITUSX PACIPOCTPAHEHBI CHEIU(BUISCKIE MyTa-
uuu B reHe HGSNAT. Tak, y 6onpabix MIIC IIC u3
Hcnannm 1 MapoKKo 4acCTBIMU SIBJISIFOTCS JBE CTPYK-
Typuble MyTauun — 372-2A-G u 234+1G-A [17].
B Jlanmm wactoTa aByx MucceHc-myTaruii — R344C
u S518F — cocrapnsier 22 u 29 % COOTBETCTBEH-
HO [41].

Bce myranmu, upentudunupoannsie B reHe GNS
y OombHBIX ¢ penkuM cuHapomMoM Candumunmo D,
CONPOBOXKIAIOTCSA MPEKICBPEMEHHON TEepMHHALMEH
TPaAHCIAIUY, IPUYEM KaXKas U3 3TUX MyTaluil Oblia
HalijieHa y OOJbHBIX TOJILKO B TOMO3UTOTHOM COCTO-
ssauu [19, 27]. DTO IBe HOHCEHC-MyTalUUU U TPU He-
OoNbITHe CTPYKTYPHBIE MTEPECTPONKH, COITPOBOXKIAIO-
IUECS CABUTOM PAaMKH CUHTHIBAHUS.

JKCcnepuMeHTAIbHbIE MOIEIH

Henocrarounocts remapancynbdara cymbdarassbl,
00ycITOBIIEHHAS TOMO3UTOTHOH JETeITeit TpeX HyKIIeo-
TUJOB B co0aubeM T€HEe, TOMOJIOrHYHOM reny SGSH
YeJIOBeKa, OMKCAHA y JIBYX B3POCIBIX COOAK MOPOJIBI
JKECTKOLLIEPCTHAsT Takca W3 oAHoro momera [9, 23].
Y o0emx cobak B Bo3pacTe 3 JIeT HaOIroganach
aTakCusl 3aJHUX KOHEYHOCTEH, KOTOpas IMOCTEIECHHO
IporpeccupoBana B TeyeHHe 1—2 JeT g0 TeHepau-
30BaHHON CIHHOIEpeOCUIApHON arakcuu. [Ipu 3Tom
KOTHUTHBHBIE  CIIOCOOHOCTH CO0aK  COXPaHSINCH
B mperniennax HopMbl. Ho o pe3ynbraram oOcienoBaHus
LEHTPAJbHON HEPBHOM CHCTEMbI BBISBICHA YMEpPEHHAsI
arpodusi KOPTHUKAIBHOTO CJIOS M paclupeHue OOKo-
BBIX JKEIYJIOYKOB TOJOBHOTO Mo3ra. llonokurenbHbIi
MoueBoii Tect Ha ['Al, Hakomenue remapaHcynbhara
BO MHOTHX TKaHSIX M CHI)KCHHE aKTHBHOCTH CYyJbda-
Muja3bl B (pubpobrnactax U medeHH OOJBHBIX cobak
YKa3bIBAIOT HA TO, YTO ITH KUBOTHBIC SBISIOTCS aJICK-
BatHOM Moxenbsio MIIC IIIA y uenoBexa.

Onwmcana reHeTHYeCKast TIMHAS MBIIIEH CO CIOHTaHHO
BO3HUKIECH MucceHc-myTanueit D3 1N B rene Sgsh [12].
MyTaHTHBIE MBI YMUPAIOT B BO3pPAcTe OKOJIO
10 Mec., y HUX pa3BHBAETCs TeMATOCIIICHOMETAJIHSI
W pacTsHKeHHe MOuYeBOro Mmy3eips. Ha rucronormue-
CKMX TIperaparax MoO3ra BUAHBI KpYIHBIE JH30CO-
MbI C HAaKOIUICHHSIMHU TerapaHcy/ib(ara. AKTUBHOCTb
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cynb(daMua3bl B IKCTPAKTaX MO3Ta, [IEYCHUU U MOYEK
cHmkeHa. lpy nccnemoBaHnM MOBEEHUST MYTaHTHBIX
KUBOTHBIX OTMEYAETCS CHIDKEHHE JIOKOMOTOPHOW aK-
TUBHOCTH YXe B Bo3pacte 3 Hend. [25]. Jpyrue mose-
JICHYCCKHE aHOMAJIMH, KaCaIOIIHeCs MTOXOIKH, 00IeBOM
YYBCTBUTEJIILHOCTH, OTBETA HA I€OTAKCHUC, MOSBISIOTCS
nociae 15 nHea. xxu3Hu. [IopsSAOK MOSBICHUS 3TUX aHO-
MaJMi TTOBENEHUS TPOJIMBAET CBET HAa XPOHOJIOTHIO
MATOJIOTHYECKUX M3MEHEHHUH B MO3Te OOJIbHBIX MBIIICH
U CKOPOCThb JIETeHEepallid aKCOHOB.

[Toka3aHo, 4TO B KJI€TKaXx MO3ra MYTaHTHBIX MbI-
el HapymeHbl TPOLECCHl CIUSHUSA ayTodarocom
U JTU30COM, CHIDKEHA CIIOCOOHOCTH JETpaJaluy arpe-
TMPOBaHHBIX OCJIKOB, OTMEYAETCS HAKOTICHUE YOUKBH-
THUH-TIOJIOKUTEIBHBIX BKIIIOUYCHUN M YBEIUYCHHUE KO-
nu4ecTBa HE(YHKIIMOHAIBHBIX MHUTOXOHApUN [44].
CxonmHbple HapyUIeHWS HAWIEHBI TAaK)KE B MBIIIHHON
MOJICJIM MHOXKECTBEHHOW Cynb(dara3Hoi HemocTa-
TOYHOCTU. ABTOPBI MPEANONAraloT, YTO HaPYLICHUE
ayrodaruy MOKeT ObITh OOLIMM MEXaHHU3MOM HEWpo-
JIeTeHePaTHBHBIX MPOIIECCOB TPH JIM30COMHBIX 0O0Ie3-
HSX HAKOTIJICHHUS.

Coznanue TpaHCTEHHOW JMHHUH MBIIICH ¢ WHAKTHU-
BHUPOBaHHBIM reHOM Naglu oka3zano OOJbIIOe BIUSHUE
Ha TIOHHMaHHWE MOJIEKYISPHBIX MEXaHH3MOB IMaTore-
me3a MIIC IIIB [31, 35]. (Naglu—/—)-myTanTsl mio-
TIOBUTHI, POXKIAIOTCS 03 BUIUMBIX (DEHOTUITUIECCKUX
anoManuit. OqHAKO MPOJOKUTEILHOCTD KU3HHU Y HUX
cokpamieHa a0 8—12 Mec., mpu 3TOM B HUX MCUYCHU
Y TIOYKaX HAOIFOAI0TCSl MACCUBHBIE HAKOTUICHHS Tera-
pancynbsdara. Hapsay ¢ MONTHBIM OTCYTCTBHEM aKTHB-
HOCTH aJib(ha-N-aleTHITITIOKO3aMHUHHIa3bl IPOUCXOIUT
BTOPUYHOE CHIKECHUE AKTUBHOCTH HEKOTOPBIX IPYTUX
JU30COMHBIX (hepMEeHTOB. MHOTHE KIIETKH MyTaHTHBIX
KUBOTHBIX, TaKHe Kak Makpodaru, SmuTeTHaNbHbIC
KJIETKH W HEHPOHBI, BaKyOJW3MPOBAHBI, TPUUEM ITH
W3MCHEHHSI TPOTPECCUBHO HapacTaloT. B Bakyomsx,
Hapsiy ¢ HakoruieHusimu ['Al, mpucyrcTByrorT 00Iib-
e rieiioMopdHbIe BKIFOYEHUS, 0COOCHHO 3aMETHEIE
B HelipoHax mo3ra. [ unepakTuBHOE MMOBEJIEHUE MYyTaH-
TOB TIPOSIBIISIETCS C 4—5-MEeCSIYHOTO BO3pacTa. Takum
00pa3oM, JIMHUS MBIIIEH ¢ UHAKTHBUPOBAHHBIM T'€HOM
Naglu sBnsercs anexBatHoW wmopensio MIIC 11IB
W aKTHBHO HCIONB3yeTCs ISl Pa3padOTKH METOOB
Tepamuy dTOTo TshKeNenero 3aboneBanus [35].

B ornmume oT coMaTHMYEeCKWX KIETOK MYTaHTHBIX
MBIIIEH, B KOTOPHIX HAKAIUIMBACTCSl MPEUMYIIECTBEH-
HO TemapaHcynb]ar, B HEHpOHax, Hapsly C Tema-
paHcynb(haToM, aKKyMyJUPYIOTCS  HEpOJICTBEHHBIE
MeTaboNInThI, BKIIOYas cyobeaunuity C MUTOXOHAPH-
anpHOl aneHosuHTpudocharcunrazel — SCMAS,
BBUSIBIISIEMYIO METOAOM TMENTUIHBIX OTIEYaTKoB [42].
Kpome Toro, B nM30coMax MHUKPOTIHAIBHBIX KIIETOK
HakaruBaeTcss GM3-raarmmosun. B mpemaparax, wc-

[I0JIb30BAHHBIX JJIsI KPHUOAIEKTPOHHOW MHKPOCKOIHUHU
1 TIOATOTOBJICHHBIX Jajiee Ul CTaHJApTHOM Ipole-
JypBI AIEKTPOHHOM MUKpOCKONUH, ncuesatoT SCMAS,
HO B TEX X€ MECTax MOSBIAIOTCS «3e0pa-Tenay», u3-
BECTHBIC, HO HEJOCTaTOYHO H3yUYCHHbIC BKJIIOYCHUS
B TOJIOBHOM Mo3re OombpHBIX MIIC.

JlaGopaTopHasi TMATHOCTHKA M JIeYeHHe

B nacrosmee BpeMsi Ui TUAarHOCTMKM CHHIpOMA
Candununmo y aetell ¢ KIMHUYECKUMHU MPOSBICHUS-
mu MIIC Ha mepBOM 3Tare ONMpeneysioT COomep KaHme
I'AI' B MOoue W TPOBOIAT WX KAYECTBEHHYIO OIICHKY.
IIpu BeIIBNEHUU aHOoManbHOM HKcKkperuu [Al Ha cre-
OYIOLIEM 3Tare MPOBOIAT (EPMEHTHYIO THUATHOCTHKY
st onpenenenust Tuna MIIC III. [loareepxaaromum
TECTOM CIYXHT HASHTH(HKAIWS MyTaluid B OXHOM
n3 renoB SGSH, NAGLU, HGSNAT nmu GNS [5, 8].

BaxxueiM xommonenToM momorru getsMm ¢ MIIC 111
SIBISIETCS. CUMITOMAarHyecKas Tepamnus, BKIIOYAIOLIas
TICUXOJIOTO-TIEAATOTUIECKYI0 U MEIMKaMEHTO3HYIO KOp-
PEKIMIO TIOBENICHHS, DPEeaOWIMTAIIOHHBIE METOANKH,
(bu3MoTEpANUIO U XUPYPruvecKyto momouis [6, 37].

Bo MHOrumx MeIMIMHCKUX UEHTpax MpPUMEHSIN
pa3IMYHBIC TIOAXO/bI ISl TaTOT€HETHIECKOTO JISYCHUS
MIIC III, HaunHas ¢ TpaHCIDIAaHTAIIUH T€MaTOIIOATH-
YECKHX CTBOJOBBIX KIETOK W CyOCTaTpemylHpyronen
Tepanuy 0 ropaszfno Oojee MEepPCleKTUBHBIX METOHOB
(hepMeHTHOW 3aMeliaroliell U TeHHOW Tepanuu C HUC-
TIOJTE30BaHUEM aJIeHOACCOIMUPOBAHHBIX HITU JICHTUBH-
pycHBIX BekTopoB [36, 47, 51]. Hexotopeie u3 3THX
MOJIXOZ0B TPOIUIA YCHEIIHbIe NPEKIMHUYECKHue HC-
MBITAHHS.

Cy6crparpenyuupytomas tepanust MIIC 11l ocHo-
BaHa Ha MCIIONB30BaHNM Tperapara con (Coridem, nau
renuctenH). [aBHbIN 3G ekt npenapara — CHIKEHHE
cunresa AT Tenucrenn [4',5,7-trihydroxyisoflavone
wm  5,7-dihydroxy-3(4-hydroxyphenyl)-4H-1-benzo-
pyran-4-one] — 3TO pPACTUTENBHBIM 3cTporeH. Jis
CHUHTE3a TemapaHcyibdara W AepMaTaHCYyIbdara He-
00X0UMBI  (DOJUTHKYIOCTUMYIHPYIOMINHA TOPMOH HITH
nHAepManbHBIl  (akTop pocTa. ONuaepManbHBIN
(dakTop pocra 3amycKaeT KackKal peakuui, MpUBOIS-
mux K cuHte3y ['Al, a reHUCTeuH BBICTYNAeT B POIU
WHTHOUTOpA 3TOTO (PaKTOpa, CHIXKAsSA, TAKUM 00pa3oMm,
nponykuuto AL DpdexruBHOCTS 3TOTO MeTOa ObLIIa
[O0Ka3aHa B MCCJIECJOBAaHUM Ha KyJIbTypax KIETOK (u-
OpoOmactoB marentoB ¢ MIIC. B kadectBe Tpyrmis
KOHTPOJISI OBUTH HCIIONB30BaHBl (hrOpoOIacTel 0OIh-
veix MIIC, momyyaBmmMX (EepMEHTHYIO 3aMECTHUTEIb-
HyIO Tepanuio o-L-uaypoHuaazoi. bbuiM momyyeHbl
CXOZIHBIE PE3YJBTaThl: B 000MX CIy4asx MPOUCXOIUIIO
camxenre yposHs T'ADT [38]. HekoTtopsle manueHThI
OTMEYaIOT BBIPAKEHHBIE NMPUOABKM MacChl Tela Ha
(donHe mpuema npenapara.
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[lepcniekTHBHBIM mpenapaToM Ajsi GepMEHTHOH 3a-
MectutenbHo Tepanuu MIIC IITA siBasieTcs co3nanHas
C WCIOJh30BAHWEM METOZIOB T€HHOW WH)KEHEPHH pe-
KOMOWHaHTHAs CyIb(paMuiaza, UMEIOIas Takue xKe Ku-
HETHUYECKHE CBOMCTBA, KaK U HaTWUBHBIN (GepmenT [13].
B KkymbType KIETOK pEeKOMOWHAHTHAas M HaTUBHAs
cynbamuaza QyHKIIMOHUPYIOT B KadectBe 115 /[
JIUMEpa, COCTOSLIET0 W3 MaXOPHOM W MHUHOPHOH
CyOBbEeMHUIT ¢ MOJIEKYIsIpHOW Maccoir 63 u 57 k]l
COOTBETCTBEHHO W HJCHTHYHBIMU N-TEpPMUHAIbHBIMH
octarkamMu. WX sHmonuTo3 B Kynsrype (hubpobdiactos
oompabIX MIIC IIIA ocymiecTBisieTcsi ¢ IMOMOIIBIO
MaHHO030-6-pocharHoro perentopa [52].

