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OB OTCYTCTBMU HEOBXOAMUMOCTU HASHAYEHUA AHTUBAKTEPUAIbHOM
TEPAMUN HOBOPOXAEHHbIM OT MATEPEN C KIMHUYECKUM
XOPMOAMHUOHUTOM
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BeepeHue. [1MarHo3 poxeHWLbl «XOPMOAMHUOHUT» (XA) npeanonaraeT BbICOKUIA PUCK Pa3BUTUS MHOEKLMOHHbBIX OCNOX-
HEeHWI ANg MaTepu U NI0AA, YTO onpenenseT Heo6X0AMMOCTb NPOBEAEHUS AOMNONHUTENBHOIO 06C/Ie0BaHNSA MIALEHLEB
W pelleHns BOMPOCa O HAa3HAYEHUM UM aHTMOBAKTEpPUANbHOM Tepanuu.

Matepuanbl u metoabl. O6cnenoBaHo 113 AOHOWEHHbIX HOBOPOXAEHHbIX, U3 HUX OCHOBHYIK Tpynmny COCTaBUIU AETH,
MaTepsiM KOTOpPbIX Obll AMArHOCTMPOBAH XOPUOAMHUOHUT (1 =77), rpynny CPpaBHEHUS — AETU, POXKAEHHbIE OT 340POBbIX
MmaTepeit (n=36). Bcem getaM npoBOAMAU KNAMHUKO-NabOPaTOPHbIA MOHUTOPUHT, BKIYAs KAMHUYECKUI aHanu3 Kanun-
NAPHON KpOBM B nepBble 24 4 Xu3HM, onpeneneHne ypoBHa C-peakTuBHoro 6enka (CPB) BeHO3HOM KpOBWM Ha TpeTbu
CYTKM XXU3HU, OmnpenesieHne nNpoBOCnanuTenbHbix uutokuHos (UJ1-1B, U1-6) B nynoBuHHONM KpoBu. bakTepuonoruyeckoe
nccnefoBaHWe HOBOPOXAEHHbIX BKOYano 3abop mMatepuana C KOXM 3ayWHOM CKNajkW, OTAENseMoro nonoctu pra,
NMYNOBUHHOM KPOBM, @ TaKXe COAEPXMMOro TpaxeobpOoHXMaNbHOro AepeBa Npu NPOBEAEHUU pecnMpaToOpHOM Tepanun —
MCKYCCTBEHHOW BEHTUNALMMU Nerkux. BocnanutenbHble M3MeHeHMs 3KCTpannaueHTapHbix obonoyek, 6a3anbHON NAACTUH-
KW W TNagkoro XOPWMOHA, a TakXe MOopaKeHue MYMOoYHOro KaHaTMKa AMArHOCTMPOBANWM MPW HAAMYUMM NENKOLMTApHOWM
UHbUNBTPaLMK.

Pesynbratbl. HOBOpOXAEHHbIE AETU OCHOBHOM FPYNMbl Yalle UMeNU KAMHUYECKME MpOoSBAEeHUs ObIXaTeNbHbIX HapyLIEHWUH,
TpebytoLlme pecnupatopHoii nopnepxku (p = 0,045). Mpoaykunsa UN-18, U1-6 B nynoBUHHOW KpOBM Y 06CIeayeMbIX HOBO-
POX[EHHbIX OCHOBHOW rpynnbl 6bina Bbille, YeM B rpynne cpaBHeHUs [oTHoweHue waHcos (OLL) 8,4; 95 % nosepuTenbHbIi
uHtepsan (OM): 1,0-67,9 v OW 7,4; 95 % ON: 2,5-21,7 cooTBeTCcTBEHHO]. [1pn nabopatopHoM mccnenoBaHuu Obiin Bbl-
fBNeHbl neikounTos (>34-10%/n, 6,5 % vs 0 %, p > 0,05) 1 caBUr nerkouUTapHoi GOpMysbl L0 KOHBIX GOPM HelTpodbunos
(45,4 % vs 16,7 %, p<0,05) B nepudepuyeckoih KpOBM HOBOPOXAEHHbIX OCHOBHOM rpynnbl. [oBbiweHne ypoBHs CPB
BEHO3HOW KPOBM y AeTel OCHOBHOM rpynnbl BcTpeyanock B 10,3 pasa vawe (95 % AN 2,8-37,1), 4eM y HOBOPOXAEHHbIX
rpynnbl cpaBHeHus. [pn AMHAMUYECKOM KIMHWKO-1abopaToOpHOM MOHWUTOPMHre y 72 peTtewt ocHOBHOM rpynnbl (93,5 %)
OTCYTCTBOBANU AaHHble O TeYEHUM UHPEKLMOHHOro npouecca, BCIeACTBUME YEro OHWM He MONyYuIu aHTMBaKTepuanbHy
Tepanutio.

3akntoueHne. HasHaveHue aHTMOaKTEpPHaANbHOM Tepanuu KIMHUYECKU 3[40POBbIM LOHOWEHHBIM HOBOPOXAEHHbIM LETSM OT
MaTepei C AMArHO30M «XOPUOAMHUOHUT» MOXHO CUMTATb HeonpaBAaHHbIM. HOBOPOXAEHHbIE AAHHOW FPyMnbl HYXAAKTCA
B KJIMHUKO-1a60PaTOPHOM, AMHAMUYECKOM HabAEHUM C 1abOPaTOPHbIM KOHTPOIEM, BK/THOYAKOLWMM KIUHUYECKUIH aHanu3
KpoBu U onpepnenexue ypoBHs CPB, 4To fBNSeTCS NpeanoyYTUTENbHOM anbTepHATUBOM Ha3HAYEHWUI0 aHTMBAKTepUanbHOM
Tepanuu.

KntoueBbie cnoBa: KAMHUYECKUI XOPUOAMHUOHUT; BHYTPUAMHUOTUYECKAS MHd)eKLI,l/Iﬂ; aHTl/I63KTepVIa}'IbHaﬂ Tepanwus.

# [leaunarp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3) elSSN 2587-6252



MEPELOBAA CTATbA /EDITORIAL

ABOUT THE ABSENCE OF THE NEED TO PRESCRIBE ANTIBACTERIAL THERAPY
TO NEWBORNS FROM MOTHERS WITH CLINICAL CHORIOAMNIONITIS

© E.A. Shevareva®?, L.A. Fedorova?, O.V. Nevmerzhitskaia®
1St. Petersburg State Pediatric Medical University, Ministry of Healthcare of the Russian Federation,

Saint Petersburg, Russia;

2St. Petersburg State Budgetary Healthcare Institution of the City Perinatal Center No. 1, Saint Petersburg, Russia

For citation: Shevareva EA, Fedorova LA, Nevmerzhitskaia OV. About the absence of the need to prescribe antibacterial therapy to new-
borns from mothers with clinical chorioamnionitis. Pediatrician (St. Petersburg). 2021;12(3):5-14. https://doi.org/10.17816/PED1235-14

Received: 05.04.2021

Revised: 17.05.2021

Accepted: 23.06.2021

Background. The diagnosis of a woman in labor “chorioamnionitis” (CA) implies a high risk of infectious complications for
the mother and fetus, which determines the need for additional examination of infants and the decision on the appoint-
ment of antibacterial therapy. The purpouse of this study was determine the need to administration antibiotic therapy to
full-term newborns from mothers diagnosed with chorioamnionitis.

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

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

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

of antibiotic therapy.

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

XopuoamMHHOHUT (XA), WIM BHYyTpHAMHHOTHYE-
ckasg uHpekmus (BAW), — »To ocTpoe aHTeHATalh-
HOE BOCTaJICHWE XOPHOHA /MM aMHUOHA TUIAICHTHI,
a TaKKe MyNOBHHBI, ¢ MHQUIMPOBAHUEM OKOJIOTLION-
HOW JKHMJIKOCTH, BO3HHKAKOIIEe, B OCHOBHOM, B pe-
3yJIBTaTe BOCXOMAIISH TOTUMUKPOOHOH (KaK IpaBHIIO,
OakTepuanbHO) MH(PEKINN W TPUBOIAIIEE K pa3pbl-
BY OKOJIOTUIOAHBIX 00OJIOYEK C BO3MOKHBIM Pa3BUTHU-
eM cuHApoMa (peTaTbHOro BOCHAIHUTEIBHOTO OTBETA,
MpexXJIeBpeMeHHbIX ponoB [4, 5, 7, 9, 11, 15, 35, 38].

Jwnarao3 XA mpenronaraet, 9To MaTh ¥ TIIOJ TTOA-
BEPIKEHBI MTOBBIIIICHHOMY PUCKY Pa3BUTHS UHPECKIIUOH-
HBIX OCJO)XHEHHUH, B YaCTHOCTH, PA3BUTHIO PAHHETO
HeoHataneHOTO cencuca (PHC). Hammune XA nukryet
HEOOXOIMMOCTh MPOBEACHHUS JOTTOTHUTEIHLHOTO 00CITe-
JIOBAaHUS JIETeH U pelieHus BOIpoca O Ha3HAUYCHUH UM
aHTHOAaKTEepPUATBHOW Teparuu.

JloxazaHo, 94TO BEpOSTHOCTH Pa3BUTHS CeIcHca
Yy HOBOPOXXJIEHHBIX OT MaTepeil ¢ JuarHOCTHPOBaH-
HbIM XA 00paTHO MPOMOPIHOHANIbHA T'eCTA[MOHHO-
My Bospacty (I'B) [10, 16, 29, 34, 36]. [lo nanHbIM
nutepaTtypbl, 4yactora PHC mpu nuarHoctupoBaH-
HoM XA BapeupyeT ot 1-4 % [17] no 3-20 % [18].
Yacrtorta moarsepxkaeaHoro PHC ¢ momoxutenbHbBI-
MH pe3yJbTaTaMi BBICEBOB KYJIbTYPbl KPOBH y HOBO-
poxaeHHbIX ¢ I'B >35 Hen. recrauum ot martepei
¢ XA Bapsupyetr ot 0,47 no 1,24 % [3, 12, 28],
TOrja Kak y JieTed ¢ dKCTpeMajbHO HU3KOW Maccou
tena (OMHT) — B 5-10 pa3 Beime [25]. Ognako
HIMPOKOE HWHTpaHaTalbHOE MPUMEHEHHEe aHTHOaK-
TepUAILHONW TEpaNnU y POXKEHUL[ ¢ KIMHUYECKUMU
npu3HakaMu XA, IIUTEIbHBIM O€3BOJHBIM IpOMeE-
KyTKOM (>18 ) mpuBeNo K 3HAYUTEIHLHOMY CHH-
xennto PHC.
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XA SBISIETCS OTPENESTIONIM (DaKTOpOM pHCKA pa3-
Butusi PHC [1, 26, 28]. OnHOBpEeMEHHO C ATUM HMe-
IOTCS MCCTIEZIOBaHNS, B KOTOPBIX TOKa3aHO, YTO 4acToTa
PHC ocraercs HM3KOH Haxke y JAeTeH, KOTOpble ObLIN
noaBepxkeHbl BnusaHuio XA [14, 37]. Knunuueckas kap-
THHA CercHca He WMEeT CHEeUU(UIHBIX W TaTOrHOMO-
HUYHBIX PU3HAKOB U CUMIITOMOB, II03TOMY JTHarHOCTHU-
poBaHHBIH XA y JKSHIIMH 3a4acTyl0 COIPOBOXKJIAETCS
PYTHHHBIM Ha3HaYeHHEM AaHTHOWOTHKOB KIMHUYECKU
37I0POBBIM HOBOPOXK/IEHHBIM. HeobocHOBaHHO dacToe
Ha3Ha4YeHHe aHTHOAKTEPHATIBHBIX TPETapaToB HOBOPOXK-
JICHHBIM TPUBOAWT K YBEIMYCHHIO KOJIOHHM3AIMU OaKTe-
pUsMH OpraHu3Ma peOcHKa M aHTHOMOTHKOPE3UCTEHT-
HOocTH. B Hacrosimee BpeMsi HE CYIIECTBYeT €IWHOTO
MHEHHUS 0 HeOOXOIMMOCTH Ha3HAYCHUST aHTUMUKPOOHBIX
MIpenaparoB KIMHUYECKH 3J0POBBIM JIOHOIIEHHBIM HO-
BOPOKJICHHBIM OT Marepeil ¢ TMarHOCTHPOBAHHBIM XA.

Ecmn panee B 2012 . LleHTpoM MO KOHTpPOJIIO
u npodunakTrke 3a00neBaHNi, AMEPUKaHCKOW aKaie-
MHEH TeuaTpun coBMecTHO ¢ KomureTom 1o mpoobie-
MaMm 1ioga u HoBopokaeHHoro (CIHIA) Obuto pexo-
MEH/IOBAaHO BCEM HOBOPOXKJIEHHBIM JETSAM OT Marepeil
¢ nuarHo3oM XA MpOBOIUTH JIAOOPATOPHBIE UCCIIENO-
BaHUS (KJIMHUYECKUH aHaIW3 KPOBH, OAKTEpHUOJIOTH-
YecKoe HCCIEeOBaHNe KPOBM) M aHTHOAKTEPHAIHHYIO
Teparnuio B TeueHue 48 4 MUHUMYM JI0 MTOJy4YEHHs OT-
pULATENbHBIX Pe3ylbTaToB ucciaenoBanuii [21, 32, 39],
10 B 2015 . cnermanucramu HanmoHajIbHOrO MHCTHU-
TyTa JAETCKOTO 310POBbs M pa3BuTHs denmoBeka (CILIA),
Coo0miecTBa METUITMHBI MaTEePH | TUT0A, AMEPHUKaH-
CKOTO KOJUIE/DKA aKylIepCcTBa U TMHEKOJIOTMH U Ame-
PUKAaHCKOM akaJeMHUU INEAMAaTPUU HE PEKOMEH]IOBAHO
PYTHHHOE Ha3HAYeHHWE aHTHOAKTEepHalbHOW Teparvu,
a 3a OCHOBY NOJOKEHO TUHAMHYECKOE HAOIIO/EHHE
3a 370POBBIMH JIOHOUIEHHBIMH U «IIO3HUMH» HE/IO0-
HOILIEHHBIMH HOBOPOXKJIEHHBIMH OT Marepeil ¢ XA
[23, 33, 34]. CoBpeMeHHbIE 3apyOeKHbIE MyOIUKALH
3TU pEeKOMEHJaluuu noAaTBepxknarot [13, 26, 27].

Hao6mronenus nmposenensr Ha 6aze CII6 I'bY3 «Po-
nuibHBIA oM Ne 18» (B Hactosiee Bpemsi «lopon-
cKoil mepuHaranbHbI HeHTp Ne 1»). JlaGopaTtopHsie,
BKJIFOYAsi MHUKPOOWOJIOTUYECKHE, WCCIIEOBaHUS TPO-
Boawin Ha Oaze abopatopuu AO «CeBepo-3armaTHblii
LIEHTp J0Ka3aTelbHOW MenuLMHBD. IlaTomnoro-anaro-
MHUYECKOE MCCIICOBAHNE IAlleHT POBOIMIN Ha Oaze
oTaeneHus: mnepuHaraidbHOi maromormu Ne 4 CIIO
I'bY3 «lopoackoe marororoaHaTOMHYECKOe OHpO».
JUId TOCTWIKEHMsI TIOCTAaBICHHON LENH B HCCIIENOBa-
Hue 60U BKTIoUeHs! 130 map MaTh — peOeHOK, U3 HUX
JIOHOIIIEHHBIE HOBOpOXACHHBIE — 113, U HemOHOIIEH-
Hble (TecTallMOHHBIA Bo3pacT 22-36 mem.) — 17.

Kpurepun BriroueHusi: HOBOpoxAeHHble ¢ ['B
>37 Hen. OT Marepeil ¢ AMarHOCTHPOBAHHBIM KIMHH-
geckuM XA.

Kpurepuu wuckitouenusi: HOBOpoxjeHHble ¢ ['B
<37 Hex., CHHIIPOM aclUpalii MEKOHUsS/KPOBHU, TEM-
neparypa tena xkeHmuHsl <37,8 °C, BpoKJIeHHbIE 10-
POKH pa3BUTHs, TEHETUYECKHE aHOMAJHU.

TaxuMm obpazom, ocHOBHYIO rpymiy (I) cocraBunm
77 noHomeHHBIX HOBOpOoxAeHHBIX (I'B >37 men.),
MaTepsiM KOTOPBIM ObUI AUArHOCTHPOBAH KIWHUYE-
ckuif XA. BceM poxkeHunaMm c KIHHHYECKUM XA
MPOBOJIAT aHTUOAKTEPUATBLHYIO TEPAITHI0, HECMOTPS
Ha OTCYTCTBHE KIWHHYECKUX TMPU3HAKOB HWH(EK-
uun. ['pynmy cpaBuenus (II) cocraBunu 36 HoBO-
POXACHHBIX JIeTel, pPOIMBLIMXCS y Marepeir 0e3
ximmandeckoro XA (I'B >37 nHen.) ¢ ¢usuonoruye-
CKHM TEYCHHEM pPaHHEro HEOHATaJIhbHOro TNepHoja,
KOTOpbIe OBLIM BBIMMCAHBI MOMOW Ha 3-5-¢ CyTKH
KU3HH.

JleT OCHOBHOHM Tpymnmbl HaOIIOJANNCh U TPOXO-
JUIU JICYCHHE B aKyIIEPCKO-(H3HOIOTHYECKUX OT-
JISJICHUSIX W OTJIEJICHWW peaHUMAallid M WHTEHCHBHOMN
tepanu HOBOpokaeHHBIX CII6 I'bY3 «PommmbHbIi
aoM Ne 18». Jletm Tpynmbel cpaBHEHHs HaOIrOIa-
JUCh B aKyLIEPCKO-(QU3UOIOTUYECKUX OTACICHUIX
CII6 I'bY3 «Pomgmmpabiii oM Ne 18%.

Kpurtepun wmmaMYeckoro XA, HEOOXOTUMBIE IS
MOCTAaHOBKM JIMAarHO3a, BKJIIOYAIW HAJIWYHE OCHOB-
HOTO (TIOBBILIEHWE TeMIlepaTypsl Tejla y JKeHIIH-
Hel >37,8 °C) U OJHOTO WJIM HECKOJIbKHX J[OTIOJIHU-
TEJIbHBIX Ipu3HakKoB [15, 33]:

1) Taxukapaus MaTepu [4acToTa CEPACYHBIX COKpaIe-
Huii (UCC) >100 B MunyTYy];

2) taxukapaus mwioga (UCC >160 B MuHyTY);

3) neiikoruro3 Marepu (>15-10%/m);

4) 3II0BOHHBIE BBIJEIICHUS U3 TOJIOBBIX ITyTEH/3T0BOH-
HbIe okojorutonHbie Boabl (OIIB);

5) MOBBIIIEHNE TOHYCa MAaTKH, OTpeesomeecs Kak
0O0JIE3HEHHOCTh MPH MANbNAIMUA TPU OTCYTCTBUHU
MaTOYHBIX COKPAIICHHIA;

6) C-peaxtuBHblii Oenok (CPb) marepu >5 wmr/m.
OO0cnemoBanre HOBOPOXACHHBIX neTel (0O0BEKTUB-

HBI OCMOTp, JTa0OPaTOpHbIE H MHUKPOOHOJIOTHYECKUE

MCCIIeOBaHMsI) TPOBOAMINA B TEUCHHE BCETO BPEMEHHU

npeObIBaHUsl B POMMIILHOM JoMe. KinHuueckuMu Ma-

TepHraJaMi HOBOPOXK/ICHHBIX IS MCCIIEAOBAHUS OBLITH

KIMHUYECKUI aHalIu3 KanWUISpHOW KpOBHU, B3STOU

U3 MATOYHOW 0O0NacTH HOBOPOKACHHBIX B IIEPBBIC

24 4 xu3Hu; CPb BEHO3HOI KpOBH, B3ATOI Ha TPEThbU

CYTKH XKM3HH y HOBOPOXIIEHHBIX; COJEp)KaHHE MpPo-

BOCIAMUTENbHBIX ITuTOKHHOB (MJI-1B, NJI-6) B mytio-

BUHHOW KpOBH; OaKTEPHOJIOTUYECKOE HCCIIEOBaHHE

KOXH 3ayIIHOM CKJIaJKH, OTIENIIeMOro IOJIOCTH pTa,

MTIOBUHHON KPOBHU, a TaKXe COAEPKHMOTO Tpaxeo-

OpOHXHMANBHOTO JiepeBa HOBOPOXKIEHHBIX IIPH TIPO-

BEJICHUM PECHUPATOPHON Tepanuu — HWKYCCTBEHHOU

BEHTWJISALIMU JIETKHX.
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[Ipu HanMuUKM BOCHIANUTENbHBIX U3MEHECHUN B KIIM-
HHYECKOM aHajm3e KpoBW (Jehkoruro3 >34-10%/m,
HEUTpo(UIIe3 cO CIBUTOM JEUKOUUTAPHOH (OPMYIIBI
BJIEBO) MPOBOAMIM KOHTPOJIb KIMHUYECKOTO aHaIu3a
KPOBU Ha BTOpBIC CYTKU >XU3HH. llpym HOopmanmm3zauuu
KJIMHUYECKOIO aHajau3a KPOBH U OTCYTCTBUU KIIMHU-
YEeCKUX MNPOSBICHUH WH(EKINU aHTHOAKTEpPHATIbHYIO
Tepanuo He npoBoauiu. Ilpu moBblIeHHOM ypoBHE
CPb Ha TpeTeM CYTKM JKU3HH U OTCYTCTBHM KJIMHH-
YeCKUX CUMNTOMOB HH(peKInn KoHTpoinb CPb BeHO3-
HOW KPOBM OCYHIECTBIISUICS Ha 4—5-€ CyTKH KU3HU.
[Tpu ynoBIETBOPUTEIILHOM COCTOSTHHM peOCHKa M HOP-
Manu3anuu (WM cHwkeHun) ypoBHs CPb — anrtu-
OaKkTepranbHyI0 TEpanuio HE MPOBOIMIH.

T'ucronornueckuit XA AUMArHOCTUPOBAIM TIPU Ha-
JWYUH JICHKOIUTApHOW WHQUIBTPAMU B DKCTparsia-
LEHTapHBIX 000JI0uKaX, 0a3aJbHOM MIACTUHKY | TJajl-
KOTO XOPHOHA, a TaKXe MPH MOPAKEHHH IyIIOYHOTO
KaHaTHKa.

AHTHOAKTepHATBEHYIO TEPAITHIO IPOBOIMIIN JTOHOIIICH-
HBIM HOBOPOXJIEHHBIM JIETSIM C JAMAarHO30M «BPOXKICH-
Hasl THEBMOHUSD) CONIACHO KIIMHUYECKHUM PEKOMEH1alli-
ssM MuHucTepcTBa 3apaBooxpanenus PO «Bpoxnennas
MTHEBMOHIS» [2], a TakkKe NETSIM, UMEIOIIMM XOTS OBl
OIVH KJIMHUYECKUH TIPU3HAK B COYETaHUU ¢ >2 mabopa-
TOPHBIMHU MTPHU3HAKaMU CHUHJIPOMa CHCTEMHOTO BOCTIAIH-
TEJILHOTO OTBETa B NepBble 72 4 ku3HHU [6]. Kpurepus-
MH OTMEHbI aHTHOAKTepPHAIBbHON TEepalry MOCIIYKUIH:
YIIy4IlleHHe KJIMHUYECKOIO COCTOSHMS M HOpMaIu3alys
71a00paTOPHBIX TOKa3aTeNeld K TPEThUM CYTKaM >KU3HH.
IToxazanuem Juis nepeBosia AeTel B CTAI[MOHAP JIETCKUX
TOPOJCKUX OONBHMI ObLT BEPUPHUIMPOBAHHBINA AUArHO3
«BPOYKIICHHAsI TTHEBMOHMS.

CTapTOBBIM IIpeNapaToM aHTHOAKTEPHAIBLHOHN Tepa-
MUY B OTJICJICHWH peaHMMallid U WHTEHCHUBHOI Tepa-
MMM HOBOPOXKJICHHBIX POAMIBHOTO JIoMa ObLT MOTYCHH-
TETHYCCKHUI TICHUIM/UTHH + HHTHOUTOp OeTa-Takramas
IIUPOKOTO CriekTpa aerctBusi — CymbracuH®™.

CrenyeT OTMETHTB, 9TO 89,6 % KSHIIUH O0CHOBHOM
rpymnmsl (7 = 69) nony4anu aHTUOHMOTUKOIIPOPIIAKTH-
Ky B cpeaHeM 3a 3,95 + 5,21 4 1o popopasperieHus npu
JUarHOCTUPOBAaHUM aKyllepaMH-THHEeKoJoraMu XA.
10,4 % (8/77) >KeHmMH C JAWArHOCTUPOBAHHBIM
XA Havyamy MOJy9aTh aHTHOMOTHUKOTEPAIHIO TOJHKO
B TIOCJIEPOJIOBOM TIE€PHOJIE.

Craructnyeckyto 00paOOTKy IaHHBIX MPOBOIUIN
C UCIMOJIb30BAaHUEM CTAaTUCTHYECKUX MAKeTOB IIPO-
rpamMm IBM SPSS Statistic v. 25. [l kauecTBEHHOM
OIIEHKW YaCTOTHI TPU3HAKA B HMCCIEAYEMbIX TpyIIax
paccunteiBanu x> [Tupcona. Pa3auuust cCuuTa M 10CTO-
BepHBIM IIpH p < 0,05.

CpaBHUTENbHAS XapaKTEPUCTHUKA HOBOPOXKICHHBIX
obenx rpymm mpencrasineHa B Tabn. 1. Cpemunii I'B,
Macca Teja M pocT MPH POXKAESHUN OCHOBHOW TPYIIIBI
HE3HAYUTENBHO OTIMYAINCh OT TPYMIbl CPaBHEHUS,
OJJHAKO OTMeYajlach MEHbLIas OLEHKa MO IIKane Ar-
rap B koHue 1-i u 5-if munytax. [lo nojxoBoii npuHan-
JISKHOCTH B OCHOBHOH IpyIie npeodiafany I€BOYKH,
a B TPyNIE CPAaBHCHUS — MaJIbBYUKH.

BakHoe 3HaueHUe B OLIEHKE COCTOSHUS HOBOPOXK-
JEHHOTO HMMEIOT aHAMHECTHYECKHE CBEICHHS O CO-
CTOSIHUU 3/10pOBbs Marepu, TEUYCHHH OEpeMEeHHOCTH,
XapakTepe pofoB. Y JKEHIIMH OCHOBHOM TPYTITHI Yalle
BBISIBIISUIACH COMarTUyYeckasi (aHeMUsi, HapylICHUE KH-
poBoro oOMeHa), THHEKOJOTHYECKasi U YPOreHUTaJb-
Has narojorud. OJHAKO CTaTHCTUYECKas 3HAYUMOCTh
ObUla JOCTUIHYTa TOJBKO IO AIKTONMU IICHKH Mar-
ku B | rpymme (p =0,002). 3aboneBanus Biaramuuia
(BarmHO3/BaruHMUT, B TOM YHCIIE aCCOLUHPOBAHHBIC
¢ Ureaplasma urealiticum) ¢ OOUHAKOBOW YacTOTOH
BcTpedanuch kak B I, Tak u Bo Il rpymmax (55,8 %
vs 55,5 %). Y wmarepeii | rpynmel B aHamHe3e darie
BCTpEYaJIUCh TpexkaeBpeMeHHbIe posl (2,6 % vs 0 %),
CaMOIIPOM3BOJIbHBIC BBIKHJIBIIIA, BHEMATOYHBIC U 3a-
Mepue OepeMeHHOCTH B cpaBHeHHH co Il rpymmoi
(16,9 % vs 1,1 %). XeHmmHBI C AMAarHOCTUPOBAH-

Tabnuua 1 / Table 1

Obwas xapakTepucTuka 0b6cnefLoBaHHbIX HOBOPOXAEHHbBIX Npu poxaeHun (M £ SD)
Total characteristics of the examined newborns at birth (M * SD)

TMoxasarens / Indicator OcHOBHast rpylzna / Main group I'pynma CpaBHCHI/Iﬁi / Comparison group

n="177) (n=136)

Macca tena npu poxacHuH, T / 3484,42 +£ 460,54 3515+ 437

Birth weight, g

PocT, cm / 52,23 +2,31 52,5+2,4

Growth at birth, cm

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

Gestation period, weeks

OreHka 1o mikaue Amrap, 6amt /

Apgar score

Ha 1-it MuHyTe / 1st minute 7,2 +0,63 8+£0,6

Ha 5-it muHyTe / 5th minute 8,2+0,6 9+0,5
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HBIM KJIMHHYECKMM XA wyame ObUIM IEepBOPOASLINMU
(84,4 % vs 69,4 %). Yacrora maronoruu Te4cHus Oe-
PEMEHHOCTH, BKITIOUasi yrpo3y MpephIBaHUs B pa3iny-
HBIE CPOKH BO BpeMsl HacTosALleld OepeMEeHHOCTH, Ipe-
SKJIAMIICHIO, TIpeobnanana B I rpynme. ['ectanimoHHbIH
caxapHbIi arabeT, KOMIICHCHPOBAHHBIA TUETOM, Jalle
OBLI BBISBJICH y MAI[IEHTOK OCHOBHOU rpymsbl (23,4 %
vs 16,7 %). Paznuuus mexnay rpynmaMy Mo CpaBHU-
BAaCMbIM KPUTEPHSIM MAaTOJOIMU TEUCHUs] OepeMEHHO-
CTH OBUIM CTaTHUCTUYeCKHW He3HaunmMbIiMH (p > 0,05).
[lpn aHanmM3e WHTpaHATAIBHBIX (HAKTOPOB, CBSI3AH-
HBIX C PUCKOM peann3alui MHQEKIMOHHOTO mpoliecca
HOBOPOX/ICHHBIX JAeTel, Hanbojee 4acTo BCTpeyalics
JUTATENBHBIN 0e3BOAHBIN mepuox (>18 d9), mo stomy
[IPU3HAKy ObUIa JOCTUTHYTA CTaTUCTUYECKAas 3HA4YM-
MOCTh MEXIy CpaBHHBacMbIMH Tpymnmamu (p = 0,000).

[Ipr TUCTONOTHYECKOM WCCICIOBAaHUU TIOCIEHAO0B
(n=95) obuto ycranoBneHo, yto B 100 % ciyvaes
OCHOBHOM Tpynmbel U B 96,7 % rpynnsl cpaBHEHHSA
UMeIU BOCHAJUTEIbHbIE W3MEHEHHUS pa3HOM JIOKa-
JMU3alMd M CTENCHH BBIPAXKCHHOCTH. B wacTHOCTH,
nelkounTapHas WHQUIBTpaLUs BHEIUIALEHTAPHBIX
obonouek (MeMOpanut) Oblia BbIsiBIeHa B 75,4 % ciy-
4yaeB OCHOBHOM rpymnnsl (7 =49) u 83,3 % — rpynmsl
cpaBHeHUs (7 =25). bazanmbHas macTHHKA (BOPCHH-
YaTblif XOpPHOH) M TIAJAKUH XOPHOH (XOPHOAELUIYUT,
JEUUAYUT) B MPOIECC BOBJICKAIUCH peke — B 24,6 %
ciyyaeB (n=16) I rpynnst u 10 % — Bo II rpymme
(n=13). BocnanutenpHOe MOpaKeHUE ITyIOYHOTO Ka-
Hatuka (pyHHKYIUT) ObUTO OTMeueHo B 49,2 % ciydya-
eB (n = 32) uccaeayeMbIX MOCICI0B OCHOBHOM TPYIIIIBI
n B 0% ciay4yaeB — TpyIIbl CpaBHEHUS.

Pa3nuuus mo BocHanMTENbHBIM IIPU3HAKaM B Mare-
PHHCKOM M TUIOMOBOM 4YacTaX IUIAlleHThl MEXKIY CpaB-
HUBAaE€MBIMU TpyNmaMyd ObUIM CTATUCTUYECKH HE3Ha-
uumbiMa (p, = 0,386 p = 0,098 COOTBETCTBEHHO).
OnHako HanuMuue (yHUKYIIUTA CTATUCTHYECKU 3HAYMMO

acconMmpoBasock ¢ kmmuuueckum XA (p, , = 0,000).

Knuandeckue mnposiBIEHUs ObIXaTElbHBIX Hapy-
mennit (JIH) pa3Buinu 8§ HOBOPOXJIEHHBIX OCHOBHOM
IpYINBl, U3 HUX y 3 JeTed Oblia IUarHocTUpOBaHA
BPOXKICHHAs] NMHEBMOHMS M y 5 nereid — TpaH3u-
TOPHOE TaxMITHO? HOBOPOXKACHHOTO. Pecnmparophyto
[aTOJIOTUI0 JMAarHOCTUPOBAIN Ha OCHOBAaHMU KIIMHU-
KO-JTaOOpaTOPHBIX TMOKa3aTesieil 1 OATBEP KIaI PEHT-
TCHOJIOTHYECKUM HCCIIeIOBaHUEM JIETKUX. B rpymme
CPaBHEHHMSI KIMHUYECKUX MPOSBICHUN MH(EKIUOHHO-
ro mpouecca He Obulo 3apeructpuponano. CoriacHo
pe3yabpTaTaM MpOBEACHHOTO aHain3a ObUIM yCTaHOB-
JIEHbl CTaTUCTUYECKU 3HauuMMble paszinuuss no JIH
B 3aBHCUMOCTH OT HAJIWYMS JUArHOCTUPOBAHHOTO
kimuHIYeckoro XA wmarepu (p = 0,045). Becem nersam
¢ npusHakamu JIH mpoBojuian pecnupaTtopHyro U OK-
cureHorepanuio. 2 pedbenka (2,6 %) 0OCHOBHOM TpYTIIbI
UMENN TeMOAWHAMHUYECKHE HapyIICHHs, HYXIAIOIIU-
ecsi B MEIUKAMEHTO3HON KOPPEKLUUH HHOTPOITHBIMHU
npenaparamMu. CTaTUCTUYECKH 3HAUYUMBIX pa3iInaui
MEXIY CPaBHMBAaCMbIMM I'PYIIIAMU 10 YacTOTE BCTpe-
4aeMOCTH TeMOIMHAMUYECKHX HApPyIICHUH BBISBICHO
He Obuio (p = 0,330).

Knununueckuit XA accouuupoBaH ¢ NOBBIILICHHBIM
CHUHTE30M MPOBOCHAIUTENIBHBIX LUTOKUHOB. IIpn
WCCJIeIOBAaHUU IIUTOKMHOBOTO CTaryca, a HWMEHHO
WJI-1B (pedepentHbie npeaenst 0—50 nr/mm) u UJI-6
(pedepentnbie npenensl g0 S50 nr/mit), ObLIU BBISB-
JIeHbI KosieOaHMs YPOBHEH BOCHAIMTEIbHBIX LUTOKH-
HOB IIyIIOBUHHOH KPOBM B CPaBHHUBAEMBbIX TIpyIINax.
B I rpymnme (n=57) cpennee 3Hauenme WJI-1PB co-
craBwio 63,9 +£294.29 nr/mun (min 0; max 2228);
Bo Il rpymme (n=36) — 10,833 +£24,57 ur/ma
(min 0; max 139); cpennee 3nauenue MJI-6 B I rpyn-
e coctaBmino 344,3 + 570,8 nr/mi (min 1; max 2874),
Bo Il rpyrme — 35,5 + 106,8 nr/mi (min 0; max 607).
Conepxxanue wuccrnenyembix WJI-1p, WIJI-6 B my-
MOBUHHOM KpOBM TWpeAcTaBieHO Ha puc. 1, 2,
B Tabm. 2.

Tabnuua 2 / Table 2

lMoBbllweHWe NoKaszaTenen MeAMaTopoB BOCNANEeHUs NYNOBMHHOM KpoBM Yy o6cnefyeMbiX HOBOPOXAEHHbIX
Increased indices of cord blood inflammation mediators in the examined newborns

ITokazarens /
Indicator

I rpynma / Group I
(n=57)

II rpynma / Group 11
(n=1306)

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

plfl] >
value

WJI-1B, or/mn /
IL-1B pg/ml

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

11 (19,3 %)

1(2,8%)

<0,05 8.4; 1,0-67,9

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

(N 10 50 nir/mu)
(N 0-50 pg/ml)

31 (54,4 %)

5 (13,9 %)

<0,05 7.4; 2,5-21,7
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Puc. 1. Copepxanue WJI-1B B nynoBMHHOI KpoBM Yy o6Cneno-

BaHHbIX HOBOPOXAeHHbIX. [pynna | — petu, poxxaeHHbie
y MaTepeii ¢ XopMoaMHUOHUTOM; rpynna Il — rpynna cpas-
HeHus (340poBas nNapa MaTb - pe6eHoK)

The concentration of IL-1f in the umbilical cord blood
in the examined newborns. Group | - children born to
mothers with chorioamnionitis; group Il - comparison
group (healthy mother - child couple)

Fig. 1.

Mponykuuss NJI-1B, NJI-6 B mynmoBHHHOWH KpOBH
y o0cnenyeMbIX HOBOPOXKICHHBIX OCHOBHOW TPYIIIBI
OblTa BBINIE, YeM B TPYNIE CPAaBHEHHS [OTHOIICHHE
mancos (OL) 8,4; 95% AU: 1,0-67,9; OLI 74;
95 % MU: 2,5-21,7 cooTBeTCTBEHHO]|. bbuin BEHIsBIIC-
HBl JIOCTOBEpPHBIE OTIMYMS 1O IOBBILIEHHOMY YPOB-
HIO TIpOoBOCTIaNUTeNbHBIX IUTOKHHOB (UJI-1B u NJI-6)
B IIyIIOBUHHON KPOBH B 3aBHCUMOCTH OT HaJIM4Hs/OT-
cyrctBus kimHHYeckoro XA (p =0,021 u p = 0,000
COOTBETCTBEHHO).

ITpu uccnenoBaHNM aHATU30B KPOBHU OBUIN BBISB-
JICHbl W3MEHEHUSI KOJIMYECTBA JICHKOIIMTOB M JIEHKO-
IATapHOW (POPMYIBI B TIepUPEPHICSCKON KPOBU HOBO-
POXIICHHBIX, TOJABEPKEHHBIX BIMSHUIO XA.

JlefikonnTo3 (>34-10°/1) B nepudepudeckoil KPOBU
HOBOPOX/ICHHBIX B IIepBbIe 24 4 KU3HU ObUI BBISBICH
y 5 (6,5 %) HOBOPOXKACHHBIX AETEl OCHOBHOW IpyIl-
Ibl, TOIJAa KaK B IPYIIE CPaBHEHUS YPOBEHb JIEHKO-
IIUTOB HU y OJHOTO peOeHka He mnpesbiman 34-10°/1.
Jlelikonienus He ObLTa BBISIBICHA HU Yy OJHOTO 00cie-
JIOBAaHHOTO peOEHKa.

Heiitpodunes co caBurom meitkonurapHoit dop-
MyJBl BJIEBO B TIepBble 24 U JKM3HM HaOmoman-
ca B 45,4 % cnydaeB (n=35) B OCHOBHOW TIpymIe
u B 16,7 % cny4yaeB (n=6) — B rpymime cpaBHEHUS
(p=0,004). Ilpu gmarHoze marepu XA CcCylIecTBEH-
HO YBEJMYMBAJICS ILAHC BBISBICHUS B KIMHHUYECKOM
aHanmu3e rnepudepuyecKoil KpOBU HOBOPOXKICHHBIX
c/ABMIa JIeHKOUUTapHOH (opmynbl BieBo B 4,2 pasza
(95 % AU: 1,557-11,154) n noBblIEHUS YPOBHS MO-
HorutoB B 2,1 pa3 (95 % JAU: 0,756-6,164).

JleTsM OCHOBHOW Tpymibl, Y KOTOpPbIX B IEpBbIE
24 4 XM3HM B KIMHAYECKOM aHalln3e KPOBHU ObUI BbI-
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Puc. 2. Copepxxanue WJ1-6 B nynoBMHHOM KpoBM y obcnepo-
BaHHbIX HOBOPOXAEHHbIX. [pynna | — petu, poxxaeHHbie
y Matepeii ¢ XopuoaMHMOHUTOM; rpynna Il — rpynna cpas-
HeHus (3p0poBas napa MaTh — pe6eHoK)
Fig. 2. The concentration of IL-6 in the umbilical cord blood

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

siBJIeH Jieiikouuto3 (>34-10°/1) (n =5) w/unu HeiTpo-
¢unes (>61 %) (n=65) co cnBUTOM IEHKOIUTAPHOM
(dbopMysbl BIEBO, NPOBOAMIN KOHTPOJIBHOE HCCIIEHO-
BaHHME KIMHHYECKOTO aHaln3a KPOBH Ha 2-€ CYTKH
Xu3HU. [Ipy 3TOM NpU OTCYTCTBUM Yy HOBOPOXKICH-
HOT'O KJIMHUYECKHX MPOSIBICHUH MH(EKIMOHHOTO MPO-
Hecca aHTHOAKTEpHANBHYIO TEPalMi0 HE MPOBOAMIH.
B pesynabrare KOHTpOJBHOIO aHainu3a mnepudepude-
CKOMl KpOBHM YpPOBEHb JIEHKOLMTOB HOPMaJU30BaJ-
ca Ha 2-¢ cytku xu3Hu B 100 % cuygaeB (n=15),
neiikouuTapHas (GopMmyaa HOpManu3oBajach y JeTer
Ha 2,5+ 1,0 cyrku xu3am B 88,6 % ciydaeB Oe3 Ha-
3HAUCHMs MPOTUBOMHUKPOOHBIX IPENaparoB.

B rpymnme cpaBHeHUs JIEHKOLIMTO3 B aHAIU3ax KPo-
BU HE BBIABICH HH y OJHOTO peOceHKa, HeHTpoduies
ormeueH y 31 (86,1 %), cnsur neiikonurapHoit ¢op-
Mynbl BieBo — y 6 gereit (16,7 %). Ilpu xonTpone
KJIMHAYECKOIO aHaliu3a KPOBU Ha 2-€ CYTKU >KU3HU
BCE HCCIeyeMble TIoKazaTeldn ObLIM B Tpelenax BO3-
pacTHBIX HOPMAJbHBIX 3HAYCHUH.

[Tpn uccnenoBannn nokasareneii CPb (pedepent-
ueie npenensl 0—10 mr/m) [20] BeHO3HOH KpOBH y HO-
HOIIICHHBIX HOBOPOJK/ICHHBIX CpEe/IHEe 3HAYEHUE COCTa-
Bwio B I rpymme (n=64) 13,6 = 13,4 mr/n (min 0,4;
max 66,69), Bo Il rpymnme (n=36) 4,47 +4,15 mr/n
(min 0,3; max 15,6). B pesynasrare mnpoBeieHHO-
ro aHaju3a OBUIM YCTAHOBJIECHBI IOCTOBEPHBIC pa3-
TU4rs ToBbIIIeHHOro ypoBHS CPbB BeHO3HOI kpoBuU
HOBOPOX/ICHHBIX Ha 3-M CYTKH XH3HH B 3aBHCHUMO-
CTH OT HAJIMYMs/OTCYTCTBUSl KIMHMYECKOro XA HX
marepedt. 31 magenen (48,4 %) OCHOBHOH rpym-
mel u 3 pebenka w3 Tpymmbel cpaBHeHHS (8,3 %)
Ha 3-U CYTKM XM3HH HMMEJH TOBBINICHHBIH ypOBEHB
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CPb B BeHO3HOW KpOBH, CpenHee 3HAUYCHHE KOTOPO-
ro cocraBwio 24,06+ 12,47 mr/n (min 10,57; max
66,69) u 14,21 +£1,73 mr/n (min 0,3; max 15,62)
COOTBETCTBEHHO, B CBSI3U C Y€M BCEM JIETSM IPOBO-
T KOHTPOJIb HCCIIEyeMOTO ToKa3areisl B BO3pac-
te 72—-120 9 xwu3nm (OL: 10,3; 95 % AU 2,8-37,1,
p=10,000). Cpennee 3nauenue CPb BeHO3HOU KpOBU
Ha 5-¢ CyTKHM Xu3HH cocTaBwio B | rpymme (n=31)
9,32 £ 4,08 mr/n (min 3,76; max 20,76), Bo Il rpynme
(n=3) — 4,4+ 1,0 (min 3,44; max 5,45).

[Ipu GakTeproOIOTHIECKOM HCCIIE0OBAaHIH MaTepra-
J1a KOKM 3ayIIHOW CKIIQJKH, OT/IEISIEMOro MOJIOCTH pTa
U COJICP’)KUMOTO TPAaXECH BO BCEX CPABHUBAEMBIX TPYII-
Max pPerucTPUPOBANIACH BBICOKAS YacTOTA BBIJEIIEHHBIX
MHMKpPOOpPraHu3MoB. B OCHOBHOI rpyrine oTmedaiach
Ooree BbICOKasl YacTOTa MOJIOKHUTEIBHBIX BHICEBOB, O/I-
Hako pasnuuus cpaBHuBaeMbixX [ u II rpynn no gacro-
T€ BBIJICJICHHBIX MHUKPOOPTaHU3MOB C KOXKHU 3aylIHOH
CKJIQJIKK W OTJEIIIEMOTO TIOJIOCTH PTa OBLUTH CTaTH-
ctuiaeckn HesHaunMbiMu (p = 0,738, p = 0,158 coot-
BETCTBEHHO).

[TomoxkuTenpHble  BBICEBBI  MPEHMYIIECTBEHHO
MPEACTABICHBl IPAaMIIOJIOKUTENbHON [Str: agalactiae
(CI'B), Enterococcus faecalis], B MEHbIIIEH CTENEHH
rpamoTpunareasHoit dmopoit (E. coli). Co Bcex wuc-
CJIETyeMBIX JIOKYCOB OBUIM BBIACICHBI MPEICTaBUTCIIH
PE3UICHTHON MUKPO(IOPHI, MPEICTABICHHBIC TIpe-
MMYIIECTBEHHO KOaryjaa300TpUIaTeIbHBIMU CTadUIIO-
KOKKaMH|, Tpexae Bcero Staphylococcus epidermidis.
[lpu OakTepUONIOTUYECKOM HCCIICJIOBAHUU ITyTIOBHH-
HOW KpPOBH BO BCEX HCCIEIYyEMBIX CIy4asX MHKpO-
OpPraHM3MbI OBLIM BBIICICHBI CO Cpelbl 00OTaIICHUS.

N3 77 HOBOPOXIEHHBIX OCHOBHOM Trpynmbl aH-
THOAKTEPUATLHYIO TEpamuio TONYYHiIun 3 peOeHka
(3,9 %), mokazaHmeM K Ha3HAYCHUIO KOTOPOM TIO-
CIIyXWJIa JIUarHOCTUPOBAaHHAsS BPOXKJICHHAS ITHEB-
MOHUS, YTO SBISETCS IOKa3aHUEM K Ha3HAYCHUIO
MIPOTUBOMUKPOOHBIX TIperapaTroB B COOTBETCTBUH
C KJIMHUYECKUMH PEKOMEHIAIHSIMH, YTBEPKICH-
HbIMH MUHHUCTEPCTBOM 31paBooxpanenus PO [2].
S JIOHONIICHHBIM HOBOPOXJICHHBIM OCHOBHOU TIpyI-
bl OBUIO JMAarHOCTUPOBAHO TPAaH3UTOPHOE TaxWII-
HO?® HOBOPOXXJIEHHOTO, W3 HUX 2 peOeHKa MOIydniIn
Kypc aHTHOaKTepHalbHOW TEpaluyd B CBSA3M C KJIH-
HUYECKUMH TPOSIBIICHUSMH JIbIXaTCIbHON HEI0CTa-
TOYHOCTH B COYETAHUU C JIAOOPATOPHBIMU OTKIIO-
HEHUsAMH (JIGMKOIUTO3, HEUTPO(HUIE3 CO CIABUTOM
JIEUKOITUTapHOU (DOPMYIBI BJIEBO), UTO OBLIO paciie-
HEHO KaK BBICOKMH PHCK pealu3alui HHPEKIHOH-
HOTO Tporiecca. K TpeTbuM CyTKaMm >KU3HH B CBSI3H
C OTCYTCTBHEM KIMHUYECKHX CUMIITOMOB WH(DEKIH-
OHHOTO TIpollecca W HopMaiu3anued J1adbopaTopHBIX
ToKkaszaTtesell, aHTmOaKTepuaidbHas Tepamus Oblia
3aBepIIeHa.

Takum obpazom, y 72 pmereit (93,5 %) ocHOBHOM
IPYIIBI OTCYTCTBOBAIM KIMHUYECKHE MPOSBICHUS WH-
(hEeKIMOHHOTO MpoLecca, TO3TOMY aHTHOAKTEPUATTBHYTO
Tepanuio HE NPOBOIAWIM, HECMOTPS Ha OTKIOHEHHMS
B KJIMHHYECKOM aHAJIN3€ KPOBU B MEPBbIC 24 U XKU3HU
U TIOBBIICHHBIN ypoBeHh CPb Ha 3-M CyTKHM KHU3HH.
3a 5THMHU JETbMH JHHAMHUYECKOE HaOIIOJICHUE MPOBO-
U Bpad-HeoHatosor. B rpymme cpaBHeHus (n = 36)
HU OAHOMY pEOCHKY aHTHOaKTepHaibHas Teparus
He ObUla Ha3Ha4YeHa BBUAY OTCYTCTBHSI aHAMHECTHYE-
CKHX, KIMHUYECKUX M JTA0OPaTOPHBIX MOKA3aHUH.

JloMoif B YIIOBICTBOPUTEIHLHOM COCTOSHHH OBLIH
Beinucanbl 74 pebenka | rpynmsr (96,1 %) u 36 ne-
teit (100 %) II rpynmel. 3 peGeHKa OCHOBHOM IPYIIIBI
C JIMarHo30M BPOXKICHHOW NMHEBMOHMH OBLIM II€peBe-
JICHBI B CTAllMOHAPKI JIETCKUX TOPOACKHUX OOJNBHHMIL JUIsI
JIaJIbHEHIIIErO JIEUCHUSI.

[lonmy4yeHnnsle pes3yabTaTbl HCCIEIOBAaHHS CBUIC-
TENBCTBYIOT, YTO MPU HATUYHUU (HAKTOPOB pHUCKa (XA)
JUI Pa3sBUTUS MH(EKIMOHHBIX OCJIOKHEHUH y HOBO-
pokaeHHBIX TObKo y 3 meteit (3,9 %) peamusoBancs
BBIPKCHHBIN KIMHUKO-1a00paTOpHbIH HH(EKITHOHHO-
BOCHAIIUTENLHBIN TIpo1iece, eme y 2 nereit (2,6 %) Obut
BBICOKHMI PHCK peanu3aluy HHPEKIHOHHOTO Ipouecca
(xmuamdeckue nposeiaeHus JIH B couetanmu ¢ mabo-
PaTOpHBIMM OTKJIOHEHUSIMH — JIEWKOLUTO3, HEUTPO-
¢uie3 co cIBUTOM JEUKOUUTAPHON (OPMYIIBI BIEBO),
YTO NOTPEOOBAIO HAa3HAYCHHUs] aHTHOAKTEPUAIBbHON
Tepanuu B TE€UCHHE 72 4 C MOCIEIyIOUIEH OTMEHOM.
B ocrampapix 72 cmydasx (93,5 %) KIMHHYECKHX
OpOSBIICHUH WH(EKIMOHHOTO TMpOIecca BBISBICHO
He ObUTO. DTHM JeTAM TNPOBOIAMIN J1a0OPaTOPHBIN
MOHHUTOPHUHI, U OHH HAXOAWJINCH I0J JUHAMHYECKUM
HaOMIOAEHUEM Bpada-HEOHaToyora 0Oe3 Ha3HaYeHus
aHTUOAKTEPUATBHON Teparuy.

W3BecTHO, YTO MPOTHOCTHYECKAsh LIEHHOCTh I'eMO-
rpaMMbl Y KJIMHHUYECKH 3IOPOBBIX HOBOPOXKIECHHBIX
13 TPYII PUCKA HU3Kas BCICACTBUE IPOBEACHUS aHTH-
OMOTUKONPO(MIAKTUKY JKEHIIMHE B MHTPAHATAJIbHOM
nepuone [31]. BepoATHOCTH pa3BUTHS CEIICHCA YBe-
JMYUBACTCS TOJBKO MPU HU3KUX 3HAYCHHSAX JEHKOLH-
TOB M aOCONIOTHOTO KoimdectBa Hewrpodunos [30].
B namewm wccrnenoBanmm mipu jgaboparopHOM oOcCITe-
JoBaHMM Jeted | rpynmel B KIMHUYECKOM AaHaJIU-
3¢ KpPOBU OBLIM BBISBICHBI BOCHAJMTENbHBIC H3Me-
HEHMs B TiepBble 24 9 KU3HM B BHJE JICHKOIMTO3a
(>34-10°n) y 6,5% wmnagenues (n=15), u HeHTpo-
¢unesa — 84,4 % (n=065), Torga kak Bo Il rpymme
HelTpoduies umenu 86,1 % (n = 31) HOBOPOXKICHHBIX,
a YpOBEHb JICWKOLMTOB OBbUI B Mpeaesiax BO3pacTHOH
HopMbl. IIpn 3ToM HM y OAZHOrO 00CIEZOBAHHOTO pe-
oenka [ u Il rpynmsl He OBUTO 3aUKCHPOBAHO YPOBHA
netikoruroB <5,0-10%m. TIpu mpoBeIEHUH KOHTPOJIb-
HOTO HCCJIEJOBaHUSI I'eMOTpaMMbI Ha BTOpBIE CYTKH
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JKU3HU TTOKa3areny HopMamsoBanmuchk B 100 % cimydaes
B Ipymniie cpaBHEHHS U B 88,6 % ciy4aeB B OCHOBHOM
rpymme 0e3 Ha3HaYeHUs] MPOTHBOMUKPOOHON TeparuH.
JlaHHbBIE TOKa3aTeJM MOKHO HMHTEPIPETUPOBATh Kak
HU3KUH PUCK pean3alii CENTHYECKOro Ipolecca.