Hapsiny c¢ atum paspabarbiBaloTCsi KCIIEPUMEH-
TaJbHBIC METOJbl TEpallMd, OCHOBAaHHBIC Ha CTpaTe-
run MPHK u rennoro penaktupoBanus. OueBHIIHO,
gto 3pdexrtuBHocTs neuenus MIIC III ¢ wcmomns-
30BaHUEM JIOOBIX CTpaTerwii OmNpeaessieTcsi paHHeH
JUAarHOCTHKOW 3a00NieBaHMSl [0 Hayala pa3BUTHS
TSOKEIIBIX HEBPOJOTHYECKHX HapymeHuid. [loatomy
B TIOCIIEIHWE TOABI BO MHOTHX JIaDOpaTOpHUSX MHpa
0ospIIOe BHUMaHHE YenseTcs pa3paboTKe aaropur-
MoB panHeil auarnoctuku MIIC III [20] u co3manuio
HOBBIX CKPUHUPYIOIIUX MPOTrPaMM, HAIPABICHHBIX Ha
BEISIBIICHUE 3200JIeBaHMs B TIEPHUO]] HOBOPOKICHHOCTH
WIN B TIEPBBIN rof ku3am [51, 52].

Onucanue kaumHu4eckoro ciayqass MIIC I1IB

W3 anamHe3a: neBOYKa OT MEPBOM OEPEeMEHHOCTH,
NpOTEKaBIICH O€3 OCIIOKHEHHUH, OT MEepBBIX CpOU-
HbIX pozaoB. lIpexneBpemeHHoe wuziautue Boi. [lpu
poxaennn macca 3050 r, mmuHa 48 CM, OIEHKA IIO
mkane Anrap 8/9 OamnoB. B mepBble CyTKH >KHU3HHU
O0TMEYaJIOCh OCTENEHHOE Pa3BUTHE JbIXaTeIbHON He-
JOCTaTOYHOCTH, B BO3PAcTe 4 CyT JKU3HM IE€peBeicHa
B OTJICJICHUE TAaTOJOTMU HOBOPOXKJCHHBIX. J[Marnos:
«l'mnokcuuecku-ueMuyeckas sHmedasonartus cMe-
HIaHHOT'O IFeHEe3a, CHHAPOM JIBUTATEJIbHBIX HAPYILICHH,
BEreTOBUCLEPAIBHBIN CHUHAPOM, MOJOCTPBIH MEPHOI.
ComyTcTBytomuii quaraos: «l'emonutudeckas 00Ie3Hb
HOBOPOXJICHHBIX IO pe3yc-(pakTopy, Jerkoe TeueHwue,
aHeMuyeckas popma. PaHHssI HeoHaTa bHAs TUIIOTIIU-
kemust. Tumomeranusi. OTKpBITOE OBaJIBHOE OKHOY.

B mepBbiif Mecsn kn3HH Ha HeHpocoHOTpaduu
BBISIBJICHO YIUIOTHCHHE TEPUBEHTPUKYIISPHBIX 30H,
K TpPEM MecsillaM — HOpMalli3alusl KapTHHBI HEHpo-
conorpaduu. [Ipu ocmoTpe B Bo3zpacte 1 mec. orMme-
YaJuCch KpyHHbIE 4epThl Juna (puc. 1).

Jo 1 roma mcUXOMOTOpPHOE pa3BUTHE MO BO3pa-
cty, monuta B 11 mec. B 1 . 9 mec. mama ormeua-
Jla TIOBBIIICHHYIO KalpU3HOCThH JCBOYKH, HApyIICHHE
HOYHOTO cHa. OOBEKTHBHO TOJIOBA THAPOLE(aTbHON
(hopmer (okpyx)HOCTH 50 cM), JIeTKast aCHMMETPUS HO-
COTYOHBIX CKIJIAJIOK, BPOCIIHE PECHHUIIBI. 3aKITIOUCHHE

HeBposiora: «Pe3umyalbHO-OpraHuYecKoe MOopakeHHe
LIEHTPAJIbHOM HEpPBHOM cHUCTEMBI. [UNEpPTEeH3NOHHO-
rugporedanbHblii cuHApoM. CHHAPOM JIBUTATEIBHBIX
HapylueHui». B Bo3pacre AByX JIET IIPOBEJIEHA a/ICHO-
Tomus. B 2 1. 2 Mec. ocMOTpeHa HEBPOJIOTOM: pedb —
otnenbHbIe cioBa (okojo 10 ciioB), TOHWMaHUE PEeUH
Xopolree, HO 00MaeTcsT TOIBKO ¢ MaMOH. 3aKITIOUCHIE
HeBponora: «MoTtopHasi ananusi Ha (GoHE pe3uyab-
HO-OPTaHMYECKOTO MOpaKEeHHs LEHTPAIbHOW HepB-
HOH cuctembl». B 2.5 rona cioBapHbI 3amac OKOJIO
20 cnoB, ¢pa3oBas pedb OTCYTCTBYeT. MOTOpPHO He-
JIOBKasi, 4acTO CIIOThIKaeTcs, majgaer. B 2 . 11 mec.
perpecc pedyeBoro pa3BUTHsA (HE TOBOPHT), YACTUYHOE
MOHUMaHue OOpaIlleHHOH peyH, BHOBDH IOSBJICHUE Ha-
pYUICHHI HOYHOTO CHA, HABBIKM CaMOOOCITYy>KHBaHUS
pasBUTHl YacTHUHO. B 3 roma 0oOBEKTHBHO TpyObIe
YepThl JIUIA, IIHPOKHE OpOBH, KHCTh IIUPOKasi, HO
KOHTPAaKTyp CYCTaBOB He oTMeuaercs (puc. 2).

B 3 . 9 mec. neBouka BHEpBBIE OCMOTpPEHA I'€HE-
TUKOM, 3arojflo3peH W TOoATBepxKJeH auarHo3 MIIC
Ha OCHOBAaHWU TOBBIMIEHUS JKckpermu AT moum
(TIOBBITIIEHNE JKCKPELUH TernapaHcynbdara), a Takke
TUIMYHOTO Juisi 3aboneBanusi genoruna. llposenena
SH3UMOJIMATHOCTHKA: BBIABICH JePUIMT (PepMeHTa
N-anetun-o-D-mmoko3amuangaza — 17,30 aM/mn
(Hopma 257,90-611 uM/mi1/24 1) — pe3yabrar, Xapak-
tepubiil st MIIC I1IB. MonekynspHo-reHeTn4eckoe
HCCIIEZIOBAHUE HE NPOBOAMIIH.

[locne 4,5 ner oTMmeuaeTcs malbHEHIIMI perpecc
HABBIKOB (TepecTayia CaMOCTOSTEIBHO OJEeBaThCH,
yMBIBaThCs, XOIUTh B TyaseT). B 5 mer 2 mec. mpo-
BEJICHO TaXOBOE M ITyNOYHOE rpbhkecedeHne. B 6 met
crana Oonee BO30yAMMa, 4YaCTO KPHYHUT, COXPAHSFOTCS
HapyiuieHus: cHa. C 6,5 JeT nepuouyecku 0TMeUaroT-
Csl CyAOpOTH, HEBPOJIOTOM IMAarHOCTHPOBAaHA CHMIITO-
Maruyeckas snwiencus. llpu ocmorpe coxpansercs
cnieruueckuii peHorurl, odpamaer Ha ceOs BHUMA-
HUE COYETaHWE CBETIBIX BOJOC M TEMHBIX ITUPOKUX
OpoBeii, MOTOPHO HEJIOBKas, dMOIMOHATLHO JTAOWIIh-
Hasl, oOpalleHHyI0 peyb He ToHUMaeT (puc. 3).

IIpu ocMoTpe B 8 neT (rocnuTanu3upoBaHa IS
KOMIUIEKCHOTO O0OCJIeJIOBaHUSI B CTaIlOHAp): POCT
118 cM, Bec 19 k. KoHTakT ¢ peOeHKOM 3aTpynHEH,
HEraTUBHO OTHOCHUTCS K OCMOTpY, Ha TPOCHOBI HE
pearupyet. IlcuxomMoTOpHOE pa3BUTHE: XOIWT, CHJIUT,
TOBOPHUT OTAEIbHBIE CJIOTM M 3BYKH, MaTh Y3HAeT,
arpeccuy HeT, IMOBeleHHe ToyeBoe. JleBouka mmeeT
xapakTtepHbrii mss MIIC ¢enorum: OombImas TojioBa
rugporedarbHOi (POPMBI, TUIIEPTEIOPU3M, HIMPOKUE
OpOoBH, BBICOKHI 7100, HHU3KO PAacIOJIOKEHHBIC YIIH,
Makporioccus, Totndeckoe HEOO, nedopmarus 3y00B,
IIMPOKUE TUACTEMBI, KOPOTKasl IIesi; TPyIHas KIeTKa
mupokas. OTMEJaroTCsT crudaTeIbHO-pa3rnoaTeIbHbIC
KOHTPAKTypbl B JIOKTEBBIX CYCTaBax, MHHHUMAaJIbHbIE
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Puc. 1. ®oto peBouku c Mykononucaxapuaosom l1IB tuna B Bo3-
pacte 1 mec.

Fig. 1. Girl with mucopolysaccharidosis type Il at the age of
1 month

Puc. 2. ®oto peBouku c Mykononucaxapuaosowm llIB B Bospacrte
3 ner

Fig. 2. Girl with mucopolysaccharidosis type Il at the age of
3 years

Puc. 3. ®oto peBouku ¢ Mykononucaxapunosow llIB B Bospacrte
6 ner

Fig. 3. Girl with mucopolysaccharidosis type Il at the age of
6 years

B KOJIEHHBIX cycTaBaX. KucTh mMpoKas, ABMKECHUS
B JTy4e3aIsICTHBIX, MeX(]alaHTOBBIX CyCcTaBax HE orpa-
Hu4deHBI. KOoXXKHBIE TTOKPOBHI YHCTHIC. TOHBI cepara sic-
HbIe, pUTMUYHbBIE. JKUBOT MATKUAN, UMEETCS IMyTOYHAS
rpepka HeOonbmoro pasmepa (1,5 cM B amamerpe).
[Teuens, ceneseHka He yBelWYyeHbl. Brimucana ¢ qua-

raozoM: «MIIC IIIB tuna (cunzpom CaHumummo).
CwMmemannas rugpouedanus mo arpoGuyeckoMy THUILY.
Coxae valgum. CrubarenpHble KOHTPAKTyphI JIOKTeE-
BBIX M KOJICHHBIX CyCTaBOB. Manasi aHOMalusl cepra:
JIOTIOJTHUTENBHAST XOpJia JIEBOTO JKEITyT0UKay.

B kauectBe cyOcTparpenyuupyomeil Tepanuu
neBouke HasHadeH Coddem mo 5 Ttabmetok 1 pas
B JIeHb, JUINTEIbHO. PekoMeHamm MamMa BBITIONHSIIA.
Ha ¢one Tepanuu oTmedanoch MeIUIEHHOE Mporpec-
cupoBaHue 3abosieBanus. B Bo3pacte 12 ser pebeHOK
MOru0 OT HEBPOJIOTHUECKUX HAPYILIEHUH B CTPYKType
OCHOBHOTI'O 3a00JIeBaHMS.

3AKJTIOYEHUE

MIIC 1III Tuna siBuseTcss TPUMEPOM OP(PAHHOTO
3a0o0neBaHMsl, CTOSAIIETO Ha TOPOre aKTWBHOM paspa-
00TKM W BHeNpeHus crenupudeckoil u dhheKTHBHON
tTepanuu. PaspaboTaHHble paHee MOAXOAbI CyOcTpar-
penyLUpYIOIIEH Teparnuu TOCTeNEHHO OTXOJAT Ha
BTOPOW TIUIaH, ycTymas mecto Oonee 3(pQeKTHUBHBIM
MeToZaM JiedeHHs. B Hacrosmee Bpems aKTHBHOE
BHUMaHHUE Y/ENeTCs BOMPOCAM paHHEH JMarHOCTH-
KM 3a0oyieBaHHs, pa3pabOTKe CKPUHHUHIOBBIX TIPO-
rpamMM, pacripoCTpaHEHUIO 3HAHUKI O 3a00JeBaHUH BO
BpaueOHOH cpeze, YTO MOMOXKET B AajbHEHIIeM Ooiee
3¢ (heKTUBHO TPUMEHSATH pa3paboTaHHBIE HOBBIE METO-
UKW TEpariy W OKa3bIBaTh CBOEBPEMEHHYIO M aJIeK-
BaTHyt0 moMolb nanueHtam ¢ MIIC I Tuma.

OONMNOJIHNTENbHAA UHOOPMALIUA

Bkiiag aBTopoB. Bce aBTOphl MOATBEPKIAIOT CO-
OTBETCTBUE CBOEr0 aBTOPCTBA MEXKIYHAPOIHBIM KpH-
tepusim ICMJE (Bce aBTOpBI BHECIH CYIECTBEHHBIN
BKJIaJ B pa3pabOTKy KOHLEMIHMH, NMPOBEICHHE HCCie-
JOBaHHUS W MOATOTOBKY CTaTbu, NPOYIM M OHOOpMIN
(hMHANBHYIO BEpCHIO TIepen ITyOIUKaIiei).

Kounduaukr uHTepecoB. ABTOPHl NECKIAPUPYIOT
OTCYTCTBHE SIBHBIX M TOTCHIMAJIbHBIX KOH(IIMKTOB
HHTEPECOB, CBS3aHHBIX C IMyOJIMKalMeld HacTosIIen
CTaThHU.

HUcrounuk ¢punancuposanus. He ykazan.

HNndopmupoBanHoe coriiacue Ha MyOJIMKALHUIO.
ABTOpBI TIOIYYMJIM MHUCBMEHHOE COIVIacHe 3aKOHHBIX
MpeAcTaBUTENCH MalUeHTa Ha MyOIUKaLU0 MEAULIH-
CKMX JaHHBIX U (poTorpadwuii.
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IOnddepeHumanbHbli AMArHO3 NapOKCM3MaNbHbIX COCTOSIHWMMI, @ TakXe HapyWeHWi MbIWEeYHOro TOHyCa (TMnepToHyca)
B HEOHATa/llbHOM MepuoAe U y AeTell paHHero BO3pacTa [OCTATOYHO CJIOXKeH. PasnnyHble COCTOSHMS HEPBHOW CUCTEMBI
Yy HOBOPOX/AEHHbIX OblBAOT TPAH3UTOPHLIMU WM MEPMAHEHTHbIMK, ONTUMAAbHBIMKM M CyBONTMMaNbHbIMU, HOPMaabHLIMMU
n natonornyecknmu. Cpeam HUX MOXHO YNOMSHYTb HE3MUENTUYECKUE MAPOKCU3MaNbHblE COCTOSIHUS PAHHEro AeTCKoro
BO3pacTa, KOTOPbIM B HEKOTOPbIX Cy4yasx COMyTCTBYIOT ABUraTesibHble HapyLeHWs, NPOSBAAIOWMECS YPE3MEPHbBIM MOBbI-
WeHWeM TOHYCa KOHEYHOCTEN Yy HOBOPOXAEHHbIX. ITO MaTONOrMYeckoe COCTOSIHUE MbILEYHOro TOHYCA B aHI0N3bIYHON
nuTepaTtype 0603HayalT TepMmuHOM stiffness baby (CMHAPOM «pUrMAHOTO» MNU «CKOBAHHOrO» MAafeHua). HeoHaTanbHbIM
NaToONOrMYECKUIA MbILEYHbIA TMNEPTOHYC, B OTIMYME OT PU3MONOrMYECKOTO MbILLEYHOrO FMMEePTOHYCa HOBOPOXAEHHOrO, —
[LOCTaTOYHO peAKoe COCTosHMe. B cTaTbe npuBeAeHbl AaHHbIe TUTepaTypbl U ONMCaHWE KAMHUYECKOro HabnoaeHns nauu-
€HTa C runepaknnekcmen. funepakniekcms — 370 peAkoe MapoKCM3ManbHOE pacCTPOMCTBO ABMXKEHUS Y AeTel paHHero
BO3pacTa. PaccMOTpeHbl OCHOBHbIE KIMHUYECKUE BapuaHTbl 3aboneBaHuns, cnocobbl AMAarHOCTUKM U KOPPEKLIMU, OCHOBHbIE
MyTaLMK, C KOTOPbIMM acCCOLUMMPOBAHO [aHHOE coCTosiHWe. [lpeAcTaBnieHO onucaHWe COBCTBEHHOro KAMHWMYECKOro Ha-
6ntoLeHMs nauMeHTa paHHero Bo3pacTa C rMnepaKnieKkcuei, ee KAMHUMYECKas KapTMHa, 0COBEHHOCTU NapOKCUM3ManbHbIX
COCTOSIHUI U Tepanuu, faHHble HelMpoBKU3yanusauum, anekTposHuedbanorpapuyecknx beHoMeHoB, perucTpupyemblx y na-
LMEHTa, U FeHeTUYeCcKoro TeCTUPOBaHMS, NOATBEPAMBLLErO AMATHO3 HEIMNUNENTUYECKMX MAPOKCU3MaNbHbIX PacCTPOMCTB.
Y pebeHka BbiiBneHa MyTauus B reHe ATADI, accoummnpoBaHHas € runepaknnekcuen 4-ro tuna (618011).

KnioueBbie cnosa: rMNep3KnIeKCUa; HeannmnenTuyeckne nNapokKkCu3MalibHble COCTOAHUA; HOBOPOXOEHHbIE.

HYPEREKPLEXIA. CLINICAL OBSERVATION
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The differential diagnosis of paroxysmal conditions, as well as disorders of muscle tone (hypertension) in the neonatal
period and in young children is quite complicated. Various states of the nervous system in newborns are transient and
permanent, optimal and suboptimal, normal and pathological. Among them, we can mention non-epileptic paroxysmal
states of early childhood. In some cases, non-epileptic paroxysmal states of early childhood is accompanied by motor
disorders, manifested by an excessive increase in limb tone in newborns. This pathological condition of muscle tone in
the English-language literature is referred to by the term stiffness baby (the syndrome of a “rigid” or “fettered” baby).
Neonatal pathological muscle hypertonicity, unlike physiological hypertonicity of muscles of a newborn, is a rather rare
condition. The article presents literature data and a description of the clinical observation of a patient with hyperekplexia.
Hyperekplexia is a rare paroxysmal movement disorder in young children. The main clinical variants of the disease, methods
of diagnosis and correction, the main mutations associated with this condition are considered. The article describes the
own clinical observation of an early-age patient with hyperekplexia, its clinical picture, features of paroxysmal states and
therapy, neuroimaging data, electroencephalographic phenomena recorded in the patient and genetic testing that confirmed
the diagnosis of non-epileptic paroxysmal disorders. The child has a mutation in the ATADI gene associated with type 4
Hyperekplexia (618011).

Keywords: hyperekplexia; non-epileptic paroxysmal events; newborns.
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HesnmnenTuueckue mnapoKCU3MalIbHbIE PaCCTPOM-
CTBa — TETEpOTeHHAs TPYyIIa HEBPOJOTHYECKHX pac-
CTPOMCTB, MOOPOKAYECTBEHHBIX IO CBOCH MPHPOIE,
BBI3BIBAIOIIUX TUATHOCTHUYCCKUE TPYIHOCTH Y KIIMHUIIU-
CTOB, B CBSI3U CO CXOJICTBOM HX IPOSIBJICHUH C SITUJICTITH-
yeckuMH npuctynamu. OCHOBHOM mpoOieMoii ocraercst
BBISIBJICHHE M YCTAHOBJIGHHE HArHO3a HEATHJICTITHYC-
CKUX TIApPOKCU3MAIBHBIX COCTOSHUN netctBa [1, 2].
BrlsiBlIeHBI BapUaHThl FCHETHYECKUX CHUHJPOMOB, ac-
COLIMMPOBAHHBIX C JaHHOW marojorueit. Cpenu HUX
W3BECTHBI THUTIEPIKILIEKCHS, SHIIe(aIonaTHy, BbI3BaH-
Hble MyTauusiMu reHoB BRATI, GRIA4. BrisiBneHa tak-
xe MyTanus reHa ATADI, onvcanHas Kak BO3MOXKHAS
MPUYKMHA TIEPCUCTHPYIOIIET0 HEOHATAIBLHOTO MATOJIOTH-
yeckoro runepronyca [12, 15]. I'unepakmnekcus (I'D),
COIIaCHO KJaccH(UKAlMU HMMHTATOPOB DIWICTICHH,
OTHOCHTCS K TapOKCH3MaJIbHBIM PacCTPOWCTBAM JBU-
JKEHHUS. OJTO PEIKOEe PacCTPOMCTBO, HaOIOIacMoe
y HOBOPOX/ICHHBIX U JIETSH IPyAHOTO BO3pacTa, Xapak-
Tepu3yeTcs upe3MepHbIM startle-peduiekcoM (OT aHIIIL
startle — wcIyT) B OTBET Ha 3BYKOBBIE, COMAaTOCEH-
COpHbBIC WJIM 3PUTEIIbHBIC CTUMYJIbI, BEIYIUE K TOHHU-
YECKOW PUTHMHOCTH M I'€HEpaJIM30BaHHOW rumnepped-
JISKCUH, YTO MOXKET BBI3BIBATh AlTHO? M TPYIAHOCTH IPU
BckapmiuBaHuu [1, 7, 13]. PaccrpoiicTBo Hepenko co-
TIPOBOXKIACTCS] HOYHBIM MHOKJIOHYCOM. 3a0ojieBaHUE,
KaK IPaBHJIO, MMEET ayTOCOMHO-IOMHUHAHTHBIM THII
HACIIeIOBaHUs, C TIOJHOH NEHETPaHTHOCTHIO M Ba-
puabenbHOl skcnpeccuedt [11]. B ocHoBe uarmie Bce-
ro JIEKUT MyTaluus apruHuHa B 271-M moJjokeHuw,
Tpachopmupyromas B-aJaHUH U TyapuH Ha PEIenTo-
pe IIMIEepPUHA W3 arOHUCTOB B KOHKYPEHTHBIX aHTa-
roHuctoB (reH GLRAI). OTu WU3MEHEHUS BIUAIOT Ha
MIPOBOIUMOCTD XJIOPHJIOB Yepe3 o-1-cyObeMHnIly WH-
THOMPYIOMINX PElEeNnTOPOB TIIHIMHA B KaylajdbHOH 00-
JIACTH PETUKYJISIPHOU (hopMaIiuy MOCTa, YTO MIPUBOIUT
K TIEPEBO30YKICHUIO HEHPOHOB 3a CUET OCJIA0JICHHUS
[JIMIIMHEPTUYECKOTO MHTUOUPYIOLIEero BIusHUS [5, 8].
OpHako 3a TOIBI WCCIENOBaHWUN OBUTH OOHApYKEHBI
HOBBIC TE€HBI, OTBETCTBEHHBIC 3a pa3Buthe ['D: GLRB,
SLC6A45, GPHN, ARHGEF9 n np. [9]. Berpeuatorcs
TaKke cropaaudeckue ciaydau [6, 10].

Cpenu HeNMUIENTUYSCKUX MapOKCU3MaIbHBIX pac-
CTPOMCTB JABIMKEHUH, TaKk HA3bIBAEMBIX HMHTATOPOB
SMHJICNICUH, (EHOMEH THIECPIKIUIEKCHH Hanboee
XapakTepeH JUIsi HOBOPOXKICHHBIX M JIETEH TPYIHOTO
BO3pacTa.

OCHOBHOE KIMHUYECKOE TPOSBICHUE THUIEPIK-
TIekcuu — startle-pediexc, KOTOpPBIM MpeacTaBIsIeT
co00¥ HEeMpOU3BOIBHBIC JIByCTOPOHHUE CUMMETpPHY-
HbIC JBWDKEHHWs MBIIII JIMIAa M Tela B BUJE TPH-
MaCHHUYaHbs, MOPTaHHUsI, OTBEJCHUS PYK, CKUMaHHUS
KHCTel B Kylak, CrHOaHWS MIeW M TYJIOBHIIA, Oe-
nep u kojeHeil. Hexoropwie aBTOpHI startle-pediexc

OTHCBHIBAIOT Kak pediekc «ucmyra», pederc «oT-
BETa Ha HEOXMJAHHBIM paszipakuTeiib». B Hopme
startle-peduiekc ompenensieTcs y 1oaa Uy 310po-
BBIX HOBOPOXKJCHHBIX B OTBET HAa 3BYKOBBIC CTHUMY-
JBI, ¢ TIOCJEAYIONEH OBICTPOU ajanramnuei, u Mmpu-
CYTCTBYET B Pa3lIMYHOMN CTENEHU BHIPAKEHHOCTH Ha
NPOTSDKEHUN BCEH KM3HM. B OHTOreHese denoBeka
startle-peakius dopMupyercs Ha 8-i Hejelie recra-
uuu. Startle-cMHIPOMBI 11€71IeCO00pa3HO Pa3ACIISATh
Ha TPU OCHOBHBIE Kareropuu: ['D W cXoxue ¢ HUM
KIMHAYECKHUE COCTOSTHUS, CTUMYI-UHAYIHPOBAHHBIE
COCTOSIHHS (KaK SMUJENTHYCCKUE, TaK W HEdIHIICT-
TUYECKHE), a TakKe HEHPONCHUXUATPUUYECKUE pac-
CTPOMCTBA, COMPOBOXKIAIOIINECS CTUMYJ-3aBUCH-
MBIMH TIATOJOTUYECKUMHU OTBETHBIMH PEaKIUSIMHU.
IIpu rumnepsKmIekcuu QGU3UOIOTHISCKUN pediexc
MHOTOKPAaTHO YCHUJICH, MENIaeT HOPMaJIbHON aKTHB-
HOCTH U MOXKET MPOBOLUPOBATHCA PA3JIMUYHBIMHU HE-
OKUJIJAHHBIMU CTUMYJIAMA — TaKTHIbHBIMH, 3BYKO-
BBIMH, BU3YyaJbHBIMU [3, 13].

Paznmugator Gombinyro n Manyto Gopmsel 1D, B 3a-
BUCUMOCTH OT CPOKOB JIeOIOTa, HAJIUYUS M BBIPAKCH-
HOCTH OCHOBHBIX cuMnTOMOB. [Ipu Manoi dopme ['D
HaOIMIOMaeTCsl TOJBKO Upe3MepHBIi  startle-peduekc.
Tpuagy CUMITOMOB, JIeXKAIlMX B OCHOBE OOJBITION
dbopmbl ['D, cOCTaBISAIOT BPOXKICHHAS TeHEPAIN30BaH-
Hasg CKOBAHHOCTb, YpPE3MEpHas «IIyIJIUBOCTHY, U PH-
THIHOCTH MBIIII] BO BPEMs UCITyTa; HEPEIKO HAOIIOa-
eTCsl TaK’Ke HOYHOW MHOKJIOHYC. B crapiiem Bo3pacte
ype3MepHBIH startle-oTBeT BrIpakaeTcsi B CKOBAHHOCTH
W BHE3aIlHBIX mHajeHusx [7].

Muanenusl ¢ Oombiioit  gopmoit I'D  HaxomsTcst
B TPYIIIIE BHICOKOTO PUCKA CHHAPOMA BHE3AITHOW CMEPTH.
MexaHu3M JaHHOTO COCTOSIHMSL Tipu ['D 3akiouaer-
cs B BO3HMKHOBEHHH OOCTPYKTHBHOTO arHOd, 00y-
CJIOBJICHHOTO OpO(apUHI€aIbHOW JIUCKOOPAMHAIIUEH,
C TOCIEAYIOIIeH acmupaiueii Bo BpeMsi KOPMIICHHUS,
WIN K€ — B BO3HUKHOBEHHH IIEHTPAIBHOTO aIHO?,
CBSI3aHHOTO ¢ nuCc(yHKOHEH cTBoNa mo3ra [1, 2].

TunnyaeiM TpurrepoM ['D sBigercs nerkoe Io-
CTYKHMBaHUE TIO TMEpPEHOCHUIle PeOCHKa, YTO BBI3BIBACT
WM YCUJIMBAET MBIIMICYHYIO PUTHIHOCTh. Harmporus,
MaHeBp, npeiokeHHbIi F. Vigevano, siBrsercss mpu-
€MOM, CITOCOOHBIM KYITHUPOBATH CKOBAHHOCTH, M JTAXKE
CIacTH KM3Hb peOeHKa B ciydae, €CId pa3BUIIOCH
3arspkHOe amHod. OH 3akiodaercs B (popcupoBaH-
HOM W OJIHOBPEMEHHOM CTHOaHWH TOJIOBBI W HOT,
YTO B OOJNBIIMHCTBE CIIy9aeB MPEPHIBACT MapOKCH3M
7 TMPUBOIUT K BOCCTAHOBJICHHIO CIIOHTAHHOTO JIbIXa-
nus [14].

Oo6cnenoBanue pedeHka ¢ ['D MOMKHO BKIFOYATh
KIIMHUYECKHE, AIEKTPOPU3NOIOTHIESCKIE, MOJIEKYIISP-
HO-TEHETHYECKUE W HEHPOBU3yaIN3allMOHHBIE METObI
B CBSI3U CO CXOJICTBOM JIaHHOTO COCTOSIHHA C Iiepe-
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OpajbHBIM MaApaJTUdyoOM, MJIAJCHYCCKUMHU (opMaMu
SMHUIIETICUH, MHUOKIOHHYECKUMH W aTaKTHYeCKHUMH
CHH/IPOMAaMH |, KaK CJE/ICTBUE, OIMMMOOYHON ero WH-
Teprnpetanmeit [1, 2, 4].

WuTtepukranbHas sieKTpodHIedanorpamMmma y ie-
Teid ¢ ['D He BBIABISICT MATONOTMYECKUX MATTEPHOB.
B ukranpHO# AmekTposHIedatorpaMmme, Kak mpaBuilo,
PETUCTPUPYIOTCS IBUTATEIbHBIE apTe(akThl, 3a KOTO-
pBIMH CJEIyeT y4acTOK 3aMeIUIeHUs, KIMHUYECKH CO-
OTBETCTBYIOLIHMI aIrHo?.