CPb — omwWH W3 CTaHAAPTHBIX IMOKa3aTelied Mmpu
JIMarHOCTHKE HEOHATalbHOTO cercuca. OHaKo MOBHI-
mieHHsld yposenb CPb He Bcerga criemyer mHTepIipe-
TUPOBAaTh KaKk Mapkep MHPEKIIMOHHOTO Tporecca [24].
[TobiieHHbIH ypoBeHb CPB BeHO3HOW KpOBH HMEN
31 moHomeHHBIH HOBOpOXAeHHBIN (48,4 %) OCHOBHOM
rpynnsl 1 3 pebenka (8,3 %) u3 rpynmsl cpaBHEHUS
0e3 BbICOKOTO MH()EKIMOHHOTO pHcka. be3 HasHaue-
HUsSI QHTHOAKTEpHUAIbHOW Tepanuu I0Ka3arelb HOp-
mammzoBaics B 100 % ciydaeB B rpymme cpaBHEHHS
u B 90,3 % ciaydaeB — B OCHOBHOMW rpymme. Y4HUTHI-
Bas, 4to y 93,5 % nereit | rpynner u 100 % nereit
Il rpynmsl oTCyTCTBOBaJIM KIMHUYECKHE TNPOSBIEHHS
nH(eKny, nopbiieHne ypoBHsi CPb BeHO3HOH KpoBH
y 00cCiel0BaHHBIX HOBOPOXKICHHBIX HEJIb3s1 HHTEPIIPE-
TUPOBATh KaK MapKep WH(EKIIMOHHOTO Mpolecca.

IloBbllIeHHBIE TOKa3aTeNd MEAWaTopoB BOCHa-
nennst B mynoBuHHOW kpoBu (MJI-1f m MJI-6) kax
MapKepoB CHUCTEMHOI0 ()eTaJIbHOTO0 BOCHIAIUTEIBLHOTO
oTBeTa ObLTH BBIABICHHI Kak B I, Tak u Bo Il rpymme
(MJI-1B 19,3 % vs 2,8 %; UJI-6 54,4 % vs 13,9 %).
OpHako HOpManu3anus J1abOpaTOpHBIX JaHHBIX TPH
OTCYTCTBMM TNPOTUBOMHUKPOOHOI Tepamnuu MO3BOJIHU-
Jla HaM HMHTEPIPETUPOBATH IOJYUYCHHBIC PE3YJIBTAThI
Kak (U3UOIOTUYECKHH (TPaH3UTOPHBIN) HEOHATAIIb-
HBIH CHHJIPOM CHCTEMHOTO BOCHAJIUTEIHLHOTO OTBETA.
H.IT. [laGamoB [8] cpemu MOTpaHUYHBIX TPAH3UTOP-
HBIX COCTOSIHUI HOBOPOXKAEHHBIX BBIICISET U (HU3HO-
JIOTUYECKUH HEOHATaNbHBI CHHAPOM CHUCTEMHOTO
BOCHAJINTEJILHOTO OTBETa, KOTOPHIN pa3BUBAETCs Kak
CTPECCOPHBI M yMECTeH IpH aHTUTEeHHOW arpec-
CHH — IIE€PEXO/Ie U3 YCIOBUN BHYTPUYTPOOHOH >KU3HU
K BHEYTpOOHOH, I[ie IPOMCXOOUT NEPBUYHOE 3acelie-
HUE «0apbepoB» TPH KOHTAKTE C BHEIIHEH Cperou
canpouTHON OakTepuanbHOU (IOpoii.

VYuuteiBas, YTO POXKEHUIBI C KIMHUYECKUMHU
npuzHakaMu XA B HHTpaHAaTaIbHOM IIEpUOAC IIO-
JMy4aroT AaHTHOMOTHUKONMPO(UIAKTHKY, BEPOSTHOCTD
pa3BUTHUS PaHHETO HEOHATaJbHOTO CEINCHca W BPOXK-
JICHHOM INHEBMOHHHU y peOeHKka cHmxkaercs [19, 22],
C. Hershkovich-Shporen u coaBr. [22] cumrarort, 4To
PYTHHHOE Ha3HaYeHHWE aHTUOAKTEPUANbHOW Tepamuu
KJIMHUYECKHU 370POBBIM [OHOLICHHBIM HOBOPOXKICH-
HBIM JIETM OT Marepeil ¢ AMarHOCTHPOBAaHHBIM XA
SBJISIETCSl HEOIpaBlaHHbIM. Pe3ynprarel Hamero wc-
CIICZIOBaHUS MPOJIEMOHCTPUPOBAIM, YTO 72 pedeHka
(93,5 %) He Hyxmamuch B aHTHOAKTepHaIbHOH Tepa-
oUM U ObLIM BBIIMCAaHBI JJOMOH B YHOBJIETBOPHUTEIIb-
HOM COCTOSIHUH.

Ha ocHoBanwWM MpOBENCHHBIX HAOIIOACHUI MBI TI0-
JlaraeM, 4TO PYTHHHOE Ha3HAueHHE aHTHOAKTepHallb-
HOM Tepamuy KIMHUYECKH 3J0POBBIM TOHOIICHHBIM
HOBOPOXKJICHHBIM JIETSIM OT MaTepel ¢ AMarHo3oMm XA
SIBISIETCS HeolpaBaaHHbIM. HoBopokIeHHbIE JaHHOM
TPYTITBI HYKJAI0TCS B KIIMHUKO-JIA00OPaTOpHOM, THHA-
MUYECKOM HAOIIOJICHUU C TPOBEICHUEM Jlaboparop-
HOTO KOHTPOJIS, BKIIOYAIOIIETO KIMHUYECKUM aHaln3
KpoBH U omnpenenenue yposHs CPb, uto mpencrasis-
€TCsl IPEAIOYTUTENILHON AJIBTEPHATUBON HA3HAYEHUIO
aHTHOAKTEPHAIBHON TepaIny.

JIUTEPATYPA

1. Anekcangposuy H0.C., MeaHos [.0., MweHncHos K.B.
CepaeyHo-neroyHas peaHnMaLusi HOBOPOXAEHHOIO
B poaunbHoM 3ane // Megmatp. - 2019.-T. 10,N2 4. -
C. 5-16. [Aleksandrovich YuS, lvanov DO, Pshenis-
nov KV. Cardiopulmonary resuscitation of a newborn
in the delivery room. 2019;10(4):5-16. (In Russ.)]
DOI: 10.17816/PED1045-16

2. KnuHuyeckme pekomeHaauuun. BpoxaeHHas nHes-
MOHMS. MUHKUCTEpCTBO 34paBooxpaHeHuns P®. 2017.
C. 40. [Klinicheskie rekomendatsii. Vrozhdennaya
pnevmoniya. Ministerstvo zdravookhraneniya. Russian
Federation. - 2017. - P. 40. (In Russ.)] Pexum po-
cryna: https://diseases.medelement.com/disease/Bpo-
XAEHHas-MHeBMOHMSA-Kp-pp-2017/16749. Jata obpa-
wenma: 02.09.21.

3. Mowuceesa K. Hekotopble pe3ynbtaTbl OLEHKM AMHA-
MWKM 3a60/1€eBaeMOCTM HOBOPOXAEHHbIX B OpraHu3a-
LMSIX POLOBCNIOMOXEHUS // MeauLMHa U opraHM3aLms
3apaBooxpaHeHuns. — 2019. - T. 4, N2 3. - C. 40-47.
[Moiseeva K. Some results of the assessment of the
dynamics of the morbidity of newborns in maternity
care organizations. Medicine and Health Care Organiza-
tion. 2019;4(3):40-47 (In Russ.)]

4. Casuuea AM., Cokonosckuit E.B., Tanunbckag H.M.,
n op. MHdekumoHHo-BOCnanuTenbHble 3aboneBaHus
B aKyLIEpCTBE W rMHekonoruu. PykoBoacTBO Ans Bpa-
yeir. — M.: [D0TAP-Megmna. - 2016. [Savicheva AM,
Sokolovskiy EV, Tapil'skaya NI, et al. Infektsionno-
vospalitel'nye zabolevaniya v akusherstve i ginekologii.
Rukovodstvo dlya vrachey. Moscow: Geotar-Media;
2016. (In Russ.)]

5. CaBuuyeBa A.M. UHdekuun matepu, Noaa 1 HOBOPOXK-
neHHoro // Mepmatp. — 2014. - T. 5, N2 3. - C. 3-8.
[Savicheva AM. Infections in mother, fetus and new-
born infant. Pediatrician. 2014:5(3):3-8. (In Russ.)]
DOI: 10.17816/PED533-8

6. LWabanos H.I. HeoHaTonorns: y4eb. nocobue:
B 2-X T. 6-e mu3a., ucnp. v gon. T. 2. — M.: 20TAP-
Mepgua. - 2016. - 736 c. [Shabalov NP. Neonatologi-
ya: ucheb. posobie: v 2 t. 6-e izd., ispr. i dop. Vol. 2.
Moscow: GEOTAR-Media; 2016. 736 p. (In Russ.)]

@ Meguatp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



MEPENOBAA CTATbA /EDITORIAL

13

10.

11.

12.

13.

14.

15.

16.

17.

Wabanos H.M. HeoHatonorus. B 2-x 1. M.: T0TAP-
Meawna, 2020. [Shabalov NP. Neonatologiya v 2 t.
Moscow: GEOTAR-Media; 2020. (In Russ.)]

Wabanos H.M. O6webuonornyeckas npobnema: 3a-
KOHOMEpPHOCTM W MNOCNEeACTBUS  MepUHATaNbHOTO
UHuUMpoBaHua uvenoseka // lMepmatpus. XypHan
uMm. [H. CnepaHckoro.-2012.-T.91,N2 3. - C. 26-31.
[Shabalov NP. Obshchebiologicheskaya problema:
zakonomernosti i posledstviya perinatal’nogo in-
fitsirovaniya cheloveka. Pediatria J Speransky GN.
2012;91(3):26-31. (In Russ.)]

Wa6anos H.M., Wmuat A.A., TariBopoHckux .M., n gp.
MepuHatonorusa. - Caxkt-NeTtepbypr: Cneuwlut. -
2020. - 206 c. [Shabalov NP, Shmidt AA, Gajvoron-
skih DI, et al. Perinatologiya. Saint Peterburg: SpecLit;
2020. 206 p. (In Russ.)]

leeapesa E.A., MeaHoB [.0., Heemepxuukas O.B.,
®epnoposa J1.A. BnusHue xopuoamMHUOHWMTA MaTepu
Ha 3a601eBaeMOCTb HOBOPOXAEHHbIX // Menmatpus.
XypHan um. [H. CnepaHckoro. - 2021. - T. 100,
N2 1.- C. 75-83. [Shevareva EA, Ivanov DO, Nevmer-
zhickaya OV, Fedorova LA. The influence of mater-
nal chorioamnionitis on the morbidity of newborns.
Pediatria J Speransky GN. 2021;100(1):75-83. (In Russ.)]
DOI: 10.24110/0031-403X-2021-100-1-75-83
Been JV, RourslG, Kornelisse RF, et al. Chorio-
amnionitis alters the response to surfactant in
preterm infants. J Pediatr. 2010;156(1):10-15.
DOI: 10.1016/j.jpeds.2009.07.044

Benitz WE, Wynn JL, Polin RA. Reappraisal of guide-
lines for management of neonates with suspected
early-onset sepsis. J Pediatr. 2015;166(4):1070-1074.
DOI: 10.1016/j.jpeds.2014.12.023

Berardi A, Buffagni AM, Rossi C, et al. Serial physical
examinations, a simple and reliable tool for managing
neonates at risk for early-onset sepsis. World J Clin Pe-
diatr.2016;5(4):358-364.DOI: 10.5409/wjcp.v5.i4.358
Braun D, Bromberger P, Ho NJ, Getahun D. Low Rate
of Perinatal Sepsis in Term Infants of Mothers with
Chorioamnionitis. Am J Perinatol. 2016;33(2):143-150.
DOI: 10.1055/5-0035-1560045

Czikk MJ, McCarthy FP, Murphy KE. Chorio-
amnionitis: from pathogenesis to treatment.
Clin  Microbiol Infect. 2011;17(9):1304-1311.
DOI: 10.1111/j.1469-0691.2011.03574.x
Dempsey E, Chen MF, Kokottis T, et al. Outcome of
neonates less than 30 weeks gestation with histologic
chorioamnionitis. Am J Perinatol. 2005;22(3):155-159.
DOI: 10.1055/5-2005-865020

Edwards M. Postnatal bacterial infections. In: Mar-
tin RJ, Fanaroff AA, Walsh MC. Fanaroff and Martins
neonatal-perinatal medicine: Diseases of the fetus
and infants. 9th edition. Saunders Elsevier, 2011.
P. 793.

18.

19.

20.

21.

22.

23.

24,

25.

26.

27.

28.

29.

30.

31.

Gerdes JS. Diagnosis and management of bacterial
infections in the neonate. Pediatr Clin North Am.
2004;51(4):939-959.D0I: 10.1016/j.pcl.2004.03.009
Gibbs RS, Dinsmoor MJ, Newton ER, Ramamurthy RS.
A randomized trial of intrapartum versus immediate
postpartum treatment of women with intra-amni-
otic infection. Obstet Gynecol. 1988;72(6):823-828.
DOI: 10.1097/00006250-198812000-00001

Gibbs RS. Diagnosis of intra-amniotic infection. Semin
Perinatol. 1977;1(1):71-77.

Haque KN. Definitions of blood stream infection in the
newborn. Pediatr Crit Care Med. 2005;6(3 Suppl.): 545-549.
DOI: 10.1097/01.PCC.0000161946.73305.0A
Hershkovich-Shporen C, Ujirauli N, Oren S, et al. Not
all newborns born to mothers with clinical chorioam-
nionitis need to be treated. / Matern Fetal Neonatal
Med. 2021;34(12):1949-1954. DOI: 10.1080/14767
058.2019.1651281

Higgins RD, Saade G, Polin RA, et al. Evaluation and
Management of Women and Newborns with a Ma-
ternal Diagnosis of Chorioamnionitis: Summery of
a Workshop. Obstet Gynecol. 2016;128(1):205-206.
DOI: 10.1097/A0G.0000000000001497

Hofer N, Zacharias E, Miiller W, Resch B. An update on
the use of C-reactive protein in early-onset neonatal
sepsis: current insights and new tasks. Neonatology.
2012;102(1):25-36. DOI: 10.1159/000336629
Hooven TA, Randis TM, Polin RA. What’s the
harm? Risks and benefits of evolving rule-out
sepsis practices. J Perinatol. 2018;38(6):614-622.
DOI: 10.1038/s41372-018-0081-3

Jan Al,Ramanathan R, Cayabyab RG. Chorioamnionitis
and Management of Asymptomatic Infants 235 Weeks
Without Empiric Antibiotics. Pediatrics. 2017;140(1):
€20162744. DOI: 10.1542/peds.2016-2744

Joshi NS, Gupta A, Allan JM, et al. Clinical Monitoring
of Well-Appearing Infants Born to Mothers with Cho-
rioamnionitis. Pediatrics. 2018;141(4): e20172056.
DOI: 10.1542/peds.2017-2056

Kiser C, Nawab U, McKenna K, Aghai ZH. Role of
guidelines on length of therapy in chorioamnionitis
and neonatal sepsis. Pediatrics. 2014;133(6):992-998.
DOI: 10.1542/peds.2013-2927

Lahra MM, Beeby PJ, Jeffery HE. Intrauterine inflam-
mation, neonatal sepsis, and chronic lung disease:
a 13-year hospital cohort study. Pediatrics. 2009;123(5):
1314-1319. DOI: 10.1542/peds.2008-0656
Newman TB, Puopolo KM, Draper D, Escobar GJ. In-
terpreting complete blood counts soon after birth in
newborns at risk for sepsis. Pediatrics. 2010;126(5):
903-909. DOI: 10.1542/peds.2010-0935

Ottolini MC, Lundgren K, Mirkinson LJ, et al. Utility of
complete blood count and blood culture screening to
diagnose neonatal sepsis in the asymptomatic at risk
newborn. Pediatr Infect Dis J. 2003;22(5):430-434.
DOI: 10.1097/01.inf.0000068206.11303.dd

# [legunarp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

elSSN 2587-6252



14

MEPELOBAA CTATbA /EDITORIAL

32. Polin RA, Committee on Fetus and Newborn. Manage-
ment of neonates with suspected or proven early onset
bacterial sepsis. Pediatrics. 2012;129(5):1006-1015.
DOI: 10.1542/peds.2012-0541

33. Raines DA, Wagner A, Salinas A. Intraamniotic infec-
tion and Term Neonate. Neonatal Netw. 2017;36(6):
385-387. DOI: 1891/0730-0832.36.6.385

34. Randis TM, Polin RA, Saade G. Chorioamnionitis: time
for a new approach. Curr Opin Pediatr. 2017;29(2):
159-164. DOI: 10.1097/MOP.0000000000000466

35. Rodrigo FGM, Henriquez GG, Aloy JF, Perez AGA.
Outcomes of very-low-birth-weight infants ex-
posed to maternal clinical chorioamnionitis: a mul-
ticentre study. Neonatology. 2014;106(3):229-234.
DOI: 10.1159/000363127

¢ lHdopmauma 06 aBTopax

36. Stoll BJ, Hansen NI, Bell EF. Neonatal outcomes of
extremely preterm infants from the NICHD Neonatal
Research. Network. Pediatrics. 2010;126(3):443-456.
DOI: 1542/peds.2009-2959

37. Taylor JA, Opel DJ. Choriophobia: a 1-act play. Pediatrics.
2012;130(2):342-346.D0I: 10.1542/peds.2012-0106

38. Tita ATN, Andrews WW. Diagnosis and manage-
ment of clinical chorioamnionitis. Clin Perinatology.
2010;37(2);339-354.D0I:10.1016/j.clp.2010.02.003

39. Verani JR, McGee L, Schrag SJ. Division of Bacterial
Diseases, National Center for Immunization and Re-
spiratory Diseases, Centers for Disease Control and
Prevention. Prevention of perinatal group B strepto-
coccal disease-revised guidelines from CDC, 2010.
MMWR Recomm Rep. 2010;59(RR-10):1-36.

¢ Information about the authors

ExamepuHa AnekcaHoposHa Lllesapesa — counckaTtenb Kadenpbl
HEeOoHaToNorMMn C KypcaMu HEBPONOTUM U aKyLLIepCTBa-rMHEKO-
norum @I n ANO, ®IrbOY BO «CaHkT-NeTepbyprckuii rocy-
[ApCTBEHHbIV NefMaTpUYecKnii MeaULMHCKUIA YHUBEPCUTETY
Mwun3zgpasa Poccuun, CankT-lNeTepbypr, Poccus; aHectesunonor-
peaHMMaTonor, HEOHATOOr, OTAENIEHUEe PeaHUMaLMKU U UH-
TEHCUBHOM Tepanuu HoBopoxaeHHbIx CM6IbY3 «lopoackown
nepuHaTanbHbii LueHTp N2 1w, CankT-lNeTepbypr, Poccus.
E-mail: Shevareva_E.A@mail.ru

Jlapuca Ap3ymaHosHa ®edoposa — KaHL. Me[. Hayk,

[OLEHT Kadeapbl HEOHATOMOMMMU C KypcaMu HEBPONOTUM

1 akywepcrBa-ruHekonorun @M u AMNO. ®re0Y BO «CaHkT-
MeTepbyprckuii rocyaapCTBEHHbIM NeAMaTPUHECKUiA MeaULMH-
CKui1 yHuBepcuTeT» Munsgpasa Poccun, CankT-Tetepbypr,
Poccus. E-mail: arslarissa@rambler.ru

OkcaHa BnadumuposHa Hesmepxuukas — KaHA. MeL,. Hayk, 3a-
MeCTuTeNb MMABHOro Bpaya no HeoHatonoruu. Cr6rby3 «lfopoa-
CKOM nepuHaTanbHbii LeHTp N2 1w, CaHkT-TNetepbypr, Poccus.
E-mail:ovnevmer@list.ru

Ekaterina A. Shevareva - applicant for the Department

of Neonatology with Courses in Neurology and Obstetrics-
Gynecology, Faculty of Postgraduate and Additional Profes-
sional Education, St. Petersburg State Pediatric Medical
University, Ministry of Healthcare of the Russian Federation,
St. Petersburg, Russia; anesthesiologist, neonatologist,
Neonatal Intensive Care unit, St. Petersburg State Budge-
tary Healthcare institution of the City Perinatal Center No. 1,
Saint Petersburg, Russia. E-mail: Shevareva_E A@mail.ru

Larisa A. Fedorova — MD, PhD, Associate Professor, Depart-
ment of Neonatology with Courses in Neurology and Ob-
stetrics-Gynecology, Faculty of Postgraduate and Additional
Professional Education. St. Petersburg State Pediatric Medical
University, Ministry of Healthcare of the Russian Federation,
Russia, St. Petersburg, Russia. E-mail: arslarissa@rambler.ru

Oksana V. Nevmerzhitskaia — MD, PhD, Deputy Chief Physician
for Neonatology. St. Petersburg State Budgetary Healthcare
Institution of the City Perinatal Center No. 1, Saint Petersburg,
Russia. E-mail: ovnevmer@list.ru

@ Meguatp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



> OPUTUHAJIbHbBIE CTATbW

DOI: https://doi.org/10.17816/PED12315-23

KNMHUYECKUE U INNIEKTPOHEMPOMMUOTPA®UYECKUE NMPU3HAKU
XUMUOUHAYLUUPOBAHHOM NOJIMHEBPOMATUW Y OETEA C OCTPbIM
NMMOBNACTHBIM JIENKO30M

© 0.B. Kopsiknral, O.N. KostyH?, AY. Cabutos?, J1.I. ®eunHa?, MN.I. KoctpommHa 2,

C.M. Muxainosckaa?, A.B. PenakoBa!

! MenepanbHoe rocynapcTBeHHoe O1MKETHOE 06Pa30BaTeNIbHOE YUpexaeHNe BbiCLIEro 06pa3oBaHms

«YpanbCKuit rocyaapCTBEHHbIA MeAUUMHCKMIA YHMBEPCUTETY MUHMCTEPCTBA 3ApaBoOXpaHerus Poccuiickoit Mepepauuy,
Ekatepunbypr, Poccus;

2TocynapCTBeHHOE ABTOHOMHOE YYpeXaeHue 34paBooxpaHeHus CBepanoBCkoi 06nactu

«0bnacTHas petckas KauHuyeckasn 6onbHuLay, Ekatepunbypr, Poccus

Ana yumuposaHus: KopsakuHa 0.B., KostyH O.M., Cabutos A.Y., ®eunna J1.I., KoctpomuHa M.I., Muxaiinosckas C.M., Penakosa A.B.
KnnMHnyeckme n anektTpoHenpomuorpadpuyeckme npusHakm XMMUOUHAYLMPOBAHHOW MOAMHEBPONATUM Y AeTel C OoCcTpbiM Aumdo-
6nacTHbIM neiko3om // Meamnatp. — 2021, — T. 12. — Ne 3. — C. 15-23. https://doi.org/10.17816/PED12315-23
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BeepneHnue. B oHkorematonornm o4Hoi u3 akTyanbHbix Npobiem aBastoTca remobnactosbl. COBpeMeHHble METOAbI NeveHns
npu remMobnacTo3ax 3HA4YUTENbHO yAyywunm nporHo3. OfHaKo MpUMeHeHWe XMMWUOTepanuu COMPOBOXAAETCS BbICOKOM
4aCcTOTOM MeAMKAMEHTO3HbIX OC/OXHEHWI, B TOM YMCNe CBS3aHHbIX C HEMPOTOKCMYHOCTbIO. lMpUcoeAnHEHWE HEBpONO-
rMYECcKOM CMMNTOMATUKMU K OCHOBHOW KAMHMYECKOWM KapTWHe 3aboneBaHMs CYLWeCTBEHHO yCcyrybnseT TSXeCTb COCTOSHUSA
60nbHOrO, BAMSIET Ha MPOrHO3 M KayecTBO XM3HW. B cTaTbe nmpepncTaBneHa Helipodu3nonormyeckas xapakTepucTuka
XUMWOUHAYLMPOBAHHOW MOAMHEBPONATUM Y AeTel C 0CTpbIM NMMBO6NACTHBIM NENKO30M.

Lenb uccnepgoBaHmMa — ConocTaBuTb KNUHNYECKYHK KapTUHY U Heﬁp0¢M3M0ﬂOFVIHECKVIE MPU3HAKKU XMMVIOIAH,EI,yLI,MpOBaHHOlZ
noMHeBponNaTun y neten ¢ OCTpbIM J'Il/IM(bO6J'IaCTHbIM NIEMKO30M.

Matepuanbl u Metoabl. [lpoBefeH aHanM3 KAMHUYECKOM KapTWHbI C OLLEHKOW 3nekTpoHeipomuorpaduyeckoro (SHM)
nccneposanmsa y 21 peberka B Bo3pacte oT 3 go 17 net Ha 6a3e O6nacTHOM OETCKOM KAMHMYeckow HGonbHuUubl Exkate-
punbypra B 2019-2020 rr.

Pesynbratbl. B nccnenyemoii rpynne petei, no AaHHbIM HeMpodM3MONOrMYeCcKoro UcciefoBaHus, NpusHaku nepudepum-
YecKkoW NoNMHEBPOMATUM OMPeaensinnCh Ha 3Tane MHAYKUMOHHOM XMMUOTEpPanuu npakTuyeckn y Bcex 6onbHbix (95,2 %).
BoisBneHo npeobnafaHve MOTOPHOM AaKCOHAaNbHOM HeBponaTuuM ManobepuoBbix HepBOB. [lpM 3TOM KNMHUYECKME Mpo-
SBNEHUS pernctpuposBanuco y 25 % naumeHTtoB. B Xone auMHamuuyeckoro HabnoaeHus B TedyeHue 4 Mec. y BCex geTen
C HEMPOdU3MONOrMYecKMMM NpU3HaKaMMU NOPaXeHNs nepudepruyeckmx HepBOB NOSBUANCL COOTBETCTBYIOLLME HEBPOIOTU-
yeckue cumnTtomsl. Mo pesynbratam IHMI-uccnenoBaHMs oTMeYanacb oTpuLaTenbHas AMHAMUKA. YBENUYMNACh KaTeropums
60/IbHbIX, UMEILMX CMEeLlaHHbIM BapuaHT nonnHesponaTtum B 1,7 pasa. Y Kaxaoro Tpetbero pebeHka BbiSIBIEHO CHUXEHMWE
amMnanTyabl M-oTBeTa M CKOPOCTM pPacnpoCTpaHeHus BO3OYXAEHMS MO HepBaM.

3akntoueHue. MonyyeHHble AaHHble onpeaensaoT Heo6Xo0AMMOCTb NPOBeLeHUs HEMPOdU3MONOrMYecKux MeTOA0B UCCea0-
BaHWI B paHHME CPOKM C LieNblo onpeneneHuns rpynmn BbiICOKOro pucka no GopMmnpoBaHUI0 HEMPOTOKCMYECKUX OCNOXHEHUN
y AeTei C oCTpbIM NMM@POBNACTHBIM NENKO30M, MONYYAKLWMX XMMUOTEPaNuI0, U CBOEBPEMEHHOIO Ha3HaYeHUs KoMMaekca
TepaneBTUYECKUX MepOonpUATUIA.

KnioueBbie cnoBa: XMMUOTEPANUs; HERPOTOKCUYHOCTb; MOAMHEBPONATUS; INeKTPOHEMpOMMOrpadus; ocTpblii neikos.
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CLINICAL AND ELECTROMYOGRAPHY CHARACTERISTICS OF CHEMOTHERAPY-
INDUCED POLYNEUROPATHY IN CHILDREN WITH ACUTE LYMPHOBLASTIC

LEUKEMIA

© O.V. Koryakina?, O.P. Kovtun?, A.U. Sabitov?, L.G. Fechina?, P.G. Kostromina?,

S.I. Mikhailovskaya?, AV. Repakova?
!Ural State Medical University, Ekaterinburg, Russia;
2Regional Children Clinical Hospital, Ekaterinburg, Russia

For citation: Koryakina OV, Kovtun OP, Sabitov AU, Fechina LG, Kostromina PG, Mikhailovskaya SI, Repakova AV. Clinical and elec-
tromyography characteristics of chemotherapy-induced polyneuropathy in children with acute lymphoblastic leukemia. Pediatrician
(St. Petersburg). 2021;12(3):15-23. https://doi.org/10.17816/PED12315-23

Received: 14.04.2021

Revised: 18.05.2021

Accepted: 23.06.2021

Background. The Hemoblastoses are one of the urgent problems of oncohematology. Modern methods for the treatment
of hemoblastoses have improved the prognosis significantly. However, the use of chemotherapy is accompanied by a high
frequency of drug complications, including those associated with neurotoxicity. The addition of neurological symptoms to the
main clinical picture of the disease significantly aggravates the patient’s condition, affects the prognosis and quality to life.
Aim. Compare clinical picture and neurophysiological signs of chemo-induced polyneuropathy in children with acute lym-
phoblastic leukemia.

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

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

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

tion of therapeutic treatment is required.

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

BBEOEHUE

I'emo00nacTo3pl BXOAST B YHUCIIO CaMbBIX PacIpo-
CTpaHEHHBIX OHKOTeMAaTOJIOTHUECKUX 3a00JIeBaHUN
y pereii. CormacHO MHUPOBOHM CTaTHUCTHUKE, YacTo-
Ta BCTPEYAEMOCTH [aHHOW MATOJIOTUU COCTaBISET
3,3-4,7 na 100 tbIc. neTckoro Hacenenus. [Ipu s3Tom
OTMEYaeTCsl 3HAYUTENFHOE TMpeodiIalaHue OCTPOro
nuMdoOIacTHOTO JeHKo3a, O JaHHBIM Pa3TUIHBIX
aBTOpoB, M0 75-85 %. CoBpeMeHHBIE METOIBI JIe-
YeHUs MAlMEeHTOB C TremMo0JacTo3aMHM 3HAYUTEILHO
VAYYIIWIA TPOTHO3, B HACTOSINEE BpPEMs S-JICTHSS
BbIKMBaeMoCTh nocturaer 90 %. OpgHako mpumeHe-
HHAE XUMHOTEpANuy HEPEIKO CBSI3aHO C MOOOYHBIMU
s(ppekTamMu, B TOM 4YHCIIe C HEHPOTOKCUYHOCTHIO.
Bo3HuUKHOBEHHE HEBPOJIOTMYECKOM CUMIITOMATHKU
B OCHOBHOW KIIMHUYECKOW KapTHHE 3a00JieBaHUs
yCyTyOIsieT TSKECTh COCTOSIHUS OOIBHOTO W HEPEIKO
CITIOCOOCTBYET (PYHKITMOHATBLHBIM HApYIICHHIM, 3HA-
YUTENbHO BIIMSS Ha KaueCTBO JKU3HU IaIlUeHTOB [7].

Jna nedeHus mpu ocTpoM JTUMQOOIACTHOM JeiiKo3e
AKTUBHO HCIIOJIb3YIOT BUHKPUCTHH, KOTOPBIN SBISAET-
csl MPOU3BOAHBIM OapBuHKA. OIHO M3 YacTbIX HEMH-
POTOKCHUYECKHUX OCIOXKHEHUH IPU NPUMEHEHUU IIpe-
napara — nepudepudeckas nonuHeBpomnatus [8, 9].
OCHOBHBIE KIMHUYECKUE TPU3HAKH 3a00JIeBaHUS Xa-
PaKTEpU3YIOTCS OTIAEIbHBIMUA PAcCTPONCTBAMU HIIU
COUYETaHUEM JIBUTaTENIbHBIX, CEHCOPHBIX U BETETaTHB-
HBIX HapylleHuil. MoropHasi HeBpomaTHsl IpPOsIBIIS-
€TCS B BHJIC MBIIMICYHON CJIa00CTH, aTpO(pUU MBIIIIII,
CHIDKEGHHUSI HJIM TOTepu NepupepuyecKux ITyOOKHX
CYXOXKWJIBbHBIX peduiekcoB. [Ipu TskenoMm TedeHUM
MOJINHEBPONIATUH CHW)KCHHE JHMAla30Ha IBUKCHHN
OTpaHUYHMBAET aKTUBHOCTH B IMOBCEAHEBHOW >KU3HHU.
Mpimeynast ciaboCcTh B HIKHUX KOHEYHOCTSIX Ompe-
JIeJIsieT U3MEHEHUE TIOX0/IKH. B BEpXHHX KOHEYHOCTAX
MIPOUCXOANT HApPYIIEHHE 3aXBaTa MEIKUX MPEIMETOB,
BO3HUKAIOT TPYIHOCTHU IPU AEHCTBUSIX IIO Camoo00-
CIyXuBaHUIO. YyBCTBUTEIbHBIE PACCTPOICTBA OOBIY-
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HO HaYMHAIOTCS C AUCTAIBHBIX OT/IEJIOB KOHEYHOCTEH,
CUMMETPHYHO IO THUIY «IE€PYaTOK» HIIA «HOCKOBY,
pacnpocTpaHssAch Ha MpPOKCUMallbHbIe oTaenbl. Hepen-
KO BO3HHMKAIOT MAPECTE3UH MO TUILY YYyBCTBA «XKXKe-
HUS», «TIOKAJIBIBAHUS» WU OOJU, MOTYT OBITH OIILY-
IIEHUS] «OHEMEHUM», UYTO MPUBOIUT K YMEHBIICHUIO
o0beMa IBIKEHUN MTOPaKeHHBIX KoHeuHocTel [9, 10].
Benymmm MeTomoM AMAarHOCTHKW — TepuQeprudecKon
TIOJIMHEBPOTIATHN  CUUTAETCS  ANEKTpoHelpoMuorpadu-
geckoe (OHMI') wuccienoBanmne, KOTOPOE OMPENeIsieT
JIOKAITM3AIINIO, XapakTep M CTENEeHb IMOPAXESHUsS HepH-
(epuueckux HepBoB. M3BecTHO, uTo M3MeHeHuss DHMI -
rapamMeTpoB y MalMEHTOB JETCKOIO BO3pacTa, Moyydaro-
IIUX TEePanui0 BHHKPUCTHHOM, COCTABIIIOT IT0 Pa3HBIM
TUTeparypHeM qaHHBM 10 90 % ciydaes [1-4, 6].

B nacrosmiee BpeMs B OTEUECTBEHHON U 3apyOex-
HOM JuTeparype OOJNBIIMHCTBO HUCCIICIOBAHUN MOCBS-
LIEHO M3YYEHHIO YacTOTHI BCTPEUAEMOCTH, CTPYKTYPHI
Y KIMHUYECKOW XapaKTepUCTHUKU HEHPOTOKCHUYECKUX
HEBPOJIOTHUECKUX pacCTpoiicTB. B HayuHo#l pabo-
T€ POCCHICKHX HCcienoBareiel MOoIydeHbl JaHHbIE
0 PacIpoCTPAaHEHHOCTH HEPBHO-MBIILIEUHBIX OCJIOKHE-
HUW y JIeTel U TMOJIPOCTKOB C reMo0JacTo3aMu, CH-
CTeMaTH3UpOBaHa KIIMHUYecKas kapTuHa. [Ipeamoxena
KJIAaCCU(PHUKAINI XUMHOWHIYIIMPOBAHHON ITOJMHEBPO-
MaTUM 1O CTENEeHHU TSHKECTH MPU OCTPBIX JIeiKo3ax
n muM¢omax, a TakKe YCTaHOBJICHA ee 2JIeKTPO(U3N0-
JIoTUYecKast xapakrepuctuka. [IpoBeneHO cpaBHeHHeE
TSHKECTH HEPBHO-MBIIIEYHBIX OCIIOKHEHWH Y TaryeH-
TOB B 3aBHCHMOCTH OT JJIUTEILHOCTH W WHTEHCHB-
HOCTH XuMmHoTepanuu [4]. B ogHOM 3 3apyOexHBIX
HCCIJIEZIOBAaHUI OLIEHUBAJIOCh HEHPOTOKCHUYECKOE JIeH-
CTBHE BHHKpUCTHHA. Y 71 % pnereld, monydaBIIuX
JIeueHNe, PETUCTPUPOBAJINICH HEBPOJOTHYECKHE pac-
cTpoiicTBa. B cBoeM uccliieoBaHUM aBTOPBI MPOBEJIH
PaHXUPOBAaHUE HEUPOTOKCUYECKUX OCJIONKHEHUH B 3a-
BUCHUMOCTH OT UX KIMHUYECKOM BbIpaskeHHOCTH [11].

B mnacrosmiee BpeMs, HeCMOTpsSs Ha aKTHBHOE
V3ydeHHE  XUMHOWHAYIIMPOBAHHBIX  OCJIOXHEHUH,
HE OmpezeNeHbl NMPOTHOCTUYECKUE MapaMeTphl Hel-
POTOKCHYECKHX pEaKluii, OCTalTCs HEpeleHHBIMU
BOTIPOCHI CTaHJIAPTU3AINU BEJCHUS TAKUX IAIUEHTOB,
YTO CO3/1aeT HEOOXOIUMOCTh YIITYOJECHHOTO M3yUYEeHHS
TAaHHOHN MPOOIEMBI.

L]env uccnedosanuss — CONOCTAaBUTH KIMHUYECKYIO
KapTHHY U HEHPO(U3HOIIOTUYCCKUE TPU3HAKU XUMHO-
WHAYIUPOBAaHHOH MOJUHEBPOTIATHH Y JIETEH C OCTPHIM
TIM(}OOTACTHRIM JICHKO30M.

MATEPUANDbI K METOAbI NCCNTEOOBAHUA

B uccnenosanuu yyactsoBan 21 manueHT B BO3pac-
Te oT 3 10 17 ner ¢ BHOEPBBIE BBIIBICHHBIM OCTPBIM
nuMoOIacTHBIM JIeiiko3oM. Bcecem nmeTsm mpoBomu-
JIOCh JICUEHUE COTIIACHO MPOTPAMMHON XUMHUOTEPATUU

o mipoTokory ALL-MB-2015 na 6a3e OGmacTHO# meT-
CKOH KIMHUYecKol OonmpHMIBI ExarepunOypra B nepu-
on 2019-2020 r. [IpoTokon uccaenoBaHus BKIIOYA OC-
MOTpP HEBPOJIOTa, MEKTPOHEUPOMHOTPA(UIO C OLIEHKOI
MOTOPHBIX BOJIOKOH n. tibialis (m. abductor hallucis),
n. peroneus profundus (m. extensor digitorum brevis)
M CCHCOPHBIX BOJIOKOH N. peroneus superficialis,
n. suralis. CpaBHUTENIBHBIN aHAIM3 TOJNYYCHHBIX JaH-
HBIX HCCIIEyeMOW TPYMIIbI AeTel MpOBOAMICS C OOIIIe-
MIPUHATHEIMA HOPMATHBHBIMH 3HaueHUsAMH [5]. B Tadm. 1
NPENICTAaBICHBl COOTBETCTBYIONINE HOPMBI 1O OCHOB-
HBIM TIOKa3aTelisiM JJIEKTpoHepoMuorpadum.

Jlis ompeseneHUsl BBIPAXKEHHOCTH HEBPOJIOTHYE-
ckoro nedurura npuMmeHsan mkary NIS-LL, momu-
(hUIMpOBaHHYIO C YYETOM JIETCKOTO BO3pacTa.

[TepBuvHOE OOCHEMOBaHUE BBIOJHEHO HAa KOHEY-
HOM JTarle UHIYKIIMOHHOW XMMUOTEPAITUH (UCCIIe0Ba-
e Ne 1). Helipomerabonnueckyro Tepanuio Ha3Hava-
T JIETSIM, UMEIOIINM KIMHHYECKAE HEBPOIOTHIECKHUE
nposiBieHus1. [IoBTopHas olleHKa KIMHUYECKON U Heil-
podu3nonorHYecKoil XapakTepUCTUKH MPOBE/ICHA Ye-
pe3 4 Mec. B mepHol KOHCOJMAMPYIOIIETO JICYSHHUs
(nccnenoBanme Ne 2).

CratucTniyeckyro 00paOOTKy MPOBOIMIN BapHa-
[IMOHHBIM METOJIOM C HCIIOJIb30BAHUEM IPOrPaMMBI
Microsoft Excel, makera mporpamm Statistica for Win-
dows, 6.0, Microsoft office Excel 2007 for Windows.

PE3YNbTATbl MCCZIENLOBAHUA
M UX OBCYXAEHUE

Ha moMeHT ucciiefoBaHusi BO3pacT JeTedl BapbU-
poBan ot 3 mo 17 ner, cpeaHMil BO3pacT COCTAaBHII
9,0 £3,4 roga. Cpenu Bcex BO3pacTHBIX TPy Ipe-
oOyafany €T MJAJLIero IIKOJIbHOIO BO3pacTa —
42,8 % (n=9), KOIUYECTBO JETeH OIIKOIHLHOTO BO3-
pacta W TOAPOCTKOB OBIJIO OIMHAKOBO M COCTaBHIIO
mo 38,6 % (n=6) B xaxnou rpynme. IIpu pacmpe-
JeNeHUN OONBHBIX IO MOJY CYILIECTBEHHOW Pa3HULbI
HE BBIIBJICHO, CPEIH MAIMEHTOB Habmomanocsk 47,6 %
(n=10) mansunkoB u 52,4 % (n=11) ngeBouexk.

[Ipu nepBruHOM 00CIIEIOBAHUH 110 JAHHBIM HEBPOJIO-
TMYECKOr0 OCMOTpa HapyLICHUs B IBUTATENIbHOMN cdepe
BeIsIBIICHBI y 14,3 % nmereit (n=3), y 9,5 % wnaOmona-
JIOCh CHM)KEHHE MBIIIIEYHON CHIIBI M YyBCTBUTEILHOCTH
(n=2). Cpenu yxazaHHOW TPYIIIbl OONBHBIX CHIDKCHHUE
CYXOKMIIBHBIX pe(IeKCOB HIDKHUX KOHEYHOCTEH Orpe-
JIeJSII0Ch Y 4 MalueHToB, 4To cooTBeTcTBOBANO 19,0 %.
Or11eHKy BBIPQKEHHOCTH HEBPOJIOTHUECKOTO JehUITITA
MPOBOIWIN ¢ ToMomIbio mKamel NIS LL, pe3ymsrarsi
KOTOpPOH TpencTaBieHbl B Tabm. 2.

[lepsuunoe OHMI'-uccnenoBaHne BBITONIHSIOCH
BCEM JICTAM Ha 3Tale MHIYKIMOHHOM XMMHOTEpPAIHH.
HecmoTpst Ha TO 4TO HapyLIeHUs B HEBPOJIOIMYECKOM
craryce Habmomanuck y 23,8 % (n=15), B uccieny-
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Tabnuua 1 / Table 1
HopMaTMBHbIE 3HAYEHUS NOKa3aTenen 3NeKTPoHepoMmMorpadmyeckoro nccaenoBaHus
Reference EMG values

m. AH / m. EDB /

INoka3zatens / Value o TS 0 PS n. PS S n. S

AmmiuTyna otBeta, MB/MkB /
> > — _
Amplitude of the response, mV/mkV 30 3,5 530 530
CkopocTb PaclpoCTpaHeH s BO30yXaeHus, M/C / =40 =40 =45 =45
Nerve conduction velocity, m/sec.
Pesrfmyam,Haﬂ JaTeHTHOCTb, MC / <35 <35 B B
Residual latency, msec
Ipumeuanue. AH — wmpimma, npuBoxasimas Oonpmoi majien cronsl; EDB — xopoTkmii pasrubartens manbues; n. TS — 0607b-

mebepoBelil HEpB, n. PS — mano6epuoBslii HepB; n. PS S — moBepXHOCTHBIH MaloOepIOBBIH HEPB; N. S — HKPOHOXKHBIH HEPB;
aMIUIUTYa OTBETa, MB — CHOCOOGHOCTB MBIIILBI OTBEYATh HAa Pa3/pa)KeHHE; Pe3nayalbHas JaATCHTHOCTh — BPEMEHHAs 3aJepiKKa
OT MOMEHTA CTHUMYJISLIUH /10 BOSHUKHOBEHUS BO30YKICHHUS IPU CTUMYJISLIUU HEPBA B JUCTAJIBHON TOYKE.

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

Tabnuya 2 / Table 2
OueHka HeBponoruyeckoro geduumta y geten ¢ ocTpbiM numdobnacTHbiM neiko3om no wkane NIS LL Ha 3Tane
MHOYKUWMOHHOM XMMUMoTepanuu, uccneposaHme N2 1

Assessment of neurological deficits in children with acute lymphoblastic leukemia with the NIS LL scale at the stage of
induction chemotherapy, study No. 1

banmer
Cp. 3H. £ CT. OTKIL. /
Hccnenosanme Ne 1 / Study No. 1 P
Score
Mean value + Std. dev.
Mpimeunas cua / crubanume 6expa / hip flexion 0
Muscle strength
pasrubanue Gexapa / hip extension 0
crubanue xosiena / knee flexion 0
pasrubanue kosena / knee extension 0
crubanue roseHoctonHoro cycrasa / ankle flexion 0,1+0,18
pasrubaHme roJieHOCTONMHOTO cycTaBa / ankle extension 0,1 £0,18
crubanue naneles cronsl / toe flexion 0,29 + 0,49
pasrubaHue nanbleB cTombl / toe extension 0,29 + 0,49
Pedrexcst / Reflexes kosleHHBIN pediekc / knee reflex 0,29 +£ 0,49
axuiuios peduaexc / ankle reflex 0,38 £ 0,62
yseTBHTENBHOCTD / TAaKTUIIbHAS 4yBCTBUTENBLHOCTS / tactile sensitivity 0,29 £ 0,49
Sensitivity
OoJeBas YyBCTBUTEIBHOCTH / pain sensitivity 0,19 + 0,34
BUOpAIMOHHAs YYBCTBUTEIBHOCTH / vibration sensitivity 0
MBIIIEYHO-CyCTaBHOE YyBCTBO / muscular-articular sensitivity 0
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eMOW Tpynme NPaKTHYeCKH y BCEX IalueHTOB —
B 95,2 % cmyuaeB (n=20) — BBISIBICHBI U3MCHCHHUS
M-oTBeTa ¥ CKOPOCTH PACIPOCTPAHEHHUST BO30YKICHUS
(CPB), 4to cBueTeNbCTBYET 00 aKCOHAILHOM WITH JIe-
MUEMHU3HAPYIONIEM XapakTepe MOpakKeHUs HEPBHBIX
BoJIOKOH. llomydeHHble pe3yabTaThl COOTBETCTBYIOT
JAHHBIM HAy4HOM JMTEpaTyphl, IJIe yKa3aHO, YTO JUIs
AKCOHOTIATUH XapaKTepHO OTCPOUYCHHOE Pa3BUTHE KITU-
HUYECKHX MPOSBICHUI B BU/IC COXPAHEHHSI MBIIIICYHOM
CWIIBI U CyXO)XKHJIBHBIX Pe(IIEKCOB Ha paHHEH CTaIuu
MOpakKeHUs1 HEpBHOW TKaHH [5].

Ha pucynke mpencraBineHo pacrpeneneHue 1mo TH-
1aM TOpPaKCHUs HEPBHBIX BOJIOKOH W XapakKTepy W3-
MEHEHHH CTPYKTyp TMepu(epuIecKux HEpPBOB IO pe-
3ymeTaraMm nepsuuHoro DHMI -uccremoBanus.

CeHcopHas nonuHesponatus /
Sensory polyneuropathy

MoTOpHO-CeHCOpHas AeMUeNMHU3N-
pyloLwas nonvHesponatus /
Motor-sensory demyelinating
polyneuropathu

20 %

/

ITo manaeM DHMI -nccnenoBanus y Bcex MalueH-
TOB OBLI YCTAHOBJICH MOJTHMHEBPUTUUCCKUN XapaKTep
nopaxkeHus. B momapistomeM OOJMBITMHCTBE CIIyYacs,
y 75 % nereit (n=15), BcTpedanoch IBYyCTOpPOHHEE
ropakeHue mnepudepruiecKux HEpPBOB, aCHMMETpPHY-
HOE HapymieHHE BBIABIUIOCH y 25,0 % O0IbHBIX
(n=25).

Takum 00pa3oM, NPU3HAKH TOPaXKEHUsS Mepude-
puyeckux HepBoB mno naHHbiM DHMI-uccnenoBanus
ycranoBiieHbl y 20 nanueHToB. [Ipu atom y 17 u3 Hux
3apEruCTPUPOBAHO CHIDKEHHE YpOBHS M-0TBeTa, 4TO
cocraBuiio 89,5 %. M3onnpoBaHHOE HapylleHHE CKO-
poctu pacnpocTpaHeHus: Bo3OyXKICHHS B HCCIeIye-
MO TpyIIIie OTMEUEHO y 2 MAaIMeHTOB, YTO COOTBET-
ctByet 10,5 % (Tadm. 3).

MoTopHas akcoHanbHas
nonuHesponatua /
Motor axonal polyneu-
ropathy

MoTOpHO-CEHCOPHas aKCOHanbHas NonauHeBponatus /

Motor-sensory axonal polyneuropathy
PucyHok. PacnpepeneHue nonvHeBponaTtuii Mo TMNAM MOPaXKEHUS HEPBHbIX BOJIOKOH U XapaKTepy U3MeHeHui nepudepuveckux
HepBOB Y AeTeli C 0CTPbIM NIMM(O6GNACTHBIM NEAKO30M MO pe3ynbTaTtaM 3NeKTPoHelpoMmuorpadumu Ha sTane UHAYKLUMOHHOM

XuMHUOTEpanuu
Figure.

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

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

Tabnuua 3 / Table 3

Pesynbrathl 3nekTpoHelipoMmnorpaduyeckoro obcnenoBaHuns aeten ¢ ocTpbiM NMM@POONaCTHbIM N1€MKO30M, OLLEeHKA
MOTOPHbIX BOOKOH Ha 3Tane MHAYKLMOHHOM xumuotepanuun (M £ m), nccneposaHue N2 1

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

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

m. AH m. AH m. EDB npaBas m. EDB
IToka3zarens /
Value mmpaBasi CTOpoHa / | JieBasi CTOpoHa / cTropoHa / JeBasi CTOpOHa /
4 right side left side right side left side
AMmintyaa oTBeTa, MB / 7,0+2,94 6,4 + 3,35 2,4+142 2,5+1,57
Amplitude of the response, mV
CKOpOCTh pacrnpocTpaHeHHs BO30yKaAeHU, M/C / 49,2 + 6,07 48,9 £6,0 45,9 + 4,28 46,6 £ 6,15
Nerve conduction velocity, m/sec.
PesunyanbHas JJaTEHTHOCTh, MC / 2,2+0,94 2,1 £0,78 2,8+ 1,29 2,9+ 1,89
Residual latency, msec.

Ilpumeuanue. AH — mpimna, npusoasmas 6onapuioi naner cronsl; EDB — kopoTkuii pasrudarens majiplieB; aMIIIUTYAa OTBETA,
MB — cnocoOHOCTE MBINIIEI OTBEYATh Ha Pa3/ipakeHUe; pe3nuyalbHas JaTeHTHOCTh — BPEMEHHas 3aJiepKKa OT MOMEHTa CTHUMY-
JALNN 0 BOSHUKHOBEHHS BO30Yy:KJIACHHS MPU CTUMYISIIMHA HEPBA B AUCTAIBHON TOUKE.

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

Pe3ynbTatbl anekTpoHepomumorpagduyeckoro obcnenoBaHusa neter ¢ octpbiM TMMGO6NACTHBIM N€MKO30M, OLLEHKA
CEHCOPHbIX BOMIOKOH Ha 3Tane MHAYKUMOHHOW xumuoTepanuu (M £ m), uccnegosanme N2 1

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

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

n. PS S n. PS S n. S n. S
[Tokazareins /
Value npaBas CTOPOHa /| neBas cTopoHa / npaBas CTOPOHa /| neBas cTopona /
right side left side right side left side

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

CKOpPOCTh pacnpocTpaHeHus BO30OYIKICHUs, M/C 49,9 + 7,67 50,1 £ 6,59 46,0 + 6,32 46,7+ 6,5
Nerve conduction velocity, m / sec.

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

IIpunoocenue. n. PS S — noBepXHOCTHBIN Majlo0epLOBBIl HEPB; N. S — MKPOHOXKHBINA HEPB.

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

Tabnuya 5 / Table 5

OueHka HeBponoruyeckoro geduumta y getei ¢ ocTpbiM nuMdo6nacTHbiM neko3om no wkane NIS LL Ha 3Tane

KOHCONMAMpPYOLWEN XMMmoTepanuu, uccnenosanue N2 2

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

consolidating chemotherapy, study No. 2

bannsr,
Uccnenosanme Ne 2 / Study No. 2 cp- 38 * CT. ot /
Score,
Mean value + Std. dev.

MperieyHas cuna / crubanue 6enpa / hip flexion 0,29 + 0,52
Muscle strength pasruGaunue Gexpa / hip extension 0,19+ 0,34
crubanue kojeHa / knee flexion 0,57+ 1,03
pasrubanue kojeHa / knee extension 0,43 +1,78
crubanue roneHocTonHoro cycrasa / ankle flexion 1,24 + 1,53
pasrubaHue roysieHoCTONHOTO cycrasa / ankle extension 1,24 +£ 1,53
crubanme naneles cTonsl / toe flexion 2,19 £ 1,26

pasrubaHue maiblleB CTOIbI / toe extension 2,1 +13
Pednexcer / KoJIeHHBIH peduieke / knee reflex 2,05+£0,28
Reflexes axuiioB pedieke / ankle reflex 2,33 +0,54
YyBCTBUTENBHOCTD / TaKTHJIbHAsl 9yBCTBUTEIBHOCTS / tactile sensitivity 0,67 +0,95
Sensitivity OomeBas 4yBCTBUTEIBHOCTH / pain sensitivity 0,57 £ 0,87
BHOpaIOHHAS YyBCTBUTEIBHOCTD / vibration sensitivity 0,38 £ 0,62
MBIIIEYHO-CyCTaBHOE YyBCTBO / muscular-articular sensitivity 0,48 0,73

B Ttabn. 4 mnpeacraBnensl pesyasrarbl OHMI -
UCCJEI0BAaHUSI CEHCOPHBIX HEPBHBIX BOJIOKOH, MO KO-
TOPBIM yCTAHOBIICHO HapyIieHne nposeneHus y 47,3 %
(n=9) manuenTtoB. [lo MaHHBIM OIICHKH HEBPOJIOTH-
YeCKOro CTaryca HapylleHHe YyBCTBUTEIBHOCTH OBLIO
BBISBIICHO Y 9,5 % (n=2) oOcienyeMbIx IETei.

Bropoii sTan wuccienoBaHus TPOBOAWIM IOCIE
3aBEpUICHUS MHAYKLUHOHHOIO Kypca XUMHUOTEpPAIUH,
B IIEpHOA KOHcoiauaupyruero JedeHus. Hccieno-
BaHME 3aKJII0YAJIOCh B IOBTOPHOH OLIEHKE HEBPOJIO-
THYECKOro cTaTyca MHallMeHTOB. Y OIHOro peOeHka
HAOII0AIOCh CHIDKEHHE MBIIIEYHON CHIIBI IO Tpex
0ammoB B TPOKCUMAIBHBIX OTAENaX W JI0 YETHI-
pex OamioB B JUCTAlbHBIX OTAENaX HIKHUX KO-

HEYHOCTEH, YTO NPUBEIO K HAPYLUICHHIO MOXOIKH.
B 14 cnyuasx (66,7 %) BBISBICHO CHIDKEHUE MBI-
IIEYHON CHIJIBI IO YeThIpeX OajuioB B JUCTAIBHBIX
oTJeNlaX HWKHUX KOHEYHOCTEH, MPOSBISIONICECs 3a-
TPYIHEHHEM TMOIbeMa Ha HOCKM W TSTKU. Y BCeX
OOJBPHBIX OTMEUAJOCh YITHETCHHE KOJCHHBIX U aXWJl-
JIOBBIX CYXOXWIBHBIX peduiekcoB. Y Bcex [eTei
TaK)Ke PETHUCTPUPOBAIHCH KajdoObl HAa OONM B HUXK-
HUX KOHEYHOCTSIX Pa3HOW CTEIEeHH BBIPAKEHHOCTH.
[Ipu 5TOM HEOOXOIMMO OTMETHUTBH, YTO HapylLICHHE
TaKTHJIBHOH M OOJIEBOH YYBCTBUTEIBHOCTU BBISBIIC-
Hel Yy 23,8 % (n=15), a cHmKeHHE BHOPaLMOHHON
YYBCTBUTEJIBHOCTH M MBIIIEYHO-CyCTaBHOTO YYBCTBA
y 9,5 % (n=2) manmuentoB. B Tabn. 5 mpencrasie-
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Tabnuua 6 / Table 6

Pesynbrathl 3nekTpoHelipoMmnorpaduyeckoro obcnenoBaHns aeten ¢ ocTpbiM NMM@POO6NacTHbIM N1€MKO30M, OLLEeHKA
MOTOPHbIX BOJTOKOH Ha 3Tane KOHCconuaupywuwen xumumotepanum (M= m), uccneposanHune N2 2
Results of the ENMG-test of children with acute lymphoblastic leukemia, assessment of motor fibers at the stage of

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

m. AH m. AH m. EDB m. EDB
IMokasaTens /
Value mpaBasi CTOpoHa / | IJleBast CTOpoHa / | mpaBasi CTOpoHA / | JeBas CTOpoHa /
right side left side right side left side
AwmrutuTyna otseta, MB / 7,6 £3,29 7,6 £3,73 2,2+1,26 2,1 +£1,27
Amplitude of the response, mV
CKOpOCTh pacipoCTpaHEHUS BO3OYKICHUS, M/C 482 +3,2 48,5+ 6,16 47,5 £ 6,08 45,3 +£ 4,63
Nerve conduction velocity, m/sec.

Tabnuya 7 / Table 7

Pe3synbTatbl anekTpoHerpomumorpaduyeckoro obcnenoBaHmsa netel ¢ octpbiM TMMGO6NaCTHBIM N€MKO30M, OLLEHKA
CEHCOPHbIX BOJIOKOH Ha 3Tane KOHcoNuaupywlen xummotepanun (M = m), nccneposanmne N2 2
Results of the ENMG-test of children with acute lymphoblastic leukemia, assessment of sensory fibers at the stage

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

[Tokazarens / n. PSS n. PSS n. S n. S
Value mpaBasi CTOpoHa / | JieBasi CTOpoHa / | mpaBasi CTOpoHa / | JieBasi CTOpoHa /
right side left side right side left side
AmnuTyna oTBeta, MKkB 11,8 £4,91 10,7 £ 6,95 11,2+ 3,74 10,3 £5,79
Amplitude of the response, mkV
CKOpOCTh pacupoCcTpaHEHUs BO3OYKICHUS, M/C 47 £ 4,61 47,9 + 4,99 44,5 + 4,06 443 +32
Nerve conduction velocity, m/sec.

Hbl JaHHBIE 10 HEBPOJOTUYECKOMY Ie(HIuTy mpH
ITIOBTOPHOM 00CJIeIOBaHWH. TakuM o00pa3oMm, OBLIO
BBISIBJICHO yBEJIMYEHHE KOJIMYecTBa OajioB MO MIKa-
ne NIS LL npu oreHKe HEBPOJOTHYECKOTO CTaTyca
y JeTell B JAMHAMHKE B MEpPUOJl KOHCOIUAUPYIOIIEH
XUMHUOTEpaIuu.

[Ipn amammsze OHMI -uccnenoBanns B JIWHAMHKE
0 TUIIaM TOPaXCHUSA HEPBHBIX BOJIOKOH M XapaKTCpPy
n3MeHeHn nepudepuueckux HepBoB B 45,0 % ciyua-
eB (n=9) BBIABISIIACH MOTOpHAsl aKCOHAJIbHAS TIOJH-
Hesponarust, y 35,0% (n=7) — MOTOpHO-CEHCOpHast
aKCOHANbHAsA TOJMHEBPOMNATHSA, C OJMHAKOBOM YacTo-
Toii — 10,0 % (n=2) — MOTOpHO-CEHCOpHAas JIeMHe-
JIMHU3UPYIOIIAs. U CEHCOPHAs TIOIMHEBPOIIaTHH.

Takum 00pa3oM, NpU JHHAMHUYECKOM IPOBEICHHUU
OHMI -uccrienoBadusi OTMEYANIOCh TIPHUCOCAMHCHHE
TMOBPCKACHUA CCHCOPHBLIX BOJIOKOH Y 3 ITaIMCHTOB,
KOTOpble MMM TOpakeHHE MOTOPHBIX BOJIOKOH
IpU NEPBUYHOM HCCIEIOBAaHUH. Y OAHOrO OOIBHOTO
C TPHU3HAKAMH CEHCOPHOH TOJMHEBPOIIATHH BBISBIIS-
JIOCHh JOTOJHHUTEIHHOE BOBJEYEHHE MOTOPHBIX BOJIO-
KOoH. B omHOM ciydae HaOmonanach TMOJIOKHUTEIbHAS
JIMHAMHKA, Y peOCHKa C MOTOPHO-CEHCOPHOH MOTMHEB-
poIaTHeil Onpeaesiyioch BOCCTAHOBIIEHUE CEHCOPHOTO
THTIa HEPBHBIX BOJIOKOH.

[Ipu cpaBHUTENHHOM aHanm3e mokasareneidn DHMI -
uccienoBanust Ne 2 ¢ TaHHBIMU TIEPBHYHOTO OOCIENO-

Banua y 20,0 % npereit (n=4) Habnromanach MoJOXKH-
TeNbHAst JMHAMIKA, KOTOpast MPOSIBIIIACH TTOBBIIIICHUEM
amumatynsl M-otBeta u CPB, 6e3 HOpMmaM3anuu BbI-
HiernepeyuciieHHbix napamerpon. Y 50,0 % manmeHToB
(n=10) cymiecTBeHHOW TUHAMUKHA HE OTMEYajocCh,
IIpH 3TOM y 6 JeTeil COXpaHsIMCh OTKIOHEHHs B He-
BposorudeckoM ctaryce. Y ocraBmmxcs 30,0 % (n=06)
peruCTpUpOBANIaCh OTPHIIATENIbHAS JUHAMUKA IO JaH-
HeiM DHMI' B Buzme CHIDKEHUS aMmIuIUTyasl M-oTBeta
u CPB, npeuMynieCTBEHHO B JUCTAJIbHBIX OTIENIAX
HIDKHAX KOHEYHOCTeH (Tabm. 6, 7).

B nenom, npu cpaBHEHHMH JaHHBIX KIMHUYECKOU
KapTuHbl U pe3ynsTaroB DHMI -uccnenoBanus uepes
4 Mec. Ha »Tane KOHCOJIUAMPYIOMIEH XUMHUOTEparnuu
OBLIIO BBISIBJICHO COOTBETCTBHE HEBPOJIOTHUECKHUX TPO-
SBIICHUA W PE3yJNbTaTOB WHCTPYMEHTAJIHHOTO OOcCIe-
JIOBaHUSI.

Takum o0Opazom, y pered ¢ OCTpbIM JTUMQO-
OJIACTHBIM JICHKO30M, IMOJIYYAOIINX XHUMHOTEPAIHIO,
Ha 3Tare HHAYKIIMOHHOTO JICUYSHHsI, OTMEUEHBI MTPU3HAa-
KH niepudepuuecKkoil moxumHeBponaTuu B 95,2 % ciy-
gaeB (n = 20) mpu npoBenennu DHMI -uccnegoBanus.
IIpu sToM THN TOpa)KeHUs HEPBHBIX BOJOKOH U Xa-
paktep u3MEHEHWH mepudepruvIecKux HEPBOB ObLI
MpPE/ICTaBlIeH B pa3HbIX BapuaHTax ¢ Mpeodiaga-
HUEM MOTOPHOM aKCOHaJIbHOW HEBpONaTUU MaJjo-
OepIIOBBIX HEPBOB, KOTOpas ycTaHoBieHa y 55,0 %
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(n=11) nammenTtoB. Ilo maHHEIM aHaTW3a KIMHUYE-
CKOUl KapTuHBI U pesynabTatoB DHMI -nccneqoBanus
y 75,0 % neteit (n = 15) BBISIBICHBI CYOKIMHUYECKUE
u3MeHeHus nepudepuyeckux HepBoB. HeBpomoruue-
CKHE TNPOSIBJIEHHUs] OTMEYAIINCh TOJIbKo B 25,0 % ciy-
gaeB (7 =5) MPEeUMYIICCTBEHHO B BUJE HaPYIICHHI
CO CTOPOHBI JBUTaTeIbHOU CQephl.

B Teyenne 4 mec. AMHAMHYECKOTO HAOIIOOCHHUS
y BCeX TMAI[MeHTOB C YCTAaHOBJICHHBIMH CYOKJIMHU-
YECKMMHU TPHU3HAKAMHU TOpaXEeHU TepudepraecKux
HEPBOB MOSBMJINCH COOTBETCTBYIOIINE HEBPOJIOTHYE-
ckue cumnroMbl. [lo nmaHHBIM moOBTOpHOrO OHMI'-
UCCIIEZIOBAaHUSI OTMEYAJIOCh YBEIMYEHHE KaTeropHH
MAIMEHTOB, UMEIOIINX MMPU3HAKK MOTOPHO-CEHCOPHOM
nonuHeBponatuu B 1,7 paza. IIpu cpaBHUTEIHLHOM
aHanuze nokasareneid DHMI' mpakTuyecku y Kaxaoro
tperbero pedenka (30,0 %, n=6) peructpupopaiach
OTpUIlaTebHAs TUHAMHKA B BHJIC CHW)KCHUS aMILIU-
Tyasl M-otBera u CPB.

3AKJNTIOHYEHUE

[Tony4yenHnble JaHHBIE CBUACTEIBLCTBYIOT O BBICO-
KOM pacnpoCTpaHEHHOCTH XMMHOWHIYLMPOBAHHOU
TIOJIMHEBPOTIATHN Y JEeTei ¢ OCTpbM JmMdoOlmacT-
HBIM JIeiiko30oM. HauanpHbIe CYOKITMHUYICCKHAE TIPH3HA-
KU TIOBPEXJICHUS Tepu(eprUuecKuX HEPBOB BBISBIIS-
nuck 1o ganHeiM DHMI -uccnenoBanus npakTuuecku
y BCEX MALMEHTOB Ha KOHEYHOM 3Tare MHAYKLHOHHOMN
XUMUOTEpAuu C MOCIEAYIOIUM MPUCOCAUHEHUEM
KIIMHAYECKUX TPOSIBIICHUA M HapacTaHHEM Iopake-
HUS HEPBHBIX BOJIOKOH. COOTBETCTBEHHO MJII PAHHETO
BEISIBJIICHUSI U3MEHEHHI CO CTOPOHBI TNepudeprudeckoi
HEPBHOM CHUCTEMBI y JeTeH, MOJydaroUuuX XHMHOTE-
panmio, BO3HUKAeT HEOOXOAMMOCTh MPOBEACHUS HEH-
podu3UOIOrHUeCcKOro 00CICIOBaHUs B JIOKJIIMHUYE-
CKHMIl TEepuoj C ILEJIbI0 OMPEIeICHUS TPYIILI pUCKa
1o (OPMHUPOBAHUIO KIMHHUYECKUX HEBPOJIOTUYECCKUX
PacCTpOMCTB U CBOEBPEMEHHOIO HA3HAYCHUS KOMILICK-
ca JICYCOHBIX MEpOTIPUATHH.
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Kunra mpencrasisieT co60il THEBHMK, paccKa-
3pIBAIOLIVIT O MAaJIeHbKOl JeBo4Yke Mapuke u ee
v MaMe, >XM3Hb KOTOPBIX VAVBUTEIbHBIM 0OpasoM

K raHCKM M IepeceKknach € TreHueM oproneanyu laBpumaom
yp AbpamoBuyeM Vnu3apoBbIM, O ero BpadeOHOI fe-
ATEIBHOCTYU, KOTOPYIO OH Be/l C HEOOBIKHOBEHHBIM

A H e B H M K 4e/I0BEKO/M00MeM, Bepoil, paHaTU3MOM ¥ HEYTO-

MUMOCTbI0. Ynutarens ysHaet, kak [LA. Vinusapos

OTHOCM/ICSL K JIIOASM, KOTOpbIe >XWINM MIn pabo-

' ® < Tanmu B OONMbHUIIE, CYMeET HMPOCIENUTh 33 IMPONC-
XOJVBIIVMMU U3 TOfIa B TOf lepeMeHaMI.

B m3paHmm 3amevaTsieHBl IPOM3OLIEAIINE

B Poccunm BakHbIe UCTOpUYECKNE CO6bITI/IH, KOTO-
pbl€ OKa3ain CYIIb6OHOCHOC B/INAAHVIE Ha BECHh MIUD.

Yurarenb, KOTOPBII OKaXKET [IOBEpUe HEM3BECTHOMY MMEHM U BO3bMeT B pykm «Kypranckmii
nHeBHMK» Mapuu Kapam, monyunt HeoObIKHOBeHHOe BIedaTaeHyue. OcoOblil MHTepeC MpUIA0T
JHEBHUKY TYMaHM3M, MUPOBUJEHNE U XKM3HEHHAsA IO3ULMA €ro aBTopa.

Banepuss Haopa,
HypHATUCI U KPUMUK

OTa KHUTA ABIAETCS IIpE€KpaCHbIM IIPpUMEPOM CIIOCOOHOCTM 4Ye/TOBEKA BBIKOBBIBATH OEHHOCTU U3
coux ucnbitanmit. Kak mucan Jlacno Hemet, pasymMHBINI 4elOBEK CyMeeT CO3[IaTh TBOPYECKYIO
MacTepcKyw aaxe B capae. [Ipumep Mapum Kapam ybennrenpHO NoOKasbiBaeT, KakK IVCAHNE
AHEBHMKA I OTBETCTBEHHOCTDb MHTEI/IEKTYa/Ia IIOMOTraIn el BeCTu HEYCITOBEYECKYIO 60pb6y, BbI-
IaBUIYIO HA €€ JOMI0. ITO OAVH U3 YPOKOB, KOTOPbIl KOCBEHHO IIOMOTAaeT OCO3HATh 3Ta KHUTA.

Hoxmop Ouope ILleiizenv,
épau-zeHemux
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PE3Y/IbTATbI IEYEHUA OETEA C BPOXXAEHHOW ANCOYHKLMEN KOPbI
HAANOYEYHUKOB, MPOXMBAKOLWKUX B MEPMCKOM KPAE

© H0.M. TomunuHat, I'B. Ynctoycosa?, J1.B. CodppoHoBa?
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Lna yumuposaHus: TommunmHa K0.M., Yuctoycosa IB., CodpoHoBa J1.B. Pe3ynbTaThl nedeHns AeTei ¢ BPOXKAEHHOW ANCHYHKLMENR Kopbl
HaZMNOYeYHMKOB, NPOXKMBatoLLMX B Mepmckom Kpae // Meamnatp. — 2021, — T. 12. — Ne 3. — C. 25-30. https://doi.org/10.17816/PED12325-30

Moctynuna: 14.04.2021 OpobpeHa: 20.05.2021 Mpuusta K nevatu: 23.06.2021

BeBepenue. BpoxaeHHas auchyHkumsa kopbl HagnoyveyHukos (BAKH) — 310 rpynna ayTocoMHo-peLeccuBHbiX 3abone-
BaHMi. Okono 90 % Bcex petert ¢ BOKH mmeloT HepocTaTouHOCTb PepmeHTa 21-ruapokcunasbl, KOTOpbIn Heobxoaum
NS CUHTE3a [KOKOPTUKOMAO0B M MMHepanokopTukonnos. Conbrepsiowas dopma BOKH dopmupyetcs npu peduuute
W TNOKOKOPTUKOUAOB, U MUHepanokopTukonaos. OTCyTCTBUE NleveHns nNpu LaHHOW GopMe nNpuBOAUT K rnbenu pebeHka
yXe B MafileH4ecTBe, @ NOTOMY paHHEee BbISIBJIEHWE M HAYaNo leYeHUs Ype3Bbl4alHO BaXHO.

Llenb uccnepoBaHus: M3yunTb KAMHMYECKME OCODEHHOCTM TeyeHus 3aboneBaHUs M OUEeHWUTb 3DDEKTUBHOCTb NevYeHus
netewn c conbrepsitowen dopmon BAKH B Mepmckom kpae.

MaTepuansbl u MeToabl. [poBeaeH aHaNIM3 KNMHUYECKMX 0COBeHHOCTel TeueHns 3abonesanumsa y 40 neTew C conbTepstoLLen
dopmoit BOKH, npoxueatowmnx B MNepMckoM Kpae. [ng OLeHKM afeKBAaTHOCTM NogobpaHHOM Tepanuu 6biaM NpoaHanusu-
pOBaHbl KIMHUYECKME MPOSBAEHUS: TAra K CONIEHOM MNuLLe, TMNepnurMeHTaLmns KoXHbIX MOKPOBOB, TMPCYTU3M, HapyLlleHue
pocTa v Apyrve CMMNTOMbI, @ TaKXe NoKasaTenu 31eKTpPoanTHoro 6anaHca, yposeHb 17-ruapokcunporectepoHa, afpeHo-
KOPTUKOTPOMHOIO FOPMOHA, PEHUHA.

Pesynbtatbl M 06CyXaeHMe. HecMOTPS Ha COBpEMEHHble BO3MOXHOCTU AMArHOCTUKKU U neveHuns npu BAKH, nonHoi kom-
neHcauuu 3aboneBaHus yaaetcs LO6UTbCS AANEKO He BO BCex cayyasx. [louTv y Bcex 06CnenoBaHHbIX LeTei BCTpevanuch
nM60 CUMNTOMbl HELOCTAaTOYHOCTU 3aMeCTUTeNIbHOM Tepanuu, NMbo NpU3HaKK Nepefo3npoBKU. Y paaa AeTei, He UMerLWUX
KIMHUYECKUX NPOSBAEHUI 3aboneBaHus, Oblan BbiSBAEHbl OTKJIOHEHUS B FOPMOHANbHOM npodwune.

BoiBoAbl. B xoae Hawero uccnenoBaHMs YCTAHOBAEHO, YTO AN AeTel MNaflIero Bo3pacta XapakTepHbl CUMMTOMbI
nepeno3vMpoBKK TOKO- MM MUHEPANOKOPTUKOMAAMM, @ TaKXKe 4acToe BO3HMKHOBEHWE COMbTEPSILMX KPU30B Ha (GoHe
NPUCOEANHEHUS UHTEPKYPPEHTHbIX 3a00NeBaHuiA, Toraa Kak Ans AeTei noApOoCTKOBOro BO3pacTa akTyasibHbl Npobiemsl,
CBSI3aHHble C HEJOCTAaTOYHOM J030M MIOKOKOPTUKOUAHBIX NpenapatoB. CylecTBeHHblE TPYAHOCTU Tepanuu aeTteit ¢ BAKH
TaKXe CBsi3aHbl C KOPOTKUM AeicTBuMeM ruapokoptusoHa (KopTteda®). OpmH M3 cnocoboB pelleHus 3Tux npobnem —
opraHusaumsa WKkonbl Ana poautenen petei, 6onbHbix BAKH. Co3pgaHne mMoTuBaumu, 0ObSICHEHME MPUHLMNOB NleYeHUs
M BaXXHOCTWU perynspHoro npuema npenapartoB, a TakXe 0ObsSCHEHME anropuTMa AEeNCTBUI NPU HEOTNOXHbIX COCTOSHU-
X — BAXHbIM War B AOCTUXKEHUM KOMMeHcauuu 3abonesaHus.

KntoueBble cnoBa: conbrepsiowas GopMa BPOXAEHHOM AUCHYHKLMM KOpbl HAAMOYEYHWUKOB; OCHOBHblE KJIMHUYECKMEe
NpOsIBNEHUS; TUNEpPaHAPOreHns; 3NeKTPONUTHbIE HAPYLLUEHUS; MPUYMHBI LEeKOMMEHCALUM.

THE RESULTS OF THERAPY OF CONGENITAL ADRENAL HYPERPLASIA IN CHILDREN
IN PERM REGION

© Yu.M. Tomilina?, G.V. Chistousova?, LV. Sofronova?
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Received: 14.04.2021 Revised: 20.05.2021 Accepted: 23.06.2021

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

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

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

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

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

imbalance; reasons of decompensation.

BBEOEHMUE

BpoxaeHnHass AuCQYHKIMS KOPBI  HaIIOYEYHH-
koB (BAKH) — sto Tpynma 3aboneBaHuii ¢ ayTo-
COMHO-PCIICCCUBHBIM ~ MEXaHM3MOM  HACJIEJI0BaHMUS,

0OyCIIOBJICHHBIX BPOXKICHHBIM HapyLIEHHEM CTepo-
UIOTeHEe3a BCICACTBHE NedHUINTa (EpPMEHTATHBHBIX
CHUCTEM.

Oxomno 90 % Bcex aereit ¢ BJAKH umeror neduimr
(hepmenTa 21-rugpokcunasel (Myrtanusi B rene CYP21)
u menee 10 % — nedunur 11B-ruapoxcunassl (zedext
B reae CYPIIBI). Ocrampable (HOPMBI BCTPEUAIOTCS
KpaitHe penko [5,9]. Hemocrarox 21-ruapokcuiassl
BbI3bIBaeT Jieuuut niokokoprrrkocteponioB  (I'KC)
U MHHEPAJIOKOPTUKOUIOB, peXe — JACPHIHT TONBKO
ITIOKOKOPTHKOMI0B. KoMIieHcaTopHasi THIepCTUMYIIALMS
KOpbl HAJIOYEUHUKOB aJPEHOKOPTHKOTPOIIHBIM TI'OPMO-
HoM (AKTI) mpuBomauT K Tepen3ObITKYy aHApPOTeHOB
U TIpEe/IIIECTBEHHUKOB CHHTE3a KOPTH3071a — 17-ruapoK-
cuniporecrepona  (17-OH-mporecrepona) [1, 3,7, 10].
B 3aBuCHMMOCTH OT BBIPa)KCHHOCTH CHM)KEHHSI aKTHB-
HOCTH 21-THapokcuiiasel BeIAETIOT 3 Gopmbl 3a00-
JIEBaHUSA: MPOCTYIO WM BUPWIBHYIO, COJNBTEPSIONIYIO
U CTEPTYIO MM Hekslaccuueckyto [6, 4, 10]. Ilpu comnb-
Tepstouield GpopMe ONpenesNsonIyl0 poib B KIMHHUKE
3a00eBaHus WrpacT AS(UINT aTbJIOCTEPOHA W BO3-
HUKAMOIMEe Ha STOM (OHE CONBTEPSIONIUE KPH3HI,
KOTOpbIE TIPU OTCYTCTBUU JICUEHHUS MOTYT IPHBECTH
K JIETAJILHOMY HCXOAy yXe B muazeHuyectse. [Ipu Bu-
PWIBHON — KJIMHUKA O00YCJIOBJICHA THIIEPIPOAYKIHEH
aHZPOreHOB Ha ()OHE HU3KOTO ypOBHs KopTHu3oia. Ilpn
HEeKJIaccHueckoil ¢opme nedunut (epMeHTa HE BBI-
paXXEeHHBIN, [T0ATOMY KIMHUKA UMEET CTEPThbIM Xapak-
tep. Jnsa conprepstomeii n BupminsHoi dopm BJIKH
XapakTepHO HapylleHne (HopMHUpPOBaHUS HaPYKHbBIX
nmonoBeix oprano (HIIO) y meBouek, mposBisionie-
€csl BUpWUIIM3alMEld PA3HOM CTENEHU BBIPAKEHHOCTH.

Y Majnp4uKOB IIPU POKIECHUU BCTPEUAETCS MAKpPOICHU-
TOCOMHUS, OTHAKO Ha Hee, KaK MpaBUJIo, HE 00pamaT
BHHUMAaHUS.

B Poccun BJAKH cpenu nmeteii BcTpedaercs ¢ 4a-
croroit 1:9500 [1, 5, 6]. K kony 2019 r. B Ilepm-
CKOM Kpae Ha yuere c¢ nuarHo3oM BJIKH coctosiio
122 peGenxa.

C mapra 2006 . B Poccun BBeeH HeOHATATbHBIN
CKPMHHUHI, B XOJl€ KOTOPOIO HCCIEIyeTCsl YpPOBEHb
B kpoBu 17-OH-nporectepona. JlaHHO€ HccienoBaHUE
no3BosisieT BoIABIATH aered ¢ BJAKH yxke B mepBbie
JHU KW3HU, HO cuuTaeTcsi Hed(p(HEeKTHBHBIM TpU He-
KJIaCCUYECKOM, a B HEKOTOPBIX CIy4asx U IpPU BHPHIIb-
HoH opme [2, 6, 9]. Ha ceropnsimauii nens Hanbonee
WHPOPMATUBHBIM METOJIOM B OTHOIICHHH BceX (opM
B/JIKH siBnsieTcsi MOJIEKYJISIPHO-TEHETUUECKOE UCCIIEN0-
BaHUE METOMIOM aJUIeTb-CIICTIM(PIUCCKON TTOTMMEpPa3HOM
LEMHON peakuuu AJisi OOHAPYKEHUsI TOUSYHBIX MYTaIUH
B rene CYP2[ [9]. OgHako moKa 3TOT METOJ JOCTYICH
JIUIIb B KPYHHBIX SHIOKPUHOJIOTMYECKUX LEHTPaX.

EnQvHCTBEHHBIN BOBMOYKHBIN CIIOCOO KOPPEKIIMH TOP-
MoHanbHBIX Hapymenuii npu B/IKH — sto 3amectu-
TeNbHas TOPMOHANbHAsl Tepanusl DIOKOKOPTHKOWIAAMHU
Y MUHEPAJIKOPTUKOUIaMU. J[eBoUKaM ¢ mpu3HaKaMH BU-
pummzanuu HITO moxazana gpeMuHM3MpYOmas iacTy-
Ka, CPOKM TIPOBEICHHS KOTOPOM OMpEeNnsoTcs B 3aBU-
CHUMOCTH OT CTeneHd Bupwimzanuu [§]. B manpHelmem
TpeOyeTcsl MOCTOSIHHO KOHTPOJIMPOBATh aJeKBaTHOCTh
Mo00OpaHHON Tepanuy U U3MEHSTH 103y TOPMOHATBHBIX
[IPENapaToB B 3aBUCUMOCTH OT BO3pacTa M Macchl Teia
pebenka. Kpome Toro, m03uMpoBKa JODKHA OBITH CKOP-
peKTHpOBaHa Ha (OHE MHTEPKYPPEHTHBIX 3a00JIeBaHUI.

Lenv uccnedosanus — N3y4UTh KIMHAYECKUE OCO-
OCHHOCTH Te4eHHUs 3a00JeBaHUSA W OIEHUTH 3(Pdek-
THBHOCTH JICUCHHS NETEH C comprepsiomieit dhopMoit
BJIKH, nmpoxwuBaromux B [lepmckom kpae.

@ Meguatp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



OPUTMHANbHbBIE CTATbW / ORIGINAL STUDIES

27

MATEPWUANDbI N METOLbI

[Ipoananu3upoBanbl uctopun 6one3nn 40 nereit
B Bo3pacte oT 1 mo 15 ner (6,6 £+ 3,8 rona) ¢ conbTe-
pstoweit popmoit BIKH, HaxoauBIIMXCs Ha JICUSHUH
B otaeseHuu sHaokpunonorun KJIKB B 2017-2019 rr.
[Ton HabmronenreM HaxonuiIHch 23 neBodkH U 17 Maib-
yukoB. Jluarno3z BJIKH ycranoBien mo pesynapraram
HEOHaTaJbHOTO CKPUHUHTA y 38 MalMeHTOB M Yy ABYX
MaJIBYHKOB, POAMBIIUXCS 10 BBEJCHHUS CKpUHUHTA, —
3aro103peH Ha OCHOBAHHWH KIMHUYECKHUX TPOSIBICHUI
COJIBTEPSIIONIETO KpH3a, BOHUKIIETO B MEPBBIA MeCHIl
KU3HU. [l0 SKCTpeHHBIM NOKa3aHMSAM TOCIHUTAIU3U-
poBaHbl 7 neTel, ocTanpHble 33 pebeHKa MOCTYNWIH
B TUIAHOBOM TIOpSAKE. MOJNEKYISIpHO-TEeHETHIECKOe
obcrneoBaHre B TAOOPAaTOPUH TEHETUKH MOHOTCHHBIX
3ab0oneBannii «HMULL snnoxkpunonorum» Mun3npasa
Poccuun mposeaeno 11 nmersim.

Jlis olleHKHM aJIeKBaTHOCTH NOAOOpaHHOW Tepa-
MUU OBUIM TIPOAHAM3MPOBAHBI KIMHUYECKHE TIPO-
SBJICHUS: TATA K COJIGHOW MHIIE, THIePITUTMEHTAIHS
KOXHBIX TIOKPOBOB, THPCYTH3M, HapylleHHe pocTa
W JIpyrue CHMIOTOMBI, W JIabOpaTopHbIE IMOKa3aTelu:
YPOBEHb Kajvisi M HATPHs CHIBOPOTKH KPOBU U UX CO-
OTHOIIICHHE, CONEpIKaHke B CHIBOPOTKE KpoBHu 17-OH-
nporecrepona, AKTI, penuna.

Cpennuil Bo3pacT MAallMEHTOB, a TaKXe CpeAHHe
JI03bl TIPEnaparoB MNpPEACTaBICHbl B BUAE CPEIHHUX
apu(pMeTHYeCKuX 3HAUYEHUH W CTaHJAPTHBIX OTKJIO-
HeHuit (M =+ 9). Ilokazatenu, XxapakTepu3yoOIIre Kade-
CTBEHHbIE TPHU3HAKH, ONpENessii B MpoleHTax. [l
CTaTUCTHUYECKOTO aHAJIN3a JaHHBIX MCIIOJIb30BaJIN MPO-
rpammy Microsoft Excel 2016.

PE3YJIbTATbl U OBCYXXAEHUE

Bce nmetm ¢ mepBBIX HeAeNb KM3HU IIONTydalld
TOPMOHAJIBHYIO TEpaIuio, 4TO MPeNoTBPaTHIO (op-
MHUPOBAHHE COJBTEPSIONICIO KpHu3a B JedroTe 3a-
OoneBanns. C TENbIO KOPPEKIUHU Ae(HInTa TIFOKO-
KOpTHKOMIOB HasHauaau Kopred® (TabimeTnpoBaHHAs
(hopma ruIpOKOPTH30HA) B 03¢ OT 5,7 10 19,23 Mr/m?
B cytku (12,41 £ 3,38 mr/m? B cytkn). [edunur mu-
HEPATOKOPTHUKOMIOB Koppuruposain Koprtunedhdom
(bympoKopTH30H — TIpemapaT ¢ MHHEPAJIOKOPTHKO-
WJHONW aKTUBHOCTBIO) B j03¢ OoT 25 g0 150 mkr/cyT
(74,46 £ 33,10 mxr/cyt). CornacHo  DenepaibHBIM
KJIMHUYECKHM PEKOMEHIALMSIM, PEKOMEHayeMas 1032
Kopreha — 10-15 mr/m? B cytku, Koprunehda —
50-150 wmxr/cyt [5]. IlpeBbllieHUE PEKOMECHIYEMOM
no3bl Kopreda ormeueno y 7 uenosek (17,5 %), 103b1
HUKe MpeanucanHbIX noayyanu 10 mamuentos (25 %).
Henocrarounas nosza Koprunedda (menee 50 mxr/cyr)
Obuta HasHadeHa 5 getsMm (12,5 %).

B cBs3u ¢ mexommeHcaruei 3a0oneBanus Ha (GoHe
octpoit pecriuparopHoii nHpekmun (OPU) Obum ro-

CIUTAIN3APOBAHKI 7 MAIMEHTOB, y TPeX U3 HUX HUMea
MecTo pBoTa OT 1 710 8 pa3 B CyTKH, Y ISATH — KUAKHHA
CTyJ, y OONBIIMHCTBA — TPU3HAKH O0E3BOKMBAHMSI.
Y Bcex JneTel BBISBICHBI BBIPAXCHHBIC HapyIICHUS
ANIEKTPOIIMTHOTO OallaHca: THIIepKaJIHeMusl, THITOHATPH-
eMUs, COOTHOIIICHHE Kanui/Harpuid oT 1 : 29 mo 1 : 20.
VY nByx ormeudeHo noseimenne AKTI (215-294 nir/m)
u 17-OH-miporentepona (76,3—123 aMons/n), y mstH —
noBbilieHUe peHuHa: 62,7-336 ME/n. OTuernuBbIxX
HapyIIeHU TOPMOHAIFHOTO TMPO(UIS HE BBISBICHO
y JIByX IallUCHTOB.

Jlo mpue3na Opurajibl CKOPOW MOMOIIHM OOJIBIINH-
CTBO pOAMTENEH HE MEHSUI J03bl TOPMOHAIBbHBIX
MperaparoB, JIMIIb ABYM JeTaM Ha (OHE PE3KOro
yxymamenust coctosaus O0su1 BBemeH Commy-Kopred®.
B craumonape Cony-Kopred (uubekiponHas (opma
THIIPOKOPTH30HA) ObUT Ha3Ha4yeH mecTH neTsaM. Cpea-
HUN Bo3pacT maHHOW rpynnsl aereit 3,7 £ 1,9 rona.

B mnmanoBom mopsgke moctymmim 33 peOeHKa.
[Tomnas xommeHcanusi 06e3 3HAYMMBIX KIWHHKO-JIA-
OOpaTOpHBIX MPOSBICHUN HMeJIa MECTO JHIL y 7
U3 HUX. Y 5 neTeli BBIABICHBI JaOOpaToOpHBIE OTKIIOHE-
Hus B Buze nossiieHna AKTI, 17-OH-nporecrepona
W pEHHWHA, XOTS JKaIo0 OHM HE TMPEIbBIISLIM.

Knuaudeckne mMpU3HAKKM TIOBBIIIEHHOTO YPOBHS
aH/JPOTEHOB B PA3JIMYHOM COYETAaHUU HMENIH MECTO
y 11 nmereii: runepnurmentanus y 9 nereit (27,3 %),
rupcytisM — y 3 (9,1 %), yrpesas coib y 2 (6 %),
TIPU3HAKH JIOKHOTO TPEXKIEBPEMEHHOTO TTOJIOBOTO pas-
Butus (I1I1P) y onnoro mansuuka (3 %). Onepexenue
KOCTHOTO BO3pacTa OoJyiee 4yeM Ha 2 roja U HEKOTOpoe
YCKOPEHHE TEMIIOB pOCTa BIIEPBBIE TOJbI )KU3HHU C I10-
CIIEYIOIUM 3aMe/JIeHHEeM K MyOepTaTHOMY BO3pacTy
BBISIBIIEHO y 8 marmenToB (24,2 %).

['mnepangporeHus MoATBEPKAATACH MMOBBIIIEHHBIM
cozepxkanueM B KpoBu 17-OH-mporectepona y Bcex
neteit (ot 46,6 no 202,5 amons/n), AKTI y 9 yenosex
(ot 104 mo 845 mr/mm), TectocTepoHa y 2 JEBOUYEK
(10,4 u 11,5 amone/mi). JlaHHbIC HAapyIMIEHUS BCTpE-
YaJIMCh B OCHOBHOM Y JIeTel myOepTaTHOro BO3pacTa,
cpennuii Bo3pact — 10,7 = 2,8 roga, 4To, BO3MOXKHO,
CBSI3aHO C HECBOEBPEMEHHOH KOppeKInel 103 ropMo-
HAJBHBIX TpenapaToB MO Mepe B3POCICHHS AETEeH.

Tsry K CONEHOW THINEe WCHBITHIBATN 6 merei
(18 %). Y onHOU JeBOUKHM ObLIAa BBISIBIICHA THIIOHA-
TpueMusi Ha (oHE HOPMAIBHOTO YPOBHS Kallusl U CO-
OTHOIIIEHUS IEKTPOIUTOB. HapymieHne cooTHOIeHHS
K* u Na" ormedeno y 5 nereit — ot 1:27 no 1 :23.
VY Bcex neTelt BBIIBICHO MOBBIIeHUEe pernHa ot 50,0
o 313,8 MME/n, uTo sIBIIseTCSl MPU3HAKOM HENOCTa-
TOYHOCTH 3aMECTUTEIbHON Tepanuu MUHEPaJIOKOPTH-
rxonnamu. Jloza Koprunedda y stux gereir — ot 25
mo 100 mxr. Cpemuuii BO3pacT JaHHOW TPYIIIBI Je-
Ter — 6,1 £2,8 rona.
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Cumntom /
Symptom

PacnpoctpaneHHoCTb /
Prevalence

AptepuanbHas runepreHsus /
Arterial hypertension

Crpwm /
Stretch marks

OxupeHue, n3bbITOYHAs Macca Tena /
Obesity, overweight

3aMefneHue TeMnos pocta /
Slowdown in growth rates

Puc. 1. OcHOBHble KAMHMYECKME NpPOSIBIEHUA NepeAo3MpoBKU
I/IIOKOKOPTUKOCTEPOUAOB Y 33 MauMeHTOB C COsbTe-
patoweit GopMoit AUCPHYHKLMU KOPbl HAAMNOYEUYHUKOB,
rocnuTasM3MpoBaHHbIX B NIAHOBOM MopsiaKe

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

Fig. 1.

Cumntomsl niepeno3upoBku npenaparamu ['KC Ha-
omroganmuce y 9 nmanmeHToB (27 %). YV 7 nmeteir orMe-
4aJoCch 3aMEAJICHUE TEeMIIOB POCTa, y OIHOW JEBOYKU
BbIBJICHA M30BITOYHAsI Macca Tesa Uy 4 — oxupe-
Hue ot 1-it mo 3-i cremeHu, y 3 merell BHU3Y JKHUBO-
Ta, Ha BHYTPEHHEH TOBEPXHOCTH IUIEY M Ha Oeapax
Obun ctpun. Y 3 gereil HaONIOAANOCh MOBBILICHUE
aprepuansHoro nasieHus (puc. 1). Knnnuueckune
HPOSIBIICHUS TOATBEP)KICHBI JaOOPaTOPHBIMU JAHHbI-
Mu: y 6 mereii ormewanock cHmwkenne AKTI (menee
8,7 mr/mm). Y atux ke geredt 17-OH-mporecrepon
ObUI Ha HIWKHEW IpaHHLe HOPMBI (LEJICBOH YpPOBEHb
17-OH-nporecTepoHa — BEpXHA TI'paHULA HOPMBI
WM HEMHOTO BBIIIE).

be3 npu3Hakos Bupuu3aLmM /
No signs of virilization

| cTenensb / | type

I cteneHb / 1l type

Il crenenb / 11l type

Puc. 3. Bupunusauus HapyXHbIX FeHuTanui y 23 peBouek,
y4acTBOBaBIUMX B AAHHOM MCCIeA0BaHUM (MPOLEHTHOE
COOTHOLLEHUE Pa3/IUYHbIX CTENEeHel BUPUAU3aLUK)

Fig. 3. Virilization of the external genitals in 23 girls partici-
pating in this study (percentage of different degrees
of virilization)

MpuunHbl gekomneHcauuu /
Causes of decompensation

Bospact (net) /
Age (years)

3ﬂeKTEOJ'IVITHbIe Hapyuienns /
lectrolyte disturbances

CMRTOMbI Nepeno3upoBKM
MUHEPANoKOpTHKOMAaMH /
Mineralocorticoid overdose symptoms
CMMTOMbI Nepeno3vpoBKH
TKOKOKOPTUKOMBAMA /

Glucocorticoid overdose symptoms

CumnToMbI rvinepaaporexun /
Symptoms of hyperandrogenism

BosHvkHoBeHve conbtepaiouiero kpusa Ha one OPU /
The emergence of a saline crisis against
the background of ARI

0 2 4 6 8 10 12

Puc. 2. CpepHuit Bo3pacT AeTei, UMEOLMX pasauUHbie NPUYK-
Hbl AekomneHcauun BAKH, noctynuBwmux B nnaHoBOM
M 3KCTpeHHOM nopsiake. OPU — octpas pecnupartopHas
MHeKumns

The average age of children with various causes for
the decompensation of CAH, admitted in a planned and
emergency manner. ARl — acute respiratory infection

Fig. 2.

Pe3koe monaBieHne peHrWHA OTMEUYEHO y 3 neTeil.
VYV onHoM neBoUKH 3 1eT 9 MecsIeB BhIIBIEHA TMIIOKA-
JIMEMUS], YTO MOXKET OBITh MPU3HAKOM IEPEIO3UPOBKU
MHUHEPaJIOKOPTUKOUIOB.

Jlo rocnurammzanmu et nonydand - Kopred
B mose ot 10,7 mo 19,23 mr/m> B cytku, Koptu-
Hepd — ot 37,5 mo 50,0 mkr/cyr. Cumnromsl mepe-
JO3UPOBKM TpenapaTaMy BbBISBISUINCE B OCHOBHOM
y JeTel MOIIKOILHOTO Bo3pacTa (CpemHHHA BO3pPACT —
4,5+ 1,2 roma).

Ha puc. 2 nmpencraBiieHbl OCHOBHBIE MPUYUHBI Jie-
KOMIICHCAIIMH 3a00JIeBaHMsl M paclpeaeiieHue JTaHHbIX
NPUYMH 110 BO3PACTHBIM TPYyIIIaM.

Hapymenne crpoerns HIIO ortmedamocs y 22
u3 23 neBouek. M3 HMX y 5 BbISBIEHA BUPHIN3AIMA
I crenenu (rumeprpodus KiIMTOpa 0€3 W3MECHEHUS
BXOZIa BO BJIaraJIMILE WM HE3HAYUTEIBHBIM €ro CyxkKe-
HueMm); v nByx — Il cremenu (runeprpodus ximTopa,
HEJOPa3BUTHE IOJIOBBIX I'y0, X YACTUYHOE CPALICHHUE,
BOPOHKOOOpa3HOE Cy)KeHHE BXOAa BO BJArajuiie);
y 8 — III crenenp (rumeprpodusi KIUTOpa C YpOreHH-
TaJbHBIM CHHYcOM); y 7 — IV crenens (yporeHuTaabHbIH
CHHYC, OTKpPBIBAIOIIMICS y OCHOBAaHHUS KIUTOPA, YAaCTHI-
HOE CpallleHue TOIOBBIX T'y0). CTernens V BUPHIH3AIIH
(cpamieHue TONOBBIX T'yO C 00pa3oBaHUEM MOAO00MS
MOIIOHKH M OTKPBITHEM YpPETpbl Ha BEpXYILUKE THICp-
TPOPUPOBAaHHOTO KIMTOPA) HE BCTpedanach (puc. 3).

Kak BumgHO Ha puc. 3, y 74 % neBOYeK BHPHIBHBIN
CUHJIpOM OBUT 0TYeTNIHMBO BhIpaxkeH (I[-IV crenens Bu-
pWIN3alyu), TO €CTh BHUMATEIbHBIH OCMOTp I'€HHUTAa-
T B OOJNBLIMHCTBE CIy4aeB MO3BOJISET 3ar0J03pHUTh
BJKH y neBouek yxe B IEPBBIE Yachl >KU3HU.

deMuHM3MpYyIOIIas IUIACTHKA Oblla IPOBEAEHA
19 nesoukam (y 16 — mepBsIif aTamn, y 2 — 1Ba 3Ta-
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Ma OMEepaTUBHOTO JIEYEHHUS, U OJHOH JIEBOYKE IMPOBO-
JIJTA TOJIBKO PE3eKIMI0 KIuTopa). J[ByM mammeHTKam
OTIepaTUBHOE JICUCHHE MIaHUpyeTcs. Poaurenu ogHoi
JeBOYKHU (4 roja) OTKa3bIBAIOTCS OT MpOBEACHUs ¢e-
MUHU3UPYIOIIEH TUTACTHKH.

TakuM 00pa3oM, B HacCTosIIee BpeMs Oiaromaps
WCIIOJIHb30BAHNIO HEOHATAIbHOTO CKPUHUHIA MEepBUY-
Hasi AuarHoctuka conbrepsitomier popmel BIKH ocy-
IIECTBIISIETCS. CBOCBPEMEHHO, OJIHAKO MOCIIEAYIOMIast
rxoppeknust 103 ['KC, Heobxomnmass mo Mepe B3poc-
neHusi peOeHKa, 4acTO BBI3BIBAET CIIOKHOCTH.

Boipakennas nexommeHcanus 3aboneBaHusi, Tpe-
Oyrollass 3KCTPEHHON TOCHUTAIN3alNU, OOBIYHO 00-
YCIIOBJIGHA TPHUCOEIWHEHHEM pECIUPATOPHBIX HH-
ekt Ha (QoHE HETOCTATOYHOH KOPPEKIHMH 03
TOPMOHAJIBHBIX IpernaparoB W jaeduiura MUHEpaio-
KopTuKoua0B. Yanie mogoOHasi cuTyanusi BCTpeyaeTcst
y JleTell paHHEro U JOIIKOJBHOIO BO3pacTa.

[TockonmbKy ¢ BO3pacToM MOTPEOHOCTh B MHHEpa-
JIOKOPTUKOWIAX y JIeTeld CHIDKAETCS, y CTapliux Ia-
LIMEHTOB, OCOOCHHO Yy TIOAPOCTKOB, HEIOCTATOYHAS
KOMITCHCAIIHS, HEPEAKO MpOTEeKaromas 0e3 OTYETIIMBBIX
KIIMHAYECKUX TPOSBICHHUN, B OOJIBIIMHCTBE CITy4acB
00yCITOBJIeHa HEaJeKBaTHOM 10301 TIIIOKOKOPTUKOUJIOB.

[To HammM MaHHBIM, MCHEE YeM y YETBEPTH ITaIlH-
€HTOB, TOCIUTAIM3UPOBAHHBIX B IJIAHOBOM IOPSIIKE,
He OBUIO BBISBICHO KIMHUYECKHX TPOSIBICHUN 3200-
JICBaHMSL.

AKTHBHBIM pocT pebeHka TpedyeT IOCTOSHHON
KOPPEKIIMK M KOHTPOJSI /103 KOPTUKOCTEPOWIOB, UTO
HE BCEerJa OCYIIECTBISIETCS CBOEBpeMEHHO. B pesyib-
TaTe HEaJeKBATHOW 3aMECTHTEIBHOW TepaIruyl TOsBIIS-
FOTCS IPU3HAKH TIEPETO3UPOBKH FITH K€ CUMIITOMBI TH-
TepaHIpOreHNy Ha (JOHE HEIOCTATOYHOTO TIONABICHUS
AHJIPOTCHIPOAYIMPYIONICH (PYHKIIMK HAAMOYCYHHUKOB,

3arpyaHsAeT NpOBeJICHNE 3aMECTUTEILHON Tepanuu
OTCYTCTBHE MPOJIOHTUPOBAHHBIX ()OPM TOPMOHOB, I1O-
CKOJIBKY TpexkparHbelii mpuem Kopreda mposoumpy-
€T 4acTble NPOIYCKU OYepeqHON J1103bl. Bo3HMKaIOT
«OKHa», KOTJAa B OpraHu3Me HET JODKHOTO YPOBHS
DJTIIOKOKOPTHUKOUJIOB, YTO TPUBOIUT K YCHUJICHHOMY
BeIOpocy AKTI, cTuMynsiuu KOpbl HAAIIOYEYHHUKOB
Y aKTHBHOMY CHHTE3Y aHJpOTeHOB. [ mnepanaporeHus
MIPOBOIMPYET MPOTPECCHPOBAHNE KOCTHOTO BO3pPACTa,
paHHee 3aKphITHE 30H pOCTa U TOCIEAYIOUIYI0 HU3-
KopocsiocTb. [Ipu yBenndeHnn 10361 U MOCIEAYIOLIEM
PETYISIPHOM TIpHEMe TPEeTnaparoB, BO3ZHUKAET TEpero-
3WpPOBKA TITFOKOKOPTHKOMIAMH, KOTOpas TaKkKe BEIeT
K paHHEMY 3aKpBITHIO 30H pOCTa.

BbIBOAbI

B nepuons! kaxymierocs Onaromnoiaydus y 3Ha4M-
TEJIbHOW YacTH MAllMEHTOB UMEIOTCS NIPU3HAKU HeNlo-
CTaTOYHOW KOMIIEHCAIMK 3a0o0JieBaHusi, 00YyCIIOBJICH-

HblE HEaJeKBATHOW JIO3UPOBKOM KOPTHUKOCTEPOUIOB.
B xozxe namiero wiccnenoBaHus yCTaHOBJIEHO, YTO JUIS
JeTel MIIaJIIero BO3pacTa XapaKTEpHbI CHUMIITOMBI
Nepe03UPOBKN KOPTHKOCTEPOUIOB, a TaKkKe 4acToe
BO3HUKHOBEHHE COJBTEPSIONINX KPU30B HA (OHE MPH-
COCTMHEHNS MHTEPKYPPEHTHBIX 3a00JIeBaHUI.

st mereit moapoCTKOBOTO BO3pacTa Hambolee ak-
TyaJbHON MPUYMHON JEKOMIIEHCALUU CTAaHOBUTCS He-
JIOCTaTOYHAas J03a IIIOKOKOPTUKOUAHBIX IpenapaToB
U TPU3HAKU THIEPIPOAYKLIUU AHJIPOTEHOB.