Kaptuna nelipoBmsyanuszaunn y gereid B I'D He-
cnernuduyueckas; B OONBIIMHCTBE CIIydaeB CTPYKTYp-
HBIX W3MCHEHUWI BEIEeCTBA MO3ra HE OOHApPYKUBAIOT.
Jleuenne I'D 3aBucut or Qopmbl. Mainsie (opmbl
00BIYHO HEe TpeOyIOT Ha3HAYCHUS MEIMKaMEHTO3HOH
Tepanuu. B oTaMuYMe OT MHOTHUX JIPYTHX HEIHIIeT-
TUYECKUX MapOKCH3MAIBHBIX COCTOSHUSX TPHU «OO0Ib-
moit» popme I'D nedeHne HEOOXOAMMO, B TOM YHUCIIE
C TNpUMEHEHHEM AaHTUKOHBYJIbCaHTOB. IIpemaparom
BbIOOpa B JieueHHU «Oomnbioit» (opmbl ['D sBiser-
ca kioHazernam — aronuct 'AMK-penenropos, wuc-
nmonb3yembrii B mo3ax 0,03—0,2 mr/xr B cytkm [2, 3].
IIpenapar camwkaet nposBiaeHus ['J, omHAKO MEBIIIEY-
Hasl PUTHIHOCTH B OOJBLIMHCTBE CIIy4acB YMEHb-
mraercs HezHauuTenbHO. Cpemu NpYyrux Ipernaparos,
addexTuBHBIX Tpu '3, cremyer Ha3BaTh KiiobOaszam,
(henoOapOuUTAaN, BaJbIPOCBYI0 KHUCIOTY U €€ IpPOH3-
BoaHble, (uryokcetuH. [Iporno3 mocratouHo Omnaro-
MIPUATHBIN, TIPH KOPPEKTHOM TEpaIriiu JIBUTATEIBHOTO
¥ KOTHUTHBHOTO Je(QUINTAa B OTJAJICHHOM KaTaMHE3e
HE oTMedaetcs [2].

KNMHUYECKUA CNYYAN

[Mamment, 2 wmec. (mara poxaenus 10.02.2020),
JnocTtaBieH Ha otaeneHue peanumanuu OI'BOY BO
CIIOI'TIMY ¢ mmarHo3oM: «IWIOKcHYecKoe Topake-
HUE€ LEHTPAILHOW HEPBHOM CHUCTEMBI, CIACTHUYECKHM
TeTpanapes, Aehuuut mMaccol tena 29 %, ocTphlid 00-
CTPYKTHUBHBIA OpoHXUTY». I3 aHaMHEe3a M3BECTHO, 4TO
peOeHOK poamics OT TepBO OEpPeMEHHOCTH, ITpOTe-
KaBIIei Ha (oOHE yrpo3bl NpPEphIBAHUS, AHEMHH, Te-
CTO03a, OCTPOH PECIHPATOPHON BUPYCHOW HWH(EKINU
(rpunm). Pomel mepBbie, myTeM KecapeBa CeEueHHUS.
Macca npu poxaenun 4300 1, mnmuHa tena 57 cw,
oTIeHKa 10 mTkaje Amnrap 6/7 6ammoB. C poXaeHUS co-
CTOsSTHHE peOeHKa pacleHeHO KaK TsoKesoe, 00ycoBie-
HO TIPU3HAKAMH JBIXaTeIbHOW HEI0OCTATOYHOCTH, CHH-
JIPOMOM YTHETEHHUsl IEHTPAJIhbHONH HEPBHOW CHUCTEMBI.
ITo maHHBPIM METUIIMHCKOW AOKYMEHTAIlUH, OTMEJaJICs
CYyIOpOXKHBIN cuHzipoM. [IpoBonuiiach pecrupaTopHas
noxnepxka B pexume CPAP (ot anri. constant posi-
tive airway pressureé — TMOCTOSHHOE IMOJIOKHUTEILHOE
JIABJICHUE B JIBIXaTeNbHBIX IMyTsx). Ha BTOpBIE CyTKH
CHUH/IPOM YTHETEHHS CMEHHJICS TIOBBIIIEHHOW HEPBHO-

peduexropHoii  Bo30ynuMmocThio. JlnarHoctupoBaHa
[THEBMOHHUS, OTMEHEHO 3HTEpaJIbHOE IUTaHUE, HAa3HA-
YyeHa OKCHUT€HOTEpaIus Ioj, KUCIOPOAHOM MasiaTKoM,
pPEeOCHOK B TSKEJIOM COCTOSIHHH MEPEBEICH U3 POJIOMA
B peaHuManuMoHHoe otaeneHue. [lomydan nHy3noH-
HyIO Tepanuio, Mumokaiam®, [OaHTeHOBYIO KHCIIOTY,
L-Kapuutna. CocrosHne pebeHKa CTaOWIM3HPOBAHO,
OJJHAKO KHCJIOPOZ03aBUCUMOCTb COXpaHAIach. Aynuo-
JIOTUYECKUIM U TE€HETHYECKUI CKPUHMHI HE MPOBOJU-
mu. 12.03.2020 BeimucaH 1oj HAONIOJCHUE Tienuarpa
MOJIMKJIMHUKYU 1O MeCTy xuTenbctBa, 24.03.2020 co-
CTOSIHME peOeHKa YXyALIMIOCh, HAPACTAIN CHUMIITOMbI
YTHETEHUS [EHTPAIbHON HEPBHOW CHUCTEMBI, OJIBIIIKA.
PeGeHok rocnuTaNM3MpOBaH B OTJENICHHE MYJIbMOHO-
joruu. B Teuenune Mecsdna MoJOKUTEIbHON IUHAMU-
KA HE OTMEYECHO, HapacTajH SIBJICHUS CIIACTUYHOCTH.
PeGenox mepeenen B kiauHuKy CIIOITIMY B Tsxe-
JIOM COCTOSIHUH.

[Ipu nmocTyIIeHNH UMEIOTCs HapyIIEeHNsl CO3HAHMS,
Ha OCMOTp pearupoBasl KPaTKOBPEMEHHBIM OTKpbIBa-
HUeM 1a3. B3misaa He ¢pukcuposan, 3a npeaMeTaMH He
caeqmit. OTMEYauCh MCeBA00yI0apHbIE HAPYIICHUS
(HapylieHo ToTaHue, cocaHue). TOHyC 3HAYUTETBHO
MOBBIILICH B OKCTEH30PHBIX TPYMIAx MBI KOHEY-
HoCTel. JIBHkeHHs B cycTaBax orpaHuyeHsl. Cyxo-
XKUJIbHbIE peQUIeKChl KpalHEe OKUBJICHBI. BblsiBieH
PSAA AM30HTOTEHETUYECKUX (PEHOTHITUYECKUX OCOOEH-
HOCTEH — OJyTJIOBaToe, YIUIOIIEHHOE JIUI0 U Tepe-
HOCHIIa, KOPOTKasl CIIMHKAa HOCa, «TOTHYECKoe» HeOo,
A3bIK CBEpHYT B TpyOouky. ILllupokas u Koporkas
nIes, HU3KO IIOCaKeHHbIE Ae()OPMHUPOBAHHbBIE YILIHBIE
pakoBUHBL. [pynHas KieTKa LIMpOKasi, THIEpTeso-
pU3M COCKOB, AMAcTa3 MPSMBIX MBI >kuBOTa. Ku-
CTH MPOHHUPOBaHbI, | manbubl npuseneHsl. ['uapouene
U [IaXOBO-MOLIOHOYHAsl Ipbbka crpasa. llaronornue-
CKasl yCTaHOBKa CTOI. Pe6EHOK OCMOTPEH T'€HETHKOM,
MIPEANONOKUTENBHBIN TuarHo3: «Cunapom DnBapiaca?
Cunpom Ilsepa PoGena?»

Bbbumn orMeuens! startle-peakiny Ha HEOXKUAAHHBIN
CTUMYJ (3BYK, BCIBIIIKA CBETAa MPHU TpoBeneHuu (o-
TOCTUMYJISIIIUY, TPUKOCHOBeHHE). |eHepann3oBaHHas
JBUTaTeJbHasl peakuus (pe3Koe B3AparuBaHue) CONpo-
BOXKJaJach mepuonuuecku oponxocnazmom. [lpu am-
HaMMYECKOM HaOMIofeHNH y peOeHKa OTMEUalnch Ma-
POKCU3MAaJIbHBIE COCTOSIHUS B BUJIE allHOd, MUOKIOHUH
W DIH30/I0B, HAOMHHAIOMNX (OKaJbHBIE MOTOpPHBIE
NPUCTYIBI, NPUCTYNBI OponxocmasMa. [IpoBoamnock
MOHUTOPUPOBAHHWE  BHICOAICKTPOIHIE(ATOrpaMMbl
B JMHAMHKE, PE3yJbTaTbl KOTOPOIO HE IOATBEPAU-
JU SMWIETITHYECKU TeHe3 yKa3aHHBIX IMapOKCH3MOB
(puc. 1).

MarnuTHO-pe30HaHCHasi TOMOTpaMMa  TOJIOBHOTO
MoO3ra, IPOBEACHHAs B BO3pacTe 3 Mec., BbISIBIIIA HPH-
3HAKU 337€PKKN MUEIMHHU3ALUY, IOBBIICHUE MarHUTHO-

@ [Negmatp. 2021.T. 12. Boin. 4 / Pediatrician (St. Petersburg). 2021;12(4)

elSSN 2587-6252



KNTMHUYECKMI CTYYAN / CLINICAL OBSERVATION

N |

N
il

Puc. 1. UkrtanbHas anekTposHuedanorpamma pebeHka B Bo3pac-
Te 3 Mec. Peructpupyerca muorpacuueckunin apredaxr.
3nunenTUYeCKUX U3MEHEHUIM HeT

Ictal electroencefalogpam of a child at the age of
3 months. A myographic artifact is registered. There
are no epileptic changes

4

Puc. 3. MarHUTHO-pe30OHaHCHas TOMOrpamMma nauneHTa B BO3-
pacte 4 mec. AkcuanbHble cpesbl, T1BU, T2 BU, Flair.
Ha6niopaetca oTpuuatenbHas AMHaMUKa B BMAE KK-
CTO3HO-aTPOUUECKUX U3MEHEHMI B BONbLIMX nony-
Wapuax roloBHOro Mosra ¢ ¢opMUpPOBaAHUEM aTpo-
¢uueckoit rmppouedanum. NMosgasneHne CUMMETPUUHbBIX
noao60104eYHbIX CKOMMEHUI B BuAE Cy6aypanbHbiX
rurpom

Magnetic resonance imaging of a patient at the age
of 4 months. Axial sections, T1 VI, T2 VI, Flair. There
is a negative dynamics in the form of cystic-atrophic
changes in the large hemispheres of the brain with
the formation of atrophic hydrocephalus. The appear-
ance of symmetrical subshell clusters in the form of
subdural hygromas

Fig. 1.

Fig. 3.

PE30HAHCHOTO CHTHAJIA 33/THAX OTJIEJIOB OJISTHOTO Imapa
C IBYX CTOpoH (puc. 2).

Cocrosinue peOeHKa 0CTaBAIOCH TSDKEJIBIM, OTMEYa-
JIOCh HapyIICHHE CO3HAHHS, Pa3BWIMCH pa3ruOarelib-
HBIE KOHTPAKTYpPbI B JIOKTEBBIX W KOJCHHBIX CyCTaBax,
COXPAHSUTHCh HESMIICNITHYSCKHE apOKCH3MalIbHbIC
COCTOSIHMSI B BHJI€ IPUCTYIIOB OpOHXOCHasMa W am-
HOd. Startle-pediekchl ObUIM pE3KO BBIPAYKEHBI, TPH
JTF000M TaKTHUIILHOM Pa3IpaKEeHHH OTMEYalliCh B3Jpa-
T'MBaHUSI — TeHEpaIn30BaHHbIe MUOKIOHHU. [To mMepe
IPOrPECCHPOBAHMS HEBPOJIOTHIECKNX HAPYIICHUH OT-
MEUaJIoCh HapacTaHHe KHCTO3HO-aTPOPHUYECKUX W3-
MeHeHuH, QopMmupoBanack ruapouedanus. JlaHHbe
MarHMTHO-PE30HAHCHOI ToMOTpad Uy B AWHAMUKE, BbI-
MOJIHEHHBIE B BO3pacTe 4 Mec. MpUBEACHBI Ha puc. 3.

Puc. 2. MarHuTHO-pe3oHaHCHasi TOMOrpaMMa nauueHTa B BO3-
pacte 3 mec. AKcuanbHble cpesbl, TIBU, T2 BW, Flair.
BbisiBNeHbl NpU3HaKu 3aAepXKU MUENUHU3aLuH, CUM-
MeTpUUHble Ha YPOBHE MEepUpONAHAMYECKON 06nacTu.
ApxuteKkToHMKa 60p03a M U3BUIUH HE U3MEHEHa
Magnetic resonance imaging of a patient at the
age of 3 months. Axial sections, T1 VI, T2 VI, Flair.
The signs of delayed myelination, were found to be
symmetrical at the level of the perirolandic region.
The architectonics of the furrows and convolutions
have not been changed

Fig. 2.

Puc. 4. MarHuTHoO-pe3oHaHCHas TOMOrpaMma nauMeHTa B BO3-
pacte 7 mec. AkcmanbHble cpesbl, T1IBU, T2 BW, Flair.
OTmeuaeTca 6unatepanbHag KUCTO3HaA SHUedanoMans-
uma 6onbLMX NoAylIapUii FONOBHOFO MO3ra, aTpoduye-
CKOe pacliMpeHUe HapYXXHbIX U BHYTPEHHUX JIMKBOPHbIX
NPOCTPaHCTBA — YMEPEHHOEe HapacTaHWe CTENeHu Bbl-
PaXKEHHOCTU U3MeHeHui. [IByCTOPOHHME XPOHUYeCcKue
cy6aypanbHble remMatombl (TMFpOMbl) — yMepeHHoe
yBenuueHue o6beMa XXMAKOCTH

Magnetic resonance imaging of a patient at the age of
7 months. Axial sections, T1 VI, T2 VI, Flair. There is
a bilateral cystic encephalomalacia of the large hemi-
spheres of the brain, atrophic expansion of the external
and internal liquor spaces - a moderate increase in the
severity of changes. Bilateral chronic subdural hemato-
mas (hygromas) - a moderate increase in fluid volume

Fig. 4.

IIpu mpoBeieHM MarHUTHO-PE30HAHCHOM TOMOIpa-
(um pebeHKy B Bo3pacTe 7 MecC. BBISBICHO YMEPEHHOE
HapacTaHue CTENIEHH BBIPAKCHHOCTH aTpPO(UUECKHUX U3~
meneHunid. ChopmupoBaiacs OunarepaibHas KUCTO3HAS
sHIeaToManays OONBIINX MOMYIIAPUHA TOJIOBHOTO
Mo3ra, arpodudeckas THApOIehaTns — pPacIIHpEHIEC
HApY)XHBIX M BHYTPEHHUX JIMKBOPHBIX IIPOCTPAHCTB.
JIByCcTOpOHHHE XpPOHUYECKHE CyOmypalibHble TeMaToMbl
(rurpomsl) mporpeccupoBanu (puc. 4).