CymecTBeHHBIE  TPYOHOCTH  Tepamuu  JeTel
¢ BJIKH cBs3aHbl ¢ KOPOTKUM NEUCTBHEM THAPOKOP-
tu3ona (Kopreda) m HeoOX0ANMOCTBIO Ha3HAYATH €TO
B 3 mpueMa. HenocraTtouHasi KOMIUIAEHTHOCTb CEMbU
NPUBOJIUT K IPOIyCKaM OYEPEAHBIX MNPUEMOB TOPMO-
HOB, YTO 3aTpyAHSET MoAOOp aleKBAaTHBIX J03.
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Cpeau NposiBNEHUI ayTOMMMYHHOIO TUPOMAMTA XaCMMOTO BCTPEYAKTCS M Pas3/MYHbIE MCUXO-HEBPOIOrMYECKME Hapy-
weHnsa. bonee ctoneTMs U3BECTHO O MCMXO-HEBPONOTMYECKUX HAPYLUEHWUSX, AaCCOLMMPOBAHHbLIX C FTMMNOTUMPO30OM, OLHAKO
Hapsam4y C 3TUM CYLECTBYHOT M PacCTPOMCTBA MCUXMKM Y BONbHBIX TUPONATUSMM, pa3BMBalOLLMECS HA OHE SYTUPOUAHOIO
cocTosHus. B 1966 r. 6bina BnepBble onucaHa aHuedanonaTus XacuMoTo, natoreHes u YyeTkue anddepeHumnanbHo-AnarHo-
CTUYEeCKMe KpUTEepUM KOTOPOM A0 CUX NMOp He onpeaeneHbl. B faHHOM cTaTbe ONUCbIBAETCS 3KCNEpUMEHTaNbHOe UcCcneno-
BaHME Ha NabopaToOpHbIX MbIlWaX C MHTPaLEepebpOBEHTPUKYNSPHbIM CTEPEOTAKCMYECKUM BBELEHUEM UMMYHOMN06YANHOB G,
BblAEEHHbIX OT NALMEHTOB C aQYyTOMMMYHHbBIM TUPOUAUTOM U KOMOPBUAHBIMK Aenpeccueit unm wusodperuein. KoHtponem
CNY>XUIU XUBOTHbIE, NONYYaBLIME NONUKIOHANbHBIE MMMYHOMI06YAMHBI G 34,0pOBbIX 4OHOPOB. B 3kCnepumeHTe 6biv npo-
Be[leHbl NOBELEHYECKME TECTbl, KOTOPbIE BbISIBUIM OCOBEHHOCTU U U3MEHEHWUS MOBELEHUS Y ONEPUPOBAHHBIX KUBOTHbIX.
Tak, >XMBOTHbIe, MONyYaBLIME UMMYHOTOOYNUHBI OT NALMEHTOB C ayTOMMMYHHbBIM TUPOUAMTOM B COYETAHUMU C Aenpeccuen,
6blIM MeHee aKTUBHbI B OTHOLUEHMWM PA3BUTMS MOBeAeHWUs pucka. TecTbl Mopconta Ha 4-i u 15-i oHKM nocne onepauuu
NpOAEMOHCTPMUPOBANM, YTO BHE 3aBMCMMOCTM OT XapakTepa BBOAMMbIX PAaCTBOPOB Habntofanocb M3MeHeHWe BpeMeHHbIX
COOTHOLWIEHMI Mexay natrepHamu noseneHus. [pu BBeaeHUN UMMYHOrN06YyNMHOB G B6ONbHBIX aQYyTOUMMYHHbBIM TUPOUAMU-
TOM U Wn3odpeHnein B 0TCPOYEHHOM TecTe opconTa NPOMCXOANN CABUT COOTHOLWEHUS GOpM ABUraTeNIbHOWM aKTUBHOCTHU
B CTOPOHY NaccvMBHOro nnasaHus. MNpu BeeseHun I1gG 340pOBbIX LOHOPOB TaKOro U3MEHEHUS HEe MPOUCXOLUIIO.

KntoueBbie cnoBa: sHuedanonatus XacMMOTO; ayTOMMMYHHbIA TUPOUAUT; Lenpeccus; Wn3odpeHus.
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Among the manifestations of Hashimoto’s autoimmune thyroiditis, there are various psychoneurological disorders.
For more than a century, it has been known about psycho-neurological disorders associated with hypothyroidism, but
along with that, there are also mental disorders in patients with thyropathies in euthyroid state. In 1966, Hashimoto’s
encephalopathy was described, the pathogenesis and clear differential diagnostic criteria of which have not yet been
determined. This article describes an experimental study in laboratory mice with intracisternal stereotaxic injection
of 1gG isolated from patients with autoimmune thyroiditis and comorbid depression or schizophrenia. A control group
included animals receiving polyclonal IgG from healthy donors. Then behavioral tests were carried out, which revealed
the characteristics and changes in behavior in the operated animals. Thus, animals that received immunoglobulins
from patients with autoimmune thyroiditis and depression were less active in relation to the development of risk
behavior. Porsolt’s tests on the 4th and 15th days after surgery showed that, regardless of the kind of the injected
solutions, there was a change in the temporal relationships between the behavior patterns. In mice received IgG
from patients with autoimmune thyroiditis and schizophrenia during the delayed Porsolt test, the ratio of the forms
of motor activity shifted towards passive swimming. The mice received IgG from healthy donors did not demonstrate

this change.

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

BBEAEHUE

AytoummyHHBIH TUpougut (AWUT) — camas 4a-
ctass (opMa NATONOTUH LIUTOBHIHOHN >Kene3bl. Cpe-
1 KJIuHU4Yeckux nmposiBieHuit AWT Berpeuarorcs
TICUXO-HEBPOJIOTHYECKUE HApPYyIIEHHs, B CBSI3U C YeM
UX paclo3HaBaHUE W KOPPEKLHUs CTAHOBSTCS BCE
Oosiee akTyanbHbIMH. [lyOnmukanmum O TNCHXHYECKHX
paccTpoMcTBaxX NpHU aIrjla3ud IIUTOBUIHOM KeJe3bl
W TIPH MUKCEAEME TOSBISUINCH, HaduHas ¢ 70-x ro-
noB XIX B., a B 1937 I. moTIaHICKUI Bpav-MucaTeb
A.Jlx. KpoHuH a1 Ha OmbITE JINYHOM MPAKTUKHU SPKOE
XyAOKECTBEHHOE ONHCAHHME IICHX03a MPU MHUKCEIEME
y Bayumatickoro maxrtepa [2]. B 1949 1. Puuapn Dmep
oTHcaj «MUKCeIeMaTo3Hoe Oe3yMue», CBI3aB €ro C -
notupo3oM [3]. Ogaum u3 ucxonoB AUT sBasieTcs ru-
MOTUPO3, MPOSBISIFOIINICS CHIPKEHUEM KOHIIEHTpaIui
tupouaabix ropmoHoB (FT3, FT4) m yBenmdeHuem
ypoBHs THpoTporHoro TopmoHa (TTT). Ilpencrasmus-
eTCsl MHTEPECHBIM, YTO B MPAKTHKE Bpadei-rcuxua-
TPOB YaCTO BCTPEUAIOTCS CIydyau MCUXHUATPUUYECKOTO
pacctpoiictBa Ha sytupougHou crtaaun AUT, korma
eme HeT JAeuuuTa COOCTBEHHO THPOHUIHBIX T'OPMO-
HOB, KOTOPBIA MOT OBl OOBSICHUTH IICHXOHEBPOJIOTHYE-
cKkye HapyuieHus. Bo3zmoxHO, HE Bce MoJo0HBIE Ha-
pYLIEHUs BBI3BaHbI OAHUM JIMIIb TMIIOTHPO30M. B HUX
MOTyT OBITH 3a/JI€HCTBOBAaHBl U JAPYIHe MMMYHOZHIO-
KPHHHBIE MEXAaHU3MBbl, CBS3aHHBIC C CHIBOPOTOUHBIMHU
ounoperymnsropamn — antutenamu (AT), ropmonamuy,
ayTakougaMy. Bce 3To city’)kMT OCHOBaHHMEM JJisl TIla-
TesbHOTO M3ydyeHus: y OombHbix AUT, mpeObIBarommx
B COCTOSIHUM JIETKOTO THIIOTHPO3a W/WIM 3yTHPO3a,
NICUXOHEBPOJIOTHYECKUX CHUMIITOMOB, YpPOBHEH Tu-
pounsix ropmonoB, AT k tupomnepokcunaze (TIIO)
u K tupornodynuny (TI') B kpoBH ¢ Lienbio MposicHe-
HUS TIaTOr€He3a TCHXOHEBPOJIOTMYECKUX HapyIIEeHUH
npu AUT. B 1960-x romax nopn Yonrep Paccemn
BpeitH ¢ coaBTOpaMH BHEpPBBIE 1ETOCTHO OIMNUCAIU
BO3MOXHYIO HOBYIO HO30JIOTHYECKYIO €IMHMILY, Ha-

3BaHHYIO0 UMH «dHIedanonarus Xacumoroy» (3X) [5].
OX (oo cux mop He MNpHU3HAHHAs CaMOCTOSTENb-
HOW HO30MO0THYeCKOH (PopMoil W He QUrypupyromas
B MKB) — 3TO OTHOCHTENHHO PEIKHI TICUXOHEHPOIH-
JIOKPUHHBIA cuHApoM. CunTaercs, 4To OHa MpeCTaB-
nsieT co0OH ayTOMMMYHHOE BOCHAIMTeNbHOE 3a007e-
BaHUE TOJIOBHOTO MO3Ta C BO3MOXXHBIMH BaCKYJIHTHBIM
W TMMOHKO-3HIE(ATUTHEIM KOMIIOHEHTaMH. B mupo-
BOH nuTeparype DX HM3BECTHA TaKXKe ITOJ HAa3BaHHUEM
«CTepOUJ-peaKTUBHASl DHIEaAIONaTHs, aCCOIHHPO-
BaHHAs C AyTOMMMYHHBIM THPOHIMTOM» [steroid re-
sponsive encephalopathy associated with autoimmune
thyroiditis (SREAT)]. Ilpm momeiTkax Tepammm DX
KOPTHKOCTEPOHIaMU B OOJIBITMHCTBE CITy4aeB (HO Ja-
JIEKO HE Bcerja) HaOMIomaeTcsl 3HAYUTEIBbHBIN TI0JIO-
KuTenbHbIA dGdekT [6, 12]. B nmarodusuonorun DX
COCYIIECTBYET psJl THUIIOTE3, Camble PacCIpOCTpaHEH-
HBIE M3 HUX TPAKTYIOT €€ JHO00 KaKk ayTOMMMYHHBIH
nepeOpalbHbI BaCKYJHUT, MO0 Kak pe3yabrar Imepe-
KPECTHOM ayTOMMMYHHOH peaKkLUu aHTUTHPOUIHBIX
AQHTHUTEIN (10 MHEHHUIO psifa aBTOPOB — aHTHTUPOIIE-
POKCHIa3HBIX) TPOTHB KJIETOK Mo3ra. EcTe HaOmome-
HUS O TATOTCHETHYECKOM WIIM CBHIETEIBLCKONH POIH
ayTOAQHTHUTENI K THUPONIOOYIMHY, a TaKKe HEeCKOJIb-
KHX BHJIOB ayTOAHTHUTEN SKCTPATUPOHIHONH MO3TOBOH
crienupuIHOCTH (K HEWPOHAIBHOH (-eHOJa3e, K HHBIM
1epeOparbHBIM ayTOAHTHUTEHAM — allbJopenyKTase-1,
TUMeTHIIapriuHas3e-1, ranmimo3naaM), a Takxke O Ia-
TOT€HETUYECKOM BKJIaJle JEMHUEIMHU3UPYIOLIETo Mpo-
uecca. Hapymenusi, cxonusle ¢ 9X, HaOmonanucy npu
ayTOMMMYHHBIX MTapaHeoIUIaCTHIeCKUX JHIe(haTnTax.
Bo3mokHO yuacTre B maroreHese DX 001e MO3roBoi
rarnonepdy3un, oTeKa MO3ra, MPSIMOr0 TOKCHYECKOTO
saddexra runepcekpeunu TTI" u Tuponubepuna [7, 13].
OTH IaHHBIC JENal0T aKTyaJIbHBIMU KJIMHHKO-NaTodu-
3MOJIOTHYECKUE UCCIEOBAHUS Y OONBHBIX TICHX03aMH,
couetanHbIMu ¢ AUT, ocobeHHO, €CIi y HUX HET TIIy-
OOKOTO THUIOTHPO3a, a TaKKe TMO3BOJISIOT CTaBUTh BO-
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Ipoc 0 MoAenupoBaHu DX y )KUBOTHBIX C ITOMOILbIO
MMMYHOIJIOOYTMHOB TakuxX OOJbHBIX. B nanHOMW cTa-
Tb€ MBI IPUBOJIUM pPE3YNIBTaThl 3KCIIEPHUMEHTAIHLHOTO
HCCelOBaHusl Ha J1a0OpaTOPHBIX MBIIAX C HMCHONb-
3oBanreM umMmyHoroOymnHOB G (IgG), momydeHHBIX
y marueHToB ¢ AUT 1 KoMOpOMIHBIMU TICHXHTYCCKUMHU
paccTpolicTBaMHu.

Llenv uccnedoséanusi — W3yUNTh Ha DKCIEPUMEH-
TaJbHOM MBIIIMHOW MOJETH IOBEIACHYECKHE dPPeK-
Thl BBEIEHMs NONMKIOHAIBHBIX 1gG, B3ATBHIX OT Jui,
crpagarormx AUT Xacumoro (MpH BBIpaXEHHOM ay-
toumMmyHuTere k TIIO) ¢ kKoMOpOMAHBIMM TICUXUYE-
CKUMHU HapyUICHHSIMH.

MATEPWUANbI N METOLbI
st mpoBesieHUsI IKCIIEPUMEHTAIBHOTO HUCCIIE0-

BaHMs TIPEIBAPUTEIBLHO W3 CHIBOPOTOK MAIlMEHTOB

¢ AUT B xomopOuaHOCTH ¢ TM30(MpeHUEN u Aenpec-

cueit (¢ tutpom AT x TIIO Bemme 100 ME/Mi) Obin

BeIZIeNieH obmmit [gG mMeTogoM adduHHON Xpomaro-

rpadum Ha KoJIoOHKax ¢ Oenkom G.

Bbuto m3yueHo 4 rpymmbl CaMOK MBIIICH JIMHUH
Balb/c Bospacta 8-10 nHen., momyuennpix u3 HIIII
«ITutomumK MabopaTopHBIX KUBOTHEIX» PI'BYH MBEX
M. axkax. M.M. Illemsxkmnra n HO.A. OBunmHHHKOBa
PAH (ITymmno, MockoBckast obmactb, Poccusi), ko-
TOpBIE OTHOCWIJIUCH K CBOOOIHBIM OT CIIEHU(PHYECKUX
naroreHoB (Specific Pathogen Free — SPF) xwuBot-
HbIM. MBIIIN COAEpPKAIIMCh B CTaHIAAPTHBIX YCIOBUSIX
B Oecmarorennoii 3onme mpu 23+ 1 °C m 12-gaco-
BOM CHHXPOHHM3UPOBAaHHOM cBeTOBOM Iukie (7-00—
19-00 Beuepa), Ha naueTe W3 CHEIMAIBLHOTO KOpMa
«DeltaFix» (HoBocubupck, Poccust) co cBOOOTHBIM
JOCTYTIOM K TIWIIE ¥ BOJIE B MHAMBUAYATbHBIX KIIET-
kax BuBapus CIIGI'Y, cooTBeTcTByMOIIETO TpebOBa-
HusMm CraHJapra HaJyiekamied 1abopaTopHON Tpak-
THUKH:

* -1 rpynmna (Depr) — c BBeneHuem pactBopa IgG
manueHToB ¢ AUT u mempeccueit (n = 15);

* 2-s rpymmna (Schiz) — ¢ BBefeHuem pactBopa IgG
narueHToB ¢ AUT u mmsodpenueit (n = 15);

* 3-sa rpymma (Com) — ¢ BBeIlEHHEM pacTBOpa KOM-
MEpUYECKUX TONMKIOHATIBHBIX dYenoBedecknx IgG
310poBbIX JIoHOpPOB (Jackson, ImmunoResearch
Laboratories, West Grove, PA, USA) (n = 15);

* 4-g rpynna (PBS) — c BBemenmem narpuii-doc-
¢darroro Oydepa (pocdar-3adydepernoro ¢uzno-
Jorndeckoro pactsopa — PBS) (n=15).

Bce akcriepuMeHTHI MPOBOAMIM B COOTBETCTBUHU
¢ mpaBwiamH, AedcTByrommMH B EBpocorose (86/609/
EEC), perynupyronimu ucciieIoBaHus HA KUBOTHBIX.
[IpoTokon sxcriepuMenTa 000peH OMOITHIECKIM KO-
muterom CIIOIY (mpotokom Ne 131-03-3 ot 25 map-
ta 2019 r).

JTanbl NPoBeieHUs IKCIePUMeEHTa
1. BHYTpIKeIymouKoBass HWHBEKIUS JKCIIEPUMEH-

TalbHBIX PAacTBOPOB. MHBEKIUIO MPOBOIWIM C UC-

MOJIb30BAaHUEM CTepeoTakcuyeckoll ycraHoBku (Mo-

nens 68018, RWD Life Science, CIIIA), Bce 3Tammbl

omnepanuyd TPOXOAWIM IO HENPEepbIBHON Tojadeit
u3oQuiropaHa, KOOPJIUHAThI KPAaHUOTOMUHU M O0JacTH

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

2,2 (puc. 1) [16]. OObem BBe#eHUs COCTaBUI 2 MKI,

koHIeHTpanus [gG B JKCIepUMEHTANTBHBIX PacTBO-

pax — 8 Mr/miL
2. Boccranosnenue mocine omepanuu (48 ).
3. [IpoBeneHre MOBENEHYECKUX TECTOB:

* TECT OTKPBITOTO MO (TpeIHa3HaueH Ui H3yde-
HUSl ABUTATEIbHOU U UCCIIEN0BATEIbCKON aKTUBHO-
ctH) [14]. MpItIb moMeniaT B ycTaHOBKY «OTKpBI-
TOE TOJIe», TOCIEe Yero BHJcOoKamepa (ukcupyer
noBeieHHe XUBOTHOTO. OIeHMBANM 2 mapaMeTpa:
MPOMICHHYIO NTUCTAHIIMIO W BPEMs, MPOBEIECHHOE
B LICHTPAJIbHOM 30HE;

* TECT C KPecToOOpa3HbIM IPHUIIOAHSATHIM JIAOMPUH-
TOM (MpeIHa3HAueH JUIsi U3y4YeHHUS TPEBOXKHOCTH
U «ToBeleHus pucka») [11]. Mplmb moMenaroT
B YCTaHOBKY «KpPECTOOOpa3HBIA MPUTIOAHSATHIN Jia-
OMpPHHTY», TIOCJIE 4ero BHJEOKamepa (QHUKCUpPYET
MoBeIeHNE >KUBOTHOTO. OlieHHWBanu 2 mapaMmerpa:
BpeMsl, TIPOBEJICHHOE B OTKPBITHIX PyKaBax JiaOu-
PUHTA, U «TIOBEJCHHUE PUCKa», KOTOPOE MPOSBIIET-
Cs TEM, YTO MBIIIb BBIXOJUT B OTKPHITHIE pyKaBa
TaOMPUHTA U CBEIIMBACTCS C KPaes;

* TECT COIMAIILHOTO B3aUMOJNEHCTBUS (IpeaHa3HAYCH
JUIE M3y4eHUs] OOIIECTBEHHOTO TIOBEIICHHS >KUBOT-
HBIX) [10]. MpIIs TOMEnIaroT B IByXKaMepHBIH OOKC
C TIpo3payHBIMU TieperoponkamMu Ha 10 MuH, oHa
MOXKET OCCHpEMsITCTBCHHO TMEpEeMeIarhcs Mo ooe-
uM 30HaM Ookca. Crycrst 24 4 B ofiHy 30HY OOKca
MO/l KOJIIAaK M3 MPOBOJIOKU TIOMEIIAI0T WHTAKTHYIO
MBIIIb, B TIPOTUBOIOJIOKHYIO 30HY OOKCa — JKCIle-
pUMEHTaNIbHOE JKUBOTHOE. OTICHUBAIN BpEeMsi, TIPO-
BEJICHHOC B 30HE C MHTAKTHBIM >KUBOTHBIM;

* TECT OTKPBITOIO MOJsS C HOBBIM MpeaMeroM (Tpe-
Ha3HaueH IS M3YYCHHUsS MaMSITH U MCCIIEI0BaTEIb-
CKOW akTHBHOCTH) [9]. MBIIIb TTOMEIIAIOT B yCTa-
HOBKY «OTKpBITOE TOJE», B KOTOPOW HAXOMSATCS
2 OIMHAKOBBIX 1O (opMe, IIBETY U pa3mMepam Ipe/l-
Mera, cpokoM Ha 10 MuH. 3aTeM OAMH U3 Mpel-
METOB MEHSIOT Ha JPyrod, OTIMYHBIA MO (opme,
[[BETY U pa3Mepam, U CIycTs 45 MHH dKCTIepUMEH-
TallbHOE KUBOTHOE BHOBBH TIOMEIIAIOT B YCTAHOBKY.
Buneokamepa QuUKCHpYeT MOBEACHUE XHBOTHOTO.
IIpnuem onenuBanu 4 mnapamerpa: NPOIIEHHYIO
JUCTAHIIAIO, YUCIO OOHIOXWBAaHWH HOBOTO OOBEK-
Ta, BpeMs, MPOBEJCHHOE OKOJIO HOBOTO OOBEKTa
U BpeMs, MPOBEICHHOE OKOJIO 3HAKOMOTO OOBEKTa;
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Puc. 1. MpoBeneHne BHYTPUKENYA0UKOBO MHBEKLIMM SKCMEPUMEHTANBHBIX PAacTBOPOB: d — XMBOTHOE MOMELLAKT B UHTANALMOH-
HYI0 KaMepy, 3anoJIHeHHYI0 napamu usodiopaHa; b — o6HaXKeHMe KOXM Yepena noj, HenpepbiBHOI nogaveit usodniopa-
Ha; ¢ — GMKcauma KMBOTHOIrO B CTEPEOTaKCMYECKOH YCTaHOBKE C HenpepbiBHOW Mojaveit u3odniopaHa U nocneayouei
KpaHMOTOMMel MO KOOpAMHATAM CTEPEOTaKCMYeCKOro atnaca Mbllwk; d — dMUKcauMs KaHioNM B TpenaHMPOBaHHOM Mo3re
YKMBOTHOTO C NOC/IEAYIOLUM BBEAEHMEM IKCNEPUMEHTA/IbHBIX PAaCTBOPOB; € — U3B/IeUEHUEe U3 CTEPEOTAKCUUYECKON YCTAHOBKM

U PEKOHCTPYKLIMSI KOXKHOTO MOKpOoBa
Fig. 1.

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

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

* Ttect no Ilopconty Ha 4-it m 15-i neHp mocie
omepanuu (TpeAHa3HAYeH JUIA W3y4YeHUs Jerpec-
CUBHO-TIOJIOOHOTO TOBEJCHUSI Y JKUBOTHBIX) [4].
MpIe OMEIIA0T B HMJIMHIP C BOAOM KOMHAT-
HOW Temmeparypsl Ha 10 mMuH, Kamepa (uKcupyer
MOBEJIEHNE JKMBOTHOTO, IIOCJIE€ Yero OIEHUBAIOT
Takhe TapaMeTphl, KaK aKTHBHOE IIJIaBaHHE, Ilac-
CUBHOE IUTaBaHue, «3amupanue». Tect no ITopco:-
Ty Ha 15-if neHp mocie omepanuu ObLI MPOBEICH
JUTSE OIICHKW pa3BUTHUS OTCPOUYEHHBIX H3MEHEHUI
TOBEJICHNUS] Y JKUBOTHBIX BBHJY TOTO, YTO aHTH-
Tea MPUHIMITMAIBHO MOTYT OKa3bIBaTh HE TOJIHKO
KpaTKOCpPOYHOE JeHCTBUE, CBA3aHHOE ¢ OJMOKamoi
W/ CTUMYJISAIUEH (QyHKIUI TeX WA MHBIX MO-
JIEKyJ-MUIICHEH, HO U KyMYJSITUBHOE JEUCTBHE,
OCHOBaHHOE€ Ha MPOBOKAIIMH U MOCIENYIOMIEM pa3-
BUTUHU Bocrayieans [1].

CratucTHyecKHil aHAJHM3 MOJYYEHHBIX JaHHBIX

KonnuecTBeHHble [aHHbIE IPEACTABIEHBl Kak
cpenHee + cTaHnapTHas omunoOka cpeanero. CraTuctu-
YEeCKYyI0 3HaYMMOCTh OIIEHHBAJIM C IOMOIIbIO Hemapa-
MeTtpuueckoro U-kpurepust ManHa—YutHu. CraTuctu-
YeCcKM 3HauuMMbIM cuutanu p < 0,05. Mel npoaenanu
TaKXKe CTaTUCTUYECKYH OLEHKY BCEX IaHHBIX, KpPOCC-
CEKIIMOHHOE MCCJIe/IOBAHNE BCEX OIBITHBIX TPYI JKHU-

BOTHBIX, MPOLIEAYPY CTAHAAPTU3AINN CTaTUCTUYECKUX
JIAaHHBIX Jiorapupmuueckoil oopadorkoi. [Ipumensim
nporpammy Rv3.4.3. J{ns onucanust mapamMeTpoB Hc-
MOJBb30BAIM CPEAHEC M CTAaHJAPTHOE OTKJIOHEHHE
(M £ SD), menuany, 1-3-ii xBaptuan (Me[Q; O.]),
MHHHMAJIbHOE W MaKCUMaIbHOE 3HAaYeHMsI (min; max).
OneHKy JMHAMHUKA U3MEHEHHI MPOBOMIHN TIPU TTOMO-
uw kputepusi Bunkokcona (V-crarucruka). st kom-
TUIEKCHOTO ONHMCAHUA JUHAMHUKH W MEXTPYIIIOBOTO
aHaNM3a MPUMEHSIN OeTa-perpeccHio CO CMEIIaHHbI-
mu dddekramu (6ubmmoreka GLMMadaptive) [15].
Bribop Gera-perpeccun oOycioOBIIEH TEM, YTO HET
HEOOXOJUMOCTH B HM3HAYaJIbHO CHJIBHOM JOIYLICHUH
0 HOpPMaJIbHOM paclpeieleHnd OCTaTKoB. bera-pe-
rpeccusi TpeAHa3Ha4eHa I MOICTUPOBAHUS JIaH-
HBIX, pacrpeneneHHbIXx B mHTepBane (0; 1) [8]. Hus
TpaHc(hOpMalMK HUCXOIHBIX JaHHBIX HCIIOJIb30BAIH
VHUTH3AIHMIO C HYJEBBIM MHUHUMYyMOM. B kauectBe
(ukcupoBaHHBIX 3(P(PEKTOB BBICTYNHIN TPH TOBTOP-
HOM Tecte IlopconTa (cM. HMXKE) BpeMs TPOBEICHUS
TecTa M IPyINoBas MPUHAUISKHOCTh. B kauecTBe ciry-
qaiiHoro 3¢ dekTa Opany yHUKaIbHbIE HOMEPa MBIIIEH.
Pesynbrar TecTHpOBaHMS NPENCTABISUICS B BHIE KO-
s uIMenTa perpeccui M ero CTaHIapTHOW OITHOKH
b0 B BHJE WX PAa3HMIBI B CIydae IOMapHOTO CpaB-
HeHus [b (se)]. XapakTepucTuka cirydaiHoro 3ddek-
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Ta ¥ JONOJHUTEIbHOIO MapameTpa BKIouasia B ceds
COOTBETCTBYyIOIEe 3HaueHHe ¢ 95 % IoBepUTENbHBIM
WHTEpBaJOM. B ciydyae MHOKECTBEHHOI'O TECTHUPOBa-
HUSl THUIIOTE3 HCIOJIb30BaHa IONpaBka beHbIMuHE—
Xoxbepra uid KOPpEeKIUH p-3HaueHUi. Pe3ymbrarsl
CUMTAJINCh CTATUCTUYCCKH 3HAUMMBIM mipu p < 0,05.
Bce pacuersl mpoOM3BOAMINCE Ha SI3BIKE MPOTPAMMH-
poBanus R v3.6.1.

PE3YNIbTATbDI

MBI HE BBISIBUIN CTaTUCTHYECKH 3HAYMMBIX pas-
JIUYHN B TIOBEACHUN MEXK/y UCCIIeAyeMbIMHU TpyIIIIaMu
KUBOTHBIX B TECT€ OTKPBITOrO MOJsl (puC. 2), TecTe
COLIMAJIPHOTO B3aUMOEHCTBUSA (pUC. 3), TECTE OTKPHI-
TOTO TIONIST ¢ HOBBIM mpeameToM (puc. 4). B Tecte
C KpecTooOpa3HbIM MPUTIOAHATHIM JIAOMPUHTOM JKH-
BoTHBIC, monyyaBiiue [gG ot mamuentoB ¢ AUT u fge-
npeccueil, ObUIM MEHee aKTHBHBI B OTHOILUCHUHU pa3-
BHTHS TIOBEJICHHSI PUCKA, UM YKHBOTHBIE, ITOTyIaBIITHE
noropckue I1gG 3moposeix muil (p = 0,04), u 4em Ku-
BOTHBIE, MOJYyYaBIINE PAaCTBOPHl MMMYHOIJIOOYIHNHOB
ot mauuentoB ¢ AUT u mmzodpenuein (p = 0,0006),
YTO MOXKHO HWHTEPIPETUPOBATh KaK IIOBEHIIICHHYIO
TPEBOXKHOCTh y TPYIIbl MbIIeH, nomydaBmux IgG
ot marenToB ¢ AUT u nmempeccuei, B cpaBHEHHUH
C TPYNIIOM MBIIIEH, MOJIY4YaBIIUX JOHOPCKHE HUMMY-
HOIIOOYIMHBI M WMMYHODIIOOYJIIMHBI OT MallMEHTOB
¢ mmsogppernnert [11]. [Ipu sTOM Tpymma KUBOTHBIX,
nonydaBmmx 1gG mammentoB ¢ AUT ¢ mm3odpenueit
10 TTapaMeTpaM TOBEACHHUS PH STOM TeCTe CTAaTHCTH-
YeCKHM 3HAYMMO HE OTIMYalach OT TPYII KOHTPOJI
(puc. 5).

B tecte Ilopconta Ha 4-if u 15-ii nHM omepauuu
MBI He BBISIBIJIM CTATHCTUYECKH 3HAUYMMBIX Pa3IHUHMA
MEXIy TpyNmamMH 3SKCIEPUMEHTANbHBIX KHUBOTHBIX
(puc. 6, 7). OgHaKo ¢ IENbI0 HCKIIIOYCHUS BIUSHUS
[IOCJICONEPAIIIOHHON  [ie3aalTalil Ha [OBEJICHHUE
JKUBOTHBIX W TIPOCIICKUBAHHUS JIUHAMUKH, CBS3aH-
HOM C BO3MOXKHBIM XOIOM M (pa30BOCTHIO TECUCHHS
HelpoBocnanieHus, Tect I[lopcoira ObuT TIOBTOpEH
JIBAX]Bl M COIMOCTaBJIEH B Cpoku 4 u 15 gHel mocie
oreparu. COMOCTaBICHUs TOKa3arenel TOBEICHHUS
JKUBOTHBIX B 3TOM TecTe OBUIM MPOBEACHHI HE TOJb-
KO B KaXJOW BPEMEHHOM TOYKE — MEXIy TIpymma-
MH, HO U TIONApHO B pa3Hble CPOKH MOCI]E ONepariu
B KaXJ0W W3 TpymIl.

[Ipu cpaBHeHHH MeXTy COOOW TOBEICHHS Kax-
JIOM OTJenbHO B3siTOM rpynnbl B Tectax I[lopconta
Ha 4-if m Ha 15-i1 neHp mocie omnepanuy, MONTy4eHbI
JTaHHBIE O TMHAMUKE MOBEJICHUs TPy, IPUBEICHHbIE
Ha puc. 8.

Jis TIpoBepKHM THUMOTE3bl O HAJUYUW 3HAYUMBIX
U3MEHEHU B TMOBEIEHUU MBIIIEH MPU OTCPOUYEHHOM
tecte [lopconra, Mo cpaBHEHHIO C HadaJbHBIM Te-

CTOM, OBIT BEITIOJHEH KOMITICKCHBIM OeTa-perpeccu-
OHHBII AHAJIN3 C YYETOM IPYIIIOBOI IPUHAIIEKHOCTH
(Tabm. 1). 3a KOHCTaHTy B AaHHOW Mojenu Oblia Mpu-
Hata rpynna Com Ha 4-i1 1eHb nocie nHbekuu. Co-
[JJAaCHO MOJIyYEHHOM Mozenu Ha 15-i JeHb, B 1IEJIOM,

2000 A
~
s £ -
; ; 1500 -+ + £
5 2 1000 1
53
(%]
g A 5001
=5
PéS Com De'pr Scrlwiz
[pynnbl XMBOTHbIX /
a Groups of animals
80 7
~y 601 T
28 |k +H [T
g g 401
g E
m - 20
PBS Com Depr Schiz
lpynnbl XMBOTHbIX /
b Groups of animals

Puc. 2. Tect OTKpbITOro nonsi: a — MNpPOWMAEHHAA AUCTAHLMS;
b — Bpems, NpoBefEeHHOE B LEHTPaNbHON 30He. 3aecb
M Ha puc. 3-8 rpynnbl XXMBOTHbIX 0603Ha4eHbl: PBS —
BBeaeHue ocdar-3abydepeHHoro puspacrsopa; Com —
BBeAEHUE NONMKIOHaNbHbIX IgG 340pOBbIX AOHOPOB;
Depr — BBepeHue IgG 60N1bHbIX aQyTOUMMYHHBIM TUPO-
MaMTOM C Aenpeccueii; Schiz — BBeaeHue IgG 60nbHbIX
AYTOMMMYHHBIM TUPOUAUTOM C WM30peHune

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

Fig. 2.
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Puc. 3. TecT coumanbHOro B3auMogencTeus
Fig. 3. Social interaction test

# [legunarp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

elSSN 2587-6252



36

OPUTMHANDBHDBIE CTATbW / ORIGINAL STUDIES

~ 1500
5E T T
€ ¢ 1000 1[ L
=
GA 500
=

0 T T T

PBS Com Depr Schiz

a lpynnbl >KMBOTHBIX /
Groups of animals

50
<. 40 T
ug —
5 30
¥E 20
m|_
10
ol I mm [ 1] =

PBS Com Depr Séhiz

[pynnbl KMBOTHBIX /

Groups of animals
c

1500

RN
o
o
o

T

sool II

PBS Com Depr Schiz

b TPynMbl XMBOTHbIX /
Groups of animals

Bpems, ¢ /
Time, sec

50
40

0 [

PBS  Com De'pr Schiz

[pynnbl >X1BOTHBbIX /
Groups of animals

Bpems, ¢ /
Time, sec

d

Puc. 4. Tect oTKpbLITOro NONS C HOBbIM NPEAMETOM: d — NPOMAEHHAA AUCTAHUMS; b — BpeMs, NOTpauyeHHOe Ha 06HIOXMBaHUE HOBOIO
npeaMerta; ¢ — BpeMs, NpoBeAeHHOe Y 3HAKOMOro npeamera; d — Bpems, NpoBeAeHHOE Yy HOBOro npeAMeTa

Fig. 4.
object; d - time, spent near novel object
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Open field with novel object test: a - distance moved; b - time of sniffing novel object; ¢ - time, spent near known
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Puc. 5. Tect c Kpectoo6pasHbIM NPUNOAHATLIM NABUPUHTOM: a — BPEMS, NPOBEAEHHOE B OTKPbITbIX PyKaBaxX NabUpUHTa; b — KOMYecTBo
nposiBNeHni i NOBeAEHUA PUCKA (CBELUMBAHMS YXMBOTHOIO C OTKPbITbIX PyKaBoB nabupuHra). * p 2 0,04; ** p £ 0,006

Fig. 5.

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

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

€CTh CTaTUCTHYECKU 3HauuMMas JAUHAMHUKA B IOBEJE-
HuM Tpynn B Tecte llopconra. 3HaYMMO OTIIMYAIOTCA
OT KOHCTaHTHI Tpynnsl Mbimeit Depr u PBS (ta6m. 1).

bbum Takke BBINOJHEH JOTNOJHUTENbHBIA aHaJINu3
JUHAMUKHM OTIEIBHBIX Mokaszareneit tecta Ilopconta
B Tpymmax (tadm. 2).

Taxum 00pa3oM, CTaTUCTHYECKH 3HAYMMasi pa3HU-
1a nokasareseit recta Ilopconra Bo BpeMeHHU Mpociie-
JKUBAETCA B XOJI€ DKCIEPUMEHTA, YTO OXKHIIAEMO, TaK
KaK JKMBOTHBIC CTAJIKUBAIOTCS B OTCPOUYEHHOM TECTE
€O 3HaKoMoOi mM cutyauued. Crnenyer OTMETUTh, YTO
IIpY NOMAPHOM CPAaBHEHHMM TPYIII OKA3aJ10Ch, UTO Kak
Ha 4-i1, Tak 1 Ha 15-i AeHb )KUBOTHEIE, Tomy4aBiue [gG

30pOBBIX JTOHOPOB (Tpynma Com), IIaBald aKTHB-
Hee, yeM Mbimu Tpymmn Depr u PBS, HO He akTuBHEH
rpymmbl Schiz. OctanbHble TPYyNIBl HE Pa3INyYajIicCh
Mexay coboi. Jlanneie Tecta Ilopconra ymecTHO
paccMarpuBaTh Kak KOMIIO3UTHOE 3HaueHue. OdeBu-
HO, YTO CyMMa BpE€MEHH aKTHBHOTO TUIaBaHUs, Iac-
CHMBHOTO TUIaBaHUS W 3aMUpaHHsA B TIpesiesie paBHA
nmuTtenbHocTH Tecta — 10 mun. Torma y Kakmoit
MBI MOYKHO BBIPA3UTh BpeMs KaXIOW aKTUBHO-
cTH, 3Has JBe napyrue. CpaBHEHHE MO OTIECIBHOCTH
(puc. 8, Tabm. 1, 2) xapakTepusyeT JWHAMHUKY He-
MOJTHO, TaK KaK HE YYUTHIBAET COCTABHOM XapakTep
Tecta. JIOMOTHUTENBHBIA aHAIW3 JAWHAMUKU TecTa
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Puc. 6. Tect Nopconta Ha 4-i AeHb Nocne BBeAEHUS IKCMEepUMEHTalIbHbIX PaCTBOPOB: d — BpeMsl aKTUBHOIO NaaBaHus; b — Bpemsa
NacCMBHOIO MIABaHUSA; ¢ — BpeMsi 3aMUpaHus

Fig. 6. Porsolt forsed swimming test, day 4: a - time of active swimming; b - time of passive swimming; ¢ - time of freezing
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Puc. 7. Tect Mopconta Ha 15-ii AeHb nocie BBeAEHUS 3KCMEPUMEHTA/IbHbIX PAacTBOPOB: a0 — BpeMS aKTUBHOFO MJaBaHus;
b — BpeMs NacCMBHOrO NnaBaHUs; ¢ — BpeMs 3aMUpaHus
Fig. 7. Porsolt forsed swimming test, day 15: a - time of active swimming; b - time of passive swimming; ¢ - time of freezing
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Puc. 8. BpemeHHaa auHamMuka pesynbtaTtoB Tecta lMopconTa no rpynnam, ¢ 4-ro no 15-i aeHb Nnocne UHbEKLMU: d — BPEMS aKTUB-
HOro niaBaHus; b — BpeMsa 3aMMpaHus; ¢ — BpeMSi NAaCCUBHOrO NiaBaHus. BepTtukanbHble nuHum — 95 % poBepuTENbHbIN
MHTepBan

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

PerpeccnoHHbIM aHan13 AMHAaMUKK NOBeAeHUs Mbllwel B TecTe opconta — Monenb, NpUHUMAKOLWAs 3@ KOHCTAHTY
nokasatenu rpynnsl Com Ha 4-i AeHb

Regression analysis of the dynamics of mice behavior in the Porsolt test — a model that takes the indicators of the Com
group on the 4th day as a constant

TTosenenue /
Behavior

IMTapameTp mMoaeu /
Model’s parameter

duxcupoBaHHbIi 3 dexT
[b (se)] / Fixed effect

[b (s¢)]

CnydqaifHeiii 2QpexT
(sd [95 % AU]) /
Random effect
(sd [95% CI])

IMapameTp pacmpene-
JICHU S
(phi [95 % AU]) /
Distribution param-
eter (phi [95% CI])

AKTHBHOE TIJ1aBaHHUE /
Active swimming

Koncranra / Constant

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

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

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

15-it nens / Day 15

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

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

ITaccuBHOe miaaBaHue /
Passive swimming

Koncranra / Constant

1,05 (0,21), p < 0,001%**

0,07 [0,01; —0,49]

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

15-it nenn / Day 15

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

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

3amupanue /
Freezing

Koncranra / Constant

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

0,04 [0,00; —0,01]

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

15-it nens / Day 15

0,73 (0,21), p < 0,001%**

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

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

IvHamuka nokasatenen tecta MopconTa oT 4-ro Kk 15-mMy AHI0O No rpynnam
Dynamics of indicators of the Porsolt test from 4th to 15th day by groups

Tabnuya 2 / Table 2

[MoBenenue / I'pynma / | 4-it nens [M (SD)] / | 15-it nens [M (SD)] / | Cratuctuka cpaBHeHus [b (se)] /
Behavior Group Day 4 [M (SD)] Day 15 [M (SD)] Comparison statistic [b (se)]
AKTHBHOE MUTaBanme/ Com 210,3 (90,0) 178,5 (97,0) 0,50 (0,20), p = 0,032%
Active swimming Depr 173,0 (87,6) 122,5 (90,5) 0,50 (0,20), p = 0,032*
PBS 156,0 (59,0) 1197 (64,2) 0,50 (0,20), p = 0,032%
Schiz 185,5 (50,2) 130,0 (69,9) 0,50 (0,20), p =0,032*
ITaccuBHOE mTaBaHue / Com 238,0 (60,1) 306,4 (64,4) —0,94 (0,16), p < 0,001%%**
Passive swimming Depr 256,1 (65,9) 3453 (89,2) 0,94 (0,16), p < 0,001%**
PBS 285,1 (63,2) 372.,8 (61,4) 0,94 (0,16), p < 0,001%**
Schiz 251,9 (55,1) 3477 (85.4) 0,94 (0,16), p < 0,001%**
3amupanre / Com 1655 (56,2) 115,6 (60,0) 0,73 (0,21), p = 0,001%*
Freezing Depr 1773 (55,1) 133,3 (83,0) 0,73 (0,21), p = 0,001%*
PBS 164,1 (52,1) 108,2 (65,3) 0,73 (0,21), p = 0,001**
Schiz 164,7 (52,4) 123,2 (74,3) 0,73 (0,21), p = 0,001**

*p>0,032; ** p>0,001; *** p<0,001.
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Tabnuya 3 / Table 3

[OvHamuka ponen pasnuyHbiXx GopM ABUraTeNibHOM aKTUBHOCTM NPU ABYKPAaTHOM BbiNONHeHUM TecTa llopconta —

B PAaHHWIM M OTCPOYEHHbIN NEPUOL MOC/E UHBEKLUIA

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

early and delayed period after injections

IloBenenue / Ipynna / | 4-it news (Me [Q; O,]) / | 15-i nens (Me [Q; Q,]) / | Craructuka xpurepus (V) /
Behavior Group Day 4 (Me [Q; O.]) Day 15 (Me [O}; O,]) Criterion statistics (V)
logl0 (akTHBHOE/TTACCHBHOE) PBS -0,36 [-0,44; —0,15] -0,52 [-0,74; —0,41] 49,0, p = 0,055
nIaBaHue /
log10 (active / passive swim- Com 0,03 [-0,40; 0,13] —-0,27 [-0,47; —0,12] 39,0, p=0,275
ming) Depr -0,19 [-0,30; —0,13] -0,58 [-0,82; —0,19] 45,0, p=10,112
Schiz -0,10 [-0,28; —0,05] —-0,44 [-0,70; —0,21] 49,0, p = 0,055
logl0 (3amMmupaHue/maccus- PBS -0,31 [-0,40; —0,07] -0,56 [-0,83; —0,32] 48,0, p = 0,064
HOE) riaBaHue / _
logl0 (freczing / passive Com -0,13 [-0,29; —0,05] —-0,46 [-0,70; —0,27] 55,0, p =0,008*
swimming) Depr -0,17 [-0,28; —0,02] —-0,48 [-0,60; —0,26] 46,0, p = 0,064
Schiz -0,20 [-0,33; —0,05] -0,54 [-0,62; —0,22] 47,0, p = 0,064
* p>0,008.

[Topconta ObUT MPOBEIEH C YYETOM JAHHOTO (haKTa.
JUis ydera OTHOILUECHUI JI0J€l BPEMEHU IPOBEJEHA JIO-
rapumudeckas TpaHcopmauus, rae B 3HAMEHAaTe-
Je — 101 BPEMEHH, NOTPAaYeHHOI0 Ha IAcCHUBHOE
NBIKEHHUE, a B YHCIUTENEe — J0JIA BPEMEHU aKTHBHO-
O ITUTaBaHUS WIN J0JIsl BpEMEHH 3aMHUpaHusl. 3HAYCHHS
B OTpULATENLHONH OOJIACTH YKa3bIBalOT Ha OOJIBLIYIO
JIOJII0 TIACCHBHOTO IJIABAHUS, B IMOJOKUTEIbHBIX —
Ha MeHbIIylo. [umorermueckoe HylneBOE 3HAYCHUE
YKa3bIBaeT Ha PAaBEHCTBO BPEMEHHBIX COOTHOIICHHH.
Ecnmu Obl MBIIIL BO BpeMsi TeCcTa MMela TMOJHOE Bpe-
Msl aKTHBHOT'O, TMACCHBHOIO TJIABAHUS U CTOJBKO XKe
3aMUpPaHUH, TO OYEBUAHO, YTO OTHOLICHHUS OBbLIM OBl
paBHBI HYJIIO BO BcexX ciydasx. B tabmn. 3 man anamm3
JUHAMMKH J0JIeH pa3TUYHbIX (OpM ABUraTeIbHON aK-
TUBHOCTH TIpH JIBYKPaTHOM BbINOJHEHHH TecTa [lop-
CoiTa — B pPaHHHMH W OTCPOUYEHHBIH MEpUOJ IMOCie
WHBEKIHHA (Tadm. 3).

Taxkum 00pa3zoM, Ipu IOBTOPHOM BBINOJHEHUU Te-
cra B rpynne Schiz, Mo Bceil BUANMOCTH, OalaHC Me-
HSIETCA B CTOPOHY maccuBHOro rmiaBaHus (p = 0,055).
310 comacyercsl ¢ MOTPaHUYHO 3HAYMMBIMH H3MCEHE-
HUSIMM OTHOLICHUS 3aMHUPAHUS U [ACCUBHOIO IJIaBa-
HUS B 3TOM TpyIIIE MBILIEH B CTOPOHY YBEIUYEHHUS
noiu nociennero (p < 0,064), uto MOXKeT ObITH CBsI3a-
HO C OTCPOYEHHBIMU MAaTOJOTUYECKUMH N3MEHEHUSAMHU
B MO3re >XMBOTHBIX, CHPOBOLMPOBAHHBIX BBEICHHEM
JKCIIEPUMEHTAIBHBIX pPacTBOpoB ¢ IgG mammeHTOB
¢ AUT u mmsodpenueir. XapakTepHo, YTO y MbI-
mei, nmomyyaBmmx IgG 370pOBBIX JJOHOPOB, CIBUT
COOTHOULICHHUS! ()OPM JIBUTATEIBHOM aKTUBHOCTH MMEIN
o0OpaTHOe HampaBlieHHE, KaKk eciu Obl HapyleHus,
cBsi3aHHble ¢ BBeneHHeM IgG, He mporpeccupoBaiy,
a, HalpOTHB, — pa3pelIaIuCh CO BPEMEHEM.

BbiBO bl

1. XKuotHele, mnomyuaBmme IgG oT manueHTOB
¢ AUT wu penpeccueii, ObTH MEHEe aKTUBHHI B OT-
HOIIIEHUH PA3BUTHS TTOBEJCHHS PUCKA, Y€M KHBOTHBIE,
nony4aBimme AoHopckue IgG 3A0poBBIX JHIl B Tec-
T€ C TPHUIOTHATBEIM KpPECTOOOPa3HBIM JaOUPHUHTOM.
ITonyyena mopmens AeNpPEecCUBHBIX MPOSIBICHUM SHIIE-
(hanonmarun XacuMOTO IyTeM IACCHBHOM MMMYHH3a-
IHA UMMYHOTJIOOYTMHAMH OOJBHBIX. DTO CBHICTEIH-
CTBYeT 00 y4acTHH ayTOAHTHUTEN B MATOTE€HE3e JaHHBIX
nposiBneHnit OX.

2. B qunamuke nocne onepaiuu ot 4-ro 10 15-ro aus
TOBE/IEHUE KUBOTHBIX B Tecte [lopconTa MeHSIOCH.
Bre 3aBucmMocTH OT XapakTtepa BBOIUMOTO peareH-
Ta, HAOJIIOAAIOCh U3MEHEHHE BPEMEHHBIX COOTHOIIE-
HUW MEXIy MaTTepHaMH MOBEICHHUS, YTO MPOSIBUIOCH
B YBEIMYCHUU JOJNH BPEMEHH ITACCHMBHOIO ILIaBa-
HUS 3a CYeT JAPYTUuX TOBEIACHUYECKUX IPOSBICHUN.
IIpu aTOM B rpymme, nonydasmieii 1gG 6ompaBIX AUT
¢ mHU30(ppeHONoI00HON CUMIITOMATHKON, UMEIU Me-
CTO MOTPAaHUYHO 3HAYUMBIC H3MCHEHHS OTHOILICHUS
3aMHpaH¥sl ¥ TIACCHBHOTO IUIAaBaHHUS B CTOPOHY YBe-
JUYEHUS JOJH TOCIETHETO, a B TPYIIIe, MOTyJaBIIeit
IgG 3m0pOBBIX TOHOPOB, HAa00OpOT, B CTOPOHY
0osiee aKTUBHOIO IIJIaBaHMSL.

3. OcranpHble TIOBEICHYCCKUE TECThl HE BBISIBU-
JM KaKUX-JIMOO CTATUCTHYECKH 3HAYUMBIX pa3IHduil
MEXIy TPYIIaMH ODKCIIEPUMEHTAIbHBIX JKWBOTHBIX.
Bo3MokHO, 3TO 03Ha4aeT 3aMHTEPECOBAHHOCTH HE ay-
toantuten K TIIO, Bbicokoe coiepixaHHE KOTOPBIX
CIIy’)KHJIO OCHOBaHHEM i 0TOOpa CHIBOPOTOK OOITb-
vbIXx AUT, a xakux-To MUHOpHBIX (paknuii Ig wHOI
CHenM(pUIHOCTH, HE TIPEJCTABICHHBIX B JOCTATOUYHOU
Mepe B Hcrosib3oBaHHOM myne IgG, amprepHaTHBHOE
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O0OBbSCHEHNE COCTOMT B IATOTCHETHUUYECKOH 3HAUYMMO-
CTH TIOJIMTOPMOHANIBHBIX, @ HE IMMYHHBIX HapyIIeHHH
JUIST UHIYKUMW 3THX TposiBiIeHu DX,

Pabora BbImonHEeHa B paMKax peajn3alud MoCTa-
HoBieHusa IIpaButensctBa Poccuiickoit ®denepaunu
No 220 u moromopa Ne 14.W03.31.0009 o BrvImedne-
Huu rpanra IIpaBurenscTa PO i rocynapcTBeHHON
MOJJEPKKM HAay4HBIX HCCIEI0BaHUM, MPOBOIUMBIX
MOJl PYKOBOJCTBOM BENYIIMX YYEHBIX, H COAEPKHUT
pe3ynbTaThl Hay4yHBIX MCCIENOBaHMN JabopaTopun
Mo3auku ayronmmynurera CIIOI'Y, moixyueHHbIe ipH
UCIIOIb30BAHUM PecypcHOro LeHTpa MOJIEKYJSPHBIX
M KJIETOYHBIX TEXHOJOrui HayuHoro mapka CIIOIY.
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YPOBHU UN-4, UN1-8 U DHO-a Y MYXYUH CPEAHEITO BO3PACTA
CO CTEHTUPOBAHHbIMU KOPOHAPHbIMU APTEPUSAAMU NMOCJIE NOBTOPHOM
PEBACKYNAPU3IAUUN MUOKAPLA

© B.C. Bacunenko?, E.A. KypHukoBa?, B.A. Toctumckuiit, C.B. LeHaepos?, A.E. banHoB?,
O.H. BapnamoBal, E.A. lemMeHTbeBa!
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Jns yumuposarus: Bacunenko B.C., KypHukosa E.A., Toctumckuii B.A., Lenaepos C.B., banHos A.E., Bapnamosa O.H., lemeHTbeBa E.A.
YposHu UN-4, NN-8 n ®HO-a y My»KUYMH cpegHEro BO3pacTa CO CTEHTUPOBAHHBIMM KOPOHAPHbIMM apTeEPMAMM NOC/Ie MOBTOPHOW pe-
BacKynspusaumm mvokapaa // Neanatp. — 2021. — T. 12. — Ne 3. — C. 43-50. https://doi.org/10.17816/PED12343-50

Mocrynuna: 15.04.2021 OpobpeHa: 14.05.2021 Mpuusta K nevatu: 23.06.2021

BeepeHune. B HacToslee BpemMs YyCTAHOB/IEHO, YTO BOCMANMUTE/NbHbIE LMTOKMHbI Y4acTBYKT BO BCeX CTaAMAX pa3BUTUS
nwemmnyeckoin 6onesHn ceppua. HayyHo AokasaHo, YTO TSXKeCTb MWweMnyeckon B6onesHu ceppua HanpsaMyl Koppenuvpyet
C NOBbILIEHMEM YPOBHS MPOBOCNANNTENbHbBIX LUUTOKUHOB, MPU 3TOM AaHHbIEe O POSKU MPOBOCNANIUTENIBHOrO UHTEPNENKUHA
WNJ1-8 1 NpoTMBOBOCMANUTENBHOTO MHTEpneiikuHa UJ1-4 npoTuBOpeymBbl.