YunThIBas BRIpAKEHHYIO KIIMHUYECKYIO KapTHHY TI0-
BPEXKACHUS TOJIOBHOTO MO3ra (XpOHHYECKOE Hapyllle-
HHUEC CO3HaHHs, CIIAaCTUYHOCTb, THMIIOKHWHE3UA, SIBJICHUA
['D), HapacTaHue CTPYKTYpHBIX U3MEHEHHI TOJIOBHOTO
MO3Ta, JUIl YTOYHEHHS AITHOJOTHU 3a00JeBaHUS IIPO-
BEJICHO TeHeTH4YeCcKoe obOcienoBanue. BrimonHeHo cexk-
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BEHHPOBAaHHME IK30Ma JUIs OINpPEAETICHUS TeHETUUYECKUX
noBpexxaeHuit (myrarmii) B JIHK, xoTopbie moryT ciy-
JKUTh TIPUYWHOW HACIIEACTBEHHOTO 3aboiieBaHus. BbI-
aBiIeHa Mytaiusi B reHe ATADI, accounmpoBaHHas
¢ runepakmiekcueid 4-ro tuma (618011). Uzmenenune
JHK — 10:2.89514551C>A. T'unepakmnecus-4 — 310
ayTOCOMHO-PELIECCUBHOE 3a00JIeBaHNE, JEOIOTUPYIOIIEe
B IIEPHOJE HOBOPOXKICHHOCTH, (PCHOTUIINYECKUE OCO-
OEHHOCTH KOTOPOTO COBIA/IAIOT C JJAHHBIMU HAIIIETO I1a-
mueHTa. OOHapyKeH paHee He ONMHMCAaHHBINA B JIUTEpaTy-
pe BapHaHT B TOMO/TEMU3UTOTHON (hopMe, MPUBOSIICH
K IOSIBJICHUIO CTOI-KOJOHA, C HESCHBIM KIMHUYECKUM
3HaueHneM. /{1 yTOYHEHHs MaTOreHHOCTH BapHaHTa
PEKOMEHJIOBAaHO OOCIIEIOBaHHE POIUTENICH IMalreHTa
(cexBenupoBanue Tpuo o meroxy CaHrepa).

Takum 00pa3oM NpeACTaBICHO KIMHHUYECKOE Ha-
OiroieHNe CUHIPOMAa «CKOBAaHHOTO» (MJIM «PUTHUIHO-
ro») peOeHKa, BRI3BAHHOTO MyTaruei B rene ATADI,
KOTOpBIN KoupyeT Topasy, AAA + AT®da3zy, yuyacTy-
IOUMX B KOHTPOJE HMHTEPHAJIU3ALUM I10CTCHHAINTHU-
YECKOro pelenrtopa. XapakTepHble KIMHUYECKHE
MIpU3HAKH, OOIIHE I BCeX MAIMeHTOB C JaHHBIM 3a-
0oyieBaHMEM — MBIIIEYHAs TUIIEPTOHUS, OTCYTCTBHE
CIIOHTaHHBIX JBUKEHHH, MOYTH IOJIHOE OTCYTCTBHE
MOTOPHOTO Pa3BUTHUS U (EHOMEH THIIEPIKIUIEKCUH —
HaOMomanuch y gaHHOTO pebenka. Takod deHOTHIT
XapaKTepu3yeTcss HeKyNMUPyeMbIMU IPHUCTyNaMH, TH-
NMepToHUel M BBI3BaH OWAJUIENBHBIMU MYTaLHUSIMU
B reHe BRATI.

3AKNIOYEHUE

JlaHHBIA KIMHUYECKUU cllydall MOXET MpeicTaB-
JATh TPAKTUYECKUM HMHTEpec s CHelHaInucToB —
HEBPOJIOTOB, HEOHATOJIOTOB, MEAHATPOB, oOpamas ux
BHUMaHHE Ha TO, YTO MPH HAIUYHAU IMATOJIOTHYECKO-
IO THUIEPTOHYCAa C MapOKCU3MAJIBHBIMH COCTOSHUSA-
MH y MIIJICHIIEB TIPEXJI€ BCEro CJIEAyeT HCKIoYaTh
sHIe(aIonaruio, CBSI3aHHYI0 C MyTallMed B TeHE
ATADI, n n#eTcKylo SNWICNTHYECKYIO 3HLedaona-
THI0O — CHHAPOM PHUTHAHOCTH M MYJIbTH(OKAIBHBIX
npuctynoB (RMFSL), nemMoHCTpupyIOmHNA CXOTHYIO
KITMHUYECKYIO KapTUHY.

OONONHNUTENbHAA UHOOPMALIUA

Bxaan aBropoB. Bce aBTophl moATBEpkKAAIOT CO-
OTBETCTBHE CBOETO aBTOPCTBA MEKIYHAPOIHBIM KpH-
tepusim ICMIJE (Bce aBTOpBI BHECIM CYIECTBEHHBIN
BKJIaJl B pa3pabOTKy KOHLENLWH, MPOBEICHUE HCCIIe-
JOBaHHUs U MOATOTOBKY CTaTbu, MPOYIM M OHOOpMIN
(bMHATTEHYIO BEPCHIO TIepel] IMyOuKaIneH).

Konduaukt nHTepecoB. ABTOPHI IEKIApUPYIOT OT-
CYTCTBHE SIBHBIX U MOTCHLIUAILHBIX KOH(INKTOB UHTE-
PECOB, CBSI3aHHBIX C MyONUKaLMeld HACTOSIIEH CTAaThbH.

HUcrounnk ¢punancupoBanusi. He ykazan.
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KREEIRN 4 T W\Yuriy Petrovich PushkarevZ 3% U AL, J& T ML IRAE PR AN T IR PR G4 REL V0 AR AT R )
B XSS R T AR SRS I ) A B 2 M R E I, AR 2 [ R ) A A R SR, X A e R B
SR PR PSR A A A e PR ST I L AR B, R, fE NIRRT R G, S FIThRE RS
S RGN W i AH ELVE T, DARAIE PP IR R MR A (1 42 11, FRTE R R SR )38 . RS FI NS AE H AR 5 1
AN HE D RETE ) — L8 Ty TR 5 FE . MRS 2 T ik N TR AR EB~F-1, (HIE B T O SR DR
AT o $RAF A F G B 45 AR AR B AR FEFR PRI GT FR e, 2R 8 0] AR LR FARAIE 138 A
BR 2k A T RS BT AT o BB R A A B S R N RS S B R, T 4ERE—E K R R e IR
A SRAEAMEERE BVE RN, 8T RGUREEPE R, WERECR A FHERERM, ik Sk 5H5r
AHELAE FH o o) 52 e 05 RS B R ) S ALK Th B 508 1) 30 A BRATL A EAT 1720 #T. TEY. P. Pushkarev ) BART
5O, D AR AR AR EAE A, 4875 SR 3 Th g R () BB, M B AR A — AN kT
1 E AT RAIAELES

KRB MAKE: IR AR RS &N B A fME.

The review presents information on the somatovegetative interaction of blood circulation and respiration from the point of
view of the views of Professor Yu.P. Pushkarev. Data are presented that speak of the complexity and complexity of the prob-
lem of homeostasis and adaptation, the unresolved many issues that are important for understanding the stability of the in-
ternal environment of the body and establishing the limits of the “norm”. It has been shown that within the neurohumoral
system of the body, the interaction of various components of functional systems is constantly carried out, ensuring
the conjugation of respiration and blood circulation with the formation of intersystem links. Some aspects of the formation
of functions in animals and humans in postnatal ontogenesis are considered. It is emphasized that homeostasis is an in-
ternal balance of indicators in the body, but its values are constantly changing due to the center-peripheral integration
of functions. It was emphasized that the process of achieving a beneficial adaptive result is characterized by the asymmetry
of physiological indicators, and the intersystem interaction ensures the balancing of homeostasis constants in terms of ad-
aptation to environmental conditions. It has been shown that over-threshold environmental influences and homeostasis
parameters shift in the body, compensatory-adaptive reactions occur, aimed at maintaining a certain level of station-
ary state, eliminating or limiting the effect of the harmful factor and optimizing the interaction of the organism and
the environment due to the formation of intersystem links. Analyzed the pathophysiological mechanisms of changes in
function in certain diseases and stress effects. It is shown that the further study of the somatovegetative interaction
in the context of the ideas of Yu.P. Pushkarev will allow revealing the true mechanisms of synchronization of functions
in the organism of animals and humans in order to understand its existence as an independent self-regulating system.

Keywords: ontogenesis; somatovegetative interaction; homeostasis; adaptation; integration; compensation.
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POJIb NEKUMXA B COBPEMEHHOM OBPA30BATEJIbHOM MPOCTPAHCTBE
© C.A. AnppeeBa, H.P. Kapenuna, TU. Kum|, N.10. Aptiox, M.[I.J1. OnneamsaHo

CaHkT-Metepbyprckuid roCyAapCTBEHHBIA NEAMATPUYECKUiA MeanLMHCKUIA YHuBepcuTeT, CankT-leTepbypr, Poccus

Ans yumuposaHus: AHgpeesa C.A., KapenuHa H.P., Kum T.WU., ApTiox J1.10., Onneausano M.[.J1. Poiib feKunit B COBPEMEHHOM
obpasosaTenbHom npocTtpaHcTee // NMeaunatp. — 2021, = T. 12. — Ne 4. — C. 103-112. https://doi.org/10.17816/PED124103-112

Mocrynuna: 15.06.2021 Opobpena: 14.07.2021 MpuHsaTa K nevatn: 27.08.2021

B cTaTbe M3N0XEHbl IMYHbIE B3M/SAbl aBTOPOB HAa POJib, MECTO U GOPMbI NEKLMOHHOFO NMPenoAaBaHus MOpPHONOrMYeckux
LVCUMNAMH B BbICIUMX MEOULMHCKMX Y4ebHbIX 3aBefeHusX. MCTopuyeckuit aHanms nokasbiBaeT, YTO NeKuus TpaauLMOH-
HO cnyxuna Benyuwein Gopmoit obyyeHns B yHuBepcuTeTax. B To xe Bpems noBbileHne TpeboBaHMI K KayecTBy U 3¢-
$HEeKTUBHOCTM COBPEMEHHOro y4ebHOro npouecca, MHTEHCMBHOE BHEAPEHWE KOMMbIOTEPHbIX TEXHONOrMI B 06pa3oBaHue
U MeOWLMHY CTaBsAT BONPOC O NPeAnoYTUTENbHbIX Cnocobax NpoBeAeHMs 3TOro BUAA ayAUTOPHbIX 3aHATUIA. BMecTe ¢ TeM
CNI0XHas anuaeMuonoruyeckas o6CcTaHOBKa, KOTopas HabnoaaeTcs B HalwW LHW BO BCEM MWpE, BHEC/Ia CBOM KOPPEKTU-
Bbl B 3Ty AMCKyccuio. B cTaTbe npuBefeH CpaBHUTENbHbIM 0630p pa3nuuHbIX GOPM M30XKEHUS NEKLMOHHOIO MaTepuana
(0O4HOE YTeHue nekuui, OHNANH-NeKLMUS B CUHXPOHHOM M AaCMHXPOHHOM BapuaHTax), NOAPOOHO M3N0XeHbl NpenMyLLecTBa
M HefoCTaTKU KaXaon u3 Hux. OueHWBas MOMOXMUTENbHbIE U OTPULLATE/bHbIE CTOPOHbI AUCTAHLMOHHOIO YTEHUS NeKLUH,
MOXHO CKa3aTb, 4TO 3TOT GOpMaT He ABNSETCS COBEPLIEHHbIM ANS 00y4yeHUs B MeAULMHCKOM yHuBepcuteTe. Ewe B 60onb-
Wwel CTeNeHM OH He MOAXOAMUT ANS YTEHUS NEeKLMt Mo aHaTOMMKM YenloBeKa, Tak Kak Mpu 3TOM CTpafaeT UX AEMOHCTPATMB-
HOCTb. «Jlekuns — napag kadegnpbl», — otMevan akagemnuk AMH CCCP B.H. LLeBkyHeHKO. MMEHHO OHa MOXeT M [0/KHA
[aTb CTYAEHTY TBOpPYECKMI 3apaj, NYyTEBOAHY HUTb B nepepaboTke MOLWHOro notoka MHPopmauun, otobpatb Haubonee
nosiesHoe n HeobxoLnMoe, cnocobCTBOBaTbL Pa3BUTMIO MPOPECCUOHANBHON KOMNETEHTHOCTH, MOMOYb 0BPECTU KMU3HEHHbIE
OPUMEHTUPbI U LEHHOCTU, @ Takxe cMbica Byayuiein npodeccun. Bce 370 BO3MOXHO B MOMHOM Mepe OCYWeCTBUTb TO/bKO
Npu «KUMBOM» OOLLEHWM B NIEKLMOHHOM ayAUTOPUM, B YEM U 3aK/OYAETCS CEKPeT AO0NAToNeTUS NEKLUN.

KnioueBble cnoBa: nekums; AUCTaHLMOHHOE o6yquMe; OHNTANH-TEXHONOTUY; KOMMYHMWKATUBHbIE KOMNETEHUHNN.

THE ROLE OF LECTURES IN THE MODERN EDUCATIONAL SPACE

© Svetlana A. Andreeva, Natalia R. Karelina, Tamara I. Kim|, Linard Yu. Artyukh,
Mikhail Giuseppe L. Oppedisano

St. Petersburg State Pediatric Medical University, Saint Petersburg, Russia
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This article presents the authors’ personal views on the role, the place and the forms of lecture teaching of the morpho-
logical disciplines at the medical universities. Historical analysis shows that lecture has traditionally been the leading form
of a university education. At the same time, the increasing requirements for the quality and efficiency of the modern edu-
cational process, the intensive intercalation of computer technologies in education and medicine raise the question of the
preferred methods of conducting this type of classes. In addition, the difficult epidemiological situation, that is observed today
around the world, has made its own adjustments to this discussion. The article provides a comparative overview of the various
forms of presentation of lecture material (face-to-face lectures, online lectures in synchronous and asynchronous versions),
and details the advantages and the disadvantages of each of them. Evaluating the positive and the negative aspects of the
remote lectures, we can say that this format is not perfect for studying at a medical university. Moreover, it is not suitable for
giving lectures on human anatomy because their demonstrativeness suffers. “A lecture is a parade of a department”, - noticed
the academician of the USSR Academy of Medical Sciences V.N. Shevkunenko. It can give an ability for a creativity, a lifeline
in the process of a powerful flow of information to a student, select the most useful and necessary things, promote the deve-
lopment of a professional competence, help to find guidelines, life values and meanings. All this can be fully implemented
only with “live” communication in a lecture audience, which is the secret of the longevity of a lecture.

Keywords: lecture; distance learning; online technologies; communication skills.
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«Hayka mysicna He 015 00HO20 MONBLKO NpUOOPemeHus.
ceedeHull, 6 Hell Kpoemcs uHo2oa 2nyOoKo, u nomomy OJis
NOBEPXHOCMHO20 HAONIOOCHUsI HE3AMEMHO, OPY2Oll BANCHDILL
onemenm — eocnumamenvhuvitiy. H.U. Ilupocos (puc. 1)

Jlextust ObUTa M OCTaeTCs OHOM M3 BeAymux (Gopm
obydeHns B By3e. OmHAKO B HACTOSIIEE BPEMsS BO-
[poC O €¢ Ha3HAYCHHU, MECTC B CHUCTEME BBICIIETO
00pa3oBaHUs W TPEAMOYTUTEIHLHBIX BUJIAX IMPOBEJIE-
HUS SIBIIIETCS HanOoJee aKTyalbHBIM.

JlekunoHHOE mpernonaBaHue CTajao0 OCHOBOW Iefa-
TOTMYECKOTo Tporecca eme B JlpeBHeM Mmupe, B Te
BpEMEHa JICKIIMsl OOJIbIlle HAlOMHUHATAa Oeceny WiH
nmuanor (puc. 2, 3).