Uenb nccnepoBaHusi — OLEHWTb YPOBHM MPOBOCMANUTENbHbIX LMTOKMHOB (MJ1-8, ®HO-0) U npoTMBOBOCMANUTENBHOrO
uHTepneviknHa (M/1-4) y naumeHTOB, CTpafaloWwmnx pasnnyHbiMm dopMamMu nwemMmnyeckon bonesHun cepaua, KOTopbiM 6b110
BbINOJIHEHO NMOBTOPHOE CTEHTUPOBAHWE KOPOHAPHbLIX apTepuid.

Martepuanbl u metoabl. Metonom TBepAoda3HOr0o MMMYHOPEPMEHTHOrO aHanu3a onpepeneHbl YPOBHU LUTOKUMHOB
y 28 nauueHTOB, paHee nepeHecwmnx UHDAPKT MMOKapAa CO CTEHTMPOBAHWEM MH(MAPKT-CBA3aHHOM apTepuu, MOBTOPHO
rocnuTannM3vpoBaHHbIMU B CBS3M C Pa3BUTMEM OCTPOro KOPOHAPHOrO CMHAPOMA, KOTOPbIM ObII0 BbINOAHEHO MOBTOPHOE
CTEHTMPOBaAHME KOPOHAPHbIX apTepuit. OnpeneneHbl YpOBHU LMTOKMHOB Y 24 NaLMeHTOB C XpOHMYECKOM 6one3Hblo cepala,
paHee nepeHeclnx UHOAPKT MUOKApAA CO CTEHTUPOBAHWEM UHDAPKT-CBA3AHHOM apTepuu, KOTOPble MOCTYNWUAN B KIIMHUKY
ANS 3TANHOrO CTEHTUPOBAHWUSA KOPOHApPHbIX apTepuil.

Pesynbratbl. YpoBeHb MJ1-4 y 601bHbIX XPOHUYECKMM KOPOHAPHbIM CMHAPOMOM HaXoAMACa B npepenax pedepeHcHbIX
3HaYeHui, B TO BpeMs KakK Yy OO0NIbHbIX OCTPbIM KOPOHAPHbIM CMHAPOMOM OTMEYanocb ero nosblleHne — 3,70 = 0,24
n 359,80 * 66,94 nr/mn cootsetcTBeHHO, npu p € 0,001. YpoeeHb MJ1-8 y 60NbHbIX XPOHUYECKUM KOPOHAPHbIM CUMHAPO-
MOM TakK >Xe HaxoAunca B npepenax pedepeHCHbIX 3HAaYeHW, TOrAa Kak B rpymnne C OCTPbIM KOPOHAPHbIM CMHAPOMOM
0TMeYanocb ero nosbllweHne — 7,34 * 1,29 n 69,75 * 18,25 nr/mn cooteeTtcTBeHHO, npu p < 0,001.

3aknoueHue. MNoBbieHne ypoBHs UJ1-4 uMeeT KOMMNEHCATOPHbIA XapaKTep M Hapsay C HE3HAYUTE/bHbIM MOBbILLEHUEM
®HO-a MoXeT paccMaTpuBaThCsl Kak MONOXMUTENbHbIM GaKTOp, CTabUNU3UPYIOLWMI TeyeHne 3aboneBaHus.

KntoueBbie cnoBa: oCTpblii KOPOHAPHbIA CUHAPOM; XPOHUYECKMI KOPOHAPHbIN CUHAPOM; MHDAPKT MMOKapAa; CTEHTUPOBa-
HWEe KOPOHApPHbIX apTEPUIA; UMTOKUHbI, UHTEPNEIKMH-4; MHTEPNENKUH-8; haKTOp HEKPO3a OMyxonu anbda; MHbapKT Muo-
Kapgaa.

LEVELS IL-4, IL-8, TNF-a IN MIDDLE-AGED MEN WITH STENTED CORONARY
ARTERIES AFTER REPEATED MYOCARDIAL REVASCULARIZATION
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O.N. Varlamova?, E.A. Dement’eval
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Background. It has now been established that inflammatory cytokines are involved in all the stages of the develop-
ment of coronary heart disease. It has been scientifically proved that the severity of coronary heart disease directly
correlates with the increase in the level of proinflammatory cytokines, while data on the role of proinflammatory
interleukin IL-8 and anti-inflammatory interleukin IL-4 are contradictory.

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

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

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

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

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

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

AKTYAJIbHOCTb

HecMoTtpst Ha TIOCTOSIHHOE BHEIpPEHWE B KIMHHYE-
CKYIO MPAKTUKY Pa3IMYHBIX METOJOB JICYCHUS W JHa-
THOCTUKM wuIieMudeckoit Oomnesnu cepauna (MBC)
(Takux Kak KOMIIbIOTepHO-TOMOrpaduueckas Kopo-
Haporpadusi, METOIbI BHYTPUCOCYINCTON BU3yan3a-
II1), B SKOHOMHYECKH Pa3BUTHIX CTpaHax OOJC3HU
CepIeYHO-COCYTUCTON CHUCTEMBI MPOAOIDKAIOT 3aHU-
MaTh BeJylee MECTO B CMEPTHOCTH M MHBAJIMAU3AINN
HaceneHus [2, 13].

B nmpoMBIuIeHHO pa3BUTHIX CTpaHaX Cpedd JroIei
crapmie 35 met Ha momo MBC mpuxomwTtcsl mpakTu-
Yecku TpeTb Bcex cmepteit [11]. B crpykrype cmepr-
Hoctu B Poccuiickoit Denepanyu ot Oose3Hel cucre-
Mbl kKpoBooOpamenus (bCK), mo manaeim Poccrara,
Ha gomo MBC B 2018 1. mpunmiock OoJiee TOIOBUHBI
Bcex cmy4aeB (52,6 %) [21]. Hecmorps Ha mmpo-
KO€ BHEIPEHUE BO BCEX KPYMHBIX KIMHUKAX CTPaHbBI
METOJOB HMHBa3WBHOro JjedeHus mnauumeHtoB ¢ MBC,
B 2018 r. undpapkr wmuokapna (MM) xak mnpuyu-
Ha cMmeptu 3adukcupoBaH y 54427 denosek (6,5 %
B cTpykType cMmeptHocTH ipu BCK), 4To 3HaUunTENEHO
MPEBbIIIAET aHaJOrMuYHble Mokaszaresnu crtpaH Ceep-
Hoil Amepuku u EBpomsl [2, 3].

®akropel pucka MBC BkiIO4alOT BBICOKHH Yypo-
BEHb JIMIIONPOTEHHOB HU3KOW 1rotHoctr (JITTHII),
nuabeT, OKHpeHHe, 3J10KaueCTBEHHYIO apTepHabHYIO
TUIIEPTCH3MI0, CEMEHHBIN aHaMHe3, 3a00JieBaHHUE I10-
YeK, ayTOMMMYHHBIE PacCTpOMCTBa, TabAKOKypeHHE,
3II0yTIIOTpEOIeHNe KOKAaWHOM Wi aM(eTaMUHOM,
xpoundyeckne BUY u anemuto [8]. OCHOBHBIMH 3THO-
norudeckumu Qakropamu pazsutus UBC seisrores:

aTepOCKIIEPO3, XPOHUYECKOE BOCIIATUTEILHOE TTOpake-
HUE ¢ HHPWIBTpalueil MOHOHYKJICAPHBIX JIEHKOINTOB,
nponudepanreil MaJKOMBIIICYHBIX KJIETOK COCYIOB
¥ HAKOIJICHUEM BHEKJIeTOYHOro marpukca [10, 20].
Octpast kopoHapHass maronorusi BkmodaeT: WM
(octpeiit KopoHapHblii cuaapoM — OKC) c/6e3 noms-
ema cermenta ST, HecTaOMIBHYIO CTEHOKApAHIO, KOTO-
pBIC pa3IMYArOTCs TI0 CTEIICHN TIOPaXeHUST MUOKapaa [3].
K xauHuYecknM BapuaHTaM XpOHHYECKOW KOpOHAp-
HOU MATOJIOTMX OTHOCSIT MAIlMEHTOB CO CTEHOKapIHEH,
C HE/IaBHO BO3HUKIIIEH CEP/IEYHON HEJOCTaTOYHOCTHIO,
0eCCHMIITOMHBIX TMAIMEHTOB WJIM TMAIUEHTOB C HEIaB-
HO BBITIOJIHEHHOHN pEBacKyIsIpH3anueii MHoKap/a.
Haubonee wacras nmpuumHa pa3BUTHS OCTPOM KO-
POHAPHOW MAaTOJIOTHH — 3TO TMOBPEKICHHUE MOKPHILI-
KA aTepOCKIEPOTHYECKON ONAIIKH, KOTOPOE CITY>KUT
MMyCKOBBIM MEXaHW3MOM B Pa3BUTHUH aTepoOTpoMO03a.
[lpu >TOM CTeneHb CTEHO3UPOBAHWSI KOPOHAPHBIX ap-
TEpUil HE BCerna AOCTUTACT KPUTUYECKOTO 3HAYCHHUSL.
Hpyrast mpudrHa — TEPBUYHBIA TPOMOO3 KOPOHAPHBIX
apTepuii, BO3HUKAIOMINK Ha (pOHE HAPYIIECHWH CBEPTHI-
BalOIIEH CHCTEMBI KpPOBH, JIMOO Ha (OHE HapyIICHHUH
puTMa cepAla, Uil KOTOPBIX HE XapaKTepHO CTEHO-
3UpOBaHME BEHEUHBIX aprepuidl. OIHON M3 TPHYMH,
HE Bcerga TpeOYyIONMX TPOBEICHUS CTCHTHPOBAHUS
KOPOHApHBIX apTepHid, TaKXKe SBISETCS CIOHTaHHAS
JIACCEKIINSl KOPOHAPHBIX apTepHid, KOTOpas MPHBOIHT
K pa3zButHio MM, varie Bcero HabmronaemMast y sKeHIUH
MOJIOZIOTO M cpezHero Bo3pacta [1]. 1 naubonee peaxoi
MIPUYMHON CUUTAETCS Ba30CMa3M KOPOHAPHOHM apTepuu
(BapmanT cTeHOKapawu IIpuHIMeTaNa), BEI3BAHHBIN JH-
JIOTETUANILHON WK cocyaucToil aucyHkiuei [9].
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[To paznmunbiM maHHBIM OKONO0 40—60 % manmeH-
TOB ¢ WH(pApPKTOM MHOKapa C MOAbEMOM CErMeHTa
ST (MMnST) uMeroT MHOTOCOCYIUCTYIO KOPOHAPHYIO
oone3nr (MVCAD) [18, 19]. Muorococynucras wuiie-
MHUUYecKasi OOJIe3Hb CepAla ONpenesieTcs NMPH Halu-
YUH TeMOAWHAMUYECKH 3HAaYMMBIX CTeHO030B (>70 %)
JBYX WJIN OoJjiee KPYMHBIX KOPOHAPHBIX apTepHil (ua-
MeTpoM >2.5 mMm) [5]. Crpaterust peBacKyIapH3anun
MHOKap/a, Takas Kak OJHOMOMEHTHOE CTEHTHPOBaHUE
BCEX 'eMOAMHAMUYECKH 3HAYUMBIX CTEHO30B KOPOHAp-
HBIX apTepPHUH WM TOIBKO NH(APKT-CBI3aHHON apTepun
C TIOCJIENYIONIMM CTEHTHUPOBAHUEM I'e€MOJMHAMHUYECKH
3HaYMMBIX CTEHO30B B PAaMKax OAHOM TOCHHTaIN3a-
UM MO0 BBHINOJIHEHNWE 3TAaHOW peBacKyJsIpU3alty,
y JAaHHOM IPyNIbI AIIMEHTOB OKOHYATEIbHO HE OIpe-
JeJeHa W OCTaeTCsl MpeIMeTOM MAHucKyccuid [4, 6].
B onHOM M3 mocienHuX UcclieoBaHUM (MeTaaHamus,
BItouaromui 7423 manuenta u3 10 pangoMusupo-
BaHHBIX HCCIIC[IOBAHUII) MMOATBEPKICHO IOCTOBEPHOE
camxkerne dactotel MACE (Major adverse cardio-
vascular events) (cmeprs/MUM/uHCYNBT) y manueH-
TOB, TIEpEHECUINX MONHYI0 peBackymsipuzauuio (CR)
[0 CPAaBHEHUIO C PEBACKYISpU3ALUCH apTepUH, CBA-
3aHHOM ¢ MH(APKTOM. 3HAUNTEIFHOE CHI)KEHHE OBLIO
00yCITOBIICHO B OCHOBHOM HHU3KOH YacTOTON IMOBTOP-
HOWl peBackysipuzanmu B Tpynne CR u Obmio 6o-
jee BblpakeHHBbIM, Korga CR mpoBoamnu Bo Bpems
UMnST, a ve nmostanuo [17].

B pasiuuHBIX MOJIEKYIAPHBIX/KIETOYHBIX IIyTIX
pazsutusi MBC, Bxmouas STAT (akruBatop TpaHc-
kpuniun), MAPK (MuTOreH-akTUBHpOBaHHAs MpoTe-
nHKuHa3a) 1 SMAD (ceMelHCTBO TpaHCKPUIIIMOHHBIX
(aKTOpOB), Y4YacTBYIOT BOCHAJIMTEJIbHBIE LUTOKHHBI
n dakropsl pocta [7, 15]. Kinanueckue wmccnemona-
HUS TIOKa3ajlM, YTO CYLIECTBYET MpsiMast KOPPEeIsAIus
MOBBILIEHNUA YPOBHSA MPOBOCHAIUTEIBHBIX ITUTOKHHOB
(unTepdepon-y, PHO-a, NJI-2, NJI-6, NJI-9 u NJI-17)
C TSDKECTBIO MOPAXEHHUsI BEHEUHBIX apTepHil, onperne-
JIIeMOH Tpu KOpoHapHO# anrnorpaduu. B HacTosIee
Bpems y nanuentoB ¢ MbC uccnenoBanus no ypoBHIO
NJI-4 noka3pIBatOT MPOTUBOPEUNBBIE pe3yabTathl [14].
JoBoapHO HeoaHO3HayHa Takxke poib MJI-8 kak uH-
mukatopa pucka WBC. OcHoBHble cBoiictBa MJI-8,
MPOBOCHAJINTENbHBIE W MPOTHBOWIIEMUYECKHE, Ha-
OiroaeMble B OKCIIEPUMEHTABHBIX HCCIEIOBAHUSIX,
MOTYT YaCTHYHO OOBSCHATH IUCKOPAAHTHYIO CBSI3b
NJI-8 ¢ puckoMm cepaedHO-COCYAMCTHIX 3a00JIeBaHUMH,
CBSI3aHHBIX ¢ arepockiepo3oM [16]. Ilo cBoeit cTpyk-
type WNJI-8 mpencraisier coboil XeMoaTTpaKkTaHT s
JICHKOIIUTOB, KOTOPBIN TaKkKe OOHApYKHBAaeTCs B are-
POCKIIEpPOTHYECKON OJIALIKE W MOXKET 32 CUET yBEIH-
YEeHUSI SKCTPaBa3alMM JICHKOLMTOB W aIre3MBHOCTU
9HJIOTEJINAJIBHBIX KJIETOK CIOCOOCTBOBAaTh PAa3BUTHUIO
ee HectabunpHOCTH [12]. B TO Xe Bpems B uIemu-

3upoBaHHbIX TKaHsx WMJI-8 yckopsieT HeoBacKyspHu-
3alMI0 U CrocoOcTByeT aHrumoreHesy. [lo HEKOTOpHIM
JTaHHBIM BbICOKHME ypoBHU MJI-8 He MoryT cumrarbes
MapKepOM pHUCKa CEpACYHO-COCYAUCTHIX 3a00NeBaHUI
B Oy/ayIieM, IMPU 5TOM OHHU CBS3aHBI C MOBBIIICHHBIM
PUCKOM CMEpPTU HE3aBUCHMO OT OCHOBHOW HpHUYH-
HEI [16].

Takum o00pa3om, BoOCHaJHTENbHBIE OHOMapKephbl,
B YAaCTHOCTH MPO- U MPOTUBOBOCHAIUTEIBHBIE LIUTO-
KHHBI, UTPAIOT BAXXHYIO POJb B MHULMALUKA U Pa3BU-
tiu MIBC. VX n3yyenne MoXeT MoMoYb IITyOke TIOHATh
MEXaHU3M MOPAKEHHsI COCYIOB U MPEIOKUTh Hanbo-
nee 0ObEKTUBHBIE MAapKePhI sl IPOrHO3a PE3YIILTaTOB
neyeHus manuentoB ¢ UBC.

Lenv uccnedosanuss — OlLEHKA ypOBHEH TPOBOC-
nanutenbHbIX 1uToKuHOB (MJI-8, ®HO-0) 1 mporu-
BoBOCHanuTenbHoro unrepnevikuna (MJI-4) y panee
CTEHTHPOBAaHHBIX NAalMEHTOB, CTPaJaloLUX pa3iny-
HBIMHA (hopMaMUu HIIEMUYECcKOi Oolle3HHM cepiia, Ko-
TOPBIM OBLITO BBITTOJHEHO CTEHTHPOBAHNE KOPOHAPHBIX
apTepuil.

MATEPWANbI U METObl

HccnenoBanne  BBIIOJIHEHO B COOTBETCTBUH
CO CTaHJapTaMu HaJuIeKallell KIMHUYECKON IMpaKTH-
k1 (Good Clinical Practice), mpuniumnamu XeabCHHK-
CKOHM Jexnapauuu BceMupHON MENMIIMHCKOM accolu-
auM «JTUYECKUE TNPUHLIMIIBI MPOBEJCHHS HAyIHBIX
MEIWIMHCKAX HWCCIIEAOBAaHUI C y4acTHEM YeEIOBEKa»
¢ nompaBkamu 2000 r. IIpoTokon mccienoBanus ObLT
0700peH DTUYECKHMM KOMHUTETOM LEHTPa, B KOTOPOM
MIPOBOJWIIOCH HccieloBaHKeE. [0 BKIIIOUEHHS B UCCIIe-
JIOBaHHE Yy BCEX MALMEHTOB OBIJIO MOIYYEHO MHChMEH-
HOe MH(OPMHUPOBAHHOE COITIACHUE.

B wuccnenoBanue ObUTM BKJIIOYEHBI MYXYHUHBI —
52 manueHnTa, B Bo3pacte 45-59 ner B rpymme ¢ Xpo-
HUYECKUM KOopoHapHbIM cuHApoMoM (XKC) u B BO3-
pacte 4660 net B rpynne ¢ OKC.

Kpurepnn nckmouennst: caxapabri quadet I u 11 Trra,
XpOHUYECKasi O0JIe3Hb TIOUeK, TpeOyIomIas MPOBEICHNUS
3aMECTUTENbHOI MOYeyHON Tepanuu, TeKylue BOC-
naJuTeNabHble 3a00JeBaHUs, KOTOPhIE MOIIM IIOBIIH-
ATh Ha JOTOJHHTENBHBIE U3MEHEHHS IIUTOKHHOBOTO
CTaTyca, Ba30CHACTUYECKUH U HEKOPOHAPOTEHHBIN
xapakrep MBC.

Bce o0cnenoBaHHble MauyeHTH ObBUIM pas/iesieHbI
Ha 2 IpymblL:

1-a rpymma — 28 (53,9 %) My»X4uH, TIOCTYTaBIINX
B KIIMHUKY ¢ quarao3oM OKC, KoTopsIii BIIOCIEICTBUA
pa3BWICS B HECTAOMJIbHYIO CTEHOKapIHIO, WMEIOIINX
B aHaMHE3€¢ B TEYEHHE MpPEeNUIeCTBYIOIIUX 2—6 JeT
MUMnST ¢ BBINOAHEHHOW peBacKyaspu3alueid UH-
(apkT-3aBHCUMON apTEpUU CTEHTaMHU C JICKApCTBEH-
HbIMM HOKPBITUSIMHA. B HaHHON rpynmne npoBeaeHO
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MOBTOPHOE IKCTPEHHOE CTEHTHPOBAaHHE I€MOIMHAMU-
YECKH 3HAYMMBIX CTCHO30B;

2-1 tpynma — 24 (46,1 %) MyX4uHBI, TOCTyTaB-
me B kiuHuky ¢ XKC, umeroniye B aHaMHe3€e B Teye-
Hue npeauecTByomux 2—6 mec. UMnST ¢ BbinonHeH-
HOM peBacKyIsipu3aiieil nHhapKT-3aBUCUMON apTepHH
CTEHTaMHU C JIEKAPCTBEHHBIM IOKpBITHEM. B naHHOU
rpyIIe MPOBEACHO 3TanmHoe (MJIaHOBOE) CTEHTUPOBA-
HHE TEMOANHAMHUYECKH 3HAYMMbIX CTCHO30B.

Bcewm nanuenTaM ocymiecTBI€HO KOMIUIEKCHOE KIIH-
HUYecKkoe oOcienoBanre. B cooTBeTcTBHY € 3a7adamMu
WCCIIEZIOBAHUS Tepe]] BBHITIOTHEHNEM KOPOHApPOAHTHO-
rpaduy ManueHTaM MPOBOAMIM ONpENEICHHE B KpO-
BU TPOBOCHAIUTENBHBIX MUTOKHHOB (DHO-a, MNJI-8)
Y TIPOTUBOBOCIIAINTEIbHOTO HHTepieiikuHa (11J1-4). Hc-
MOJIL30BAT METOJ] TBep10(ha3HOTO IMMYHO(EPMEHTHO-
rO aHajgu3a C¢ NpUMeHeHHneM peakThBoB «MDA-IL-4»,
WHDA-IL-8» 1 «MMDA-TNF-alpha» (OO0 «llutokuny,
Cankr-IlerepOypr) Ha ammapare «YHUIDIaH» ((UPMBI
«IInuxon», Poccust). CreneHb CTEHO3MPOBAHUS KOpPOHAp-
HBIX apTepHil OLIEHWBAJIM C TIOMOIIIBIO CTaHapTHOMN TPO-
rpaMmbl Stenosis Analisis, yCTaHOBJIGHHOW Ha aHTHOTpa-
¢e GE Healthcare. ®@pakimio BbIOpoca paccUUTHIBAIN
npu apyxmepHoit Ixo-KI' mo merony CumrcoHna.

[Tonydyennsle maHHBIe OBUTHM OOpabOTaHBI C WC-
MOJIb30BAHMEM TPOTPAMMBI IS MCCJICOBAHUS CTa-
tucTryecknx maHHbIX IBM SPSS Statistics 16. s
OLICHKU pa3IMYUil MEXAy IBYMs I'pynrnamMu 3HA4eHHM
MoKazareieil, MMEIUMX HOpPMalbHOE pacipenese-
HUe, IPUMEHSIHN f-KpuTepuii CThioneHTa. Pe3ynprars
MIPEICTABICHBI B MIPOLICHTHOM COOTHOIIICHUH U B BHUJIC
cpemHel apuMeTHYecKoi U ee CTaHIapTHOW OITHOKH
(M £ m).

PE3YJIbTATbl U OBCYXAEHUE

[IpoBeneHo paszzaeneHue MAMEHTOB O0EUX TPYIIT
M0 CTENCHW CTEHO3MPOBAHMS M JIOKAJIU3AIMU TTOpaxKe-
HUS KOPOHApHBIX apTepuil. Y MauueHTOB 2-i PyIIbI
¢ XKC 3nauntenpHo gamie (p < 0,01), gvem B 1-it rpyn-
me mamweHToB ¢ OKC, ormeuancss creHo3 orudaro-
et aprepun. llpu 3TOM B OOJNBIIMHCTBE CITy4acB
(83 %) mmarnoctupoBamu ctero3 80-90 % (p <0,01).
VY mamuentoB 1-it rpynmer ¢ OKC Gosnee wem B mo-
nosuHe ciay4aeB (60 %) ObLT BBISBIEH CTEHO3 KOPO-
HapHbIX aptepuil 90-95 % (p <0,01) 1 B oCHOBHOM
OTMEYAJIOCHh TOpPaXXEHHE MNEepeaHEed MeXIKeIyJ0UKO-
Boii (40 %) u mpaBoil kopoHapHOW aptepuu (50 %)
(Tabm. 1).

Tabnuua 1 / Table 1

CreneHun cTeHO30B KOPOHapHbIX apTepm7| B rpynnax naunMeHToB C OCTPbIM KOPOHAPHbIM CUHAPOMOM U XPOHUYECKUM

KOPOHapHbIM CMHAPOMOM

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

Crenenb cTeHosa / The degree of stenosis
Aprepn / 70-80 % 80-90 % 90-95 % Beero /Total
Coronary
arteries 1-1 rpynmna / | 2-a rpynmna / | 1-s1 rpynna / | 2-s1 rpynna / | 1-a rpynma / | 2-a rpynmna / | 1-s rpynmna / | 2-1 rpynna /
Group 1 Group 2 Group 1 Group 2 Group 1 Group 2 Group 1 Group 2

[epennss 2 0 5 3 0 10 4
MEXOKEITy- (7,1 %) (17,9 %) (17 %) (10,7 %) (35,7 %)** (17 %)
JI0YKOBas
aptepust /
Left anterior
descending
artery
Orubaromas 0 0 4 3 (10,7 %) 0 3 12
aptepust / (14,3 %) (50 %)* (25 %) (50 %)*
Left circum-
flex artery
[IpaBas 3 0 6 2 4 15 8
KOpOHapHast (10,8 %) (21,4 %) (17 %) (7,1 %) (17 %) (39,3 %) (33 %)
aprepust /
Right coro-
nary artery
HUroro / 5 0 15 8 4 28 24
Outcome (17,9 %) (53,6 %) (83 %) ** (28,5 %) (17 %)* (100 %) (100 %)

* Paznuuusi OTHOCUTEIBHO 1-U TpyNIBl cTaTHCTHYECKU 3HaYUMBI ipu p < 0,01; ** mpu p < 0,001.
* Differences with group 1 are statistically valid at p < 0.01; ** at p <0.001.
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Takum obpaszom, y marmmeHtoB ¢ OKC, xoTtopbim
BBITIOJTHSJIOCH TIOBTOPHOE CTEHTUPOBAHHE KOPOHAPHBIX
aprepuii (1-s1 rpymma), daiie HaOIoganach Kak Oojee
HU3Kas, TaKk U OoJee BBICOKAsl CTENEeHb CTEHO3UPOBA-
HUS KOPOHApHBIX apTepuid, yeM y nmanueHToB ¢ XKC,
HMEIOIUX B aHaMHE3€ B TEUEHHE IHPEALIECTBYIOLINX
6 mec. UMnST c BeImosHEeHHOW peBacKyIsIpU3aIu-
el uH(papKT-3aBUCUMON apTepuUH CTEHTaMHU C JieKap-
CTBEHHBIM MOKpbITHEM (2-51 rpynmna). [Tpu 3tom mopa-
YKEHHEe OrHOaroNiell apTepuu y MaueHToB 1-if TpyIIibl
O0TMEYaJIoCh peXke, a MOpakeHHe TepemHel MexKe-
JIyZIOUKOBOM apTepuu BBIABIsUIOCH daiie. [lopaxenue
MpaBoii KOPOHAPHOH apTepuy HaOJIIONATOCH IPaKTHIe-
CKH B OJIMHAKOBOM 4YHCIIE€ CIy4aeB B 00€HMX IpyIlnax.

Bcee manwmenTsr 2-i rpymmel ¢ XKC nMenn coxpa-
HeHHy0 ¢pakiuio Beiopoca JIK (54-63 %). [TanneHTsI
1-it rpynmel ¢ OKC nmMenu coxpaHeHHYIO0 U MPOMEXY-
Tounyto (pakuuro BeiOpoca JIK (4667 %). Cpenne-
TpYIIIOBO TIOKa3arenb (hpaknuu BeIOpoca B 1-if rpyrime
nanueHTtoB ¢ OKC okasajncs CTaTUCTUYECKH 3HA4YM-
MO HIKe, yeM y maumeHtoB 2-if rpynmsl ¢ XKC —
46,4 = 0,8 otHocuTensHO 59 £ 0,6 (p < 0,001). Hapyme-
HHUE COKPAaTUMOCTH MHOKap/ia ycTaHoBieHo y 16 (57 %)
nauuenToB 1-i rpynnel ¢ OKC u toneko y 4 (17 %)
narmenToB 2-i rpymmsel ¢ XKC (p <0,01).

[lo maHHBIM aHaMHE3a YCTaHOBJICHBI (PAKTOPBI PH-
cka UBC B rpynmax naumeHTOB ¢ OCTPHIM M XPOHH-
YECKMM KOPOHAPHBIMU CHHAPOMAaMHU.

l'unepnunuaeMuo CTaTUCTHUECKH 3HAUYMMO Yalle
peructpupoBanu y mamnuentoB 1-i rpymmsr ¢ OKC
(» £0,05-0,001). Ilpu sTomM B 00eumx TpyImax rH-
nepToHuyecKas Oone3Hb 3-H cTemeHW HaOonanach
y Bcex narmenToB (p < 0,001). Hammumne xpoHndeckoit
00CTpYKTHBHOM O0JIe3HM JIeTkuX 1 oxkuperus 1-11 cre-

IICHH, a TAK)KE TA0AKOKYPEHUS! CTaTUCTHUECKU 3HA4YM-
MO B TpyMNmax He OTINYaJIoCh, HaOMOAaIach JIMIIb
TEHJCHLUS K UX YBEJIMYEHUIO y MalueHToB 1-if rpyn-
el ¢ OKC (tabn. 2).

HecMoTpst Ha mopaepKUBAKOIIYI0 TEPANHIO CTATH-
HaM{ B 00eWX Tpymmax, B 1-il Tpymme rumepiunuie-
MHUSl PErHCTPUpPOBAIACh Yallle, YTO BEPOSITHEE BCETO
CBsi3aHO C¢ 0oJiee aKTHBHBIM IPOIIECCOM aTepoOCKIepo-
3a, KOTOPBIH, B OTJIWYME OT MALMEHTOB U3 2-U TPYIIIIHI,
npuBen k pazsuturo OKC.

VY 6omeabix ¢ XKC (2-1 rpynma) He HaOMIOAAIOCH
3HaYMMOT0 U3MEHEHHsI YPOBHSI KaK Mpo-, TaK U MPOTHUBO-
BOCHAIUTEILHEIX IUTOKKMHOB. ITokazaremu MJI-4, NJI-8
u ®HO-0 y HHX HaXomWwinch B TpaHUIax pedepeHc-
Horo mHTepBaia. Y mammentoB ¢ OKC, ¢ panee creH-
TUPOBAHHBIMH KOPOHAPHBIMHU apTepusiMu (1- Tpymma),
HAIlpOTUB, OTMEYAINCh OYEHb BBICOKHE CPEIHErpyIIo-
BbIE IOKA3aTeN, Kak npoBocnaiaurensHoro MJI-8, Tak
u nporuBoBocnanmrensaoro UJI-4 (tadm. 3).

B pesynprare, pasznuums  Mexny —TpynmamMu
o NJI-8, NJI-4 u ®HO-0o oka3zanuch CTaTUCTHYECKHU
3HaunMbIME (p < 0,01-0,001) ¢ moBbIICHHEM JTaHHBIX
HMHTEpJIeUKNHOB y maunueHToB 1-i rpymmsr ¢ OKC.
[Ipu s3ToM y Bcex nauuentos (100 %) B rpynne ¢ OKC
OBLTO ycTaHOBIEHO ToBBIIeHUE ypoBHS NJI-4 n NJI-8
BbIlle pedepeHCHBIX 3HayeHui. [loBbilIeHUE YPOBHS
NJI-4, BeposTHO, MMEET KOMIIEHCATOPHBIM XapakTep
[0 OTHOWIEHWIO K MPOBOCHAIUTEIbHBIM IIUTOKHMHAM
1 MOXKET paccMaTpUBaThCs KaK MOJIOKUTEIbHBIN (ak-
TOp, CTaOMIM3UpyIOmMuUii TeueHue 3adomeBanusi. Cra-
TUCTUYECKH 3HAYMMOTo u3MeHeHus 3HadeHuit ®HO-a
y nanuenToB ¢ OKC HaMu He ycTaHOBIIEHO, YTO Tak-
K€ MOJKHO paccMaTpHuBaTh Kak (akrop, odiaerdarommi
TEUCHHE HECTAaOMIbHOW CTEHOKApIHH.

Tabnuya 2 / Table 2

@aKTopbl pUCKA MILIEMUYECKOW OONE3HM CepAala B rpynnax NaLuMeHTOB C OCTPbIM KOPOHAPHbIM CUMHAPOMOM U XpO-

HUYECKUM KOPOHAPHbIM CUHAPOMOM
Risk Factors of CAD in different patients groups

1-s1 rpymnma / Group 1 | 2-s1 rpymma / Group 2 CTaTHCTquCKMfHaqHMOCTI’
Iokazatenu / (n = 28) (n = 24) pazmuuwii (¢) /
Indication Statistics significance
n o, " o of differences (¢)

lunepmunuaemus (JIITHIT >1,8 mmouns/m) / 14 50 25 p=<0,001 (3,7)
Hyperlipidemia (LDL >1.8 mmol/L)
I'mnepronmnyeckas 6one3ns 2-it u 3-it craguu / 28 100 24 100 p<0,001 (4,1)
Hypertensive disease 2 and 3 stage
XpoHudeckasi 00CTpyKTHUBHAA O0NE3Hb JETKUX / 5 19 3 12,5 p>0,05 (0,9
Chronic obstructive pulmonary disease
TabakokypeHue / 12 42,9 10 41,7 p<0,05((2,4)
Smoking
Oxwupenne [-11 crenenu / 14 50 6 25 p>0,05(1,7)
Obesity I-11I stage
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Tabnuua 3 / Table 3

YpoBeHb LWTOKMHOB B rpynnax naLMeHTOB C OCTPbIM KOPOHAPHbIM CUHAPOMOM U XPOHUYECKUM KOPOHAPHBIM CUH-

LPOMOM
Levels of cytokines in different patients groups

I'pyTiibl MalHeHTOoB /
Groups of patients

NJ-4 (0—4 nr/mn)* /
IL-4 (0—4 pg/ml)*

WJI-8 (0-10 mr/mm)* /
IL-8 (0-10 pg/ml)*

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

1-st rpynma / Group 1 (n = 28) 359,80 + 66,94 69,75 + 18,25 1,83 £ 0,31
2-s rpynmna / Group 2 (n = 24) 3,70 £ 0,24 7,34 + 1,29 0,04 + 0,004
CraTtucTHyeckas 3HaYUMOCTh pa3nuyuid (1) / p=<0,001 (5,3) »=<0,01 3,4 p<0,001 (5,8)

Statistics significance of differences (7)

* PeepeHCHBIN HHTEPBAJI 1O JaHHBIM J1aOOpaTOPHH.
* Reference interval according to laboratory data.

PaccmarpuBasi rpynmy HanMeHTOB C IOBBILICHUEM
YPOBHSI HHTEPJICHKUHOB, HEOOXOIMMO OTMETHTh, 4YTO
CTEINeHb CTEHO3MPOBAHUS KOPOHAPHBIX apTepHii He sIB-
JSUTOCh 3HAYMMOM, TaK Kak BHE 3aBUCHMOCTH OT CTEIIEHU
MOPaXKEHHsI BEHEUHBIX apTepPHUil OTMEYANIOCH MTOBBIIIIEHUE
YPOBHSI KaK HPOBOCIAIUTENIBHBIX, TaK U IPOTUBOBOC-
HAJIUTENbHbIX LUTOKMHOB. OIIHAKO HapyleHHE COKpa-
TAMOCTH MHOKapaa 1o maHHbeM Ox0-KI' orMeuanoch
y TalMeHToB ¢ ToBbImeHrneM ypoBHs NJI-4 Gonee yem
B 50 pa3 oT BepxHEl IpaHULbl HOPMBL. B KimHMYeckoM
AHAJIM3E KPOBH Y MALMEHTOB C IMOBBIIICHHBIM YPOBHEM
MHTEPIIEHKIHOB oTMedasochk noBsimeHne COD 1o cpas-
HEHHUIO C TMAalMeHTaMU W3 BTOPOW IPYIIIbL.

BbiBO bl

1. V manuentoB ¢ XKC, mmeronux B aHaMHe-
3¢ B TEUEHHE MNpEIIIecTBYOmuX 2—6 Mec. mH(papKT
MUOKapnaa ¢ mogbemMoM cermMeHTa ST ¢ BBITOTHEHHOM
peBackymsipuzanueii  MHGAPKT-3aBUCUMOUN  apTepuu
CTEHTAMH C JICKAPCTBEHHBIM IOKPHITHEM, HE OTMeue-
HO W3MEHEHUS YPOBHS KakK IMPO-, TaK U MPOTHBOBOC-
MaJIMTEIBHBIX MTOKUHOB.

2. OTMEYEHO TOBBIINICHUE YPOBHSI MPO- U MPOTHUBO-
BOCHAQJIUTENBHBIX LUTOKMHOB y BCEX MAIUEHTOB, KO-
TOPBHIM B TEUEHHE TMPEIIISCTBYIOMHNX 2—6 Mec. OBLIO
BEITIOJTHEHO CTCHTHUpPOBaHHME MH(DAPKT-3aBUCHUMON apTe-
pYH, U KOTOpPhIE TTIOBTOPHO OBUTH ONIEPUPOBAHBI B CBSI3U
C BO3HUKHOBeHHEeM KiumHHueckoi kaptunbl OKC.

3AKJTOYEHUE

Beposrnee Bcero, nossienne yposus MJI-4 nmeer
KOMIICHCATOPHBIN XapaKTep W HapsAy ¢ HE3HAUUTEIhb-
HbIM mnoBblieHueM DPHO-o MOKeT paccMaTpuUBaThCA
KaK TIOJIOKUTENBHBIN (haKkTop, CTaOMIM3UPYIOINI Te-
yeHue 3a00JIeBaHMSI.
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FTMNEPNAKTATEMMA N NAKTAT-AUUAO3 B NMPAKTUKE NEOUATPA
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OueHka ypoBHS nakTaTa / MOJIOYHOM KMCIOTbl KPOBM MeAMATPOM MOPOW BbI3bIBAET 3aTPyAHEHUS. JlTakTaT — 3TO NPOAYKT
KNeToO4YHOro MeTabonm3Ma rKo3bl, KMPHbIX KMCIOT, HEKOTOPbIX 3aMEHUMbIX aMUHOKMUCIOT. HopMa nakTata B KpOBM He
onpenenieHa MexAyHapoAHbIMU CTaHAAPTaMM, NO3TOMY 3aBUCUT OT METOLMKU U PEaKTUBOB, MPUMEHSEMbIX B 1abopaTopum.
YpoBeHb nakTaTa B KPOBM — pe3ynbTaT paBHOBECMS MexnAy npoueccamu ero obpasoBaHus M yTunusauuu. Bepywmmum
NPUYMHAMM MOBBIWEHUS NAKTaTa KPOBM SBAAIOTCS aHadpobHas MblleyHas akTUBHOCTb (TSXKenble ynpaKHeHUs, npu-
CTynbl Cypopor), 3aboneBaHns nerknux U cepaua (ObixaTenbHas HeAOCTaTOYHOCTb, HEAOCTATOYHOCTb KpOBOO6GpaLLeHms),
HapyweHne QYHKLMM NeYeHU M Moyek, CaxapHbli anabeT, Cencuc, LWOKKU, HEKOTOPbIE TSXXenble OTKNOHEHWS B COCTOSAHUM
HOBOPOX/AEHHbIX AeTel, MUTOXOHAPUANbHble 60Ne3HU, NeKapCTBEHHbIe NpenapaTtbl, TMNOBUTaMUHO3bl. He ncyepnaHbl Kak
AMArHOCTUMYeCKMe, Tak U MPOrHOCTUYECKME BO3MOXKHOCTM MHTEPNpPETALMM YPOBHSA NakTaTa KpoBu. JlakTaT-aumMaos — onac-
HOe OCJ/IOXKHEHWEe runeprakTaTeMUU, BbI3BaHHOE HEKOTOPbIMU MATONOrMMUYECKMMU COCTOSIHUSMU (3a60NEBAHUAMU UMK CUH-
LpOMaMM), KOTOPOE MOXET 3aKOHUMTbCS CMepTeNbHbIM UCXOAOM. BbisiBNeHne npuumHbl NakTaT-auuao3a npencraBnseTcs
pewatwwmm GakTopoM Ang Bbibopa cTpateruu nevenHus. JlaktataunpotTmyeckas KOMa — pefkoe, HO BO3MOXHOE OCJ/IOX-
HEeHWe caxapHoro auabeta, Tpebylollee MHTEHCUBHOIO KOMIMIEKCHOTO JIEYEHUSI B OTAENEHUSIX WUHTEHCUBHOM Tepanuu.
Meauatp LOMXKEH YMETb OLEHWUTb YPOBEHb 1aKTaTa B KPOBM, MPOAHaM3UPOBATb BO3MOXHbIE MPUYUHBI TUTMIEPIAKTATEMUMY,
3HaTb aNrOpUTM AEUCTBUIA NPW Pa3BUMTUM NaKTaT-auMao3a.

KnioueBble cnoBa: nakTaT; lakTaT-aLMA03; laKTaTauMaoTMYeCckas KoMa; MUTOXOHApPpUalibHblE 60N1e3HM; ANATHOCTMKA; IeYeHMe.
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Assessment of blood lactate / lactic acid levels by a General pediatrician is sometimes difficult. Lactate is a pro-
duct of cellular metabolism of glucose, fatty acids, and some interchangeable amino acids. The norm of lactate in
the blood is not defined by international standards, so it depends on the methodology and reagents used in the
laboratory. The level of lactate in the blood is the result of an equilibrium between the processes of its formation
and utilization. The leading causes of increased blood lactate are anaerobic muscle activity (heavy exercise, sei-
zures), impaired liver and kidney function, lung and heart diseases (respiratory failure, circulatory failure), diabetes,
sepsis, regional tissue circulatory disorders (burns and injuries), shocks, some severe abnormalities in the condition
of newborns, mitochondrial diseases, and medications. Lactatacidosis is a rare dangerous complication caused by
certain pathological conditions (diseases or syndromes), which can end in death. Identification of the cause of lactic
acidosis and differential diagnosis of its type is a crucial factor for choosing a treatment strategy. Lactatacidotic
coma in diabetes mellitus is a rare, but possible complication, that requires intensive complex treatment in intensive
care units. The pediatrician should be able to assess the level of lactate in the blood, analyze the possible causes
of hyperlactatemia, and know the algorithm of actions in the development of lactate acidosis.

Keywords: lactate; lactic acidosis; lactic acidotic coma; mitochondrial diseases; diagnosis; treatment.
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Hckmtouenre pa3HbIX BapUaHTOB HAPYIICHUM TIIH-
KEMUU BXOAUT B )Z[I/IaFHOCTI/I‘IeCKI/Iﬁ aJII‘OpI/ITM JETCKOI'o
SHJOKPHUHOJOra, MeauaTpa, HeOHAToJIora, HeBPOIaTo-
Jora, Xupypra u JIpyrux crnemnuamuctoB. JlaGoparop-
HBIM CTAaHJIAPTOM CUUTAETCS COMPSDKEHHOE HCCIIeO0-
BaHME TMOKa3areyiel MIIOKO3bl U JIaKTaTa KaruUIsipHOU
kpoBu. OlleHKa YPOBHs JIaKTaTa / MOJIOYHOM KHCJIOTBI
KpPOBH TEIUATPOM IIMPOKOTO MPO(HIS MOXKET BbI-
3bIBaTh 3aTpyAHEHUs. ba3ucHOro Kypca OHOXHMUW,
M3 KOTOPOTO M3BECTHO, YTO JIAKTAT — O3TO MPOIYKT
aHa’POOHOTO TIIMKOJIN3a, YacTO OBIBAET HEAOCTATOYHO
JJIs1 TIOSICHCHU A OTKJIOHCHI/Iﬁ B HOJ'Iy‘ICHHI)IX pe3ym;-
tataxX. [lpyW BBISIBICHUM HApyIICHUH KOHIEHTPAIlUU
JaKTara HeoOXo[UMa aJleKBaTHas OIeHKa €€ TPUYHHEI
U TPEIyTPEKACHIEC BOZMOKHBIX OCIIOKHEHUH THITEp-
JIAKTaTEMUU.

JlakTar — 3TO MPOAYKT KJISTOUYHOTO MeTaboIM3Ma,
COJIb MOJIOYHOH KHCIIOTBI, 00pa3yromiasicst mpu 3ame-
LOICHUM MOHA BOAOPOJA MOJOYHOM KuCIOThI Ha Na'
mwmn K™ [4, 9]. Jlakrat oOpa3yercs B mpoliecce aHad-
pOOHOTO OKMCIEHHUs TIIOKO3bI (pHc. 1), mpeBparieHuit
aJaHnHa, a TaKXKe [IUIEPOaIbACTUIa — KOMIIOHEHTA
MPOCTHIX JINMTUAOB. HemocpencTBeHHO JIaKkTaT SIBIISET-
csl TynmukoM MeTabonu3ma. Bee ero mpeBparienus mpo-
HUCXOMAT 4Yepe3 MUPYBAaT.

IIpu 1OCTaTOYHOM IMOCTYIUIEHUH KHUCJIOPOJAA MUPY-
BaT MOJIBEPraeTcsi MeTaboIM3My B MUTOXOHIPUSX ITy-
TEM OKHCIUTEILHOTO JeKapOOKCUIMPOBAHUS IO alle-

2

Puc. 1.

HADHH® /
NADNN'

Lnkn Kpebca

36K Mg“bCAqu)/ AHa3po6HbIN FKKO-
: rebs Lycle nm3 2 monb ATO /
\ 36 mol of ATF Anaerobic glycolisis
\ATO/ATE, 2 mol of ATF
co

Tin-KoA W janee B IMKJIE TPUKAPOOHOBBIX KHCIIOT
OKHUCTISICTCSL 10 KOHEUHBIX MPOIYKTOB [8].

[Ipu runokcuu NMUPyBaT HE MOCTYMACT B MHUTOXOH-
JIpHH, a TIPEBpaIaeTcs B JIAKTAT ¢ yyacTreM (hepMeHTa
nmakraraeruaporeHassr (JIAI') [4]. DOrta peakius 00-
patuma (puc. 2).

JlakTar sBisSE€TCS M TPOMEKYTOYHBIM IPOILYKTOM
BHEMUTOXOH/IPUATTLHOTO OKUCJICHUS JKUPHBIX KUCIOT
U HEOOXOIUM ISl CHHTE3a HEKOTOPBIX 3aMEHUMBIX
aMHUHOKHCIIOT (aJlaHWH, TIWIWH, CepuH W Ap.). Aja-
HUH CHHTE3UPYETCS B MBIIICUHOW TKAHU W3 MOJIOY-
HOM KHCJIOTHI, a Jjajiee JIErKo MpeBpaliaeTcs B NeUeHH
B IJIIOKO3Y. DTOT MPOLECC HOCUT Ha3BaHUE IJIFOKO30-
aJJAHWMHOBOTO IUKIA (pHC. 3) U CIy)KUT OJHUM U3 OC-
HOBHBIX TTyTEeH TIIIOKOHEOTeHe3a B TeueHu [3].

[IpaxTryecku Bce KIETKH CIIOCOOHBI BhIpabaThIBaTh
naktaT. TKkaHM C BBICOKMM YPOBHEM MeTaboiu3ma:
causncras ToHkoro kuirednuka (10 %), mo3r (20 %),
koxka (25 %), ckemerHble MBIIIB (25 %), a KIETKH
KpoBH — 3pUTPouTHI (20 %) — BHOCAT HAaUOOIBIITHIA
BKIIJl B €XKEIHEBHYIO NPOJYKLHUIO JlakTara, (HOopMH-
pysl €ro HOpPMaJIbHBIM YPOBEHb B KPOBU ~1,3 MMOJIB/I
(puc. 4)

B kieTkax, KOTOpble HE CO/ep)KaT MUTOXOHJIPUH,
HalpuMep B 3PUTPOLMTAX, MUPYBAT IMOJ JICHCTBHEM
JIAL' npeBpalaercs B JIAKTaT, KOTOPBINA IepeMenacTcs
U3 KIETOK W TPAHCIIOPTUPYETCS B JPYTHE TKAHU JUIS
MPOM3BOJICTBA dHEpPrud. JlakTar mpu 3TOM HE SIBIISET-

HAL+ /
NAD+

Lactate

ps i Lactate
nar/ e &=

MKT-1 / MCT-1

Meta6onunsm rnokosbl A0 nakrata [8]. 3paech u Ha puc. 2-4: HALL — HuKoTMHaMuAaAeHuHAnHYKneotua, JIAT — nakratae-

rmaporeHasa, MKT — MoHokap6oKcunbHbIl TpaHcnopTep, AT® — ageHosuHTpudochar

Fig. 1.

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

MCT - monocarboxylic conveyo, ATF - adenosine triphosphate
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Csl KOHEYHBIM TPOAYKTOM MeTaboHM3Ma, YIaasieMbIM
W3 OpraHu3Ma. YTHIU3alKs MOJOYHOW KHCIOTHI PO-
ucxonut B nedeHu (60 %) u moukax (30 %), B MeHb-
mield CTereHH — B CEpALE M CKEJICTHBIX MBIIILAX.
Jlakrar motpeOnsercs, Mpex/e BCero, e4eHbi0 U Mod-
KaMH B TIpOIlecCe INTIOKOHEOTeHEe3a, B XOAE KOTOPOTO
OH TIPEBpAIlAeTCsA B MHUPYBAT U Jajee B TIIIOKO3Y [9].

Takum oOpazom, ¢uU3HONIOTHYECKas POJb JIaKTara
B OpraHM3Me 3aKJII04aeTcs B TOM, YTO BO BpPEMs JIIO-
0oro crpecca OH CTAaHOBHTCSI OJHHM M3 HCTOYHHKOB
SHEPIrHM M MOXKET Y4acTBOBaTh KaK B CHHTE3€, TaK
W YTWIM3alMH DIIOKO3bl. B Tokoe makrar obecredn-
BaeT 7 %, a BO BpeMsi pU3MUECKUX HArpy3ok — 25 %
sHepruu. I1oTpeOHOCTE B MOJIOYHON KHCIIOTE ITOBBI-
MIaeTcsl MPH BBICOKUX (PU3NYECKUX WM YMCTBEHHBIX
Harpys3kax, BO BpeMs aKTHBHOIO POCTa M Pa3BUTHSA
opranusMma [8].

Mbiwua / Muscle

HADH+H' /  HAL+/
NADN+N* NAD+
o, O o, O
N/ N\
C C
| |
=0 e HC —OH
| - |
CH, Nr / LDG CH,

Mupysar / Pyruvate Nakrar / Lactate

Puc. 2. Peakums npespalieHus nupysata B JaKrat [4]
Fig. 2. Pyruvate-to-lactate conversion reaction [4]

Hopma nakrtara B KpoBH HE OIpe[esieHa MEXAy-
HapOOHBIMHM CTaHIApTaMM, IOITOMY €ro OLEHKa 3a-
BUCUT OT METOAMKM M PEaKTHUBOB, INPHUMEHSIEMbIX
B jaboparopun. B GoibIIMHCTBE pabOT HCHOIB3YIOT-
Csl TIOPOTrOBBIE 3HAUeHUs Mexay 2,0 U 2,5 MMoIb/a

Meyenb / Liver

4 \ { N
lukoreH / Glycogen
Otapix / Harpyska /
Rest Load
Mioko3a / Glucose < [nioko3a / Glucose
/\ HAL /
2 ATO/ NAD HAL /
2 ATF \ NAD
HAIH/ HAIH/
n / Pyruvat NADN Nakrar/ Nakrat/ ﬁADrll\l
MPYBAT / PYruVate s e — upyBat ruvate
fI,EI.I'/ LDG Lactate > Lactate )'I,EI.F/LDG Py /Py
fny/ fny/
o aryarf S
a-Kr/ AT /AT a-Kr/
a-KG a-KG
AnaHuH/ AnaHuH/
L Alanine ) X Alanine )

Puc. 3. Thioko30-anaHUHOBbIN LKA [3]
Fig. 3. Glucose-alanine cycle [3]

HevipoHbl / Neurons

: Sputpoumtbl / Red cells

Actpoumtbl / Astrocytes

He uMeloT MUTOXOHZPHIA, TONbKO FMKOAM3
+2 AT®/1 rnioko3a / No mitochondria, ‘
glycolisis only +2 ATF/1 Glucose \

KapavommounTsl/Cardiomyocytes ms

CkenetHble MibILLILI.bI/Skeletal muscles =

TH0KOHEOreHes; Ltk Kopu E [MeyeHsb / Liver !
Cory cycle -6 ATF/1 Glucose ,\.\! [Mouku / Reins !

-6AT®/1 mioko3a / Gluconeogenesis;

/« nukonus / Okucnenve naktata /
Glycolysis Lactate oxidation ¢
Puc. 4. O6meH naktata B opraHusme [8]

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

AHa3pobHoe oKucieHWe/LUuK

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

,* [niokoHeoreHes /

Gluconeogenesis
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W THIEpIaKTaTeMUell Ha3bIBAIOT TOBBIIICHUE YPOBHA
JIaKTaTa B KPOBH BhIIIe 2,5 MMoOJIb/1 [8, 15, 26, 29, 36].
VYBenuueHHe YPOBHS JIaKTaTa MOXKET OBITh Pe3ylib-
TaTOM €r0 MOBBIIICHHON MPOAYKIUHU, CHUKEHHON I~
MUHAIMA WIA TOTO W JIPYTOTO OJHOBPEMEHHO.

Kinmaudeckn 3HaduMble YPOBHM JIaKTaTa TpU KpH-

THYECKHUX COCTOSHUAX [15]:

* YMEpeHHO yBenuueHHbId — 3,5-4,5 MMounb/7;

* 3HAYUTENBHO YBEIWYCHHBIM — >4,5 MMOIB/I;

* TpH yBENWYCHHWU Jakrara >8,0 MMONB/N JeTaidb-

HOCTh yBenuumBaercs 10 90 %!

Benymue mpuuuHBI MOBBIIICHUS JIAKTaTa KPOBH:

1. AHaspoOHasi MBIIICYHAs] aKTHBHOCTH (TSDKEIbIC
YIpaXXHEHUS, TIPUCTYIIBI CY0POT).

Jlakrat, Kak KOHEUHBIH TIPOAYKT aHa’POOHOTO
IIMKOJIN3a, SBJISIETCS WHIMKAaTOpOM aHa’poOHOro Me-
Tabonu3Ma KjeTok. Du3noIoruyecKrue MeXaHWU3Mbl
TIOJIKJTFOUCHHSI aHA3pOOHOTO TIIMKOJM3a B OCHOBHOM
CBSI3aHBI C BBITIOJTHEHWEM HWHTEHCHBHOW (DH3MYECKON
Harpy3ku. lloBblIeHWe YPOBHSA JlaKTara YKasbIBaeT
Ha HECIOCOOHOCTH adpOOHBIX CHUCTEM dHEproodecre-
YEeHHUS] TPEOoAoNeTh (PU3NYECKYI0 Harpy3Ky. YpPOBEHb
MOJIOYHOH KHCJIOTBI MOXET OBITh TPEBEHINIEH B 5
u gaxe 10 pa3. Ho 3To siBiieHHE KpaTKOBPEMEHHOE,
OpraHu3M OBICTPO KOMIIEHCHPYET BO3ZHUKIIHNA ArcOa-
nanc. KomneHcanus ocymecTBisieTcss 0OBIYHO 32 CUET
runepBeHTwIsIIun [8].

HccrnenoBanue nakrara B CHOPTHBHOW METUITMHE
TIO3BOJIAET aHAIM3NPOBATh HHTEHCUBHOCTD (PH3MUYECKUX
Harpy30K M CTENeHb BOCCTAHOBJICHHUS TOCIE HUX: MPH
JIOCTaTOYHOM YpPOBHE JIaKTaTa MOBBIIIAETCS Tpeses pa-
060TOCIOCOOHOCTH M BBIHOCINBOCTE. [Ipn mpodeccuo-

MeueHb / Liver

HQJIBHBIX CIIOPTUBHBIX TPEHUPOBKAX YUMUTHIBAIOT J1Ba
MoKa3aTesl JIakTara B KPOBH: 2 MMOJIb/T — adpOOHBIN
nopor; 4 MMOJIb/T — aHadpoOHbI Topor. Harpysku
O YPOBHS 2 MMOJb/J, TO €CTb a’poOHOro Mopora,
MOKPBIBAIOTCSI OKCHJIATUBHBIM (KHUCIOPOAHBIM) O0OMe-
HOM BemecTB. Jlo 4 MMONB/T — CMEIIaHHBIN PEKUM
KHCJIOPOJTHO-OECKUCIOPOIHBIN, BbIE 4 MMOIB/JI —
BKJIFOYAETCS aHadPOOHBIN riukonu3 [8].

Bo Bpemst 00JIBIIOrO CyAOPOXKHOTO MPHIIAAKA ypO-
BEHb JIAKTAaTa MOXKET IIOBBILIATHCS KaK BCJIEICTBUE
JapuHTOCHa3Ma (4TO TPHUBOAWT K THUIOKCHHU), TaK
W 10 NMPUYHMHE THMEPIPOAYKIMU JIAKTaTa B MBIIIIAX.
[Tocne mpekpalleHus NpunaIKa MpoOU3BOACTBO JIAKTaTa
MpeKpaaercs, U JakTaT ObICTPO METa0OIM3HPYETCH.
OpHaKo MOCTOSHHO IIOBBIIICHHBIM YPOBEHb JIaKTara
B TeueHHe 1-2 4 mociie MPUCTyNa MOXKET YKa3blBaTb
Ha COMYTCTBYIOIIYIO MAaTOJIOTHIO U TpeOyeT nanbHei-
mero ananuza [15].

2. Hapymenue (QyHKIMM HEUCHU U TIOYCK.

I'mroko3a U J1aKTaT CBSI3aHbI Yepe3 IVIMKOJIU3 U III0-
KOHEOreHe3. | TIoKoHeoreHe3 OCyIecTBIsIeTCs B Ieve-
HU W TOYKaX, KOHBEPTUPYS LHUPKYIUPYIOMIUH JaKTaT
B IIUPYBAT, a jajee B Ioko3y. Jlakrar, 00pa3oBaBIIMii-
Cs1 B MHTEHCHBHO paOOTAIOIIMX MBIIIIAX U B KIETKaX
C TpeobaaonMM aHa3pOOHBIM CITIOCOOOM KaTabo-
JU3Ma TIIOKO3bl, MOCTYNaeT B KPOBb, a 3aTeM B Iie-
yeHb. Jlanee oOpa3oBaBLIMIiCS TMHPYBAaT BKJIIOYAETCS
B DJIIOKOHEOTEHE3, a 00pa3oBaBIIAsCS IIIIOKO3a IMO-
CTyHaeT B KPOBb M IOIVIOMIAETCS] CKEJICTHBIMHU MBIIII-
namMu. OTy TOCIIEA0BAaTeIbHOCTh COOBITHH Ha3bIBAIOT
«TJTFOKO30-JIAKTAaTHBIM IMKIOM» WM «IUKIOM Kopm»
[3, 4, 9] (puc. 5).

Iniokosa/
Glucose

Tukonus/
Glycolysis

Mupysar / Pyruvate

Sa)Isnp / 1anmiap

Puc. 5. Mukonus B MbiwLAx U MOKOHeoreHes B nevenun (umkn Kopwu) [9]
Fig. 5. Glycolysis in muscles and gluconeogenesis in liver (CORI cycle) [9]
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Pa3Butne nuchyHKIIM IEYeHN U TTOYEK MOXKET CO-
MIPOBOKAATHCS HAPYIICHUSMHU HCIIOIb30BaHUSA JIaKTaTa
IIpU IJIIOKOHEOTeHe3€ M, KakK CIEACTBHME, TUIepiak-
taremueil. JIroO0oe cocTosiHUE, MpH KOTOPOM IMeUeHb
CTaHOBUTCS JIAKTATIIPOAYIIUPYIOMINM (2 HE JIAKTaTIIO-
TPEOJISIOMNM) OPTaHOM, TIPUBOIUT K CEPhE3HBIM HapYy-
HICHUSIM MeTa0o0Ju3Ma MOJIOUHOW KUCIIOTHL. [Ipu 3TOM
HU3KUE YPOBHHU IIIOKO3BI B COYETAHUU C BBICOKUMHU
YPOBHSIMH JIaKTaTa yKa3blBAIOT HAa HApYIICHUE IHKIIA
Kopwu, Hampumep, mpu DIHMKoreHosax (6ome3ns ['np-
ke) [16, 18]. [loukn Tak ke OCYIIECTBIIAIOT KIMPEHC
JIaKTaTa B OCHOBHOM 4Yepe3 IIIIOKOHEOTeHe3, a He TOo-
CPEICTBOM SKCKPEIHH.

3. 3a0oneBaHus JIETKUX W CEp/la.

B kiuHuYeckod MmpakTUKe TPaaUIMOHHO YPOBEHBb
JIaKTaTa B KPOBU MPUMEHSCTCS JJII MOHUTOPUPOBAHUS
YPOBHS TKaHEBOU rUnokcuu. [Ipu cHIKEHUU AOCTaBKU
KHUCJIOPO/A K KJIETKaM YBEIUUYMBACTCS MPOAYKLIMS JIaK-
TaTa U TOBBINIACTCS €r0 KOHLUEHTpauus B KpoBu [2].
Takum oOpazom, THIEpiIaKTaTeMus NPEACTaBIAET
co00if yHHMBEpCANbHYIO TAaTOJOTHYECKYI0 PpPEeaKIIHIo
Ha CUTYyallWH, CBS3aHHBIC C JIFOOBIM BHJIOM THIIOKCHH.

Juis octpoii neixarenpHOl HepocrarouHoctu (O/JH)
XapaKTepHO yBEIIMYCHHE YPOBHS JIaKTaTa B KPOBH:

» ymepenHas OJIH — HOpMa WM yBelIWYCHHE JIaK-

Tara 10 3 MMOJB/I;

* BolpaxkeHHas OJIH — yBenuueHue KOHIIEHTpALUU

JIaKkTara 10 4—5 MMOIb/II;

* mmkemas OJIH — yBenwmdenne makrata Oolree

5 MMOJIB/I.

l'unepnaxkrareMust MOXET Pa3BUTHCS U MPHU TSHKE-
JIOM TIPUCTyIle OpOHXHMAIBLHOW acTMBI 32 CYET 4Ype3-
MEpHOH MBIIIIEYHON PaboTHI.

[loBpimeHne ypoBHSI JlaKkTara HAONIOMAETCs MPH
OCTPOl M XPOHUYECKON HEJOCTaTOYHOCTU KpOBO-
obpamenust (HK), xoppenupysi co cTemneHpr0 ee Ts-
xectu. Ilpum octpoit HK ypoBenb siakrara 0OBIMHO
npeBbiiaer 5 MMone/i. Ilpu mporpeccupoBannu HK
KOHIIEHTPAINS JIAKTaTa MOXKET JOCTUTaTh 15 MMOIB/MI
u Gomee [15].

4. CaxapHublii n1ua0er.

VY manuenToB ¢ caxapubiM auaderom (C/I), B gacr-
HocTU mipu pazperyaupoanHoM CJI 1-ro tuma, ypo-
BEHb JIaKTaTa B MJIa3Me MOXKET ObITh MOBBIIIeH. Mexa-
HU3MBI, JIeXKaIlFie B OCHOBE AHa0eT-acCOUMUPOBaHHON
TUINEPIAKTaTEMUU, BKIIOYAIOT CYIlIECTBEHHbIC U3MEHE-
HUsl MeTaboJIM3Ma BHYTPUKIIETOYHOW TIFOKO3BI B UyB-
CTBUTENBHBIX K MHCYJIMHY TKaHsX. JledwumuTt uHCymH-
Ha WHTHOMPYET MUPYBATACTUIPOTCHAZHBIA KOMILICKC
(IBJIK), xatanu3upyromuii o0pa3oBaHUe U3 MUpyBaTa
anetnn-KoA u jmanee okucieHHE €ro J0 KOHEYHBIX
npoxayktoB B 1ukie Kpebca. Marnbmposanne [1BJIK
MIPUBOAXT K 00pa30BaHMIO M30BITKA TMPOBUHOTPAIHOM
KHCJIOTBI, KOTOpast mpeBpainaercs B jgakrar. OObrdHOE

COOTHOIIEHNE KOHIIEHTPALMM JIAKTaTa M M[UpyBara
B cbiBopoTke KpoBu 10:1 caBuraercs B CTOPOHY
nakrata [4, 9, 21].

[loBblIeHHBI YpPOBEHb JIakTara IpH AuadeTH-
geckoM keroammmose (JIKA) MokeT OBITH CBs3aH
HE TOJBKO C M3MEHEHUEM MeTaboIn4yecKoro npoduis,
HO W 1O NpuuuHe runonepdysuu [25, 37].

5. JIekapcTBEHHBIE IIPENAPATHI.

Ocoboe MecTo cpenu 3THONOTHYECKHX (HaKTOPOB
TUIIEPIAKTaTEMUU 3aHMMaeT IpueM OuryanunoB. Te-
panus CJI OuryaHugaMu COIPOBOXKIACTCS JIAKTAT-aIlH-
JI030M BCJIC/ICTBUE CHIDKEHHSI aKTUBHOCTH (PEPMEHTOB
[IBJIK, nmpuBOAAIIero K HapyIIEHUIO OKHCIUTEIbHO-
ro ¢ochopurpoBaHUs B TIEUYCHH W WHTHOUPOBAHHIO
mmokoHeoreHe3a. B 1977 r. Ouryanun dendopmuH
Obu1 3ampemnieH K npuMmeHennio B CIIA, mMOCKONBKY
B psjie CiydaeB MPHUBOAMI K PA3BUTHIO JIAKTaT-alld-
J103a, B TOM YHUCJE CO CMEpTEIbHBIM ucxoaoMm [14].

B nactosimee Bpemst MeT(hOpMHH SIBISIETCS Ipena-
paroM, 3hHEeKTHBHO UCTIONL3yeMbIM s JiedeHust CJI
2-ro Tmna. MeTQOopMUH TakKe MPUHAMISIKUT K KIaccy
OWI'yaHHJIHBIX COCAMHEHHH, OJHAKO IO XUMHUYECKOH
CTPYKTYpe OH 3HAUUTEIBbHO OTIMYaeTcs OoT ¢endop-
MuHa. boiee Toro, MeThopMHH He HapymaeT Merado-
JM3M JIaKTaTa B MEYCHH, XOTS €ro CIIOCOOHOCTh yTHe-
TaTh TIIOKOHEOreHe3 B MEYCHU MOTEHIMAIbHO MOXKET
MPUBOJUTH K IOBBIILICHUIO KOHIIEHTPALMH Heuspac-
XOJOBAaHHOI'O JIAKTaTa B IUIa3ME€ KPOBU M PA3BUTHUIO
nmakraT-anmuno3a. C yaeTom mpuHamiekHocT herdop-
MHUHA U METPOPMHUHA K OJJHOMY XUMHUYECKOMY KIIACCY
JIEKapCTBEHHBIX CPEACTB (OMTyaHH[BI), a TaKKe TOTO,
YTO MEXaHU3MBI JCHCTBHUsI 00OMX IMpernapaToB Npearo-
JararoT BO3MOXKHOCTb HAKOIUICHMS JIAKTaTa B ILIa3Me
KPOBH, KJIEHIMO «IIOBBIIICHHBIA PUCK PA3BUTHUS JIAKTAT-
anmI03a» ObUIO MepeHeceHo ¢ QeHdopMHHa Ha MeT-
¢bopmuH mouTH aBromaruuecku [38].

CrnenyeT moA4YepKHYTh, YTO MPH NOYECUHON WMJIH TIe-
YEHOYHOH HEeIO0CTaTOYHOCTH Aa)Ke MHUHUMAJIbHAsl 1032
OWTI'yaHHJIOB MOXKET BBI3BaTh JIAKTAT-alUI03 B PE3ylib-
TaTe KyMyJISLMU IIpernapara B opranusme [22, 27, 34].

K moBblIeHHIO YPOBHS JIaKTaTa MOXKET MPUBOAMTH
UCIIONIb30BAHUE U APYIHX JICKAPCTBEHHBIX CPEICTB —
aZipeHalnHa, IMPEJHU30JI0HA, DIIOKaroHa, cajiuLuIa-
TOB, IPETapaToB HATUAUKCOBOW KHCJIOTHI, Cylb(aca-
Ja3uHa, IPOTUBOBUPYCHBIX CPEACTB U np. [23, 33].

6. Cencuc.

HexoTopeie aBTOpB! PacLiEHUBAIOT [TOBBIILICHHUE JIaK-
TaTa HE TOJIBKO Kak Mapkep rumnonepdysuu, HO U Kak
roka3aresb BOCTIAJIEHUS WM METa0OJIMYeCKOro cTpec-
ca. YcuieHne aHa’ poOHOTrO IIMKOJIHM3a, WHIYLUPOBaH-
HOTO BOCHAJICHHEM, aCCOLMHMPOBAHHBIM C CEICHCOM,
B HACTOSILLIEE BpPEMsl paccMarpuBaeTcs Kak Hanbo-
Jiee BEPOSITHBIA MEXaHW3M TrumepiakraremMun [15].
Kpome Toro, ypoBHHM jakrara HpU CEICUCE MOTYT

# [legunarp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

elSSN 2587-6252



56

0B30Pbl /REVIEWS

YBEJIMYNBATHCS BCIENCTBUE apEHEPTHIECKON CTHMY-
nsauu. OJHAM W3 MEXaHW3MOB TIOBBIIICHUS JIaKTaTa
cunrtaercs Takxke noppexaenue [IBJIK sHmoTokcuHOM
Oakrepuii [26]. I[locrosiHHas rumepiaakraTeMusi HpU
cerncrice B OOJBIIEH CTETIeHN MOXKET OBITh CIIEJICTBHEM
CHIDKEHHOTO KJIIMpPEeHCa JIaKTaTa, YeM €TO MOBBIIICHHON
MPOAYKITUH, MOCKOJIBKY OJHO W3 PAaCIpOCTPaHEHHBIX
OCJIIOKHEHHUM CeINcuca — 3TO OCTPOE IMOBPEKIACHUE
nouek [15, 35].

YpoBeHb JaKTaTa IOJIOKUTEIFHO KOPpEIHpyeT
C TSKECTBIO CEITICHCA, €T0 OCIOKHEHUSMH W JICTallh-
HOCTBIO, UMEET MPOTHOCTUYECKOE 3HAUCHUC B Pa3BU-
TUU TOMMOpPraHHOW HepoctaroyHocTH [15, 30].

7. PernonapHoe HapylIeHHe KpOBOOOpAIIeHUS TKa-
Hell (0KOTH W TPaBMBI), ITOKH.

KpoBomorepu, mIOK, BO3HUKAIOIINE BCJICICTBUC
TSOKENBIX TPABM, YacTO SIBJSIOTCS MPUYUHON TKaHeE-
Boil runonepdysuu. [Ipu IUTETHHO COXpaHSIIOIIUXCS
aHa’POOHBIX YCIIOBUSX JIAKTAT HE MOXKET OKHUCISTHCA
IIo mEpyBara BBUAY Hemoctarka HAJI (HukoTnHAMUI-
anenunaukykneorun) u HAJIH,, xopepmentos JIAT,
00pa3yronmxcsi Mpu a3poOHOM PACHICTIIICHHH TITFOKO-
36l. B HOpManbHBIX YCIOBHAX BO3MOXHO ITOBTOPHOE
okucienne HAJTH, no HAJl B MUTOXOHIpHSIX TIOCPE-
CTBOM IICTIOYKH JIEKTPOHHOTO TPAHCIIOPTA, CBI3aHHO-
T'O C OKUCIUTENBHBIM Qochopunupoanuem. [Ipu cHu-
JKEHUU JOCTABKU KHUCIOPOJa K KJIETKAM 3JICKTPOHHBII
TpaHCIIOPT cpasy ke npekpamaercs. HAJl cranoBuTcs
HEIOCTYITHBIM /ISl OKHCIICHHSI JIAKTara, B pe3yibTaTe
Yero MPOMCXOAUT HAKOIUICHHWE TocienHero [3, 9].

JlocTymHOCTh KHCITIOpO/Ia HA TKAHEBOM YPOBHE —
Ba)KHAsl JIETCPMHUHAHTA OKUCIUTEIBHO-BOCCTAHOBU-
TETBHOTO TIOTEHIINAaJa KIeTOK. [ [0BBIIEHHBI YPOBEHB
JIaKTaTa SBISAETCS MapKepoOM THUIOKCHH Mo3ra. Beico-
KOE COJICp’KaHMEe JIaKTaTa BCETna yKa3bIBaeT Ha KpH-
TUYECKOEC COCTOSHUE MAaleHTa U SIBISAETCS MPOTHO-
CTHUYECKH HeOIaronpusiTHeIM [29].

8. 'MmoBUTaMUHO3BI.

OO6pa3yromuiics W3 JakTaTa MUPyBaT MOABEpPTacT-
Csl OKUCIIUTEIIBHOMY JeKapOOKCHIMPOBaHUIO (2-i ATamn
a’poOHOrO pacmaga yrieBomo). I[lpomecc oxucu-
TENBHOTO JIeKapOOKCHUIIMPOBAHUS TTHPOBUHOTPATHOM
KHCITOTHI (pHc. 6) KaTanm3upyeT CIOKHBIN (hepMeH-

taruBHbIN [IBJIK, Bmrouatomuii 3 depMeHTa U 5 Ko-
daxropos [Tnamunmudocdar (TAD) — Butamun B,
JIK — nunoeBas kucinora, anetwi-KoA, ¢uaBuHame-
nuHaunykneotun (PAJ) — suramun B,, HAJ[ —
ButamMuH PP]. Takum oOpazom, nepUIMT BUTAMHUHOB
TaKke MOXET TPHBECTH K HAPYIICHWIO aKTHMBHOCTH
(epMeHTOB, H30BITOYHOMY HAKOILICHUIO IUpyBaTa
u nakrara [3, 23].

9. I'mnepnakraremMusi y HOBOPOXKJIEHHBIX JETEH.

Tect Ha nmakTar UMeeT 0coboe 3HaYeHHE B MPAKTH-
K€ OTJICJICHUI TTaTOJIOTUH HOBOPOXKIIEHHBIX [6]. Hambo-
Jiee 4acTo yBEeJIMYEHHNE KOHIIEHTPAllUH JaKTara B IJjia3-
Me KPOBH Y HOBOPOXIIECHHBIX OOYCIIOBJICHO TSKEIOH
THIIOKCUEH pa3iIMYHOTO TeHe3a W yKa3bIBaeT Ha CIIBUT
0OMEHHBIX ITPOIIECCOB B CTOPOHY aHA3POOHOTO TIIMKO-
nu3a. Bricokue ypoBHU JaKkTara B KPOBM IMPECTaBIIsA-
I0TCSl HaJIS)KHBIM MHCTPYMEHTOM [Tl OLIEHKH TAKECTH
ac(UKCHU Yy POAMBIIMXCS JETEH ¢ HHU3KOH OLIEHKOH
mo mkane Armrap. OIHAKO KOHIIGHTpAlHWs JaKTaTa
SBIISIETCS TaKKe MapKepoOM MeETaOO0INYEecKOro alu-
J103a, CercHca, MO3TOMY pe3ysbTaThl JUHAMUYECKOTO
HaOMIoIeHUsI 32 YPOBHEM JlaKTara B paHHEM HEOHa-
TaTbHOM TIIepHOJEe OBIBAIOT HEOTHO3HAYHEI. B Takom
cily4ae JUarHOCTHYecKas IEHHOCTh 3TOTO MOKa3aTels
007a1aeT HU3KOH YYBCTBUTEIHHOCTHIO [6].

HccnenoBanue KOHLIEHTPALUU JIaKTaTa Y HOBOPOXK-
JICHHBIX B KPUTHYECKOM COCTOSHHUHM TPUMEHSIOT Kak
CKPUHHWHTOBBI METOJ] JTUATHOCTHUKH PECIUPATOPHBIX
U TeMOJMHAMHUYECKUX HapylleHui. Bbpicokue mnoka-
3aTeNy JaKTara B IUTa3Me€ KPOBH TPH TOCTYIUICHUH
HOBOPOXKJIEHHOTO B OT/EJICHHE PEeaHHMAaIlH SBISIOT-
csi HEONMarompusATHBIM NMPOTHOCTHYECKUM IPHU3HAKOM
U CBUJIETEIBCTBYIOT O BBICOKOM PHCKE JIETaJIBHOTO
ncxoma [13].

[Tonmyuennsie Ha 30-if MUHYTE TOCTEe POAOB IOKa-
3aTeny Je(UIrUTa OCHOBAHHUIA U YPOBHS JIAKTaTa KPOBU
Y HOBOPOXICHHBIX MOTYT OBITh MCIOJB30BaHBI B Ka-
YeCTBE NPOTHOCTHYECKHX MPHU3HAKOB HEBPOJIOTHYe-
CKUX HapyIIeHWH MOoclie MEepeHeCeHHOW NepuHaTalb-
Hol acukcuu. JlakratemMusi MEHbIIE 5 MMOJIB/JI W/UIT
neduuuT ocHoBaHM MeHee 10 MMOJB/IT HE MPUBOIH-
JIU K HEBPOJIOTUYECKUM OcliokHeHUsM. KoHIeHTparus
nakrara 6oxee 9 MMOJIB/IT OblIa CBS3aHA ¢ YMEPEHHOM

CH3 TAOD/TDP, IK/LA, HsKoA/HsCoA, CH3
| ®AL/FAD, HALL/NAD | JHADH /
2 C frg 'Y j—
0 +1120, E1 — nupysataernaporerasa/ 2 C\ 0 * 2NADN 200,

| E1 - pyruvate dehydrogenase, SKoA

COOH E2 — nunoauetuntpaHcdhepasa/

0 / E2 - lipoacetyltransferase,
MPOBMHOrpaaHan 'IéMCHOTa E3 — nunoamuanernaporeHasa/
Pyruvic aci E3 - lipoamiddehydrogenase

E-enzyme

Puc. 6. OkucnutenbHoe pekap6okcunupoBaHue NUPOBUMHOTPAAHON KMCNOTbI [3]

Fig. 6. Oxidative decarboxylation of pyruvic acid [3]
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WU TSDKEJON HIIe(anionaTueil ¢ IyBCTBUTEIEHOCTHIO
84 % u cneuuduanocteio 67 % [20].

10. MuToxoHapuanbHble 3a0071eBaHMs.

MuTtoxouapuansHbie Oosne3snu (MB) wnmm mwuTo-
XOHApPUAIBHBIE ITUTOMATHH — 3TO OOIIHMpHAs TPyN-
ma 3aboneBaHMil, OOYCIOBICHHBIX TCHETHYECKHMH,
CTPYKTYPHBIMH U OMOXMMHUYECKUMHU JePeKTaMU MU-
TOXOHJPHM, HapyLIEHUEM TKaHEBOTO JbIXaHUsS U, Kak
CIEACTBUE, HEJOCTATOYHOCTBIO  HHEPreTUYECKOro
oOMeHa.

B pesynprare oxucnutensHOr0 (ochopHIMpOBaHUS
npoucxogut cuHte3 AT®. D10 0co0OeHHO BakKHO IS
HEPBHOM TKaHM, KOTOpas 3aBUCUT OT YPOBHS OKHC-
JUTENFHOTO MeTaboM3Ma TIIFOKO3bI, YeM U OOBSCHS-
FOT CUCTEMHBIH XapakTep KIWHUYECKUX MPOSABICHUIN
npu Mb, HO ¢ IpenMyIIeCTBEHHBIM IIOPAKEHUEM LIEH-
TpaJIbHOM HEpBHOW U MbllIeyHON cucteM [28]. OgHako
y MHOTHX MallMEHTOB MOXHO HaOJIOATh OTKIOHEHUS
1 CO CTOPOHBI CEpPAEYHO-COCYIHCTOI cucTeMbl (Kap-
JTUOMHOIIATHSI, Yale Turneprpoduyeckas, HapyIIeHHs
pUTMa cepiua), moyek (TyOyJIomaTHH 1O THUIY CHH-
npoma ae Toun—/lebpe—Dankonu: docdarypus, mo-
KO3YpHsl, aMUHOAIIUIYPUs, METaOOJMYECKHA aIluIo03,
ITOYEYHAsT HETOCTATOYHOCTE), MeYeHH (TeraToMeraus,
MeYeHOYHAsT HEeIOCTaTOYHOCTH), KeJIYI0YHO-KHIIIey-
HOro TpakTa (pBOTa, aMapes, arpous BOPCHHOK
KHMILIEYHUKA, 3K30KpHUHHAs HEJOCTATOYHOCTh MOKeEIy-
JIOYHOH JKeJe3bl), CHCTeMBbI KPOBeTBOpeHHs (TTaHIHU-
TOTICHUS ), IHAOKPUHHON cHCcTeMBbl (3a7ep)KKa poCTa,
HapyIlIeHHE TIOJOBOTO Pa3BUTHS, THUIOIIMKEMHS, Ca-
XapHBIH M HecaxapHbIM AMabeT, THIOTUPEO3, TUIOoIa-
partupeonau3M, runonutyutapusm) [12, 17].

YacTtoTa BCTpPEUaeMOCTH MUTOXOHIPHUAJIBHBIX 3a-
OoJieBaHUI 10 JaHHBIM Pa3HBIX ABTOPOB KOJIEOIETCS
or 1-2:10000 no 1:35000 yenosex [17, 28, 32].

ITo npoucxoxknaenuto Mb pensaT Ha TEpBUYHBIE
(HacnencTBeHHBIE) W BTOPWUYHBIC. |eHeTHueckue Ha-
PYLICHUS B MUTOXOHAPUSAX HAXOIATCS MOA JBOMHBIM
KOHTpoOJIeM — siiepHO U mMuToxoHpuainbHor JIHK.
Benyume npudnHbI BO3HUKHOBEHHUS MEPBUYHON (Ha-
CJICICTBEHHO) MUTOXOHIPHATIBHOM MaTOJIOTUH — 3TO
MyTallid B TeHaX, KOAWPYIOUIMX OeNKH, 3aJeiicTBO-
BaHHBIE B TIpoOIleccax dHEpProoOMeHa KIETOK, BKIIFO-
Yasi HapyIICHUS! MPOIECCOB OKUCIUTENBHOTO (ocdo-
pwiupoBanusi, nukia KpeOca, akruBnoctu [IBIK,
nuToxpoMa C-OKCHIa3bl, 3JIEKTPOHHO-TPAHCIIOPTHOM

e MUTOXOHJPHH, KapHUTHH-TATbMHUTHI-TPAHC-
tdepazpl 1, nmedexTsl OKHUCIACHHUS JKUPHBIX KHCIOT
u ap. [11].

K nacrosimemy Bpemenn uzsectHo Gonee 2000 reHoB,
MpsIMO WJIM KOCBEHHO KOHTPOJUPYIOMHX (YHKIIUIO
murtoxoHapuit [10, 24, 32], B TOM 4yuCle O JaHHBIM
OMIM (Online Mendelian Inheritance in Man) [31].
BenuunHa KIMHUYECKUX MPOSIBIEHUNA T€HETUYECKOTO

nedexra mpu Mb MokeT OBITH OOJBIION WM MaJIoH,
U OHa MOXET CYLIECTBEHHO H3MEHATHCS, MEJIEHHO
HapacTtasi BO BPEMEHH.

Tsoxensle Gopmel MbB mposBIsIOTCS yKEe B HEO-
HaTaJIbHOM TIEpUOJe, B TO BpeMs Kak Oosee Jierkas
(hopmMa MOXKET HE WUMETh KIMHUYECKUX IPOSBICHHUH
BILIOTh JI0 MOJPOCTKOBOTO BO3pAaCTa.

CumnroMsl HeoHaTanbHOH Gopmbl Mb wacto Ho-
CAT TSDKEIBIA XapakTep, MaHU(PECTUPYIOT 0OBIYHO KaK
«MeTabOoIMYECKHA KPU3KC» B COYETAHUH C TTOPaKEHH-
€M OJIHOTO WJIM HECKOJBKUX OpTraHoB [6]. XapakTepHo
MOSIBJICHUE C TICPBBIX JHEH KHU3HU peOeHKa JbIXaTellb-
HBIX (AMCIHO?, OABIIIKA, OOCTPYKTHBHBIE COCTOSHHS)
¥ HEBPOJOTMYECKHUX (MBIIIEYHAs TUIMOTOHUA, CYyHO-
pOTH, SMHU30IBl HAPYIICHHUS CO3HAHHS) PAacCTPOMHCTB;
BO3MOXHBI OTKa3 OT IHIIH, PBOTA, TIelaTroMeraius,
ChIlIb Ha KOK€. B nanpHeilllieM oTMeyaroTcs 3aJepixK-
Ka (U3MYECKOT0 M YMCTBEHHOIO Pa3BUTHS, MbIILICY-
Has c1abocth. Mb MOTYT cOnpoBOX/IaThCsl aHOMATTHEH
pa3BUTHs OpPraHOB 3peHHS u ciayxa [17].

Melas-cunapom (mytarust A3243G B rene MTTLI
TpaucnoptHoit PHK amunokucnors! neinuna), cuHI-
pom Merrf (ToyeyHble MyTallMd MHUTOXOHAPUATBHOMN
JHK), cuaapom Narp [myrtammm rena AT®da3er ma-
tpuuydorr JTHK (MTATP6; MIM *516060)], cuaapom
Kepuca—Cetipa — HauOoJiee M3BECTHBIE U OTHOCH-
TEJILHO 4acTo BcTpevarommecs (GpopMbl MUTOXOHAPH-
aNpHBIX 3HIEe]amomuonaruii [7, 32].

Mano3naunMble 1e(EeKTsl (EPMEHTOB MHTOXOH-
JIpUl TPUBOIAT JIMIIb K HECMOCOOHOCTH TMalneHTa
BBIJICPKUBATh (PU3UUECKYIO HArpy3Ky, COOTBETCTBYIO-
LIYI0 €r0 BO3PacTy, U HE CONPOBOXKAAIOTCA CEPbE3-
HBIMH OOJIC3HEHHBIMH TIPOSBICHUSIMU. CHMITTOMaTHKA
nerkoit ¢oopMbl Mb 10BONBHO BapmabenbHa W TIOPOM
MMEET HENOCTOSHHBIN Xapakrep. Kak mpaBuio, KiIuHu-
YEeCKOMY IPOSIBICHUIO MPEJIIIECTBYET CTPECC, MPUCTYTI
CYIOpOT WJIM MHQEKIHSL.

O6mum s Mb siBsieTcss HU3KHIA «IOPOTY YyB-
CTBUTENFHOCTH K JAEe(PHUINTY KHUCIOPOIA, TMPOSBISIO-
IUHCA B CKJIOHHOCTH K JIAKTaT-all103y, MOCKOJIBbKY
MyTaud  (EepMEHTaTUBHOTO  MHTOXOHIPHAIBLHOTO
KOMITJICKCA B JIbIXaTeIbHOW IlemH (YTO MOXKET OBIThH
MPUYUHON HapylieHus peakuuii (ochopunmupoBanms/
nepochopmmpoBaHusi) MOTYT TPUBOAWTH K HAaKoO-
TIeHnto Jakrara. [lonoOHble KIMHUYECKHE MpOsB-
JICHHUSI MOTYT OBITh CXOXHMH C cuHApomoMm Peiio
(HeBocmanuTenbHas OSHIE(MAIONATHS, COMPOBOXKIA-
foImasicsi KUPOBOW WHQWIBTpAITHEH TICUYCHHU, ITOBHI-
IIEHWEM YpOBHEW TMEUEHOYHBIX TpaHCAMUHA3 WIH
aMMHaka B CBIBOPDOTKE KPOBH B TpPU paza u Oolee
y ZeTeil crapiie 5 JeT, NePEeHOCUBIIUX TPHII U IO-
JMy4aBIINX CANUIMIATHI), HO Pa3BUBAIOTCS y JeTei
B BO3pacTe 0 5 JIeT ¢ Pa3NuYHBIMH METaboINYeCcKu-
MU Oonie3HssMH. Takue OTKIIOHEHHS XapaKTepu3yroT
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Kak Peifo-ogoOnHbIi cuaapom [17]. Dta maromorust Mo-
JKET OBITh 00YCJIOBJICHA TaK)KE HACJIECICTBEHHBIMHU Ha-
PYUICHUSIME OKHCIICHHSI YKUPHBIX KUCIOT, Je(pHUIIUTOM
CPEIHEIICTIOUeYHO alMII-KOYH3UM A-JIeTHIpOTeHa3kl,
nedekTaMu B MeTa0oJIM3Me aMUHOKHUCIIOT WIH B IH-
KJIe oOMeHa mMo4eBuHHI [11, 36].

JuchyHKIMs MUTOXOHJPUI MOXKET UMETh BTOPUY-
HBII TIPUOOPETCHHBIN XapaKTep, COMPOBOX/Iasi OCHOB-
HOH maronormyeckuil mpouecc [17].

MuTtoxoHpranbHble 0OJE3HU TPYAHBI U JHa-
rHocTHKA. OfHA W Ta e MyTalus MOXKET BHI3BIBAThH
pa3Hble CUMOTOMBI, & OAMH U TOT K€ KIMHUYECKUH
(enotun — ¢dopmMupoBark pasHele Mytanuu. Jlus
IIOCTAHOBKM JuarHo3a Mb BakeH KOMILJIEKCHBIN IOJI-
XOJI, OCHOBAHHBIN Ha IeHeaIOrnYeCKOM, KITHHUYECKOM,
OMOXMMHUYECKOM, MOpP(]OIOrHuecKkoM (THCTOIOTHYC-
CKOM), MOJIEKYJISIpHO-TeHeTH4YeckoM aHaiuze [32].

BaxHO y4YHTHIBATh, YTO TUICPIIAKTATEMHS SBISCTCS
BeAyIlIell OMOXMMHUYECKOW aHoMalnelt y neteit ¢ MBb,
U TIpU OTCYTCTBHUH THIIOKCHH €€ CJIETyeT paccMaTpH-
BaTh KaK OCHOBHOW Mapkep sl TOATBEPKICHUS Ha-
pylIeHuii metabonu3Ma MUTOXOHApHN [24].

JlakTaT-anuno3 sSBISETCS KIMHUYECKHM CHHIPO-
MOM, BO3HUKAIOUIMM TIPU TOBBIIICHWHA YPOBHS JIaK-
TaTa KPOBHM BCIICJACTBHE €0 THUIEPNPOAYKIIMU H/HIN
CHIDKeHHUsl smuMmuHaimu [15, 26], a Ttaxke dopmoit
MeTabO0JIMYECKOTO aIu103a, O0YCIOBIECHHOTO PE3KHM
YBEJIIMYCHUEM COJIEpXKaHMsI B KpOBU Jjakrara (Ooiee
5,0 mmonw/n) U cHmkenneM pH Hmke 7,35.

JlIs mManMeHToB ¢ JIAKTaT-alluI030M XapaKTEePHBI
oOmast ¢1ab0CTh, YCTAIOCTh, araTusl, TOIIHOTA U PBO-
Ta, myMHOe Tiryookoe apixanue (Kyccmayns), yraere-
HHE CO3HAHUS, KOMa.

Hcmonb3yetcs ciemyrommas KiIacCupUKaINs JaKTaT-
anuygosa [6, 15, 26]:

THN A — Ha0MOmaeTcs NPHU TUIIOKCUU M THIIO-
nepdy3un. TkaHeBasi TUIIOKCUSI Pa3BUBACTCS MPH OT-
paBieHun CO, TsDKEJIONW acTME W TSKENIOH aHeMUH,
HEJOCTaTOYHOCTH KPOBOOOpAICHMs, OTEKE JIETKUX.
lunoniepdy3ust pa3BUBaeTCA TaKKE B COCTOSHHH
moka (KapAuOTeHHOro, TeMOPParuyecKkoro, CemnTH-
YECKOro);

Tun B — BO3HUKaeT MpU HOPMAIBHOM OKCHUTIe-
HallMM TKaHel. Ero Takke Ha3pIBalOT «MeTaboInye-
CKHUM», TaK KaK €ro MPUYUHOU MOTYT OBITh MMaTOJOTHS
neuenu, nouyek, CJl. Ilogpasmensiercsa Ha 3 moaTuna:

B1 — mpu yxe cymiecTByroeM MeTadoIudecKOM
3aboneBannu (C/], 6one3HM mMedeHn U MoYeK, HEKOTO-
peie MH(DEKIMU, HEOIIACTUYSCKUE TMPOIECChI, CYI0-
POXHBIA CHHIPOM, TPaBMbI U JIp.);

B2 — 00ycnoBineH HEKOTOPBIMU TpenapaTamMy WIH
sanamMu (areTaMrHO(GEeH, CaTUIUIIaThl, OUTyaHU b, KO-
KaWH, TAITHUIOBHIN 2(Up, METAHOJ, dTAHOJ, TCOPWIHH

v 1p.);

B3 — BK/IIO4aeT A0CTATOYHO PEKHE BPOXKIECHHbIE
aHOMAJIMM, CBSI3aHHBIE C HApyIIEHHEM MHTOXOHAPH-
aJbHOTO OKHCIJIEHUS MHpYyBaTa.

Tun A — Hamnbomnee 4acTo BCTPEYAOIINIACS B KITU-
Huyeckol mpaktuke. Tunm B — paccrpoiicTBa nas-
HOT'O TUIIA HE COIPOBOXKJIAIOTCSI TKAHEBOU I'MIIOKCHEU
BILJIOTH JI0 TEPMUHAJIBHBIX CTaIuil 3a00JeBaHUIA.

Jlakrar-anumo3 (MOJIOYHOKHUCTAsT KOMa) — KpaiHe
penKoe, odeHb OMACHOE OCIOKHEHHE JIaKTaT-aIua03a,
BBI3BAHHOE HEKOTOPHIMH TIaTOJIOTHMYECKUMHU COCTOS-
HUsAMH (3200JIEBaHUSMHA WM CHHIPOMAaMH), KOTOPOE
MOXKET 3aKOHUMTHCS JIeTAJIbHBIM HcxoaoM [5, 15, 20].

BrisiBiieHne mpuuWHBL JaKTar-anumo3a U audde-
peHIMaNbHas IUAarHOCTHKA €r0 THIIA CYUTAIOTCS pe-
maromuM (HakTopoM IJI BEIOOpA CTPATETHH JICUCHUS.
B xauyecTtBe (akTOpOB, CHOCOOCTBYIOMIHUX PA3BUTHIO
JIAKTaT-al1103a, MOTYT paccMaTpuBaTbes Cileayrolue
COCTOSIHUSI: MH(EKLIHUOHHBIE H BOCHAIUTEIbHbIE 3200-
neBaHus, MaccuBHble KpoBoreuenusi, Mb, CJI. Berpe-
YaeTcs 4alle y B3pPOCHbIX 10 MPUYMHE XPOHUYIECKOTO
AJIKOTOJIM3MA U JPYTHX WHTOKCHKAIUH, TSHKEIBIX (Pu-
3MYECKHX Harpy3okK, NeYeHOYHOH WM MOYeYHO! Heo-
cratoy”oct [15]. Tloutu monoBUHA CIy4yaeB TSKEIO-
ro JIaKTaT-aluuo3a Npuxonutcs Ha nanueHTtoB ¢ CI.

Jlakrarannnorudeckas koma (JIAK) y 6ompabix C/]
BcTpeuaercs 3HauntenbHo pexke (0,006-0,008 %), gem
nuaberuueckast keroammjporndyeckas koma (JIKAK).
JIAK npu CJI pa3BuBaercs BCIEICTBHE M30BITOYHOTO
HAKOIUICHWS B KPOBH M TKaHSIX MOJOYHOW KHCIOTHI,
YTO, B CBOIO OYepe/lb, MPUBOANT K aruaosy. [lpeapac-
nojyararot K pa3suthio JIAK y Takux manueHToB Tshke-
JIbIE COMYTCTBYIOIIME 3a00JIEBaHUsI CEPIACYHO-COCYIH-
CTOM M JbIXaTeIbHOM CHCTEM, IeueHu, noyek [1, 25].

Kmmanka JIAK pasBuBaeTcss OOBIYHO TOCTATOY-
HO OBICTPO, B TEUEHHE HECKOJHKUX 4acoB. Y OOJIb-
HBIX MOSIBIISAIOTCS KaXkJa, TOIUIHOTA, pBOTA, FOJOBHBIE
Oonu, 6onmu B xuBOTE, 1U(Qy3HBIE MBILICYHbIE U 3a-
TPyAMHHBIE OONW, y4YallleHWe MIBIXaHUS, COHJIUBOCTD
win OeccoHHHMIA. B mUHAMHKe COCTOSHUE TAIMEeHTOB
nporpeccuBHo yxyamaercs [1, 5, 19]. OrcyrcTBytoT
npusHaku, xapaktepHeie as JJKAK (cyxocts koxw,
CIM3UCTHIX 00O0JIOYEK W S3bIKa, 3allaxa aleToHa B BHI-
IBIXaeMoM Bozayxe). Her keronemum.

Jst JIAK mpu CJI xapakTepHbI: Jarie HeOOoJbIas
TUMEPIIIMKeMUs (MHOTIa HOPMOTJIMKEMHUS ), KOHIIEHTpa-
LUl MOJIOYHOH KHCJIOTHI B CBIBOpPOTKE >4,0 MMOJIB/I,
camxenue pH xpoBu <7,35, CHIKEHHE TaKXe KOH-
neHTpanun  rugpokapbonarneix  monos (HCO,)
10 10 Mmosb/i1 U Huke (B HOpME OKoyio 20 MMOJIB/J).
BrisBisitorest runepasoremMust U runepaunuaemMus [S].

Jleuenue mpu nakTaT-alKa03€ HYKHO HAYUMHATh
B COOTBETCTBMHU C TNPHUYMHOW, KOTOpas €ro BBI3BAJIA.
IIpu xpoHHYECKON MOYEYHOM HENOCTAaTOYHOCTH He-
00XOMMO TPOBECTH T€MOJUANN3 WM MEPUTOHEAIb-
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HEIH muanu3, mpu CJ] UCKITIOYNTh MpueM OWTYaHHIOB.
O/fHOBpPEMEHHO HYKHO HOPMaJIM3MpOBATh Tapame-
Tpbl BHyTpeHHei cpenst — pH, pO,, HCO,, Na’, K*
[1, 21].

JlakTar-anmmo3 TPENCTaBIsIeT CEPbEe3HYI0 Yrpo3y
M3-32 BBICOKOTO pPHCKAa OTeKa MO3ra M JIETaJIbHOTO
ncxoza. BeposTHOCTH cMEpTH TOBBIIAETCS NPHU OT-
CYTCTBHM MEIUIMHCKOHM MOMOIIM B ONMIKaiIve 4yackl
[OCJIE BOSHHKHOBEHUS TEPBBIX CHMIITOMOB.

Ha pmorocnuramesHOM 3Tare HEOOXOIWMO HCIOJb-
30BaHMEe MHQY3UH (PHU3HOIOTHYECKOTO PACTBOPA, OK-
CUTEHOTEPAITHIO.

OcHoBHBIC IPUHLUIEI JiIeueOHOH TakThku JIAK npu
CJ/1 B peaHUMAIIMOHHOM OT/AEJICHUH WU OT/ICIICHUH WH-
TEHCHUBHOM Teparuu He omnyatores oT Tepanuu JJKAK,
OTHAKO HUMEIOT Psll OcoOeHHOCTeH. MHcynmHOTEpa-
MU0 TPOBOIST MUKpocTpyiHbIMU [0,05-0,1 en/(kru)]
BHYTPUBEHHBIMU BBEJICHUSIMHA Ha 5 % TIIOKO3€ B CBS-
3W C HEBBICOKUMH YpOBHSAMH TIHKeMuu. Bemymiee
3HaYeHHE WMEeT YCTpaHEeHWe amuao3a. B TshKemsIx
ciydasx, npu ypoBHiax pH kposu 7,0-7,1 u HmxKe,
JieYeHrEe BKJIIOYaeT BHYTPHBEHHOE KaleJIbHOE BBEIE-
HUe OukapOoHaTra HATpus, MEPUTOHEANBHBIN UAIN3
WM TeMOJIWAIN3, WCKYCCTBEHHYIO BEHTWIIALIMIO JIET-
KHX, MEIMKaMEHTO3HYI0 KOPPEKIIMIO COITyTCTBYIOIINX
3aboneBanwii [1, 5]. K coxxanenuto, mpor1o3 mpu Jiak-
TaTalUAOTUYECKOH KOME 4YacTo HeOIaronpusITHBIMN.
JletanmpHOoCcTh mocturaetr 70—-80 %.

Ilpu ycranoBneHHoMm pauarHoze Mb mnpoBoauTcs
MaTOT€HETHYECKOe W CHMIITOMaTHYECKOE JICUEHHE,
MOCKOJIbKY JICUCHHE TOKa TOJILKO pa3padaThiBacTCA.
Tepamnusi oCyIIeCTBISETCSI PHEPTOTPOIHBIMHU TIpenapa-
TaMH, K KOTOPBIM OTHOCHT: KO(AaKTOpEI SHEprooOMeHa
(Butamuubl rpynmsl B, PP, L-kapHuTHH), aHTHOKCH-
nmautel (Butamubbl C, E), BemecTBa, MepeHOCSIIHE
ANEKTPOHbI (KodH3UM Q, mutoxpom C, sHTapHast KHC-
JI0Ta), HAIleJICHHbIE Ha HOpMau3alfio MeTaboim3Ma
n olecriedeHNe aJeKBaTHONH OJHEPTEeTHKH MHTOXOH-
npuii. B neueHun o4YeHB BaXXHO COOINIOCHHUE IHCTEHI,
peXnMa JO3MPOBAHHBIX HArpy30K, MEIUKaMEHTO3Has
KOpPEKIMsl HEOTNIOXKHBIX cocTtosHuit [17, 32]. K co-
xaneHuto, Mb ¢ TpymoM moanaroTcs JIieUeHUIO.

3AKNIOYEHUE

OneHka ypoBHS JlaKTaTa BayKHA KaK CIELUAINCTa-
MU B OTHCIICHHAX pEaHMMallMd ¥ HMHTCHCHUBHOW Te-
panuM, XUPYpruu, TPAaBMAaTOJIOTWH, POIJIOMAX WU IIe-
pHHATANBHBIX IIEHTPaX, CIHOPTHBHOW MEAWIMHE, TaK
W TeauarpamMu mupokoro mnpoduis. HeoOxomumo
oOpamniaTh BHUMaHHE Ha W3MECHEHHE KOHICHTPALUH
JIaKTaTa KPOBU, YMETh OLIEHUBATh BBIPAKCHHOCThH T'H-
MeplakTaTeMHH, aHAJM3HPOBATh BO3MOMKHBIE HPUYH-
HBl €€ BO3HHKHOBEHHMS, COTIOCTABIIATh C KIMHUYECKH-
MU OTKJIOHGHUSIMH B COCTOSHHM 30POBbsSI peOCHKA.

M3mepenne nakTara Kaxasie 1—2 4 HE0OXOMUMO B Hau-
0osiee OCTPBIX CUTYalMsIX, YYWUThIBas HEOJArompusT-
HBIA TIPOTHO3 IS 37I0POBbS U JKU3HH MAIUCHTA IPH
pasBuTuu Jakrtar-anuao3a. O4YeHb BBICOKHE YPOBHU
JIaKTaTa CBSA3aHBI C BBICOKUM YPOBHEM JIETaIbHOCTH.
Pannee BbIABICHHE W MIPEOIOJIEHUE THUTIEPIAKTATEMUI
B OTUX ClIy4dasX MOXCT OBITh KJIIOYEBBLIM MOMEHTOM.

B ciyyae 3HauUMTENBHOTO YBEIWYCHUS JIAKTaTa
B KPOBH U MIPOTPECCUPYIONIETO HAPYIIEHUS COCTOSIHHS
MalueHTa, neJauaTp A0HKEH 3HaTh alrOPUTM JEHCTBUM
MIPU Pa3BUTHH JIAKTATHOTO aIfuio3a.
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CAHKT-NETEPBYPICKMI FTOCYAAPCTBEHHbIN
NEAUATPUYECKWUA MELULUMHCKUIA YHUBEPCUTET

N (MepnepanbHoe rocyfapCTBeHHOE OHOKETHOE 06pa30BaTeIbHOE YUpEXAEHNe BbiCLIEro 06pa3oBaHms
/j ) fccoi
=y < MuHucTepcTBa 3ApaBooxpaHeHus Poccuiickoii Mepepauum

CEPAEYHO-NErOYHAA PEAHUMALUA DETEN U B3POCJIbIX.

BA30BbIA CUMYNALUOHHBIA KYPC
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O6paboTka ecTecTBeHHOro a3blka, nan Natural language processing, — 3T0 04HO M3 HanNpaB/ieHWI BbIYUCAUTENbHOM NNHT-
BUCTUKU. ITO pa3fen UHPOPMATUKKU, KOTOPbIV BKIOYAET aNrOpUTMUYECKYHD 06pabOoTKy peun U TeKCTOB Ha eCTeCTBEHHOM
a3bike. C NpMMeHeHWeM TakMX anropuTMOB CO3J3KTCS CMCTEMbl MAlWMHHOINO NepeBoja, OTBETOB Ha BOMPOChI, CUCTEMDI
aBTOMaTu4yeckoro pacnosHaBaHus peun (CAPP). Mpumenenne CAPP HanpaBneHo Ha npeobpa3oBaHue peuu v reHepupoBa-
HWe CBA33aHHOrO M OCMBIC/IEHHOrO TEeKCTa, a TakXke 0b6LleHne Ha ecTeCTBEHHOM S3blke NpW B3aMMOLENCTBUMM KOMMblOTEpa
u yenoseka. CeroaHs 3TM CUCTEMbl WIMPOKO MCMONb3YIOTC B MEAWMLMHCKOM MpakTUKe, B TOM YUC/Ie WM NaTON0rMYeckoin
aHatoMuu. KnroueBbiMM 3Tanamu Ana ycnewHoro ncnonb3oBaHusa CAPP aBnstoTca: cocTaBneHne cTaHAapTHbIX WabnoHoB-
OMUCaHWUI AN aBTOMATUYECKOTO BKKOYEHWUS MX B IMArHO3 v obyyeHue Bpayell HaBblkaM WMCMONb30BaHUS TakUX CUCTEM
B MpaKTUYeCckon AesTeNnbHOCTU. MMonbITKM CTaHAapTM3aumuM NaToNoroaHaTOMUYECKUX 3aK/IIOYEHUI LABHO NpeanpuHMMa-
l0TCS Bpayamu BO BceM mupe. Mocne usyyeHus oTeyeCTBEHHOM M 3apybexHOM nuTepaTypbl HaMu Gbll COCTaBNEH nepe-
YeHb 3/IEMEHTOB, KOTOPbIE LOXKHbI BbITb 0653aTEIbHO BKJIOYEHBI B MAKPO- M MUKPOCKOMMUYECKOE OMUCAHME U OTPAXKEHDI
B OKOHYaTeNbHOM 3ak/toyeHuU. Takue WwabnoHbl MOMOrawT B MPUHATUM peLleHU U TOUYHOU (GOPMYNMPOBKE AMArHO3a,
TaK Kak coAepXaT BCE KJ/I4YeBble 31EeMEeHTbl B MOPSAKE MX 3HAYUMMOCTU. ITO 3HAUYUTENbHO CHUXAET HeobXOoAMMOCTb
MOBTOPHOrO MCCNEA0BaHUS, Kak (GUKCMPOBAHHOIO MakpOCKOMWYECKOro Matepuana, Tak M MOArOTOBKM [LOMONHUTENbHbIX
ructonornyeckmx cpesos. LLabnoHsbl, BcTpoeHHble B CAPP, N03BONSIOT COKpPaTUTL BpeMs, 3aTpayMBaemMoe Ha BefeHue A0-
KYMEHTALMU U 3HAYMTENIbHO YMEHbLWUTb paboyyt Harpysky Ha natonoroaHatomoB. [ns ycnewHoro nosnb3oBaHus CAPP
Hamu paspaboTtaH yuebHbilt kKypc «Digital Speech Recognition in an Anatomical Pathology Practice» nnga nocneaunnom-
HOro obpa3oBaHMs Kak OTEYEeCTBEHHbIX, TaK U 3apybexHbix Bpayen. KpaTkas xapakTepucTMka Kypca nNpuBOAMTCS B 3TOM
CTaTbe, a CaM Kypc JOCTyneH B ceTu UHTepHerT.