B cpenHeBeKOBBIX METUIIMHCKUX IIKOJAX W YHH-
BepcuTeTax 3amamHoi EBpombl oHa coxpaHWIa CBOH
TIIaBCHCTBYIOIHUEC TIO3UIUU. .HCKI_II/II/I npeacTaBIsAIn
cOOOH TONTHOE M CHUCTEMAaTHYECKOe HM3JIOKEHHE yueO-
HOTO Marepuala I10 3apaHee U3JI0KEHHOH MporpaMMe,
pu 3ToM Tipodeccopa YHUBEPCUTETOB YUTAINA CBOMM
CITyIIATENAM TEKCTHI, COTIPOBOXK/Asi NX MHOTOCIIOBHBI-
MH KOMMCHTAapuiAMH, B CBA3M C YCM I3TOT BU[ O6y-

Hukonait MBaHoBuu Muporos Ha kapTuHe J1. KowrtensiH-
uyka «[locne onepauunn» [22]

Nikolai I. Pirogov in the painting by L. Koshtelyanchuk
“After surgery” [22]

Puc. 1.

Fig. 1.

Puc. 2. Jlekuma no aHaToMuu B Nepuop, 3nnuHU3Ma B [lpeBHEM
Pume [21]

Fig. 2. Lecture on anatomy during the Hellenistic period
in Ancient Rome [21]

YeHHs TIOMYYHJI Ha3BaHWE «OOBSICHUTEIBHOE UTCHUE)
(mat. praelectio). JIns cpenHEBEKOBOW JICKITUH OBLTH
XapakTepHbl JOTMaTHYHOCTh M MACCHBHOCThH ayIuTO-
pHH: OT yyamierocs TpeboBajoch JUIIb CIyIIaTh U 3a-
y4nBaTh Hau3ycTb marepuan [4].

B snoxy Bozpoxnenusi, korga OTKpbUIOCH MHOIO
YHMBEPCUTETOB U MEIMIMHCKUX IIIKOJ, HA CMEHY Cpe/l-
HEBEKOBBIM CXOJACTHUECKUM TPAJHULIMAM TPETIoJaBaHMs
MPULIIIO U3yYEHHE IMPAKTUUYECKOH METULMHBL. JTO HE
MOIJIO HE OTPa3UThCS W Ha JIEKIMOHHOM Kypce Meu-
nuHBL. JIeKIMM 1Mo aHATOMHM CTajH COIMPOBOXKIATHCS
BCKPBITHEM TpyTa, KOTOPOE MPOM3BOAWINA B CHEIH-
aJIbHO MOCTPOEHHBIX MOMEIIEHUSX — aHaTOMHUYECKHX
Tearpax, ¥ CUUTAIUCH IMyOIMYHBIMH, HO B TO K€ BpeMs
ObUTM  O0SI3aTENFHBIMHU U TIOCEIICHUS CTYy/IEeHTaMH-
Menukamu. Tak Kak 3TO OBIIO eIle JOCTaTOuyHO pell-
KHM COOBITHEM, YTOOBI 3aKPEIUTh MaMsiTh O HEM, €ro
YYaCTHHUKH HEPEJIKO 3aKa3blBajM KapTUHY — TIpYIIO-
BOM MOPTPET — BO BpeMs TaKoM JieKIuHU. TakoBbI MO
crokery kaptuHa [[x. banucrepa «Jlekuus nmo anaro-
muu B Jlonmone» (puc. 4) u PemOpanra «Ypok aHa-
TOMHU JOKTOpa Tymbna» (puc. 5). DTH mpousBeneHUs
nepenaroT arMocgepy yBICKaTeIbHOTO MCCICHAOBAHUS,
KKy HAYYHOTO IMO3HAHUS y BCEX MPUCYTCTBYIOIIUX.
ITo »TUM KapTMHAM MOXKHO CYIUTb, KAKOW MHTEPEC BbI-
3pBasia anaromus B XVII B. [2, 7].

OmnpeneneHHbIl KOMMEPUYECKUI TMOAXO K JIEKIH-
onHomy Kypcy B konue X VIII B. nabmronancs 8 CLIA:
CTYIIEHTHl MEIUITUHCKUX TIKOJI BBIHYKICHBI OBIIH IT0-
Kynatb OWJIETHI Ha JIEKIMH TI0 MEAWIMHE, KOTOpbIe
Ha3zpBamuCh «VIckyccTBO ucnenenus» [15, 23, 24].

C cepenunbl XIX B. Mo Mepe pocTa HayyHBIX 3Ha-
HUW yCHJIMIIACh TOTPEOHOCTh B CaMOCTOATEIHHOCTH
Y aKTUBHOCTH CTY/IEHTOB, TIPY ATOM JIEKIMS JOJDKHA

: : / ‘\ <
Puc. 3. UsyueHua aHatoMuu uenoBeka B [peBHem Erunte
[20]
Fig. 3. Studies of human anatomy
[20]

in ancient Egypt
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1580 r. [19]
Lecture on anatomy in London. John Bannister,
1580 [19]

Fig. 4.

ObLIa OBITH TIOJTOTOBUTEIBHBIM ITAIIOM JUISI CAMOCTO-
ATEIbHON paboThl ¢ kHHMrod. OHa paccMmarpuBaliach
B OOJBIIIEN CTENEHH KaK SMOIMOHAIFHOE BO3/ICHCTBIE
B Ipollecce meaarorudeckoro odmenus [12, 13, 16].
ITo muenuro [1.D. Jlecradra [8], maBHOe ee Ha3Ha-
YEHHE — HAy4YUTh CTYJICHTa MBICIUTb.

Jluckyccusi o BOTIPOCY JIEKIIMOHHOTO TIPETioiaBa-
HUsl, Hayatasa eme B XIX B., mpojoiiKaeTcss U B Ha-
crosmiee BpeMsa. Ero MpOTUBHHUKH JOKAa3bIBAIH, UYTO
JIEKIUS — TPONUICHHBINA ATaI, YTO JICKIIUOHHBIA METOJ
BpElleH, TaK KaK MPUYYaeT CTYIEHTOB K MACCUBHOMY
¥ HEKPUTHYECKOMY BOCTIPHATHIO Uy>KAX MBICIIEH, yOu-
BaeT y HUX CTPEMJICHHE K CaMOCTOSITCIIBHOMY MBIIII-
neHuto u tpyay (puc. 6) [9, 10].

Ho crour oOpaTuth BHUMaHHE Ha SKCHEPUMEHT
¢ ormenon nekmmit B CCCP B 30-¢ roger XX B,
KOTOPBIA TPUBEN K PE3KOMY CHIDKEHHIO KadecTBa 00-
pazoBanus ctynaeHtoB [1, 4]. BoccranoBieHnuem naH-
HOTO BHUJA MPEMNOJHECEHUS MaTepuala B pa3HbIe TOIbI
XX B. akTuBHO 3aHuMa’cs akagemuk B.H. I1leBkynen-
ko (puc. 7), a Takxke akamemuk JI.A. XXmanos (puc. 8),
akagemuk B.H. TonkoB (puc. 9), akagemux B.B. Ky-
npusiHoB (puc. 10), mpodeccop I.d. Bcesomonos
(puc. 11), mpodeccop E.A Jlpickun. (puc. 12), aka-
nemuk M.P. Camun (puc. 13).

B Hacrosmiee BpeMss HEOOXOANMOCTH JIEKITHOHHOTO
Kypca B IpOrpaMMe BBICIIIEI0 0Opa30BaHMs, B YaCTHO-
CTH METUIIMHCKOTO, HE ocmapuBaercs. 1 yxe ydeHuku
BhIaronmxcsi anaroMoB XX B. (podeccopa U.B. T"aiiso-
pouckuii, H.P. Kapemuna, T./I. IToxxapucckas, PM. Xaii-
PYJUTMH) TIPOAOIDKAIOT 00ydarh W HACTABISATh HOBOE ITO-
KOJICHHE CTYIACHTOB uepe3 Jekmuio (puc. 14).

Ora (opma o0ydeHUs] HEOOXOAMMA JUTS TIOTyUCHHS
OCHOBHBIX 3HaHUH 10 KakOMy-IIMOO paszeny, OObeK-
TUBHOTO OCBEIIEHHUS IPOTHBOPEUYHNBHIX KOHIIEIINH, OHA

Puc. 5. «Ypok aHatomuu pokropa Tynbna» — KaptuHa PeM6paHara,
HanucaHHasa B 1632 r. [18]
Fig. 5. “Dr.Tulp’s Anatomy Lesson” is a painting by Rembrandt,

painted in 1632 [18]

MIOMOT'a€T CTYICHTY PAcCTaBUThb MPUOPUTETHI NPU H3-
YUYEHUU TEMBI, a TAKXXE aKTUBU3UPYET €ro0 MBICIUTEIb-
HYIO JEATelbHOCTh, MOOYXIas K CaMOCTOSTEIbHOMY
u3yuyenuto npenmera. Opnako cooObrtust 2020-2021 rr.
3aCTaBUIM BHECTH KOPPEKTUBHI B CHCTEMY BBICIIECTO
o0pa3oBaHuUs MO0 BceMy MHpY. Yxe Oojee roja JIeKIH-
OHHAasl IporpaMMma B By3aX BBIHYXJIECHHO II€peBelcHA
B JMCTAaHIMOHHBIN (opmar. Tem He MeHee, TOMHUMO
MPEAOTBPAILEHHUs] PACIIPOCTPAHEHUSI OCTPHIX pecIupa-
TOPHBIX 3a00JICBaHUI, 3TOT BapuUaHT HMEET DS APY-
TUX JIOCTOMHCTB Tepel O4HbIM oOydenuem [5, 11].
Tak, yuacTHUKH 00pa30BaTeIbHOTO MPOIECca OTMETHIH
3HAUUTEIbHYI0 SKOHOMHIO JIMYHOTO BPEMEHH, KOTOpOe
paHee TpaTWIOCh Ha AOPOTY 0 y4eOHOTO 3aBEICHHUS,
a TaKk)Ke BO3MOKHOCTh padOoTaTh U YIUThCS B KOMQOPT-
HBIX IS ceOs (B TOM YHCIIE JAOMAITHUX) YCIOBHUSX.

Puc. 6. CryaeHTbl MHCTUTYTA OXPaHbl MAaTEPUHCTBA U MIaAEHYe-
cTtBa (HbiHe CM6IMTIMY) Ha BHOBb 06pa3oBaHHOI Kade-
Ape aHaTOMUM YeNoBeKa NOA, PyKOBOACTBOM npodeccopa
KoHcTaHTMHa Bnagumuposuya PomapaHosckoro [10]
Students of the Institute of Maternity and Infancy
Protection (now SPbSPMU) of the newly formed
Department of Human Anatomy under the guidance
of Professor Konstantin V. Romadanovsky [10]

Fig. 6.

@ Mlenmatp. 2021.T. 12. Boin. 4 / Pediatrician (St. Petersburg). 2021;12(4)

elSSN 2587-6252



106

MEOWUWHCKOE OBPA3OBAHWE /MEDICAL EDUCATION

Puc. 7. Bukrtop Hukonaesuu LLleBkyHeHKo — akapeMuK AkagemMum
MeamumHcknx Hayk CCCP, 3acnyXeHHbIi aeatenb HayKu
PCDCP, naypeat locypapctBeHHoli npemuun | ctenenm,
npodeccop, reHepan-neMTeHaHT MEeAULMHCKOM CayX-
6bl, 3aBeayoOwWwMii Kadeapor onepaTMBHOM XUPYPruu
u Tonorpaduuyeckoii aHatoMuu BoeHHO-MeanUMHCKOM
akagemun uMm. C.M. Kuposa. BaxxHoe 3HaueHue ume-
eT CO34aHHOe UM U LIMPOKO paspaboTaHHoe yuyeHue
06 WHAMBMAYaNbHOW QAHATOMMYECKOW W3MEHYMBOCTU
OopraHoB M cucteM Tena yenoseka. HayuHasa pestennb-
Hoctb B.H. LlleBkyHeHKo u ero wkonbl, npeacraBute-
namu Kotopoit aensiotca A.B. AHtenaBa, ®.U. Banbkep,
MN.A. KynpusaHos, E.M. MapropuH u gpyrue yueHble, cbi-
rpana 3HaYUTeNbHYI0 poJib B pasBMTUM TONorpacm4eckoi
aHaTomMum 1 onepatuBHoi xupyprum B CCCP [6, 15]
Viktor N. Shevkunenko - Academician of the USSR
Academy of Medical Sciences, Honored Scientist of
the RSFSR, laureate of the State Prize of the first
degree, Professor, Lieutenant General of the medical
Service, head of the Department of Operative Sur-
gery and Topographic Anatomy of the Military Medical
Academy named after S.M. Kirov. Of great importance
is the doctrine created by him and widely developed
about the individual anatomical variability of organs
and systems of the human body. Scientific activity of
V.N. Shevkunenko and his school, whose representa-
tives are A.V. Antelava, F.I. Valker, P.A. Kupriyanov,
E.M. Margolin and others, played a significant role in
the development of topographic anatomy and opera-
tive surgery in the USSR [6, 15]

Fig. 7.

JlMcTaHIIMOHHOE MPENOIHECEHHE JIEKIIMOHHOTO Ma-
TepuaJia C MOMOIIBI0 COBPEMEHHBIX HH(POPMALIHOHHBIX
TEXHOJIOTUH BO3MOKHO B CHHXPOHHOM M aCHHXPOH-
HOM ¢opmarax. [Ipu CHHXPOHHOM BapuaHTE JEKIIH
YUTaeTCsd OHJIAllH B pEeXHME pEeaJbHOr0 BPEMEHH,
a IIPU ACHHXPOHHOM OHa 3allMChIBAETCA C MOCIENyIo-
IIMM HCIIOJIB30BAaHUEM B KadeCTBE BUACOKOHTEHTA Ha
00pa3oBaTeIIbHOM TIOpTAaJIE.

O0e pa3HOBHIHOCTH MMEIOT CBOW MPEUMYIIECTBA
n Hexocrarku. IlepBblil BapuaHT MaKCHMAJIbHO IIpH-
OMMKEH K O4HOMY (opMary: JIEKTOp M CTYIEHTHI MO-
TYT BHJETh APYT Jpyra, 3alaBaTb BONIPOCHI M Cpazy

JKE TIOJy4yaTh Ha HUX OTBETHI, TO €CTh BO3MOXCH BU-
JIEOAMAIIOT. DTO MTOMOTAaeT HUBEIHMPOBAThH OIIYIICHUS
Pa300IIEHHOCTH W OTOPBAHHOCTH OT COITUYMa, KOTO-
pble HEM30€KHO BO3ZHHKAIOT y YYaCTHUKOB 0Opa3oBa-
TEJILHOTO Ipoliecca MpH Mepexoe Ha AUCTaHIMOHHOE
oOyuenne. OTHOCHTENBHBIN HEIOCTATOK TaKOTO BapH-
aHTa — HEOOXOIMMOCTh CTPOTO CJIEeIOBAaTh pacIuca-
HUIO, TIOJ] KOTOPOE JOJDKHBI MOJACTPOUTHCA W IIPETo-
JlaBareiiy, U CTYAEHTHI.