KnioueBble cnoBa: nocnegMnioMHOe MeguLMHCKOE OGpaBOBaHMe; CUCTEMblI aBTOMATUYECKOIO0 pacno3HaBaHUA peyu;
natosorn4yeckasa aHatomMums.

APPLICATION OF DIGITAL TECHNOLOGY IN THE WORK OF A PATHOLOGIST:
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Natural language processing is one of the branches of computational linguistics. It is a branch of computer science
that includes algorithmic processing of speech and natural language scripts. The algorithms facilitate the deve-
lopment of human-to-machine translation and automatic speech recognition systems (ASRS). ASRS use is twofold:
accurately converting operator’s speech into a coherent and meaningful text and using natural language for interac-
tion with a computer. Currently, these systems are widely used in medical practice, including anatomic pathology.
Successful ASRS implementation pivots on creation of standardized templated descriptions for organic inclusion in the

# [leaunarp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3) elSSN 2587-6252



64

0B30Pbl /REVIEWS

diagnosis dictation, likewise - on physician training for using such systems in practice. In the past decade, there
have been several attempts to standardize surgical pathology reports and create templates undertaken by physicians
worldwide. After studying domestic and foreign literature, we created a list of the essential elements that must be
included in the template for macro-and microscopic descriptions comprising the final diagnosis. These templates will
help in decision-making and accurate diagnosis as they contain all the imperative elements in order of importance.
This approach will significantly reduce the need for re-examination of both fixed macroscopic material and the
preparation of additional histological sections. The templates built into ASRS reduce the time spent on documenta-
tion and significantly reduce the workload for pathologists. For the successful use of ASRS, we have developed an
educational course, “Digital Speech Recognition in an Anatomical Pathology Practice”, for postgraduate education
of both domestic and foreign doctors. A brief description of the course is presented in this article, and the course

itself is available on the Internet.

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

OO0OpaboTka ecTeCcTBEHHOTO s3bIka, win Natural
language processing, — 3TO OTHO W3 HaIPaBJICHUA
BBIYHCIIUTEIFHON JTHHTBUCTHKU. DTO paznen uHdop-
MaTUKH, KOTOPBI BKIIIOYAET aJITOPUTMUYECKYIO 00-
paboTKy peuyd M TEKCTOB Ha ECTCCTBEHHOM SI3bIKE
[1, 2, 6].

Iludposble cucTeMbl aBTOMAaTHYECKOIO PaCIO3-
HaBanus peun (CAPP) ycnemmno wncnonb3yroT menu-
OUHCKHE paOOTHUKM BO BceM MHpe [7]. DTH cHCTeMbI
BHEIPSIOTCS B MEAWLHMHCKUX YUPEKICHHUAX IMOCIEN-
Hue 20 5neT W 3a 3TO BpeMsl 3HAUUTEJbHO LIATHYIH
BIIEpea. YK€ CerofHs dTa TexHonorus (puc. 1) ympo-
mraeT paboTy Bpadeil ¢ AIEKTPOHHON TOKyMEHTAIUEH,
CHIJKAeT KOJIMYECTBO OIIMOOK M TOMOTAET B INPHHS-
TUU PELLICHUH.

KitroueBbIMH 3TanaMu Aj1sl YCIELUIHOTO UCIOJIb30Ba-
Hus CAPP sBisroTcs: cocTaBieHne CTaHIAPTHBIX IIa-
OJIOHOB-OMUCAHUM JUIA aBTOMAaTHYECKOTO BKIIIOYEHMS
UX B IMarHo3 U oOydeHHe Bpaucil HaBbIKAM HMCIOJIb30-
BaHMS TAKUX CHUCTEM B IPAKTHUYECKOH AEATEILHOCTH.

Llenv Haweil pabomvl — aHATA3 COBPEMEHHOM
nuTeparypel 1o ucnonb3oBanuio CAPP B mpaxtmke
Bpayeil maTrojoroaHaTOMOB M HAlHMCAaHUIO CTaHAap-
TU3UPOBAHHBIX MAaKpPOCKOIIMYECKUX OMHCAHUM W T'H-
CTOJIOTHYECKHX 3aKIIOYEeHUH; pa3padoTka mabiIoHOB
Ul CTaHJApTU3MPOBAHHOIO  CTPYKTYPUPOBAHHOIO

OTMHMCaHUsl OMOTICMITHOTO W OMEpalMOHHOTO Marepua-
Jla B OHKOJIOTUYECKOW TATOJIOTUU U JPyrux 3abolie-
BaHMSAX PA3HBIX BO3PACTHBIX TPYI U UCIOIb30BAHUS
ux ¢ npumeHeHueM CAPP; o6o0mienne coOCTBEHHOTO

®

[N

Peub/
Speech

P
—»@d_.

O6paboTka ectecTBeHHOro A3bika/ Tekcr/
Natural language Processing Text

Puc. 1. MpuHuun pa6oTbl CUCTEMbI aBTOMATUYECKOrO pacnosHa-
BaHUA peun
General architecture of digital speech recognition

systems

Fig. 1.

MHoOTOJIeTHero omnbita padotel ¢ CAPP u cocraBneHue
Kypca IS TOCICIUTIIIOMHOTO O0yUeHHs Bpauekh-maro-
JIOTOAHATOMOB.

B mHacrosiiee Bpemsi Ha pBIHKE CYIISCTBYET He-
CKOJIbKO BHUJIOB 3apyOCKHBIX UM  OTCUECTBEHHBIX
KOMMEpPYECKHX CHCTEM, HCIHOJIB3YIOMUX 00padoT-
Ky €CTeCTBeHHOro s3bika: Ilporpamma Voice2Med,
Dragon Medical One, Nuance Communications, Inc.;
VoiceOver PRO. Voicebrook, Inc.; The Sayit for
Pathologists, Inc.nVoq™; Fusion Speech for Pathology,
Dolbey [16, 18, 19, 21, 22]. BHenpeHne Takux CUCTEM
B MPAKTHYECKYIO JCITEIbHOCTh MATOJIOr0aHaTOMa I10-
3BOJISIET HE TOJBKO YCKOPUTH PabOuuil MpoIiecc u u3-
0exarb OMKMOOK, HO M HECET SIBHYK) DKOHOMUYECKYIO
BBITOJy IS TIATOJNIOTOAHATOMHYECKUX  OTACIICHHMA
[3, 9, 10, 12].

[locne wm3ydeHus: OTEYECTBEHHOW M 3apyOeskHOM
JIUTEpaTypbl TIEPBBIM STArlOM Hallel paboThl cTalia
pa3paboTka cTaHAapPTHBIX MIAOIOHOB, KaK JUI MaKpo-
CKOIIMYECKOTO M MHKPOCKOIIMYECKOTO OINMCAHUH, Tak
W I HamuicaHus 3akimrodeHus. ClieqyeT OTMETHUTH,
YTO Bpayd KIMHUYCCKOW MPAKTUKU MIUPOKO IOJIb3Y-
FOTCSl CTAHIAPTHBIMU MTPOTOKOJIAMHU U CXEMaMH JIsI Jie-
YeHHS TAIMeHTOB. B OOJNBIIMHCTBE CllydaeB Teparus
HA3HAYaeTCsl C YYETOM JaHHBIX 3aKIIOYSHHS I1aToJO-
roanatoma [5]. I[IpomymieHHbIC B MAaTOJI0rOaHATOMUYC-
CKOM OITMCAHUM KJIFOYEBBIC 3JICMEHThI MOTYT CIIYXKHTh
MPUYUHON HEMPAaBWILHOW (DOPMYIMPOBKH JHarHO3a
W KakK CIEJICTBUE TPHUBECTH K HEaJeKBAaTHOMY Jieue-
Huto manueHTa. C N0 MCKITIOUEHUS TaKoro pojaa
CUTyallMil BpauaMH-I1aToJI0roaHaTOMaMHu HEOIHOKpaT-
HO OBUIM MPEANPUHSTHI OIMBITKH CTaHIaPTU3ALNH T1a-
TOJIOTOAHATOMUYECKUX 3akiroueHuit [8, 13—15].

B mnacrosmee Bpemsi B Poccuiickoit ®epepauuu
TTOPSIIOK TIPOBENCHUS TPHIKU3HEHHBIX MOpPQOIoTHYEe-
CKHUX uccienoBanuit onpexnensercs IIpukazom M3 PO
Ne 1791 ot 24.03.2016'. TlonoxeHus] AaHHOTO IPU-
Ka3a HaxoIsATCA B COOTBETCTBUHM ¢ DenepasibHbIM

! TIpuka3 MunucTepcTBa 3apaBooxpanenus P® ot 24 mapra 2016 1.
Ne 1791 «O npaBunax NpoBeeHUS MaTOJIOr0AHATOMUYECKHIX HCCIIe-
JOBAHHI.
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3akoHoM Ne 323-MD32, a Takke ¢ MOPAIKOM OKa3aHMUs
MEIMIIMHCKON TIOMOIIM Ha OCHOBE CTaHIapTOB MeEH-
IIMHCKOM TIOMOIIM COOTBETCTBYOIEro mnpoduis [4].
PaciimpeHHblil  BapuaHT JaHHOM y4eTHOW (HOpMBI
MeaunuHCKoW gokymeHrtanuu (Ne 014-1/y) BBenen
B neiictue 24.03.2016 Ilpukazom M3 PD Ne 179H
n yrtBepxkaeH Munrocrom Poccun. «lIportokon mpu-
KU3HEHHOTO IaTOJIOT0AHaTOMUYECKOTO MCCIIET0BaHMs
OMONICHITHOTO (OMEPallMOHHOTO MaTepuaia)» HapsIy
¢ HampaBnenwem sBisieTcs 00s3aT€bHONH YYETHOM
dbopmoit MeauumHCKOM mokymeHTanuu — No 014-1/y.

«IIpoTokon NPMXU3HEHHOTO TMaToJOroaHaTOMHUYe-
CKOTO HCCe[0BaHMus OHOICHITHOTO (OmepanruoHHO-
ro) Marepuaiay TPaJUIMOHHO HOCHUT ONHCATENbHBIN
XapakTep. DTO ONHWCAHWE HE MOXET OOJBINE IMPOU3-
BOJUTHCS B TPOM3BONBHON (opMe, a JOIKHO OBITh
COCTaBJIEHO B COOTBETCTBHUU C HALMOHAJIBHBIMU WM
WHTEPHAIIMOHAIBHBIMHU CTaHAapTamMu. s Takux Ie-
Jell M COCTaBISIOTCS IMIaONOHBI, BKIFOYArOIIue 0a3o-
BBIe MOpdosorndeckne mapameTpsl. OTHUM U3 TaKUX

> ®enepanbHblii 3akoH 0T 21 HOsI6ps 2011 1. Ne 323-D3 «O06 ocHOBax
OXpaHbl 30pOBbs rpakaan B Poccuiickoit deneparuny.

MIPIMEPOB MOTYT CIYXXUTh IMIAOJIOHBI, KOTOpPBIE pa3pa-
Ootanbl KomiemkeM aMepuKaHCKHUX ITAaTOJIOTOB W IIW-
POKO HCHONB3YIOTCS 3a pyOexom. OHako HeMaio-
B)XHBIM SBJISIETCSI TOT (aKT, YTO AJISI UCIIOJIB30BAHUS
AJNIEKTPOHHBIX MA0IOHOB, peKOMeHI0BaHHBIX Korien-
JKeM aMEepHKAaHCKHX IaToJIOrOB, HEOOXOIUMO HE TOIb-
KO C/IelaTh MX TPaMOTHBIA TIepeBOl, HO U MMETh pas-
peuieHre mpaBooOnanarenss Ha ucrnosb3oBanue [20].
B mpaxTtrueckoll AeSTEIHHOCTH OONBIIMHCTBO IaTO-
JIOTOAHATOMUYECKUX J1ab0opaTopuil HMCIIONB3YIOT CBOM
COOCTBEHHBIC TIPOTOKOJBI U IIa0ioHBl. OgHOU U3 IIe-
JIeH TaHHOU paboThI M cTaya pa3paboTKa TaKux madio-
HOB JJIsl CTAHAAPTU3UPOBAHHOTO CTPYKTYPUPOBAHHOTO
omrcaHusi OMOTICHHHOTO ¥ OTIEPAIlMOHHOTO MaTepuaia
n BKIroueHUs uxX B «[IpoTokon mprxu3HEHHOTO TMa-
TOJIOTOaHATOMUYECKOTO HCCIICOBAaHUS OUOTNCHITHOTO
U OINEpPalOHHOTO MaTepuana» C HCHONIb30BaHUEM
CAPP.

Ha ocHOoBaHWE COBpeMEHHBIX JUTEpaTypHBIX NaH-
HBIX OBIT COCTaBJE€H MEPEYEeHb AIIEMEHTOB, KOTOPHIE
JOJDKHBI OBITH 00sI3aTeNIbHO BKJIFOYCHBI B IIA0JIOH Ma-
KpPO- U MHKPOCKOIIMYECKOTO OIMCAHUS M OTPa’KeHBI
B OKOHYATEJIhHOM 3aKiIrodeHuu (puc. 2).

() Manage Auto-texts = =] s

| Al

! Arrange by: Name -

Name *

Lung Tobe gross ~ |Pla(enta diagnosis

Description

Lung wedge gross

Lymphoma gross Spoken form *

Pl ta di
Muscle biopsy gross | gcen’a diagnosts

Content *

oriented skin gross

Criented skin lesion gross
Osteochondroma gross
Ovarian mass gross

Pancreas whipple

Placenta diagnosis u] X 1 membrane rolls
2 umbilical cord
PTLD gross 3 maternal surface sections
4-5 - full thickness parenchyma =
Punch 2 6 nodular lesion i
Diagnosis:

punch biopsy gross
Reduction mammoplast...
Salivary gland

Seizure gross

Shunt gross

Simple breast gross

preeclampsia, HELLP syndrome, prematurity. A~

Gross Description:

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

A. PLACENTA, DELIVERY:

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

VILLOUS CHANGES:

VILLOUS INFARCT, MULTIPLE OCCUPYING ~10% OF PARENCHYMA.

INCREASED SYNCYTIAL KNOTS.

FOCAL VILLOUS AGGLUTINATION.

DISTAL VILLOUS HYPOPLASIA.

NO DEFINITIVE VASCULAR LESIONS IDENTIFIED.

MILD FOCAL CHRONIC DECIDUITIS WITH PLASMA CELLS.

THREE VESSEL UMBILICAL CORD WITHOUT SIGNIFICANT ABNORMALITY.

MEMBRANES WITH MODERATELY INCREASED LYMPHOHISTIOCYTIC CHRONIC INFLAMMATORY CELLS. v

Close

Puc. 2. Mpumep pab6oTbl ¢ nporpamMMHbIM o6ecneyeHnem Dragon Medical One ans co3paHus NpOTOKONa MaKpPOCKOMUYECKOro

OnucaHua U rTMCTosIOrM4YecKoro guarHosa

Fig. 2. An example of work with Dragon Medical One software for dictation of gross description and histological diagnosis
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MaxkpoCKOHYeCcKoe OMUCaHNE TOKHO CONEPKaTh:
1) HazBanme oOpasla, TPUCIAHHOTO Ha HCCIEeNI0Ba-

HHUE, €r0 MapKHUPOBKY, KOJIWYECTBO (hparMeHTOB,

cocTosiHHE (B CBEXEM WM (PUKCUPOBAHHOM BUJIC

JIOCTaBJICH);

2) KaKhe aHATOMHUYECKHE CTPYKTYPHI MPHUCYTCTBYIOT,
X aHaTOMHUYEeCKash OpHEHTalus M LEeJIOCTHOCTb
oOpasna. llone3HbiM Ha JaHHOM 3Tarie SBISCT-
Cs WCIOJBh30BAHWE XHUPYPTHUSCKUX MApPKHPOBOK
(TIpoIMBKa, METAUTMYECKHUE KIHIICH, KPaCHUTEIIN)
u 0a30BOE 3HAHHME TOMOrpadUUecKoll aHATOMUM,

3) pesynbTaThl U3MEpPEHUl Beca U pa3MepoB B Mex-
nyHaponHoit cucreme eaunun; CH;

4) ommcaHWe OCHOBHBIX AaTOMOP(OIOTUIECKUX HAXO-
JIOK, X pa3MepoB, (hOPMBI, 11BETA, KOHCHUCTEHITUU
C yKa3aHHEM pacCTOSHHUSA J0 KPaeB PE3eKIUH;

5) ommcaHue JOMOJHUTEIbHBIX HAXOJOK U (DOHOBBIX
IIPOLIECCOB;

6) MapKHUpOBKY MakpoIlpernapara KpacUTeIsIMU B aHa-
TOMHUYECKHX IUIOCKOCTSX, NMPUHATYIO B TATOJIOTO-
AQHaTOMHUYECKOM OT/ICJICHUH;

7) omucaHue COPTHUPOBKH (parMeHTOB oOpa3ua ais
TUCTOJIOTUYECKOTO ¥ JOMOJHHUTEIHHBIX METOOB
WCCIIeZIOBaHUI (HyMepalusi KacceT C yKa3aHHeM
WX COJIEpKaHHA);

8) (hoTOOKYMEHTAIIHIO.

MUuKpOCKONIMUYECKOE OMMCAHNE JOIKHO COJIEPKaTh:
1) ommcaHne BCeX MUKPOCKOIIMYECKAX HAXOMIOK B ITO-

pPSAAKE UX 3HAYUMOCTH;

2) mpu MMMYHOTHCTOXMMHYECKOM HCCIIEOBAaHUN —
Ha3BaHWE aHTUTENa, KOMIAaHWUA MPOU3BOIUTEIND
C yKa3aHHMEM KIIOHAa aHTHTeJIa W KOHTPOJS Kaye-
CTBa.

[Ipmwxr3HEHHOE AaTOIOTOAHATOMHYECKOE 3aKITIoue-
HUE JIOJKHO COJIepkaTh KPaTKUM HO30JOTMUECKUM AU~
arHo3, COOTBETCTBYIOIIMH KIacCUPHUKALUSIM MOCIe-
HUX [EPECMOTPOB ¢ KoxupoBkoil [20]. B ornensHbIX
ciydasx TpeOyeTcss (hopMyITHpPOBKa THCTOMOJIEKYISIP-
HOTO ArarHo3a. Toraa 3akiroueHre JOHKHO CONepKaTh
JAaHHBIE MOJIEKYJISIPHO-T€HETUYECKOTO HCCIIEOBAaHUS
WIH Pe3yJIbTaThl aHAJIM30B OHKOMAapKEPOB.

KoMMeHTapun MOTYT BKIIOYaTh PEKOMEHIAINH
M0 HA3HAYEHUIO JOMOJHHUTEIHHBIX METOJOB HCCIIEO0-
BaHUH.

B cBoeii paGote npu co3naHuM 11a0JIOHOB MBI UC-
MOJIBb30BAJIN CIICAYIOIINE TTOIXObI: OMMCAHUE TEKCTa
B BHUJE OTIENBHBIX TNaparpadoB, TE3UCHYIO IOIady
nHGOPMAIMA ¥ TIPUHIINAI «IIEPEBEPHYTON MUPAMUIIBD)
[11, 13].

Hcnonp3oBanue Takux H1a0JIOHOB IIOMOTAeT B MPH-
HSATUM pEIICHUH M TOYHOU (hOPMYITHMPOBKE TUATHO3a,
TaK KaK COAEP)KUT BCE KIFOYEBHIE JJIEMEHTHI B IIO-
pAAKEe WX 3HAYMMOCTH WM 3HAYUTEIBHO CHIKAEeT He-
00XOJIMMOCTh TOBTOPHOI'O HCCJIC/IOBAHUS, KaK (PHUK-

CHPOBAHHOI'O MAaKpPOCKONMYECKOTO Marepuana, TaK
Y JIOTIOJIHUTENBHBIX THCTOJIOTMYECKHUX CPE30B.

3aKIIIOUUTENbHBIM JTAllOM Hamel paboThl cTal
COCTaBJIICHHBIH M BHEAPEHHBI B MOCIEIUIIIOMHOE
obOyuenne Bpadelr kypc «Digital Speech Recognition
in an Anatomical Pathology Practice». [anubIii Kypc
BKJIFOYAaeT B ce0s: omucaHue 0a3oBoro o0opyjoBa-
HUS, TEXHUYECKHX TpPeOOBaHMU I ONEepalMOHHBIX
CHCTEM, a TaKKe COMCPKUT KpaTKuil oOydaromui
KypC-MHCTPYKLHUIO JUIsI HCIIOJIB30BAHUSI TaKOH CH-
ctembl. B Hem mpuBoauTcs 6a3oBas TEPMHUHOJIOTHS,
00CYXKIaroTCsl TOCTOMHCTBA W HEAOCTaTKU HCIIOIB30-
BaHuss CAPP. B koHne kypca mpuBOISTCS BOIPOCH
Ul TECTUPOBAHUS YCBOCHHBIX 3HAHMH. AHaIM3 pa-
0OTHI TIOKa3aj, 4TO Ojaromaps IPOXOKICHUIO STOTO
Kypca ypoBeHb KOMIETEHTHOCTH Bpauei-1IaToioro-
aHatoMoB B ucnoib3zoBanuu CAPP y monb3oBareneit
Bcex ypoBHe# (ucnomb3yrommme CAPP  exennesHoO,
nepuoauuecku ucnonbsywiue CAPP u panee He uc-
nosib3oBaBmme CAPP) 3HaumtensHO BbIpoc. JlaHHBIMA
Kypc JIOCTyneH B ceTh VHTepHeT s Bcex Kemaro-
LIMX T0JIb30BaTeNe U MOXKET OBITh MCIIONB30BaH AJIS
00y4eHHUs] KaK OTEUECTBEHHBIX, TaK M HMHOCTPAHHBIX
cryneHToB [17].

Ucnonw3oBanne CAPP gpnsercs ogHuM u3 mpu-
MEpOB BHEApEHUs] HU(QPOBBIX TEXHOIOTUH B paboOTy
Bpaya-1aToJI0roaHaToMa, MO3BOJISIONIMX BBIWTH Ha CO-
BPEMEHHBIII YPOBEHb MEIULMHCKOTO OOCIY)KUBaHMS.
Hanmnuwe crammapTHON 0a3bl MIA0JIOHOB M HMCIIOIB30-
Banue CAPP MoOryT 3HauMTeNbHO YIPOCTUTH IMpPOBE-
JICHHE TIPOLEAYpPHl KOHTPOJS KadecTBa pabOThl Maro-
JIOTOAHAaTOMUYECKOIO OTAEJICHUS, COKPATHTb BpeMs,
3aTpaynMBaeMOC HA BEICHHE JOKyMEHTAlUWW U 3HA4M-
TEJIHHO YMEHBIINTHh HAarpy3Ky Ha IaToJOr0aHaTOMOB,
0CBOOOIMB BpeMsi Ha TIOBBILICHUE MX POQecCHOHaATb-
HOT'O YPOBHSI.
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Moctynuna: 15.04.2021 Opobpena: 18.05.2021 MpuhaTa K nevatn: 23.06.2021

Mykononucaxapmpaosbl (MIMNC) — 3To reHeTMYeCKM reTeporeHHas rpynna peakmMx MOHoOreHHbix 6onesHel ob6MeHa, CBA3aH-
HbIX C HACNeACTBEHHOM HELOCTATOYHOCTbH IM30COMHbIX GEPMEHTOB, YYACTBYHOLWMX B KaTab0oNM3Me MMKO3aMUHOTIMKAHOB,
unu mykononucaxapupaos. MatoreHes MIMC 06ycnoBneH HakonaeHWEM B IM30COMaX HepacLenneHHbIX FMKO3aMUHOIIN-
KaHOB, NpeACTaBASOWMX Yyrpo3y Ang knetok. [ng scex MIMC xapakTepHa NOAMCUCTEMHOCTb NOPAXEHUS, OAHOBPEMEHHOE
BOBJIeYEHME B NATONIOMMYECKMI NPOLLECC MHOTUX OPraHOB U TKAHEW, Npexae Bcero, COeAMHUTENbHOW, KOCTHOM M XpsLe-
BOI. B naHHOM 0630pe npefcTaBAeHbl INUAEMUONOMUS, KNMHMYECKas, BUOXMMUYECKAs U MONEKYNSPHO-TeHeTUYeckas xa-
pakTepuctnka MIC Tnos | u I, 06ycnoBNEHHbIX MPUCYTCTBMEM peLLECCUBHbIX MyTauui B reHax anbda-L-maypoHunaassl
M naypoHaT-2-cynbdaTasbl COOTBETCTBEHHO, U HaKOMJeHUMEM AepMaTaH- M remapaHcynbdarta. [Ons Kaxporo us 3Tux
3ab60neBaHUIN XxapaKTepeH KAMHMYEeCKMA nonnumopdumsm, 0cobeHHO BbipaxeHHbI npu MIMC | TMna, KOTOpbIY Yawe npo-
aBngeTca B Tsxenoh dopme cuHapoma lypnepa, HO MoxeT mpoTekaTb v B 6onee nerkoir popme cuHapoma Lleiie.
B HacToqwwee BpemMs B MUpe HabnwopaeTcs NoBblleHHbIM MHTepec K MIC B CBA3M C MaeHTUdGUKaLMeENH CnekTpa u YacToT
MyTaumi B reHax /IDUA v IDS B pa3nuyHbix nonynsumsx, B TOM uncne u B Poccmm, M npakTMyeckon LOCTYMNHOCTbIO Me-
TOAOB MHAMBUAYANbHOW MONEKYNSIPHOM OAMArHOCTUMKK. [laHO onucaHue CyLecTBYLWMUX SKCNEPUMEHTabHbIX MOAenen,
UX PONU B U3YUYEHUU BUOXUMUYECKMX OCHOB MATOreHe3a 3TUX TAXKEeNblX HAacNeLCTBEHHbIX 3aboneBaHUM U paspaboTke
pa3nuuyHbIX TepaneBTUYECKMX MoaxonoB. B mepByto ouyepenb o6CyxAaeTcs BO3SMOXHOCTb paHHei aAuarHoctuku MIC
TmMnoB | u |l Ha 6a3e HeOHaTanbHOr0 CKPUHWMHIA C Le/bl0 NOBbIWEHUS IGGEKTUBHOCTU UX MPODUNAKTUKM U NeyeHus,
BO BTOPYK — MNpeuMMyLecTBa M HeAOCTaTKM OCHOBHbIX MOAXOAOB K Tepanuu 3TUX TsHKenbix 3aboneBaHUM, TakMX Kak
TPAHCMNNAHTAUMS KOCTHOrO MO3ra M reMono3TUYeCKMX CTBOMOBbIX KNEeTOK, pepMeHTHas 3aMecTuTeNbHas U cybcTpat-
penyuupytowas tepanus. lNpeactaBneH KAMHUYECKUIA npuMmep KOMOMHUPOBAHHOM Tepanuu Tsxenon GopMbl MyKOmMo-
nucaxapuposa tmna | — cunapoma lypnepa.

KntoueBble cnosa: 0630p; NIN30COMHble 60Ne3HM HAKONNEHUS; MyKOnoimncaxapuaoosbl.

LYSOSOMAL STORAGE DISEASES: MUCOPOLYSACCHARIDOSIS TYPE I AND II
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Mucopolysaccharidosis (MPS) are a genetically heterogeneous group of rare monogenic metabolic diseases associated
with hereditary insufficiency of lysosomal enzymes involved in the catabolism of glycosaminoglycans, or mucopoly-
saccharides. The pathogenesis of MPS is due to the accumulation of non-cleaved glycosaminoglycans in lysosomes,
which can destroy cells. ALl MPS are characterized by a polysystemic manifestation, the simultaneous involvement
of many organs and tissues in the pathological process, first of all, connective tissues, bones and cartilaginous.

# [leaunarp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3) elSSN 2587-6252



70 HACNEACTBEHHbBIE BONE3HN ObMEHA / CONGENITAL METABOLIC DISEASES

This review presents the epidemiology, clinical, biochemical, and molecular genetic characteristics of MPS types |
and Il, caused by the recessive mutations in the alpha-L-iduronidase and iduronate-2-sulfatase genes, respectively,
and by the accumulation of dermatan and heparan sulfate. Each of these diseases is characterized by clinical poly-
morphism, especially observed in MPS |, which often manifests in a severe form of Hurler syndrome, but can also
occur in a milder form of Scheie syndrome. Currently, there is an increased interest in MPS in the world due to
the identification of the spectrum and frequencies of mutations in the /DUA and /DS genes in various populations,
including in Russia, and the practical availability of methods for individual molecular diagnostics. The description
of the existing experimental models, their role in the study of the biochemical basis of the pathogenesis of these
severe hereditary diseases and the development of various therapeutic approaches are given. Discusses the possibility
of early diagnosis of MPS | and Il types based on neonatal screening in order to increase the effectiveness of their
prevention and treatment, as well as the advantages and disadvantages of the main approaches to the treatment of
these serious diseases, such as hematopoietic stem cell transplantation, enzyme replacement and substrate-reducing
therapy. A clinical example of a combination therapy for a severe form of mucopolysaccharidosis type | - Hurler

syndrome is presented

Keywords: review; lysosomal storage disorders; mucopolysaccharidosis.

B naHHOW ® TOCHENyrOIIUX CTaThsX, OOBEIU-
HEHHBIX O0IIeHd TeMOW JIM30COMHBIX OOlle3Hel Ha-
rxormienus (JIBH), mo emwHOl cxeme MpeacTaBiieHa
uHpopManmsi 0 3a00JCBAHUSAK, BXOMSAIMIMX B Pa3iidd-
Hele kaccel JIBH. DTa cxema BKIIIOUAET CIETYIONIYIO
pyOpUKanuio: KIMHUKA U DIHJIEMUOIOTHS;, OUOXHMHU-
YECKHEe OCHOBBI MATOTeHE3a; KAPTHPOBAHNE W UICHTH-
(hukarus MyTaHTHOTO T'€Ha; CIEKTPhl M YacTOTHI MYy-
TalWii; SKCIIEPUMEHTAIBHBIC MOJIEIH; JlabopaTopHas
MUArHOCTUKA U JICYCHUE.

Jlanubpiii  0030p TMOCBsIIEH Haubojiee YacThIM
mykononucaxapugozam (MIIC) tumoB I u II [10].
K MIIC I otHOCATCS aymenpHBIe CHHAPOMBI ['ypiepa,
Illeite u I'ypmepa—Illleite. OHu 0OyCIOBIEHBI MPH-
CyTCTBHEM ayTOCOMHO-PELIECCUBHBIX MyTaIldii B Te-
He IDUA anbda-L-unyponnnazsl. MIIC I, nim cun-
IpoM XaHtepa [24], Hacnenyercs o X-CUEIUICHHOMY
PEIECCUBHOMY THITY, M €T0 NMPUYHHOM SBISIOTCS MY-
tarmu B reHe /DS umypoHar-2-cynbdarasel. Anbda-L-
WIypOHH/a3a W HAypoHar-2-cynbdaraza — 3TO JIU-
30COMHBIE (DEPMEHTHI, Y4YacTBYIOIIWE B Jerpajaliuu
mrko3amMuHonKaHoB ([AT).

MYKOMNONUCAXAPUAO3 | TUNA, CUHOPOMDI
FT'YPJIEPA, WENE, TYPJIEPA-LUENE

Kannuka u 3muaeMuonorus

Cunopom I'ypnepa — 3T0 camasl dacTtas U TsDKeIas
¢dopma MIIC 1 [13]. Ilpu pokaeHun OOIBHBIE JETH
BHIIJISIAAT HOPMaJIbHO, OAHAKO B JAajbHEHIIEM Yy HHUX
MOSIBJISIOTCSL  CUMIITOMBI, Xapaktepusle g MIIC,
Y TIEPBBIMU KIMHUYECKUMH TMPOSABICHUAMHU 3200JeBa-
HUS 9acTO SIBISTIOTCS TPHDKU M T€NATOCIIIICHOMETaJHS.
B cpeanem, 0one3Hb AMAarHOCTHPYETCS B BO3pacTte
oT 9 Mec. 10 moxyTopa JeT.

s Beex Tuno MIIC I xapakrepen rypnepomnono6-
HBIH (PEHOTHUIT — TpyObIe TPOTECKHBIEC YEePTHI JIUIIA, HITH
«raproujin3M», BEICOKUI JI00, IIHPOKHE OPOBU, CHHO)-
pH3, TUTIIEPTEIOPU3M, KOPOTKHI HOC € 3amaBIlei nepe-
HOCHILEH, TOJCThIC I'yObl, MAaKpOIIOCCHS, HU3KOE pac-
MIOJIOKEHNE YIITHBIX PaKOBWH, KOpOTKas mmes (puc. 1).
Co CTOpPOHBI KOCTHOH CHCTEMBI — MHOKECTBEHHBIM
JIN30CTO3, KOTOPBIM BKJIIOYAET B ceOs M3MCHEHHS: Ye-
pena (Makpouedanus, 4acto B COYETAaHUU C THAPOLE-
(asmeii, yroneHne KOCTel CBojia 4eperna), TyIOBHILIA
(mmpokre KITFOYHUIBI, KOPOTKHE W IIMPOKHe pedpa,

Puc. 1. MoHo3uroTHble 6am3HeLpl ¢ cuHapomom lypnepa
Fig. 1. Monozygotic twins with Hurler syndrome
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pacToNoKeHHBIE  TOPHU30HTANBHO),  MMO3BOHOYHHUKA
(runomnazust 3y6a C2, mucmiia3us IO3BOHKOB Tpy-
JO-TIOSICHUYHOTO oTAena ¢ QopmupoBaHueM Kudgosa,
npu TSDKEJBIX (GopMax Ku]o3 BOSHHKAET B BO3pacrte
6—8 wmec., korga peOeHOK HadyMHAeT CHJIETh), KOHEd-
HOCTEH (KOpPOTKHE W IIHPOKHE Tuadu3bl TPyOUdaThIX
KOCTel, JWCIIaCTUYHbIe MeTadu3bl, YILIOUICHHBIC
snudu3bl), KUcTel pyk (myaeBuaHble (ajaHru), Taza
(3aKpyTJIeHHBIE KpPBUIbsI TOAB3IOIIHBIX KOCTEH, CKO-
IIeHHbIe KPBIIIN BEPTIY)KHBIX BHAJWH, coxa valga,
JUCTIIA3Msl TOJIOBOK OENPEHHBIX KOCTEH) M HIDKHUX
KOHEUYHOCTEH (genu valgum), TyromojBHKHOCTH Cy-
cTaBoB. B Bo3pacTe OKONO JBYX JIET HPOUCXOAUT
OCTaHOBKa POCTa, POCT OONLHBIX OOBIYHO HE TPEBHI-
maeT 110 cm. YacTto HaOIIOMAIOTCSI COIYTCTBYIOIIIHEC
MOpPaKEHUsI CEPJEYHO-COCYIUCTON CHCTEMBI B BHUJIC
THIEPTPOPUUECKON KapANOMHUONATHH M MHUKCOMATO3-
HOM JlereHepanny KJanaHoB. B CBfA3M ¢ OTIOXKEHU-
smu A" B MexnpeacepaHOM M MeEAOKETyI0YKOBON
MIEPEeropoIKax BO3MOXKHBI HApyIIEHHS pUTMa Cepala.
BonbHbIe MOBEpKEHBI YacThIM OTUTAM M PECTIHpPaTOp-
HBIM MH(QEKIMSAM HM3-32 CY)KCHHUSI BEPXHHX M HIKHHUX
JIBIXaTEeNLHBIX TyTeH BCIEACTBHIE YTONIIICHHUS CIM3UCTBIX
000JI0YeK, HAaKOIUIEHHsI TYCTOTO, BSI3KOTO CEKpeTa, TH-
nepTpoduu TUMQPOIUTENHATHHOTO TIIOTOYHOTO KOJIBIIA.
Yacroii 5kano00il pomuTene sSBISIOTCS HOYHBIC artHO).
Co cTOpOHBI OpraHa 3peHus] — IIOMYTHEHHE POTOBUIIBI,
a B JaJIbHEHIlEeM MiayKoMma. BoJbIIMHCTBO eTel uchbl-
THIBAIOT 3aTPYIHEHUS B PeUd HM3-3a perpecca pa3BUTH,
XPOHUYECKON TYTOyXOCTH M YBEITMYEHHOTO S13bIKa, TOJIOC
xpuruibiid. J{ns gereit ¢ cunapomoM ['yprepa xapakrepHa
3ajiep’KKa TICHXOMOTOPHOTO pa3BUTHSL HAa MEPBOM IOy
JKU3HU, HO B niepBble 1—1,5 roga pa3BuTHE UMEET IpPO-
rpeccuBHBIN Xapakrep. B ganbHelem npu oTcyTCTBUU
Teparuu y peOeHKa MPOUCXOUT TOCTEIIEHHBINH perpece
MpUOOpeTeHHBIX HaBBIKOB [1, 2, 5].

CMepTh MOXET HAcTylHTh B Bo3pacTe OT 1 rozaa
n0 12 ner or oOCTPYKIMM NbIXaTeNbHBIX MYTEH, pe-
CIIMPATOPHBIX MH(EKITHH, CePACTHON HETOCTATOTHOCTH.

Cunopom Illeiie, KOTOpPBHII paHEEe OTHOCHUIU
Kk MIIC V [51], — camas msrkas ¢popmoit MIIC I [13].
JlmarHo3 BBICTABISAETCS JAOCTATOYHO IO31HO, B OOIb-
muHCTBe citydyaeB Mexay 10 u 20 rogamu. TunuyHeiit
(enorun hopmMupyercs 0OBIYHO MOCIE S-JIETHETO BO3-
pacta [53]. Ilpu coxpaHeHWHM MHOTHX BHEIIHHMX IPO-
sIBIIEHUI cuHapoMma ['yprepa MHTENIEKTyalbHbIE pac-
CTPOMCTBa, KaK TPaBHUJIO, OTCYTCTBYIOT HIIH Ci1abo
BBIP@XEHBI. XapaKTEePHBI TYTOMOBHKHOCTH CyCTaBOB,
MIOMYTHEHHE POTOBHIIBI, MOPAXEHHWE MHUTPAIBHOTO
U aopTaJIbHOTO KJIAlaHOB, YacTO pa3BUBaeTcs Kap-
NaJbHBIA TYHHEJIBHBIM CHHIPOM B BHJE OHEMEHHS,
MTOKAITBIBaHUA, c1a00CTH manblieB pyk. [Iporros mis
JKU3HH ONarompusATHEIN. B cpemneM Bo3pacTte BO3MOXK-
Ha WHBAJHMIM3aLHUs MalUEHTOB B CBA3M C MPOTPECcCH-

PYIOIINM TIOpaKEHHWEM CyCTaBOB (TYTOIOJBHKHOCTH,
pa3BUTHE KOHTPAKTYp, AETeHepaTHBHbIE U JIECTPYK-
TUBHBIE M3MEHEHHsI CYyCTaBOB), CHI)KEHHEM OCTPOTHI
3peHusl (MOMYTHEHHE POTOBHIIBI), KapaHOXUPyprude-
CKHMH onepauusmu [9].

Cunopom [ypnepa—Illeiie 0 TSHKECTH TEUSHUS 3a-
HUMaeT NpoMexyTouHoe monoxenue [13]. OcHoBHbIE
KJIMHUYECKHE TMPOSBICHUS — HAHU3M, IOMYTHEHHUE
POTOBHIIBI, TYTOMOABIXHOCTh CYCTaBOB, ITyIOYHAs
Y TIAXOBBIE TPBDKH, IMOBTOPHOE BO3HWKHOBEHHE TPBDK
MOCJ€ TPbDKECEUEHUSI, MHOXKECTBEHHBIH CKEJIETHBIN
JIM30CTO3, TEMATOCIUIEHOMETAINS U yMEpeHHas OJIHUIo-
¢penus (CHIWKEHHE MHTEIJIEKTa MPOUCXOIUT HE Y BCEX
narnueHToB). PasBepHyTas ¢eHOTHIUYecKas KapTUHa
3aboneBanms (HOpPMUPYETCS B BO3pacTe OT 3 10 8 JIET.
[Iporuos mist KU3HHU YIOBIETBOPUTENBHBIN [9, 53].

OnwucaHbl pelKue ciaydad <«ICeBIOACHHUIUTHOTO»
COCTOSIHUSI, TIPM KOTOPOM aKTUBHOCTH anbda-L-nmy-
pOHUA3bl CHIKEHa, a MeTtaboim3M Al coxpansieTcs
B TIpefenax HOPMEIL. [Ipu 3TOM KIMHUYECKHX MpPOsB-
neanit MIIC I y HOocuTenel «mceBaoaehUIIMTHBIX)
aytencii rena /IDUA ne Habmomaercs [72].

Yactora MIIC I — 1:100000 HOBOpOXAEH-
HBIX. B3pocnbie ¢GopMmBl BCTpedarTCs pexe —
1:500000 moBOpOXkAeHHBIX [10].

Bbuoxumuyeckue 0CHOBBLI MATOreHe3a

C ucrnonb30BaHHEM MOHOKIIOHAITBHBIX aHTHTEI TIPO-
BeZICHa UMMYHOTIperunuTanus ainbQa-L-unypornaassr
W3 TICYCHU YEJIOBEKA, WCCIICMOBAHBI OMOXWMUYCCKUEC
U KaTaJIUTUYECKHE CBOMCTBA (pepMEHTa, OCHOBHAS
(byHKIMSI KOTOPOTO COCTOUT B OTIIEIUICHUU TEPMHU-
HAJBHBIX OCTAaTKOB aib(a-L-uIypoHOBOW KHCIOTHI
ot nmByX A"’ — nepmarancynbdaTa U TemapaHCyilb-
(bata [31]. [Ipy HETOCTATOUHOCTH KAaTaJIUTUICCKOM aK-
TUBHOCTH anb(a-L-unyponunasel y 6ombabix MIIC 1
9tu A’ B TOKCMYECKUX KOHUCHTPALMIX HaKaIliuBa-
IOTCSA B JIN30COMAaxX BCEX KIETOK ME3EHXMMHOTO TpPO-
WCXOXKJIEHUS], YTO U OOBSICHAET BHICOKO TIEHOTPOITHBIN
(enorun 3abosneBaHusl. TSKECTh TCUCHHS PA3IMYHBIX
dbopm MIIC [ HemocpeACTBEHHO 3aBHCHUT OT OCTa-
TOYHOH aKTUBHOCTU (DepMEHTa, KOTOpas TIpaKTH4e-
CKH{ TIOTHOCTBIO OTCYTCTBYeT IpH cuHIpome ['yprepa
U MOXET JOCTHTaTh 5—7 % 10 CpaBHEHHWIO C HOPMOMU
npy B3pOCIBIX (opMax 3a00JICBaHMS.

KaprupoBanue u uaentuduxkauus resa IDUA

MeTomoM coMaTHYeCKOW THOPHIN3AIMU OBLIO IT0-
Ka3aHo, 4To TeH anbda-L-unyponnnaszel (IDUA) pac-
noJjiokeH B obnactu 4pl6.3, 4uro B jajbHEHIIEM ObUIO
TIOATBEPXK/ICHO METONOM THOpuam3anuu in situ [60].
T'en IDUA cocroutr u3 14 3K30HOB, pacnpeiesieHHbIX
Ha tromaan B 19 k6 renomuoit JIHK, mpuaem 13 &6
3aHMMAaeT OrPOMHBIN BTOPOH MHTPOH 3Toro reHa [60, 61].

# [legunarp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

elSSN 2587-6252



72

HACNEACTBEHHbBIE BONE3HN ObMEHA / CONGENITAL METABOLIC DISEASES

Ten IDUA skcrnipeccupyeTcsi BO MHOTMX TKaHAX, BKJIO-
yasi (puOpoOIacTel, MeYeHb, MOYKH U IUIALCHTY, C 00-
pasoBaHHEeM TKaHecHenUPpUIecKux u30QopM pepmMeHTa
3a CYeT aJIbTepPHATHBHOTO CIUIAHCHHTA.

Myrtauuu B rene IDUA

CriexTpbl MyTanuii B TeHe ajibda-L-umpypoHuaassl
y OonbHbIX cuHApoMmamu [ypnepa u Ileite cymie-
CTBCHHO pa3nuuaioTcs. B mepBoMm ciyyae gamie Bce-
ro UACHTUQULUPYIOT HOHCEHC-MyTaluH, ABE U3 KOTO-
peix — W402X u Q70X — SBIAIOTCS Ma)KOPHBIMHU
[12, 59, 61, 62]. Ouu HaliicHBI BO BCEX €BPOMEHCKUX
CTpaHax M BMECTE COCTABISIOT OoJiee MOJOBHUHBI BCEX
U3BECTHBIX MYTaHTHbIX amieneil reHa /DUA. OnHako
MX 4acTOThl MOTYT 3HAYUTEIbHO BapbUPOBATh, COCTAB-
nsist Ha CeBepe EBponst 37 u 35 %, a B Utamuu — 11
u 13 % coorBercTBenHo [25, 41]. Ilpu stom B Hu-
neprangax u lI'epmanum Mytanma W402X Bcrpeua-
eTcsi NPUMEpPHO B 2,5 pasa dYalle HO CPaBHEHHIO
¢ mytammerr Q70X (48 u 19 %), a B CkaHIUHABCKUX
CTpaHax HAoOOpOT, 3TH YacTOThl paBHBI 17 u 62 %.
B CIIA wacrotel myTtammii W402X u Q70X B rene
IDUA y 6onbubix MIIC 1 cocrasnsitor 39 u 30 % [48].
B Poccum cooTHOmIEHHE ATHX YacTOT ONMKe K TOMY,
KoTopoe Habmonaercss B CKaHIUHABCKUX CTpaHax, —
4 u 44 % cootBerctBenHo [12, 13].

Hapsiny ¢ HoHCeHC-MyTauusMu y GOJIBHBIX CHHIPO-
MoM ['yprepa HaiieHsl Takke OEICHUH CO CABUTOM
PaMKHU CYMTBIBAHUS M TOPA3/I0 PEKE MUCCEHC-MYTALUH.
OpHako 9acToTa ONHOM M3 TSDKENBIX MHCCEHC-MyTa-
it — P533R — nocturaer 3 %. B romo3urorHom co-
CTOSIHMM KaXK/asi U3 9THX TPEX Ma)KOPHBIX MyTalluii —
W402X, Q70X u P533R — Bcrpeuaercst y naiueHToB
C CaMbIMU TSDKEJIBIMH KJIMHHYECKMMH (hopMamu 3a00-
nesanus. [Ipu aToM akTHBHOCTH ajibda-L-umypoHnasbl
MIPAKTUYECKU TOJIHOCTBIO OTCYTCTBYET. TsDKenble My-
TallM, CONPOBOXKAAIOLIMECS MPEXKIECBPEMEHHON Tep-
MHHALMEH TpaHCIALMM, B KOMIIAYHAE C MYTalHsIMHU
JPYTHX THUIOB MOTYT IIPUCYTCTBOBaTb Y OOJIBHBIX
nro0eiMu popmamu MIIC 1 u naxe oOHapyKuBaTh-
Csl TIPU «ICEBAONS(UIIMTHBIX» COCTOsHUIX [67, 71].
Tak, HarmpuMep, B OAHOM cCeMbe Yy CECTpbl OOIBHOTO
MIIC 1, y koTOpoii HEe OBLIO KIMHUYECKHUX IPOsBIIC-
HUW 3a0o0JieBaHUWs, HaliieHa reTepoauiebHas KOMOu-
HaIs MakopHOW HOHceHc-myTarun W402X u Muc-
cenc-mytaruu A300T [18].

IIpu cunmpomax Iledie u I'ypnep—llleite vacTbiMu
ABIIIOTCSL MHCCEHC-MyTauuy. OnHako mepBasi Creny-
(rdeckas MyTtanys, WICHTU(QUIMPOBAaHHAS y TIallMeHTa
¢ TunuyHOM kiMHUKoM cuHapoma llleite, — G-T-Tpan-
3ulusi B UHTpoHe 5 reHa [DUA, cozparommiasi AOMOHU-
TENIbHBIM CalT CIUIACHHIa, B PE3Y/IbTATe YEro IMpOHC-
XOIUT WHCEPLMs IONOIHUTENIbHBIX IISITH HyKJIEOTUIIOB
B crienuduueckyro MPHK [52, 62]. [TonoOHoe HapyiiieHue

COBMECTHMO C 00pa3oBaHWEM HEOOJBIIOro YHcia (DyHK-
nmoHanbHO akTUBHBIX MPHK, mpu 3ToM momHoro Grioka
cuHTe3a anbga-L-unyponnnasel He mpoucxomut. [Tostomy
Jlake B KOMIIAyH/Ie C MyTallsIMU HOHCEHC-TUIIA TOT Jie-
(exr crutaiicuara peanmusyercst B Buje cuaapoma llletie.
Kpome 3T0oro MyTaHTHOro ajuiessi y HAalUEHTOB C CHH-
npomom Illefie naeHTHHUIMPOBAHO HECKOJIBKO MUCCEHC-
mytauuii B rene /DUA. Takum o00pa3oM, CHHIPOMBI
I'ypnepa u llleite mpencraBisitoT coOOM KITaCCUYECKUIA
npuMep (HPeHOTUITIECKOTO TTOMMMOpQI3Ma, 00yCIIOBIIEH-
HOTO CYIIECTBOBAHHEM AJUICTBHBIX cepuid [49].

VY OonpHBIX B SIMOHMM Ma)KOpHBIE eBpoOIeickue
HOHCEHC-MYTallul HE HaWJEHbI, HO YacTbIMHU SBIIA-
I0TCsl JBe Apyrue Mmyrtanuu B reHe /DUA — wuHcep-
musg 5 HykiaeotnmoB 704ins5 W MHCCEHC-MYTaIlHS
R89Q. Onu BcTpewarorcs ¢ wacrotamu 18 u 24 %
CcOOTBeTCTBeHHO [78]. MyTarust 704ins5 HEOmHOKpAT-
HO Obuta HaiaeHa Takxke y OonbHbIXx MIIC I kopeii-
ckoro npoucxoxkaeHus [48]. T'omo3uroTsr mo 704ins5
00HapYKMBAIOTCS Y OONBHBIX CHHIpPOMOM [ypiepa,
a myTarus R89Q uyaiie BbIABISCTCS Y OOJNBHBIX CHH-
npomom Illeite.

JKcnepuMeHTaIbHbIEe MO/IEIH

Onwucanpl HaclneICTBEHHBIE OONE3HHM KOIIEK U CO-
0aK, CXOIHBIC MO KJIMHHUYSCKUM M OMOXUMHYECKHM
npossieHussM ¢ MIIC I [64, 65]. [oMonoruunelii ren
anpda-L-unypoHnnazel cobak KIOHHUPOBAH, U MPOBE-
JleHa MOJIEKYJIsIpHas uaeHTH(GHUKanusa aedexra B 3TOM
TeHe, TMPHUBOIAIIETO K HEJOCTATOYHOCTH (depMeHTa
Y MYTaHTHBIX KHBOTHBIX.

[lyrem HampaBiieHHOTO paspylieHus TeHa Idua
MBIIITN CKOHCTPYHUPOBaHA TPAHCTEHHAS «HOKAY T»-JTHHHS
Ildua—/—, wmonenmupyromast cuaapom ['ypaepa [29].
Y  (ldua—/-)-MyTaHTOB  OTCYTCTBYeT aKTHBHOCTb
anbda-L-unyponnaassl u moBbleHbl ypoBHH [Al
B Moue. Haumnas ¢ 4 Hemenu, y TakMX KHBOTHBIX
OTMEYaroTCsA panuorpaduyeckne TpU3HAKH TU30CTO-
3a, KOTOpBIE CTAaHOBITCS OYEBHAHBIMH K 15 Hemene.
[Iporpeccupyromnine TU30COMHBIC HAKOTUICHUS CHada-
JIa TIOSABIISIIOTCSI B PETUKYIOIHAOTEINABHBIX KIIETKAX,
K 8 Hemene — B TEMaTOIMTaX, XOHIPOIUTAX, HEHpo-
HaxX W TyOYJSIPHBIX KJIETKax IEYeHH, a B JaTbHEUIIeM
BO BCEX HCCIEAOBAHHBIX KJIETKaX. B Mozxkeuke My-
TAHTHBIX JKUBOTHBIX HAOJIOACTCS MPOTrPECCUPYIONIas
MOTeps HEUPOHOB, B TKAHSAX MO3ra MOBBIIICHBI YPOBHU
GM2- 1 GM3-TaHITTHO3UIOB.