[Ipu acuHXpPOHHOM OOYYEHHMH CTYICHTBI, OCBauWBas
JICIIUTUTAHY, UMEIOT BO3MOXXHOCTh B 3aBUCHMOCTH OT
AHIUBUAYAIEHBIX OHOPUTMOB Oojiee THOKO M paryo-
HaJIbHO OPIraHU30BbLIBATE CBOC BPEMH. )IHH MHOTHX IIpH
3TOM OTKPBIBAIOTCS MIEPCIIEKTUBBI TIOIPadOTKU Oe3 Mmpo-
MyCKa JICKIUH, YTO 4acTO HAOIIOIAIOCh MPH OYHOM 00-
yaeHnn. Kpome TOro, HEOHOKpaTHOE MPOCITYIITHNBAHUE
JIEKITUHA B COOCTBEHHOM TeMIle, B KOoM(OPTHOH cpere,
B ynoOHOE BpeMsl CHHXKAET YyBCTBO ICHXOJIOTHYECKO-
ro JTUCKOM(OpTa, KOTOPHIM 3a4acTyI0 COMPOBOXKAACTCS
mporiecc obydenus: [10]. Ho B To ke Bpems JaHHBII
(hopMaTr HE TpenoCTaBISET BO3MOXKHOCTH JIHaJiora
B PEXHMME pPEajbHOIO BPEMEHHU: YYALIUICS HE MOXKET
3a7aTh BONPOCHI TPEIOAABATENI0 BO BpPEMs IPOCITY-
[IVBAaHUS JICKIIMU, a JIGKTOP — OIICHUTH PEaKIIHIO
CITymIarenel, CTeleHb UX BOBJICYEHHOCTH B MaTepHall.
AcHHXpOHHOE 00y4YeHHe TaKKe MPEIbIBISIET BHICOKHE
TpeOOBaHMSI K CaMOOpraHW3aIiK O0YJaromIerocs, Tak
KaK pe3yybTaT B JAaHHOM CJIydac HaIpsAMYIO 3aBHUCUT
OT €r0 CO3HATEIBHOCTH M CaMOCTOSITEIIEHOCTH.

Ecim HeoOXoAMMOCTh B OYHOM TIPOBEIEHUM TIPaK-
TUYECKUX 3aHATHUH B By3aX Yy CTYIEHTOB HE BBI3BIBAET
HUKaKHuX COMHeHHﬁ, TO MNCPCUYUCIICHHBIC BBIIIEC IIPEC-
MMYIIECTBA JIUCTAHIIMOHHOTO YTEHUS JICKIIUHA OCTPO
CTaBST BOIPOC IEIECO00Pa3HOCTH BO3BpaTa K OYHOMY
(hopmary mociie OKOHYaHHS MaHIEMUH.

Takast mo3uIusl OOBICHSICTCS, TIPEKIE BCETO, TEM,
YTO B COBPEMEHHOM MHUpE Bce OoJblliee pacmpocTpa-
HEHHUE TOJYYal0T IMParMaTuyecKue HJEH, OTOXKIECT-
BJICHHE OJKOHOMHYECKOW 53(PPEeKTMBHOCTH W HpaB-
CTBEHHOCTH. bonbIas 4acTh MOJIOICKN HE CBSA3BIBACT
npodecCHOoHANN3M B OOIIEKYIBTYpHBIC IIEHHOCTH, Jie-
MOHCTPUPYSI YTUIUTAPHOEC MBIIIJICHUE U TEXHULUA3M.
B TO e BpeMs HETOOIICHMBAIOTCS M TIIyOOKHE 3Ha-
HUS, MHOTHE CTYICHTHI HE YHTAIOT y4eOHHWKH, OCTa-
HaBJIMBasACb Ha YPOBHEC HCKPUTUYHOI'O, MMACCHUBHOIO
YCBOCHUA 3HaHPII71, IMOJTYYCHHBIX U3 O6HIC)Z[OCTYHHBIX
WHTEPHET-UCTOYHUKOB. Heymenue paborath ¢ yueO-
HOW JIMTEpaTypol, OTYACTH, MOKET OBITH CBSI3aHO CO
CIIO)KHOCTBIO BOCTIPHSITHSI MaTephaja, H3JI0KEHHOTO
«CYXHWM» Hay4YHBIM SA3BIKOM, OTCYTCTBUEM HABBIKOB
AHAJIM3UPOBATL U CUCTEMATU3UPOBATH IMOJYUYCHHYIO
nH(pOpMAIIIO, JeNaTh BBIBOJBI, H3JIaraTh CBOIO IIO-
3unuto. JIEKIMOHHBIA Kypc CHOCOOCTBYET DPEUICHHIO
OOJNBIIMHCTBA BBIIIETIEPEUUCICHHBIX TPOOIeM, Belb
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B HACTOSIIEE BpPEMs JIEKIUS BBINOIHIET HE CTOJIBKO
WH(POPMAIIMOHHYIO, CKOJIBKO OPHEHTHUPYIOIIYI, MO-
THUBAIIMOHHYIO, DPAa3BUBAIOIIYI0 W BOCIHTATEIHHYIO
GbyHKIUH.

Ilocnennue necsaTuneTuss B CpeaHEN IIKOJE OYEHb
MaJlo BHUMAaHHS YHCNSeTCS Pa3BUTHIO KOMMYHHKa-
THUBHBIX HAaBBIKOB y IOAPACTAIOLIEIO MOKOJeHus [8&],
IIKOJIbHUKOB TPHOOINAIOT K PETYIIPHOMY HCIIOIb-
30BaHUIO MHTEPHET-PECYpPCOB JUIS MOJATOTOBKM K 3a-
HATHAM M OOIIEHUWs ¢ yuuTesneM. TakuM oOpaszom,
Mearor TOCTENEHHO TepecTaeT OBITh HMCTOYHHKOM
3HaHWU: MPOBEpsIs, KaK yUYEHHUK CaMOCTOSTEIHHO Ha-
nie’ ¥ YCBOMJI HeoOXoauMyr HH(opMaiuio, ciaenan
JIOMAaIlIHEee 33/1aHre, OH BBHIMIOIHSIET B OCHOBHOM TOJIb-
KO KOHTponupyomyo ¢yHkuuo. Boccranosienue
OTIPENICTICHHOTO JIOBEpHUS K TMPETIoJaBaTeiio, yYMEHHE
CIIymIaTh ¥ BOCIPHHAMATHh JKHUBYIO PE€Yb BO3MOXKHO
TOJBKO TIPH JINYHOM OOlIeHWH. Ha neknmu cTyneHt,
MPUBBIKIINI K TOMY, YTO 3HaHMS 3aKJIIOUEHBI B Tapa-
rpadax u ¢aitnax, cTajlkuBaeTcs ¢ nepcoHupukanuen
HAyKd B JKUBOW JINYHOCTH YYEHOTO-TIEIarora.

Cama mo ce0e MHOTOKaHAJIBHOCTH IOCTYIIJICHHUS
uHQOpPMAIlMM B CO3HAHUM COBPEMEHHOTO CTYICHTA
HE MOXKET aBTOMAaTH4ECKU 00ECIEUUTh NCTOPUUECKYIO
CBSI3p M TIPEEMCTBEHHOCTh HAyYHBIX WIEH, TpaJullni,
JTUIHOCTEH. DTy CBS3b depe3 JCKIMOHHBIA Kypc o0e-
criedMBaeT TpenonarBaresib. Ha 0coOyro 3HauMMOCTh
JIEKIIMK 10 aHATOMHH B CBOE BpeMsi oOparai BHUMa-
Hue akageMuk Axagemuu meaunuHckux Hayk CCCP
H.A. XKnanoB (puc. 8), KOTOPBIA CUHTAN JEKIIUU
«...dJIeMHOM OCHOBOM mpenojaBanus. Ha mjexuusix
CTYJIEHT YYMTCS TOHHMMAaTh aHAaTOMHMYECKHE JaHHBIE
B CBeTe MX (YHKIMOHAJIHHOTO 3HAYCHUS, paccMaTpu-
BaTh TEJOCIOXKEHHE U (POPMY, CTPOCHHUE, TOJIOKEHHE
U Tororpaduio OpraHOB B3POCIOTrO YelloBeKa Kak pe-
3yJIbTaT CJIO)KHOM W NPUYMHHO-3aKOHOMEPHOM MCTO-
puH pa3BUTHS B (QUIO- U OHTOreHe3e» [3].

[IpuBBIKasg K MOCTOSIHHOMY HCIOJIB30BAHUIO TajKe-
TOB, COBPEMEHHBIE TIEPBOKYPCHHKH 4acTO HCIIBITHIBA-
FOT TPYIHOCTH TIPH OOIIEHUH KakK C MPeToaBaTesaMHu,
Tak W CBepcTHHKaMH. llepeBoj Ha IMCTaHIIMOHHOE
o0ydeHHe TONBKO yCyryOWs NaHHYIO MpOoOJieMy, B TO
BpeMs Kak Juisd Oymyliero Bpauya, Hapsioy ¢ yBEpEHHbI-
MU 3HaHWSIMH IO BBEIOPaHHOHN CIIEIIHATBHOCTH, OYEHb
BOXHBIMHU SBIISIOTCS ONpEeIeHHbIE COIUAIbHO-TICH-
XOJIOTHUECKUE XapaKTEePUCTUKH, TaK Ha3biBaeMble Soft
skills (anrn. — rubkue HaBbIKM). [paMOTHOE B3aUMO-
JICHCTBHE C TAlMEHTAaMH W KOJUIETaMU CIIYKUT 3aJ10-
TOM YCIIENTHOTO JIeueHus. BMecre ¢ TeM HaxoxmeHue
B MHOTOJIOJJHON ayANTOPHUH, )KUBOE OOIIEHHE C OJHO-
KypCHHKaMH, JIEKTOPOM CIIOCOOCTBYIOT COIMATH3aluu
U TIO3BOJISIFOT B OINPEJEIIEHHONW CTENEHH Pa3BUTh KOM-
MYHHKAaTUBHBIE KOMIIETCHIINH, TaK HEOOXOIMMBIE IS
po(hecCHOHaNBHON JAEATETHbHOCTH Bpada.

Puc. 8. Omutpuit Apkaabeuy XKoaHoB — akaaeMuk AkagemMuu
MeauumHckux Hayk CCCP, 3aBepytowmit kadpeapoit aHa-
ToMUK YenoBeka MepBoro MoCcKOBCKOro MeAMLIMHCKOIO
nHcTutyTa MM. U.M. CeyenoBa [15]

Dmitry A. Zhdanov is an academician of the USSR
Academy of Medical Sciences, Head of the Department
of Human Anatomy of the .M. Sechenov First Moscow
Medical Institute [15]

Fig. 8.

Puc. 9. Bnapumup Hukonaesny ToHkoB — akapeMuk AkagemMun
MeauumnHckux Hayk CCCP, 3acnyXeHHbI peaTenb HayKu,
npodeccop, Ha4YaNbHUK Kadeapbl HOpManbHOM aHaTo-
Mun BoeHHo-mMeanumHcKon akapgemun (1915-1950),
HayanbHUK (NpesnaeHT) BoeHHO-MeaUUMHCKON aKane-
Muu (1917-1925), reHepan-nemTeHaHT MeAULIUHCKOM
CNYXKObl, OCHOBOMONOXHUK (PYHKLIMOHANbHO-3KCNEpH-
MEHTaNbHOTIO HanpaB/ieHUs B aHaTOMUU, pYKOBOAMUTENb
aHaTOMMYECKO WKO/bl N0 U3YYEHUIO KOINaTepaibHOro
KpOBOOGpaLLeHus, BbAAIOLMIACA NEKTOP CBOEr0 BpeMe-
Hu [15]

Vladimir N. Tonkov - Academician of the USSR Acad-
emy of Medical Sciences, Honored Scientist, Profes-
sor, Head of the Department of normal anatomy
of the Military Medical Academy (1915-1950),
Head (President) Military Medical Academy (1917-
1925), lieutenant general of the medical service,
founder of the functional and experimental direction
in anatomy, head of the anatomical school for the
study of collateral circulation, an outstanding lecturer
of his time [15]

Fig. 9.
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Puc. 10.

Fig. 10.

//l‘.

Bacunuit BacunbeBuu KynpusHoB — Bblaatowmiica
aHaToM, uccnepoBatenb Mopdonorum HepBHOM CUCTe-
Mbl, CO34aTeNb YYEHUS] 0 MUKPOLMPKYNALUUU. AKageMuK
AxkapemMumn meamumHckux Hayk CCCP, 3aBepytowmii na-
6opatopueit MUKPOLMPKYNSALMKU U SNEKTPOHHOM MUKPO-
ckonuu 2-ro MOCKOBCKOrO MEAMLMHCKOrO MHCTUTYTa
uM. H.W. MNMuporosa [15]

Vasily V. Kupriyanov is an outstanding anatomist, re-
searcher of the morphology of the nervous system,
creator of the doctrine of microcirculation. Academi-
cian of the Academy of Medical Sciences of the USSR,
Head of the laboratory of microcirculation and elec-
tron microscopy of the 2nd Moscow Medical Institute
named after N.I. Pirogov [15]

Puc. 11. lfeopruit  ®ununnosuu BceBonogos -—

Fig. 11.

npodeccop, 3aBeaywowmini  Kadenpoi
HOpPMaJIbHOM aHAaTOMUK JIEHUHIrpaaCcKoro
neauMaTpu4eckoro MeaMLMHCKOr0 MHCTU-
TyTa. YueHuk akapemuka B.H. ToHkoBa,
Bblaatowmiica nektop XX B. [15]

Georgy F. Vsevolodov — Professor, Head
of the Department of normal anatomy
of Leningrad Pediatric Medical Institute.
A student of academician V.N. Tonkov,
an outstanding lecturer of the XX cen-
tury [15]

Puc. 12. Epum AHatonbeBuy ObickuH (1923-2012) —

Fig. 12.

3acnyXeHHblM aesatenb Hayku Poccuiickoin de-
Aepauuu, npodeccop, lepoii Cosetckoro Cotosa,
HavyanbHUK Kadeapbl HOPMANIbHOW aHaTOMMM
(1968-1988), reHepan-maitop MeAMULIUHCKOM
cnyk6bl. [eHManbHbIi NEKTOp COBPEMEHHO-
ctu [15]

Efim A. Dyskin (1923-2012) - Honored Scien-
tist of the Russian Federation, Professor, Hero
of the Soviet Union, Head of the Department of
normal anatomy (1968 -1988), major general
of the medical service. A brilliant lecturer of
our time [15]

Puc. 13.

Fig. 13.

Muxaun PomaHoBuy CanuH — COBETCKMI1 U PpOCCUMIACKUI
yueHblii-aHaToM, akaaeMuk Poccuitickoi akagemMum Hayk,
AOKTOP MEAULIMHCKUX HayK, 3aCNyXXeHHbI! AesaTenb Ha-
yku Poccuiickoit @epepauumu, npodeccop, 3aBeayroLumii
Kaceapoii aHatomum yenoseka lMepsoro MockoBcko-
ro rocyAapcTBEHHOrO MEAMLMHCKOro YHMBepcuTeTa
M. UM. Ceuenosa [15]

Mikhail R. Sapin is a Soviet and Russian anatomist,
Academician of the Russian Academy of Sciences,
Doctor of Medical Sciences, Honored Scientist of the
Russian Federation, Professor, Head of the Depart-
ment of Human Anatomy of the .M. Sechenov First
Moscow State Medical University [15]
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Puc. 14.Mpoponkarenu Tpaguuuii YTEHUSA NeKUMin No aHatomuu yenoseka B XXI B.: cneea HanpaBo — npodeccop U.B. laii-
BOpoHckuit (yyeHuk E.A. ObickuHa, B.B. KynpusHoBa), npodeccop H.P. Kapenuna (yuenuua I.®. BceBonoposa,
B.B. Kynpusnosa, M.P. CanuHa), npodeccop T.[. Moxapucckas (yveHmua M.I. MNMpuseca), npodeccop P.M. XaitpynnuH

(yuenuk M.P. Canuna) [15]

Fig. 14. The continuers of the traditions of reading a lecture on human anatomy in the XXI century: from left to right -
Professor L.V. Gaivoronsky (disciple of E.A. Dyskin, V.V. Kupriyanov), Professor N.R. Karelina (disciple of G.F. Vsevolodov,
V.V. Kupriyanov, M.R. Sapin), Professor T.D. Pozharisskaya (disciple of M.G. Prives), Professor R.M. Khairullin (disciple

of M.R. Sapin) [15]

OuHbIil Gopmar 3acTaBisgeT 00y4aromuxcs coOIro-
JaTh OIPEAETCHHBIH PEXXUM M TUCLUIUIMHY, CIIOCO0-
CTBYSl Pa3BUTHIO TaKUX KayecCTB, KaK CaMOCTOSTEINb-
HOCTb M OTBETCTBEHHOCTb. Ha J5eKkuum cTynaeHTH
yuarcs BIaJleTh COOCTBEHHBIMU SMOLUSIMH, COXPAHSTh
YBEPEHHOCTh, KOHTPOJIMPOBaTh CBOM PEAKIUH U IO-
BEJICHHE B IIEJIOM.

MMeHHO Ha BOCHMTATEIBHOM (PYHKIMHU jejian aK-
uent npodeccop I®. Bceesomogos (puc. 11), xorma
JlaBaJl COBETHI MOJIOABIM JIeKTopaM. OH, B 4aCTHOCTH,
TOBOPHJI, YTO OOCTAHOBKA Ha JICKLUH JOJKHA HOCHUTh
IIpa3HUYHbIN, TOPKECTBEHHBIM XapaKTep, CTYAEHTHI
JIOJDKHBI K1aTh JIEKTOpA, @ HAUMHATh JIEKIHIO CIIEeTyeT
TOJILKO TOTZA, KOT/a HACTYNHT TOJHAas THUILUHA.

UYepes MTMUHOCTB MPENoaBaTess CTyAeHT OCO3HAH-
HO WJIM TIOJICO3HATEIIEHO CO37aeT CBOM 0Opas B Oymy-
et mpodeccun. [lpu 9TOM Takue mapaMeTphl, Kak
BHEIIHUHA BUJI, CTUJIb PEYH JIEKTOpa, YMEHHUE JepiKaThb-
csl mepes MyONMKOW, CTAaHOBSICH OPHEHTHPOM [uisi Oy-
IyIUX Bpadel, MOMOraroT €My B 3TOM.

Bo Bpemst siekuM 4pe3BbIUAHO BaXKEH HEMOCPEN-
CTBEHHBIN KOHTAKT JIEKTOPA C ayIUTOPHEH, ero SMoLu-
OHAJILHOE BO3/IIICTBHE HA CTY/AEHTOB, 3aTparuBaroliee
TOHKHE IICUXOJOTMYECKHEe MEXaHU3MBbl B3aWMOBIIHU-
AHNSA. BHYTpEeHHs JHEpreTHMKa peyd W HMHTOHAIUS,
nay3bl, JAlONIMe CIYyIaTeasiM BO3MOXKHOCTh CaMHM
NPUHTH K KaKOMY-TO BBIBOAY, MMMHKA, B3IV JIEK-
TOpa — BCE 3TO CO3JaeT HemepenaBaeMyo armocdepy
COIEPEKNBAHUS M JTMYHOCTHOTO OTHOIIEHUS K HayKe
W JIEKIIMOHHOMY MaTepuaiy, B YaCTHOCTH.

OMouMoHalIbHAas OKpacka JIEKIUH, COYeTasich
¢ IyOOKMM Hay4yHBIM COAEp’KaHUEM, CO3JaeT Trap-
MOHHIO MBICIIH, CIOBa ¥ BOCHPHUATHS CIyIIaTeNAIMH,
YTO CHOCOOCTBYET I'yMaHUTAPHOMY DPa3BUTHUIO JHU-

HOoCcTH [4]. Bo Bpems JeKIuu TPOUCXOTUT OOMEH
JYXOBHBIMU IICHHOCTSMH MEXJIy CTapiiuM H IOJI-
pacTalouM MOKOJIeHUIMH, (opMupoBaHue npodec-
CHOHAJIbHBIX, KOMMYHHKATHBHBIX OOMIEKYIbTYPHBIX
KOMIIETECHIIUH.

JuctanmmmonHoe oOydeHHWe MPHUBOIUT K ociade-
HUIO SYMOIMOHAIFHOTO KOHTAKTa MEXK/Iy IperojaBare-
JIeM ¥ CTyACHTaMH. DTO MPOTUBOPEYUT MHOTOBEKOBOM
MPaKTHKE 00YYCHUsI, KOTOPAst BCET/Ia OCHOBBIBAJIACH HA
0COOBIX OTHONIICHUSIX «YYCHUK — YUUTENb» U TPUHO-
CHUJia CBOM TUIOJBI TOJILKO B TOM cllydyae, eciin 0asu-
pPOBaIMCh HA B3aMMHOM YBa)KCHUH, JTyXOBHOM oOora-
meHun U uHTepece (puc. 14) [14, 17].

HecoMHeHHO, MeIUIMHA CETOJHSI CTAaHOBUTCS BCE
Ooyiee BBICOKOTEXHOJIOTHYHON OTpaciibio, U COBpe-
MEHHBIH Bpad JOJDKEH CBOOOJHO OPHEHTHPOBATHCS
B MH(POPMAIMOHHOM TPOCTPAHCTBE, UMETh MOCTOSH-
HBIH JOCTYH K HOBEHIIMM HAayYHBIM JOCTH)KCHHSIM.
JlucTaHIMOHHOE OOydYeHHe, TMO3BOJISIS PEaTn30BaTh
Takue COBPEMEHHBIC IMPUHIIHIBI, KaK «00pa3oBaHHE
JUISL BCEX» M «00pa3oBaHKeE Yepe3 BCIO KHU3HBY, CTa-
JI0O OCHOBOM AJisi ocymiecTBieHHuss mporpammbel HMO
(HeTPepBIBHOTO MEAMIIMHCKOTO 00Opa3zoBanus). OmHa-
KO HEOOXOJMMO YYHTBIBATh TOT (DAKT, YTO B JAHHOM
cllydae OHJIAHH-PecypChl UCTIONB3YIOTCS IO OOJBIIOMY
CUETY AJISl TIOJTYYCHUs] HOBBIX 3HAHWW M KOHTPOJIS HX
YCBOCHHMS, B TO BpeMs Kak JXKHBOE OOLICHHE C IIpe-
nojiaBaTesieM B JICKIIMOHHOW ayTUTOPUH BBIMOIHSIET
JpyTrHe, Ha Hall B3MVIsyI, OoJjiee BaKHBIC 3aladd. BbI-
paXeHHe JPEeBHUX «viva vox docet» — «OKHBOH Toloc
YUUT» — aKTyaJbHO IO CHUX TIOD.

Cmambsa noceauiaemca namamu
Tamapuer Heanosnvt Kum
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OONOJIHUTENbHAA UHOOPMALLUA

Bxaan aBTopoB. Bce aBTOpBI MOATBEPKIAIOT CO-

OTBETCTBUE CBOETO aBTOPCTBA MEXAYHAPOAHBIM KpHU-
tepusim ICMJE (Bce aBTOpBI BHECIIH CYyIIECTBEHHBIN
BKJIaJl B pa3pabOTKy KOHLENIIMHU, NTPOBEIEHHE HCCie-
JIOBAaHHUS U TOATOTOBKY CTaTb, MPOYWIM U OJOOpHIN
(PMHANBHYIO BEPCHUIO TIepel MyOIuKaImei).

Kondguaukr uaTepecoB. ABTOPHI JEKIAPUPYIOT OT-

CYTCTBUC SABHBIX U INOTCHIUAJIbHBIX KOH(i)HI/IKTOB HUHTC-
PECOB, CBA3AHHBIX C HY6J'II/IKEIL[I/ICI\/'I HaCTO}lLLIeP'I CTaTbH.

Hcerounnk ¢puHaHcupoBaHUsL. ABTOPHI 3asBISIOT

00 OTCYTCTBHH BHEITHETO (PMHAHCHUPOBAHUS IIPH TIPO-
BEJICHUU HCCJICTIOBAHMS.
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MHOOPMAL WA

NMPABUJIA AN ABTOPOB
HACTOAWME MPABWUIA ANA ABTOPOB ABMAKNTCA W3AATENLCKUM AOrOBOPOM

VYenoust mactosimero [loroBopa (manee «Jloro-
BOp») SIBJISIOTCS IyOTMYHON O(pepTOil B COOTBETCTBHH
¢ 1. 2 ct. 437 I'paxknanckoro koxaekca Poccutickont ®De-
nepauuu. Jlanueiid JloroBop ompezenser B3aMMOOTHO-
HICHUST MKy peaakuueit xypHaia «[lequarp» (manee
no Tekery «XKypnamy), 3apeructpupoBanHoro @eje-
paJIbHOM CITy>K00# TI0 HA/I30py B Chepe MaCCOBBIX KOM-
MYHHKAIAH, CBSA3M M OXpaHbl KyJIBTYPHOTO HACIEIus,
MMEHYEeMOI B JlalibHeieM «Penakuusy u sBistomeincst
CcTpyKTypHBIM monpaszaenenueM OO0 «3ko-Bektopy,
Y aBTOPOM W/WIJIH aBTOPCKUM KOJIJIGKTUBOM (HJTU WHBIM
MpaBooOIaaTeNeM), UMEHYEeMbIM B JTaJIbHEHUIIIEM «AB-
TOpY», TIPHHABIIAM ITyOJTUTHOE TMpenjiokeHue (odepTy)
o 3akmoueHnu JloroBopa. ABTop mepenaer Pemakumu
JUTSL M3JIaHKsI aBTOPCKUI OPUTHHAI HITH PYKOIHCh. YKa-
3aHHBI aBTOPCKUN OPUTHHAI JIOJDKEH COOTBETCTBOBATh
TpeOOBaHMAM, yKazaHHBIM B pasnenax «lIpencrasie-
HHUE PYKOITUCH B KypHai», «OdopmiieHHe PyKOITUCHY.
[lpr paccMOTpeHWH TONyYCHHBIX aBTOPCKUX MaTepH-
anoB XXypnan pykoBoactByercs «EmuHBIMEH TpeOoBa-
HUSIMH K PYKOIHCSIM, TIPEICTaBISEMbIM B OMOMEIUIIIH-
ckue kypHaie (Intern. committee of medical journal
editors. Uniform requirements for manuscripts submitted
to biomedical journals. Ann Intern Med. 1997;126:36-47).

B XKypnane neuatatorcst paHee He OIyOIMKOBaH-
Hble paboThl mo npodmirio JKypHana.

MHoXecTBeHHbIE U AyOIHUPYIOMUe MyOIKaul —
9TO MyOJIMKAILIMK CTaThU, MaTepHalbl KOTOPO BO MHOTOM
COBIIAJIAIOT C YXKE OJHAX/bl OMYyOJIMKOBaHHBIMH. JKyp-
HaJl HE pacCMaTpHUBaeT pabOThI, PE3YIILTAThl KOTOPBIX TIO
OoJbITIeit YacTH yyke ObUTH OITyOTMKOBAHBI FITH OITUCAHBI
B CTaThsiX, MPEICTABICHHBIX WJIM MIPUHATHIX IS TyOJIH-
Kalli{ B JpyTUe TEYaTHBIC MM AJIEKTPOHHBIE CPEACTBA
MaccoBoil mH(popmarmu. [IpeacTraBisisi craThio, aBTOp
BCEra JOJDKEH CTaBUTh PENAKIHIO B W3BECTHOCTH 000
BCEX HAIPaBJICHUSAX ATOW CTaThH B I€YaTh U O TpPeIbl-
JQYHIX ITyOIUKAIUSIX, KOTOPbIE MOTYT PaccMaTpHBATHCS
KaKk MHOXKECTBCHHBIC WM JTYOIHPYIOIINE ITyOIHKAI[IH
TOM K& CaMOU WJIM OYeHb OJHM3KOH padoThl. ABTOp JIOJ-
JKEH YBEIOMHTH PENAKIHIO O TOM, COIECPYKUT JIM CTaThs
yKe OImyONIMKOBaHHBIC MarepHasibl. B Takom ciyuae B
HOBOH CTaThe JOJKHBI OBITH CCBHUTKM HA MPEABITYLIYIO.
Kormuu takux MatepraioB J0JDKHBI TPUJIATATHCS K P
CTaBJISIEMOM CTaThe, YTOOBI AaTh PEAAKIIUN BO3MOYKHOCTb
TIPUHSTD PeIlIeHue, Kak TIOCTYNUTh B JaHHOW CHUTYaIlHH.

He mpuHUMaroTCs K TIe4aTH CTaThH, MPEICTABIISIONINC
co00¥ OT/IEITBHBIC ATAIBI He3aBEPIIICHHBIX UCCIICIOBAHUI,
a TakXe CTaTbd C HapyuieHueM «lIpaBunm u HOpM Ty-
MaHHOT'O OOpallieHUsI ¢ OMOOOBEKTAMH KCCIICIIOBAHUIN.

Pa3memenne myOnuKamuii  BO3MOXKHO — TOJIBKO
MOCTIe TOJYUYCHUS TMOJIOKUTEIBHON PEleH3NH.

Bce cTtaThu, B TOM 4mcje CTAThH ACHHPAHTOB
U JIOKTOPAHTOB, MyOJHKYIOTCSI 0ecrnIaTHO.

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 OOrOBOPA
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.

O®OPMJIEHUE PYKONMUCHU

[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 BenuuuH (Harpumep, 1 = 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
JU TPOTOKOJ WCCIICNOBAHUS 3TUYCCKUM TIPHHIIUIIAM
¥ HOpMaM TIPOBENICHUS OMOMETUITMHCKUX UCCIIEIOBAHUM
C ydYacTHEeM JKHBOTHBIX. B 00omX ciydasx HeoOXomu-
MO YKa3aTbh, ObLJ JIM MPOTOKOJ MCCIEA0BaHMS 0M00peH
ATUYECKUM KOMHUTETOM (C MPUBEACHUEM Ha3BaHUS COOT-
BETCTBYIOIICH OpraHU3allly, €€ PACIIOJIOKEHUS, HOMe-
pa MPOTOKOIA M MaThl 3acedannst komurtera). IlonpooHO
O TIPUHITUNAX MTyOIMKAIMOHHON STHUKH, KOTOPHIMHU TIPH
paboTe pyKOBOACTBYETCS pEIaKIUs KypHaa, H3JI0Ke-
HBI B pazjieiic « 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 XKYPHATA

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.
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