Bce »TH Monmenm MIMpOKO WCTONB3YIOTCS HE TOIb-
KO Ui W3ydeHUs OMOXMMHYECKHX OCHOB ITaTOTeHE3a
MIIC I, HO u y1st pa3paboTku crienuUISCKUX METOIOB
JICUECHUs] TPU JAHHOM COCTOSIHUM, TaKUX Kak TpaHC-
ruranTanus koctHoro mosra (TKM), ummyHocympeccu-
pyrolas Tepamus, a Takke (pepMeHTHas 3aMeCTHTENb-
Has tepanust (O3T) u renorepanus [27, 34, 45, 46, 79].
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JlaGoparopHasi TMarHOCTHKA U JieYyeHHne

Huarnoctuxka MIIC | ocHOBaHa Ha COBOKYITHOCTH
JaHHBIX KIMHAYECKOro o0cieaoBanus 00IbHOTO, OMo-
XUMHYECKOTO U MOJIEKYIISIPHO-TEHETUYECKOTO aHan3a.
OnHnM U3 HamboJee paHHHWX JTUATHOCTHYECKHUX IPH-
3gakoB MIIC 1 cumTaeTcsi MOBBITIICHHAS SKCKPEIIHS
¢ mouoii AT u, mpexzae Bcero, nepMaraHcy/bdara
u remapaHcyiabdara. s moAaTBepKIeHUS JauarHosa
n onpenenenus kimHueckoit popmer MIIC I mposo-
TUTCS aHanmn3 (epMEHTAaTUBHONW aKTUBHOCTH ab(a-L-
WIYPOHUAA3Bl B KPOBU M MOJIEKYJISIpHAS THATHOCTHKA
maxxopubeix (W402X, Q70X, P533R, G-T tpanzunus
B MHTpOHE 5) W Ipyrux mytauuii B reHe [DUA.

Pa3pabarsiBaroTcst pa3Hbie MOIXO/BI K JIYEHHUIO TIa-
nuentoB ¢ MIIC I [11, 16]. OgauM U3 MEpPBBIX ammpo-
OupoBaHHBIX MeTONOB siBisiercss TKM oT 370poBbIX
HLA-coBmecTHMBIX TOHOPOB. OyOIUKOBaHbI pPe3yiib-
TaThl n0m00HOro NeueHusa 54 nereii 6onpHbix MIIC I,
MIPOBEZCHHOTO B PaMKaX COBMECTHOTO HCCIIETOBAHHS
OonesHel HakoruieHws [55]. Jms mydmneidt coBmecTH-
MOCTH TEpeCakeHHBIX TKaHEH Bce MalUeHTHl IMOJy-
Yaau BBICOKHE J03bl XMMHUOTEPAUU C MOCIEAYIOIINM
oOiydeHneM uim 6e3 TakoBoro. BeDKHBaeMoOCTh B Te-
YEHHUE 5 JIeT Mocie MPOBEACHHON POLIeypbl COCTaBHU-
na 64 %, mpuueM OHa OKasajach BEINIE B TOM CIydae,
KOTJia JOHOpaMHU ObUIM TEHOTUITMYECKH HICHTHUYHBIC
no HLA-cucreme cubchl Mo CpaBHEHHIO C TAIUIOWJICH-
TUYHBIME JOHOpaMH. MHIEKC yMCTBEHHOTO Pa3BUTHS
(MDI) meteit mocie aeueHUs, B CpeIHEM, COCTABIII 78,
eciu TKM  mpoBommim 10 2-JeTHEro Bo3pacTta
(1-2 rpynmna), u 63, ecitu TKM npoBoaunu mnosaHee
(2-s1 rpynma). Y 64 % BeDKMBIIMX AeTeil 1-i rpynmsl
U TONBKO y 25 % netei 2-i rpynmsl ollee pa3BUTHE
OBLTO ONM3KO K HOPMAJTHFHOMY WIJITH HEMHOTO 3aMeIJICH-
Ho. TakuM oOpazom, ammorenHas TKM, npoBenennas
JI0 2-JIETHETO BO3PacTa, MOXKET 3aMEJIUTh WM Jaxke
MIPEIOTBPATUTh Pa3BUTHE HAMOOJEe TSHKEIbIX KIIMHU-
YeCKUX TposBiIeHU cunapoMa ['ypiepa. OgHako Ta-
Kasg TpoLeAypa OCTyIHA NajeKo He BCeM OOJbHBIM
JeTAM, TIPEXkKAE BCEro, M3-3a TPYAHOCTH HAXOXKICHUS
COBMECTHUMBIX JIOHODPOB.

AJNBTEpHATUBHBIMH TEXHOJIOTUSIMH MOTYT OBIThH
TepeTuBaHue MYTTOBUHHON KPOBU OT HEPOICTBEHHBIX
00npHBIX [32, 66] WM TpaHCIUTAHTAIMSI TEMOIIOATH-
YeCKUX CTBOJIOBBIX KieTok [42, 70]. Ilokazano, 4to
9TH TPOLENYpHI, MPOBEICHHBIC A0 2 JIET, CIOCOOHBI
YBEIMYUTh TPOJODKUATENBHOCTh JKU3HH OOJBHOTO,
HO WX YCIIENIHOCTh B IUTaHE TPEAYNpPEkKACHUS pas-
BUTHUS HEBPOJOTMYECKUX aHOMAJIMH CYIIECTBEHHO 3a-
BHUCHUT OT Bo3pacta pebenka [50, 56, 58, 68]. Ilocne
MPOBEACHUS TOAOOHBIX TPAHCIUIAHTAIIMN IMallieHTaM
B BO3pacTe MeHee 9 MeC. WX KOTHUTHUBHOE Pa3BUTHE
Y aJanTHBHOE TIOBEJCHHWE COXPAHSIOTCS B Iperenax
HOpMBI. OIHaKO B 3TOM BO3pacTe PeAKO JAUAarHOCTH-

pyercst MIIC 1. Corozom nenmnatpoB Poccun paspabo-
TaHbl PEKOMEHJALMU JUI PAHHEro BbISABICHUS OOJIb-
veix MIIC [14]. B HEKOTOpBIX CTpaHax MPOBOAMUTCS
HeoHatanbHblil ckpuHuHr MIIC 1 [30, 54], ocHoBan-
HBI Ha ompenencHuu comepkanns A" m ampda-L-
UIYypOHHUIA3bl B BBICYNICHHBIX IATHAX KPOBU HOBO-
poxaenusix [47, 57].

Bo Bcem wmmpe OomnblliMe yCWIMS HalpaBlICHBI
Ha paspaborky mertonoB reHoreparmuu MIIC 1. Ckon-
CTPYHpPOBAHBI W alpOOWPOBAHBI B CHCTEMax in Vitro
U Ha SKCTICPUMEHTATLHBIX MOJACTISIX PA3INIHBIC PEKOM-
OMHAHTHBIC BEKTOPHI JIJIsl HAITPABJIIEHHOT'O IIEPEHOCa HOP-
ManbHOro rena IDUA yenoBeka B MyTaHTHBIC KJIETKU
C HEIOCTAaTOYHOCTHIO anb(a-L-unyponumassr [35, 38].
B psine cmydaeB npoBeneHb! KIIMHUYECKUE UCTIBITAHUS
METO/IOB TeHOTeparuu, KOTOpbIe CIIeAyeT NPU3HATh
YCHEIIHBIMU, TaK KakK MpPU STOM MPOUCXOAUT KOp-
pEeKLMsT MHOTHUX MAaTOJOTMYECKUX TMoKaszarenen [45].
OpHako yiydmieHUs HaOIIONAIOTCS HE Y BceX OoIb-
HBIX. KpoMe Toro, METOo[bI TeHOTEepanuu He CTIOCOOHBI
MOKa TOJHOCTHIO TMPENOTBPATUTH PA3BUTHE TIKEIBIX
HHBaIMM3upyroumx npoasiaenuit MIIC.

Bonee ycnemmnoii okazanace @3T MIIC I, crioco6-
Hasl YAyYIIATh B TOM YHCJIe MHOTHE HEBPOJIOTHIECKHIE
nokazarenu [1, 2, 4, 36, 37], a TakxKe METOJbI JieUe-
HUSl, COUETAIOIINE PA3INYHbIE MOIX0bl — TPaHCIUIAH-
tauuto kiaetok u ®3T [45, 70]. IIpouwtu ycneuiHsle
KIIMHUYECKHe WCIBITaHus JiedeHus: 6ompHBIX MIIC 1
¢ MoMoIIEI0 (hepMeHTa JapoHUa3kl (aTbaypa3uM) I1o-
clle TPaHCIJIAHTAIMM UM TEeMOIOATHYECKHUX CTBOJIO-
BBIX KJIETOK [57].

Kiaunnyeckuii npumep komOunauuu TKM u ®3T

ITanuent I1., Mmanpbuuk. BriepBble rocnutaniu3upo-
BaH B Bo3pacTe 11 mec. [Ipu mocTymiueHUu XKanoObl
ponuTeneil Ha 3aAepKKy NCUXOMOTOPHOTO Pa3BHUTHSA,
WCKPHBIIEHUE MO3BOHOUHWKA (KH(]O3), ITyMHOE HOCO-
BOE JBIXaHWE, alTHO? BO CHE, YacThle THOWHBIE PUHU-
TBI, OTUTHI, TETATOCIIIICHOMETAJIHIO.

AHamHe3 Xu3HU. Manbuuk oT 3-if GepeMeHHOCTH,
KOTOpas MpoTeKaja Ha (QoHe NHeIoHePpHUTa, aaHeK-
CUTa, MAJOBOJUS M 3aKOHUYWIJIACH CPOYHBIMU POJIAMHU.
IIpu poxmenun macca 4120 1, mmuHA 56 CM, OKPYX-
HOCTB TOJIOBBI 37 CM, OKPY)KHOCTh Tpyau 32 CM, OIICH-
Ka no mxkane Anrap 7/8 GamnoB. Ha ynsTpa3BykoBOM
uccienoBanuu (Y3U) romoBHOro mosra mnaTroioTHu
BBISIBIICHO HE OBIJIO.

Amnamue3 OoJe3HHM: B Bo3pacTe 1,5 Mec. BIEpBBIC
BBISIBJIEHA TeMarOMerayvs, JaHHbIe MOJATBEPKICHBI
npu Y3U opranos Opromuoit monoctu. Ilposeneno
BHPYCOJIOTHYECKOe 00CIIeI0OBaHNEe Ha TPYIITY TeraTo-
TPOITHBIX BHPYCOB, IMaTOJOTWH HE BbBIABIEHO. C 3TO-
O ’K€ BO3pacTa MOSIBIJIOCH ITYMHOE HOCOBOE JIBIXaHNE,
pebeHok HaOmonancs OTONAPHHTOJIOTaMH, TOyYall
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MHOTOKpPATHO aHTHOAKTEepHaIbHYIO0 TePaIHio MO MOBO-
Iy THOMHBIX PUHUTOB (8 3MH30/10B Ha IEPBOM TOIY
*u3HH). B 2 Mec. Ha HelipocoHOrpaduu BriepBEHIE BbI-
SIBJICHO JIETKOE PaCHIMpPEHHE OOKOBBIX M 3aTBUIOYHBIX
pOTOB OOKOBBIX JKETYIOYKOB TOJOBHOTO Mo3ra 0e3
HapyIIeHus JUKBOpoAMHAMUKH. HasHadena nermapa-
tupytomas tepanus. C 3 Mec. oTMeuanach 3ajiepixKa
TICUXOMOTOPHOTO pa3BuTHUs. B Bo3pacte 6 mec. manb-
YUK OCMOTPEH IeHeTHKOM ¢ nopo3penueM Ha MIIC II
(6one3np XanTepa). 3akIIOYCHHUE: MHUArHO3 MaJloBe-
positeH. Ha MOMEHT ocmoTpa OTMEYalnCh: 3ajepiK-
Ka MCUXOMOTOPHOTO Pa3BUTHS, I'€NaTOCIIICHOMETaINs
(meuens +4 cm, ceneseHka +1 cM u3-moJ pebGepHOI
JIyTH), HACEYKH Ha MOYKaxX yIIeH, y3koe He0o, TphhKa
0enmoii TUHWH JKWBOTA, MIUPOKOE ITyIIOYHOE KOJBIIO,
BOJSHKA SMYEK, IIOJ03PEHHE Ha HEHPOCEHCOPHYIO
TyroyxocTb. BepositeH cunapom Bunemana—beksu-
Ta, MOKa3aHO HaOJIofeHWE B JUHaMUKe. B Bo3pacrte
9 Mec. BBISIBJICHA JIBYCTOPOHHSSI CEHCOHEBpAIbHAS TY-
royxoctb 1-2-i crenenn. ChHOpMHPOBAIACH CKOJIHO3
MMOSICHUYHOIO OT/€eda IT03BOHOYHUKA 1-2-H CcTerneHu
1 kuo3 rpyaHOro oTaena.

B cBsi3u cO MHO)XECTBEHHBIM MOPAKEHUEM CO CTO-
POHBI BCEX OpPraHOB W CHUCTEM pPEOEHOK ITOBTOPHO
OCMOTpeH reHeTukoM. [IpoBeneHo mcciiegoBaHUe ax-
TUBHOCTH ()epMEHTOB ab(a-L-umxypoHunassl U Haypo-
Harcyab(arasbl, Kak Hanbosnee yacteix npuunH MIIC.
ITo pesynmpratam (hepMEHTHOW ITUATHOCTHKH yCTaHOB-
JeH nuarHo3: «Mykoronncaxapumo3 TUI [» (akTuB-
HoCTh anbda-L-uayponnnaser 1,73 HM/mMr 3a 18 u
B JlelikouuTax KpoBu, mnpu Hopme 61,00-175,50),
JIMarHo3 TIOATBEP)KJEH MOJIEKYJIAPHO-TEHETHUECKH.
BrlsiBlIeHBI 1Be HOHCEHC-MYTallMd B KOMIIAyHJI-TeTe-
PO3UTOTHOM COCTOSIHHH, XapaKTEpHBIE IJIS TSHKEIOTO
(¢enoruna MIIC I tuna — W47X/Q70X.

B 11 mec. mmmua Tenma cocraBuiaa 78 cM, Bec
10,4 xr, oKpyX’HOCTb rojioBel 47,5 cm. dusuueckoe
pa3BuUTHE TapMOHHWYHOE, Me3ocomaroTun. CaMocTos-
TEJIbHO CUJIUT, XOJUT C MOJAEPKKOU. MBIIIEUHBIN TO-
Hyc aupdy3Ho cHIKeH. ['ypiaepornoqo0Hblid (heHOTHII.
[TomyTHeHune poroBunbl 00oux mia3. KoHTpakTypsl
MEJIKHX CYCTAaBOB KHCTEW PYK, KOJCHHBIX CYCTaBOB.
Boeipaxkennsiii  rpymomnosicanyHbii  kuo3. Hocosoe
JBIXaHWE 3aTPYIHEHO, W3 HOca OOMIIBHOE CIIM3HCTOE
oraensemoe. TOHBI cepaua 3By4YHbIE, PUTMUYHBIE,
CHUCTOJMYECCKUNA IIYM BAOJb JIEBOIO Kpas TPYIUHBIL.
JKuBOT MATKHI, TUIIOTOHUS MBI TIEpeaHer Oprom-
HO# crenkw. Iledenp +4,5 cM m3-mox kpas pebepHOi
nmyru, cene3enka +1 cM. Ilo manasiMm Y3U OpromHoit
MOJOCTH: TeNaToCIUIEHOMETalns; HelpocoHorpadus:
TPUBEHTPHUKYJIOMETAJIHS; JIUKBOPOOKKII03HsA; OX0-KI'™:
JTaTalys TOJIOCTeW cepana, B OONbBIIEH cTerneHu
JIEBOTO JKENMylOoYKa, YMEpEeHHas THIEePTPOPHs Mexk-
JKEITyI0YKOBON MEpPEeroposiki; COKpaTUTeNbHas CIIo-

COOHOCTH MHOKapia HOpMajbHas; YTOJIICHHE OO0CHX
CTBOPOK MUTPAJBHOTO KJIallaHa, IBM)KEHHUE CTBOPOK
runokuHeTnyHoe. Jluarnos: «Myxkononucaxapuaos
tuna 1 (cungpom Iyprnepa). OrcraBaHue B TICHXO-
MOTOPHOM H TIpEApEeueBOM pazBUTHUU. OpraHMYecKoe
MOpakeHNEe TOJOBHOTO MO3Ta, BHYTPEHHSS THAPOLe-
¢danus. JIByCTOPOHHSISI CEHCOHEBpaJIbHASL TYTOYyXOCTb
1-2-#1 crenenu. [loMmyTHeHHE POroBHIEI 0OOMX IJas3.
Bropuunas kapmuomatus (rumeptpodus MuOKapia
JIEBOTO JKEIy[04YKa, HEIOCTATOYHOCTh MUTPAJIHLHOTO
KJIanaHa 2-i cternenn). [ emaronneHaaIbHbIA CHHIPOMY.

Jlns mpenoTBpalieHus] MPOrPecCHpOBaHus 3a00-
JIEBaHMsI, a TaKXe C LEJbl0 YIYYIIEHUS CcOoMaThye-
CKOTO COCTOSTHHSI peOeHKa Ha BpeMs IOHMCKa JOHOpa
naunurpoBada O3T B mosze 100 EJI/kr BHyTpHBEHHO
onvMH pa3 B Hememro mpemapatoMm Jlapormmaza. @3T
peOCHOK TepeHOoCHT yAoBIETBOpUTENbHO. MHDy3H-
OHHBIE peakuuu Ha 7, 8, 10-e BBeAeHMs Npemnapara:
pBora, cyOdeOpuibpHas mnmuxopangka. Peaknum Obutn
pacieHeHbl Kak JIeTKHe M He TMOTpeOOBajl OTMEHBI
Tepanuu. B nanbpHeinemM npoBoauiiach mpeMeauKaius
MPOKUHETUKAMHU U >KapOINOHIKAIOUIMMM Iperapara-
Mmu. [loOouyHble peakuuyu HE MOBTOPSIHCH. D(PPEKTHI
@3T (8 Mec. Tepanun): COKpaIieHne pa3MepoB TICUeHH
(mo +1,5 cM m3-mom pebepHO# MyTH), HOPMATU3AIINS
pa3MepoB CeNle3eHKH, YIIydllIeHHe HOCOBOTO JbIXaHus,
MCUE3HOBEHUE HOYHBIX allHO?, a TAaKKe CTAOMIM3aLus
M0 TIOPAKEHUIO CepIa.

B Bozpactre 20 wmec. B Kimnuke «HUM ner-
CKOM OHKOJIOTMH, T€MaTojOTMM W TPAHCIUIAHTOIOTHH
uMm. PM. TopbayeBoii» Obuia mpoBeJcHa ajIOreHHAs
TKM oT HeponcTBEHHOro AoHOpa. TpaHCIIaHTaIMs
TIPOIILIa YCIIEITHO, IPIKUBIICHNE TPAHCIIAHTAaTa IPOU30-
nwio Ha 12-i nens. ITocne TKM nosiBriack codcTBeHHAs
aKTMBHOCTh (DepMEHTa B TIpeleriaX HOPMAIbHBIX 3Haue-
Hui. AkTUBHOCTH pepmenTa Ha 102-it nens mocie TKM
118 am/™mr 3a 18 4 (Hopma 61—175,5 HM/Mr), KOHIIEHTpa-
st AL moun 31,2 am/MM (HOpMa 5,6-10,6 HM/MM).

JlmHaMyKa 1o OCHOBHOMY 3a00JIeBaHHIO: TIPOTPEC-
CHUBHOE TICHXOMOTOPHOE pa3BUTHE peOeHKa B BHUJC
MOSIBJICHUSI peueBod mponykuuu ((dhpasoBas peub
K 4,5 rogam), momzep:kaHue HOPMAJBHBIX Pa3MepOB
TIEYeHU W CEJIe3eHKH, HOPMAIIN3aIHsl MEIIKOW MOTOPH-
KM B TIAJIBIIAX PYK, CTAOMIN3ANNA TOPAKEHUS OPTaHOB
ciayxa u 3peHus. OTMeyanoch MporpeccupoBaHue Ku-
¢doTtrueckoii nehopmMaluy B rpyAOHOSICHUYHOM OTAEIIe
MMO3BOHOYHUKA C CY)XCHHEM CIIMHHOMO3TOBOTO KaHa-
na (M3MEHEHHsI BepH(UIIMPOBAHBI 10 JTAHHBIM PEHT-
TeHOTpaMM, KOMITBIOTEPHOH M MarHWTHO-PE30HAHC-
HOW ToMorpaduu), JEerKUi CracTUYeCKUi mapamnapes.
[loxazanmem K oOnepaTMBHOMY JIEUEHHIO CTajo Ha-
muare OypHO TMporpeccupyromieid nedopmaruu 1o-
3BOHOYHHKA TSKEJION CTENeHW, HapacTaHWe HEeBPO-
JIOTUYECKOM CUMITOMAaTUKU. BbIlloIHEHA onepanus:
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Puc. 2.

b c

Manbuunk ¢ mykononucaxapuposom | Tuna B Bospacte: a — 11 mec.; b — B 3 1. 5 mMec. (nepen onepaTUBHbIM Jle4yeHUEM);

¢ — B 4 r. 5 Mec. (pesynbTaT onepaTMBHOI KoppeKuun aedopmaumm) [6]

Fig. 2.

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

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

KOPpPEeKIUs. W 3aJHAS HMHCTPyMEHTaJbHas (UKcaIys
IPYAONOSCHUYHOTO OTJiella MHOTOOIOPHOM TpaHcC-
NeAUKYJISPHOM  cucTeMOM. 3aJHuil  CIOHAMIIOAES3.
[TocneonepanoHHBINA EPHO IPOTEKA Iaako. B He-
BPOJIOTMYECKOM CTaTyCe YJIYYILIMJICS TOHYC MBbIIIIT
HUDKHUX KOHEUHOCTEH U TOJEPAaHTHOCTb K HArpys-
kaM. [Ipym KOHTpOJIBHOM OCMOTpE uepe3 roj IMocie
onepauuu aedopmanns HE NPOTPECCHUPYET, CTOSHHUE
HMMIUIaHTa KOPPEKTHOE, HEBPOJIOTUYECKUH cTaTyc 0e3
yxynmenwus. [Ipeacrapnens porto manmenta ¢ MIIC
I tuma B Bo3pacte 11 mec., B 3 . 5 mec. (mepexn
OTEpaTUBHBIM JieueHUueM), B 4 T. 5 mec. (pe3yabraT
orepaTtuBHOM Koppekuuu aedopmanun) (puc. 2).

MYKOMOJNIUCAXAPUAO3 Il TUNA,
CUHOPOM XAHTEPA

Kiaunuka u snuaemMuosiorus

[Ipu poxaeHnn OoJbHBIE MANBIMKA HE MMEIOT Ka-
Kux-160 knmHIYecknx npossienuit MIIC. B Bospac-
T€ OT 2 710 4 JIET Y HUX TOSBIISIOTCS HEKOTOPBIC Yeperi-
HO-JIUIEBBIE OCOOCHHOCTH — TIOJIHBIC T'yObI, OOJIbIINE
KpyIJIble IIEKH, IIUPOKasi MEPEeHOCHLA, MaKPOIJIOCCHS,
Makpouedanus B coueTaHuu ¢ ruapouedanueir. Yron-
IICHHE TOJIOCOBBIX CBSI30K TMPHBOAMUT K OTpyONCHUIO
ronoca. [TomyTHeHHE POTOBHIIBI HE XapaKTEpHO, XOTS
MOXKET pPa3BUBATHCS AETeHepalusi ceTdyarku. bosbHble
MOZIBEPKEHbI YaCTBIM OTHTaM M PECHHUPATOPHBIM HH-
GbekimaM. Y HUX PaHO TOSBISIFOTCS IyTOYHbIC U Ta-
XOBBIE TPBDKH, Pa3BHBACTCS TeMarOCIUICHOMETaNHs
[7, 8].

Ilpu pa3BepHyTON KapTUHE OCHOBHBIMHM KJIMHHUYE-
ckumu npossieHussMu MIIC 11 sBistioTcs rpoTecKHbIe
YyepThl JIMIa, MHO)KECTBEHHBIN TU30CTO3 B COYETAaHUU
C HAHMU3MOM, TeNaTOCIUICHOMErajius, rurneprpoduye-
CKasl KapJMOMHUOIIAaTUsI 1 MHUKCOMaTO3Has JIereHepaLus
KJIAlIaHOB, NPHUBOILUE K Pa3BUTUIO CEPAEUHO-COCY-
JIUCTOM HEAOCTAaTOYHOCTH M BBICOKOMY PHCKY Hapy-
LICHUM pUTMa CepAua, SKCKPEHHs ¢ MOYOW OONBbIIUX
KOJIMYECTB JepMaTraHcyib(ara W TenapaHcyiabdara.
Y HEKOTOPBIX OOJIBHBIX UMEETCS XapaKTEPHbIH JUArHO-
CTHYECKUH MPHU3HAK — Ha KOXK€ CIUHBI MM OOKOBOM
MTOBEPXHOCTHU Oeiep MOSBISIOTCS JIOKaIbHbIE 00pa3oBa-
HUS CIIOHOBOTO LIBE€Ta B (popMe MOPCKOH TajibKH.

Ha puc. 3 BumHbl Bo3pacTHBIE (DEHOTUITMYECKUE
0C0OCHHOCTH JIByX OpaTheB C CHHAPOMOM XaHTepa.

Jua MIIC II xapaktepeH BbIpa)K€HHBIH KIMHHYE-
ckuil monumopdusm. Beigenstor nse hopmel 3a00seBa-
HUS: TSOKETyo nHpaHTWIbHYI0 opMmy A ¢ mporpeccu-
pYIOIIel YMCTBEHHOH OTCTAJIOCTBIO U 0Oojiee MSTKYTO,
B3pociyto Gopmy B, mpu KOTOPOH MHTEIJICKT OOBIYHO
He ctpamaer [51]. OnmHako 4YETKOW TpaHUIBI MEKIY
9TUMU (HOpPMAaMU HET, U CYLIECTBYET HENPEpPBIBHBIN
psAA IpOMEKYTOUHBIX cocTogHni. dopMa A 1o CBO-
UM KIMHUYECKUM MPOSIBICHUAM MAaJI0 OTIMYAeTCs
or cuaapoma I'ypiepa, XoTs pa3BUBAaeTCsl MeUICHHEE.
[Iporpeccupyromas sHIedaNONaTHS TPUBOIUT HA KO-
HEYHOH cTazuu O0NE3HHU K TSHKENOH HEBPOJIOTHYECKON
CHUMIITOMATHKE, CHIDKCHHIO [BUTATEIbHOM AaKTUBHO-
CTH BIUIOTH /0 IIOJIHOW 00€3IBMKEHHOCTHU, KaXEKCHH,
OTCYTCTBHIO pPEaKIMM Ha OKpyxkKatomee. [l Takux
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Puc. 3. ®eHotun 6paTbeB c cMHAPOMOM XaHTepa B pa3HOM BO3-
pacre
Fig. 3. Two brothers with Hunter syndrome at different ages
MMAIUEHTOB XapakTepHa CKIOHHOCTh K XPOHHUYECKOM
nuapee. MoxxeT pasBuBarbesi Tspkenas auddysHas
HEJIOCTaTOYHOCTh ~ KOPOHAPHOTO  KPOBOOOpAIICHHUSI.
[Torubarot GonbHBIE neTH B Bo3pacte oT 10 mo 15 net
yaie BCEro OT JbIXaTelbHOW WM CEpACYHON Hemo-
cratogHoctH [7, 8].

®opma B MIIC II B GomnbIneil CTEMeHH MOXOXKa
Ha cuHapom llleiie. 3abosneBaHne AMArHOCTUPYIOT,
00BIYHO, B KOHIIE IEPBOI0 MM HAa BTOPOM JECSTHIIC-
THU )XU3HA. PaHO (hOpMUPYIOTCS MMaXOBBIE U MYTIOYHBIE
TPBDKH, TIOpaKEHUE CEepAEYHO-COCYANCTOW CHCTEMBI,
MIPOUCXOAST JINIIEBbIE M3MEHEHHs 10 THUIy «Taprou-
JIU3May, TOSIBIISIIOTCSI IPU3HAKH MHOXECTBEHHOTO JIU-
30cTo3a (puc. 4), TYTONOABHKHOCTh CyCTaBoOB (puc. 5),
HEHPOCEHCOpHas TYrOyXOCTh, PETHHOIATHS, BO3-
MOKHa OOCTPYKIIMS JBIXaTeNbHBIX MyTeH, HOYHBIE
afHo?, KapmalbHBIM TYHHENIBHBIH cuUHIApOM [9].
Teuenune 3aboseBaHUsI MEIJICHHO NPOrpeccUpyloliee.
[IpogomKUTENEHOCTh JKU3HU BapbUpPyeT B HIUPOKOM
muarrazoHe. OHO W3 THIMYHBIX OCIIOKHEHHWH y Tia-
[IMEHTOB CTapIero BoO3pacTa — CY)KEHHE IpPOCBeTa
Tpaxeu, MNpUBOAAIICC K HeO6XO}II/IMOCTI/I CTCHTHUPOBA-

N
2~
x|

-

Puc. 4.
Fig. 4.

MNopaxeHue KMcTM Npu Mykononucaxapuaose tuna Il
Hands deformity in MPS Il patients

Puc. 5. Oucnnactuyeckue u guctpopuyeckue MU3MEHEHUS Tas3o-

6eapeHHbIX CYCTaBOB Npu MyKononucaxapmpose tuna ll
Fig. 5. Hip changes in MPS Il patients
HUs W/unn Tpaxeocromuu. HanGonee uwacroil mpuum-
HOW paHHEW THOenn OONBHBIX HAa BTOPOM HWJIH Tpe-
ThEM JIECATUJIIETUN >KU3HM CTAHOBUTCS JbIXaTelbHas
WIN cepAeyHas HeIoCTaTouHOCTh. MHorma OonbHBIE
JIOKUBAIOT JI0 CTApUECKOro BO3pacTa.

B penkux ciydasix cuHapoM XaHTepa IUarHoCTUPY-
0T Y JIEBOYEK, IIPY 3TOM Y HUX, KaK [IPaBUJIO, OOHAPYKHU-
BAIOTCS HEOOJBIINE FeTEPO3UTOTHBIE JICICIUH B JIJIHH-
HOM Tuiede X-XpOMOCOMBI B obmactu Xq27-q28 wiun
X-ayTOCOMHBIE TPAHCIOKAUK C TOYKaMH pa3pbIBa, JIO-
KaJIM30BaHHBIMU B TOM e paiioHe X-XpoMocoMsI [28].
Y Takux JeBo4eK HaOJNIONAeTCs IPEUMYIIECTBEH-
Has WHAKTUBALUA HOPMaJbHOM X-XpoMmocombl [24].
Crienuduyeckuii  xapakTep JIalOHHU3AaIUH O0O0YyCIIOB-
JIEH, MO-BHIUMOMY, MO3IHEH peIulMKauued aeieTn-
POBaHHOM WJIHM TPAHCIOLUUPOBAHHOW X-XPOMOCOMBI.
Jlnst 0ObACHEHUS 3TOTO SIBJICHUS MPUBICKACTCS TaKKe
TUIIOTe3a XPOMOCOMHOTO UMIIPUHTHHTA. B HacTosmmit
MOMEHT B JHTeparype onucano 10 geBodek ¢ quarHo-
30M «cuHApoM XaHTepay. CyLIecTBYIOT JIUTEPaTypHbIC
JaHHbIE O MMHUMAJIbHBIX IIPOSIBJICHUAX Y KEHIINH-HO-
CUTEIBHUI] MyTaluu B rene /DS.
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Yactora MIIC II Bapsupyer B mpenemax ot 1
Ha 100000 mo 1 ma 170000 HOBOPOXICHHBIX MaJlh-
YHKOB.

BuoxuMmnyeckne 0OCHOBBI IaTOreHe3a

Brnepseie mmyponar-2-cynabdaraza Oblla BhIIEICHA
B YHMCTOM BH/I€ U3 NIEUCHU YeJIOBEKa, YTO MO3BOJIMIIO HC-
CIIeIOBaTh €€ OMOXMMHUYECKHIE U KaTAIUTHYECKUE CBOM-
ctBa [20]. B neuenu, moukax, Jerkux M IJIALEHTE 3pe-
JbIA pepMEeHT NpeNCTaBlIeH IByMs [VIaBHBIMU (hopMamMu
¢ MosekyIsipHbIM BecoM 42 u 14 k]I. 3penbie Gopmer
naypoHar-2-cynbdarasbl 00pa3yloTcs MyTeM IMpOTeo-
JUTUYECKOTO pacUICIVICHUs] OeJiKa Mpe/IleCTBCHHHUKA.
@depMmeHT umeeT OO0JbLIOE CXOACTBO 110 AMHUHOKHCIIOT-
HOHM ToCIIeoBaTeIbHOCTH C apmicyibdarazamu A, B
n C dYenoBeka U IIFOKO3aMHH-0-Cy/b(ara3on.

OcHoBHast (yHKUHMS HIypoHAT-2-Cyibdarasbl co-
CTOMT B OTIICIUICHUH CyiIbdara OT TEPMHHAILHOTO
ocTaTka 2-cynb(ouypoHOBOI KUCIOTH B IBYX [Al" —
nepMataHcynbdare u remapancyiabdare. B pesynprare
HenocrarouHocTH 3Toro ¢pepmenta mpu MIIC I nepma-
TaHcyb(aT U renapancyibar B BBICOKUX KOHIICHTpa-
LUSIX HAKAIUTMBAIOTCS B JIM30COMAaX MPAKTHYECKH BCEX
KJIETOK, TKaHell W OpraHoB OOJBHBIX. DTHM OOBSICHS-
eTCSl TUICHOTPOIMHBIN (PeHOTHN 3a00JIeBaHUs, TO €CTh
OJTHOBPEMEHHOE BOBJIEUEHHE B MATOJOTHUECKUN Mpo-
LECC MHOTHX CHCTEM M OpPraHoB OosbHOro. TsKecTh
teyeHus: pazanusbix ¢popm MIIC II HemocpencTBeHHO
3aBUCHUT OT OCTaTOYHON aKTHMBHOCTU (hepMeHTa.

KaprupoBanue u nnentugukanusi reia IDS
Briepsrie nonnopasmepnas k/IHK rena nayponar-2-

cynbdarazsr (/DS) ObuTa 30MMpOBaHa U3 TKaHeCTeIHdu-
YEeCKOM OMONMMOTEKN TEHOB SHAOTEHAIBHBIX KIIETOK [74],
YTO IMO3BOJIMJIO JIOKAIN30BaTh TeH /DS B AIMHHOM IlTe-
ye X-xpoMocoMbl B obmactu Xq28 [75]. T'en cocrout
13 9 5K30HOB, pacIpe/eNieHHbIX Ha IUIomaan B 24 kO
[38,75,76]. CTpykTypa mpoMoTOpa I€Ha CBHIIETEIb-
CTBYET O TOM, YTO OH 3IKCIIPECCHPYETCsl IIOBCEMECTHO,
TO €CTh OTHOCHUTCS K KJIaCCy T€HOB «JIOMAIITHETO XO3sIi-
cTBa». B murToreHernyeckoil 00IacTH pasMepoM OKOJIO
90 kO, pacmonoxeHHOH TenomepHee reHa /DS, unen-
TH(QUIIIPOBAH €ro TICEBOOTeH, 0Oo3HadaeMmbiii [DS2
[21, 39]. IlokazaHo, 4YTO IMTOTEHETHYECKas 0OJACTh
JIOKaJau3aluuu TicesnoreHa /DS2 BoBiedeHa B PEKOM-
Oounaumio ¢ reHoM /DS mpumepno y 13 % OonbHBIX
CHHAPOMOM XaHTepa.

Mymayuu 6 cene IDS. Y 20 % OOTBHBIX CHHIPOMOM
XanTtepa reH /DS TONMHOCTBIO WM YaCTUYHO JENIETUPO-
BaH, MO0 BOBJICUEH B IPYTU€ CTPYKTYPHBIE MIEPECTPOHKI
[26, 43]. IlpumepHo y 13 % OONBHBIX IPUYUHON pa3py-
uieHus1 TeHa /DS CTaHOBATCSL MHBEPCUH, 3aTparkBarolye
TiepBhIe 7 DK30HOB I'eHa /DS. DTr epecTpoiKy MPOrCXo-
JSIT B PE3YJBTaTe TOMOJIOTHYHON PEKOMOMHAIINHE MEXKTY

reaoMm [/DS u ncesmoreHom [DS2 [22]. Ilokaszano, 9TO
«TOPSIMMH TOUKaMI» PEKOMOHMHAIIMY B JIAHHOM CITy4ae
SIBIISIFOTCSI BBICOKO TOMOJIOTMUHBIE TTOCIIEI0BATEbHOCTH
JHK (98 % romonorun) pazmMepoM OKOJIO THICSYU Tap
OCHOBAHMH, PacloIOKeHHbIE COOTBETCTBEHHO B 7-M HH-
TpoHe TeHa /DS u mucranbHee dK30HA 3 jokyca /DS2.

[Ipumepno y 23 % OONBHBIX CHHAPOMOM XaHTEpa
UACHTH()UIUPYIOTCS OTHOCUTEIBHO HEOOJbIINE BHY-
TPUI'CHHBIC TIEPECTPOUKU — JAEICUUHN MM WHCEPLHH,
3aTparuBarolliie HECKOJIbKO HYKJIEOTHHOB. B ocranb-
HBIX CITydasiX y OOJNILHBIX HAXOMSAT TOYKOBBIC MyTalluu
MHUCCEHC- WJIM HOHCEHC-THIIA, a TaKKe MyTalliH, Ha-
pylIaronye npolecc CIUlaliCHHTa.

K umcny myrauunii, He3aBUCUMO WACHTU(PULUPOBA-
HBIX B Pa3HbIX MOMY/SLUIX, OTHOCATCS TPU HYKJIEO-
THAHBIC 3aMeHbl B KomoHe 468 sk3oHa 9 rena IDS,
COTMPOBOXKJAIOIIMECS] ~ aMUHOKHCJIOTHBIMM  3aMEHa-
M — R468W, R468Q u R468L [33, 44, 72]. Bonsb-
asi TeTepOreHHOCTh MyTauuil B reHe /DS 3aTpyaHsieT
MOJIEKYJSIPHYIO JIHarHOCTUKY CHHIpOMa XaHTepa.

JKcMepUMEHTAJIbHbIE MOJeTH

EcrectBennoit SKCIIEPUMEHTATBHOU Mojie-
aeto MIIC 1II sBnstorcss kobenmm mopozsl  Jtabpa-
JIOp-peTpuBep, HMEIONIHEe HACJIE/ICTBEHHYIO  He-
JIOCTaTOYHOCTh UAypOHaT-2-Cynbharasbl [73].
OTa HENOCTaTOYHOCTh OOyCIOBIEHa MyTalMsIMHU
B IeHe WaypoHar-2-cynbdarazbl co0aku, TOMOJIOTHY-
HOM TeHy IDS denmoBeka. Co0akum WMEIOT KPYITHBIC
TOJIOBBI € TPYOBIMH MOP(HOIOTHYECKUMH OCOOCHHO-
CTSAMH MOPJbI, MaKPOJAKTHJIMIO, T'CHEPaIM30BaHHYIO
OCTEOIICHHUIO, MPOTPECCUPYIONINE HEBPOJIOTHUCCKUE
HapyIIEeHUs,, OHOCTOPOHHIOI ITUCTPO(HIO CEeTYATKH
1 NO3UTUBHBIN MoueBoi TecT Ha T'Al

Co3zana TpaHCTeHHAs «HOKAYT»-JIMHUSI MBIIICH C OT-
CYTCTBHEM aKTHUBHOCTH WJIypOHAT-2-Cyib(arasbl y cam-
1oB — /Ids-null [40]. C 4-HenensHOrO BO3pacTa M Ha Ipo-
TSDKEHUX BCEH JKU3HM Y MyTaHTHBIX CaMIIOB HAOIIOAIach
noBbliieHHast 3kckperust AT ¢ Mouoil M HakoruieHHe
I'Al' B TKaHsX HauMHag ¢ 7-i1 Hexenu. Y HYJEBBIX My-
TaHTOB PAa3BHMBAJACh T'EMATOCIUICHOMETanus W HaOIro-
JIAJIOCh yBEIIMYEHUE JAPYTHX OpraHoB. [lpyrumu ¢eHo-
TUIMUYECKUMH OCOOEHHOCTSIMH OBbUTH TpyOasi MIepCTh,
Criopajinueckast ajorelys, HICKPUBIICHUE MAITbIICB KOHEY-
HOCTEH, aHOMaJIMH B Pa3BUTHUH 4eperia, YMEHbIICHHAs
JBUTaTesIbHAsi aKTHBHOCTh M 3HAYMTEILHOE COKpPAILCHHE
TIPOIODKUTENTLHOCTH KI3HU. [Ipy rucTonoruueckom o00-
CJICIIOBAaHUH BO MHOTHX OpraHax BBIBILUTHCH Auddy3HO
pacripe/ieJIeHHbIE TICHUCTBIC BAKyOIM3HUPOBAHHBIC KIICTKH.

OTH Mozaenu MOTyT OBbITh WCIONB30BaHBI [UIS W3-
YVYEHHUS MOJICKYJSIPHBIX ~MEXaHHM3MOB IIaTOTeHe3a
cuHApoMa XaHTepa W TPOBEICHHS ITOKIMHUYECKUX
WCTIBITAHUI METOJI0B TEparmy JTOTO TSHKENOoro 3a6o-
neBanus, BKIodas TKM, @3T u renorepamnuto.
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JlaGopaTopHasi IMAarHOCTUKA M JieYeHHe

Huarnoctuka MIIC II ocHOoBaHa Ha COBOKYITHO-
CTH JaHHBIX KJIMHUYECKOro 00CIeOBaHMS MAllUCHTA,
OMOXMMHYECKOTO ¥ MOJIEKYJSIPHO-TE€HETUYECKOrO aHa-
mu3a. OgHUM U3 HauOosee paHHUX JUArHOCTHYECKUX
npu3HakoB MIIC II MOXHO cYUTaTh MOBBHIIICHHYIO
skckpermio ¢ Mouoit I'Al' u, mpexne Bcero, nepma-
TaHcyab(ara M remapaHcyinbgara. s monTBepik-
JCHUSl MarHo3a HpOBOIAT aHaIn3 (epMEHTAaTUBHON
aKTHBHOCTH HAYypOHAT-2-Cylnbdara3sl B JICHKOITUTAX
VI BBICYIIEHHBIX MATHAX KPOBH, a TAK)KE MOJIEKYIISIp-
HYH JUArHOCTHUKY NPOTSIKEHHBIX JENeLUi, NHBEPCUU
U JIpyrux MmyTtauuid B reHe /DUA.

IIpu perpoBupycHoil Tpancanykuuu kJIHKooit
mocienoBareIbHOCTH TeHa /DS B nmuMdoOIacTo3HbIe
JIMHUM KJIETOK OOJIBHBIX CHHJIPOMOM XaHTepa JIOCTHT-
HyTa Koppekuusi Metadbonuaeckoro nedexra [23]. Ypo-
BEHb JKCIPECCUHM HIypoHar-2-cyibdarassl B TpaHc-
IYyLHPOBAaHHBIX KJIETKAaX OKA3aJICs OYEHb BBICOKHM,
B 10-70 pa3 mpesbrmarommmM HopMmy. [lokazaHo, 9To
PEKOMOMHAHTHBIN (PEPMEHT aKTHBHO y4acTBYET B Me-
tabonmusme ['Al. DTu uccnenoBanus MOTyT paccMarpH-
BaTbCsl KaK HayaJIbHBIMA IIar B pa3padoTKe Hporpamm
renoreparmu MIIC 1.

Ony6nukoBanbl pesynsrarel TKM, BBINOIHEHHBIE
y 10 OGonbHbIX cunHapoMoMm Xantepa [69]. Tonbko
Tpoe MpOXWIH Ooniee 7 JET MOCie TPaHCIUIAHTALUH,
IIPUYEM OIWH M3 HUX ymep uepe3 11 yer mocne mpo-
BEJICHHOW MPOIeHyphl. BBICOKYIO CMEPTHOCTH OOJb-
HBIX aBTOPbI OOBSACHSIOT TUIOXUM TOA00POM JIOHOPOB.
Y OomHOro M3 BBDKHMBIIUX MALMEHTOB MHTEJJIEKT OBLI
MOJHOCTBIO COXpaHeH, HO HaOmiomanack HeOombIuas
3aepKKa U3MUECKOro pa3BuTHA. B Hacrosimee Bpe-
Mg TKM mpu MIIC Il B Poccun HE WCTONB3YIOT,
HO HUMEIOTCSl PEKOMEHJAIMM aCCOLMAIMN MeANLIMH-
CKHX T€HeTHKOB 1o mpoBesneHnto TKM npu Tsoxensix
Bapuantax MIIC II, accoummpoBaHHBIX C MHCCEHC-
myTtanusamu [15].

B CIIA u psine eBpoIeicKuX cTpaH JMIEH3UPOBaH
U TIpolesl KJIMHWYECKHUE HCTIBITaHuA Ipenapar uiayp-
cynbdaza (pekoMOMHAHTHas WAypaHar-2-cyiabdarasa
YeNoBeKa), WM Jianpasa, NPeANoKEeHHbBIN A Jede-
HUs cuHapoMa XaHtepa [77]. CymiecTByeT eme oauH
nperapar g ®3T MIIC II — Xantepasa, Takxe
YCIIEIIHO NPUMEHAEMBbIM B MHpoOBOW U Pocculickoi
npaktuke. O0a mpenapara 3aperucTpUpoOBaHbl Ha Tep-
putopuun P®. Bo3MoxkeH mepexoi ¢ OJHOrO Ipena-
para Ha APYrol Npu HAJIMYUM HENEPEHOCHMOCTH W/
WIM Pa3BUTHUH TOKENBIX aJUIEPTHUYECKUX PEaKIIHii
y mnauuentoB. [Ipu pannem Hawane ®3T nabmroma-
€TCsl YNy4YlleHHEe MHOTMX MaTOJOTHYECKHX MpOosiBIIe-
HUM 3a0osneBanusa. Hopmanu3syrorcst pasmepsl Ie4eHH
U CEJIE3€HKH, HE HApacTaeT CTEIECHb MOPaXEHUs cep-
JIEYHO-COCYJCTON CHCTEMbI, YBEJIMYHMBACTCS 00beM

NIBIDKEHUT B TOpaXeHHBIX cycTaBax [2, 3]. Has o06-
JISTYCHMsI TPOBEICHHSI BHYTPUBEHHBIX UH(Y3UN y Ta-
uuenTtoB ¢ MIIC B cranmoHape MOTYT HMCIOJIb30BaTh
MMIUTAHTUPYEMbIE BEHO3HBIE CHUCTEMBI, 3HAUYUTEIHLHO
obnervarontue BeHO3HBIH noctym [17]. Ho HemocTaTok
DOnarnpa3bl 3aKIII0YaeTCcsl B TOM, YTO OHAa HE MPOHUKa-
€T CKBO3b I'eMaTOdHIe(paInYecKuii O0apbep, TO €CTh
He momajaer B MO3L. [[ns npeoponeHus 3Tol TpyaHO-
CTH Tiperapar ObUT MOTUGUIIMPOBAH MyTeM J00aBie-
Hus cnerududecknx antured (AGT-182). Pesynsrarer
nedenns naurenToB ¢ MIIC II ¢ ucronbp30BaHUEM DTO-
ro MOIU(HUIMPOBAHHOTO Mpenapara MoKa HEW3BECT-
Hel. [lepecaaka reMoNnoATHYECKHUX CTBOJOBBIX KJIETOK
6ompabiM MIIC I Taxke oOKa3bIBae€TCS YCIEIIHOM
TONBKO TIPH pPaHHEW TOCTAHOBKE NWArHo3a B BO3pac-
Te 10 2 neT wuiau panbiie [19, 63].

[epcnextuBHo# mmst newenust npu MIIC 1 u 11 Tumos
MOXeT OBITh CyOCTparpenyLupyomas Tepamnus, OCHO-
BaHHas Ha mozmaBneHun BbIipaboTku Al C aToif 1e-
ne10 OBLT pa3pabotan mpenapat [eauctenn (Coiidem),
KOTOPBI XOPOIOo ceds ToKa3al B OMbITaX Ha HKCIIEPH-
MEHTaJIbHBIX Moneisx. [Ipu panHeM Hauajne JeUeHUS
Y JKUBOTHBIX YJaBaJIOCh IPUOCTAHOBUTH pa3pyllIeHUE
KJIETOK LIEHTpajlbHON HEPBHON CHUCTEMBI.

OnHy w3 mepBbIX manueHToB B Poccum, momydas-
mue O3T npu MIIC I, taxke nomywanu ['eHucrens.
[lepenocuTcs mpenapar XOpoIlo, HO 4acTO MPUBOIUT
K M30BITOYHOMY BECy, TaK KaK IO CBOEH CTPYKType
SIBIISIETCS AHAJIOTOM JKEHCKHX TIOJIOBBIX TOPMOHOB.
SBngercs mpemnapatom BbIGopa mpu MIIC I, nmns
KOTOpPOTO B HACTOSIIIUI MOMEHT HET JIOCTYIHOTO Ipe-
napara s O3T.

B nactosmee Bpems B Poccuum nedeHume moiyda-
toT okoiio 80 6ompHBIX MIIC I u Il Tumos. bombmas
YacTh W3 HHUX HAXOIWUTCSH Ha mNoXu3HeHHOH 3T,
a 25 — mpouuin TKM. U3-3a BBICOKOM CTOMMOCTH
JIEKapCTB, KOTOPHIE CIIEAYET BBOIUTH OOJBHBIM €XKe-
He/IeTTbHO, PacXolbl Ha 3TH 3a00JIEBaHUS JHIUPYIOT
B OIO/KeTax, BBIJACICHHBIX TOCY/ITapCTBOM Ha JICUCHHE
ophanHbix Ooyie3Her. Tak, cTOMMOCTH OIHOTO (hi1aKo-
Ha DOnampa3sbl koiebnercs ot 175 go 185 Teic. pyo.
st nedeHus ogHOTO OOJBHOTO CHHAPOMOM XaHTepa
exerenenbHo TpeOyercs or 300 mo 500 TeICc. pyod.
Tem He MeHee HET COMHEHHsS, YTO YK€ B OirrKai-
IIMe TOJbl TOSBSTCS albTEpPHATHBHBIE TepaneBTHYe-
CKHE TOJXOJbl B MPO(HUIAKTHKE M JICUCHUU TaIUCH-
toB ¢ MIIC u Oymyt pa3paboranbl Ooliiee emnieBbie
METO/BI TTPOU3BOJICTBA HEOOXOMNMBIX JIEKapCTBEHHBIX
MIperaparos.

Myxononucaxapugosel Tunos I u II B Hacrosiuee
BpeMs 3aHMMAIOT BaXHYIO HUIILY B CTPYKType opdaH-
HBIX 3a0oneBaHnid. HecMOTpst Ha PeKOCTh MATOIOTHH,
3HAaHUS O JTAHHBIX 3a00JIEBAaHUSAX aKTyallbHBI JUIA Bpa-
yell epBUYHOIO 3BeHAa. FIMEHHO Ha 3TOM 3Tare Ha4Yu-
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HaeTcsl JUarHOCTUKA 3TOM PeNKOoW MaTojioruu. PaHHss
MMOCTAaHOBKA JAMAarHo3a — 3TO BAKHBIA 3Tall Ha MyTH
Teparnuu, MO3BOJISIONINI MTOMyYUTh TOCTYI K OOJIbIIe-
My KOJIMYECTBY BAPHAHTOB JICUCHHSI, a CIICIOBATEIIBHO,
YIAYy4IIUTb OTHAJICHHBIC PE3YyJIbTAaThl U Ka4Y€CTBO KMU3HU
nanuentoB ¢ MIIC.
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Jns yumuposaxua: Kapronb U.B., 3emnsaHbix M.B. IMoLMOHaNbHbIE 1 NOBEAEHYECKME KOMMOHEHTbI B CTPYKTYpe cTpecca MHGEpTUIb-
HOCTM Y KeHWKH ¢ 6ecnnoamem // Neamatp. — 2021, — T. 12. — Ne 3. — C. 85-91. https://doi.org/10.17816/PED12385-91
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CTaTbs MOCBAWEHA MCCNeAO0BaHMID CTpecca MHDEPTUNBHOCTU Yy KEHWMUH ¢ Becnnoauem. MccnepoBanuch Takue co-
CTaBnslolMe cTpecca UHPEepTUIbHOCTH, Kak TpeBora, AEnpeccus, KOMUHI-CTPAaTernu, 3MOLMOHANbHbIE CXEMbI, @ TaKXe
MCUXONOrMYeCcKas COCTaBNAIOWAN KayecTBa Xu3HU. Llenbto uccnenoBaHus 6bl10 M3yuMTb OCOBEHHOCTM OTAENIbHbIX CO-
CTaBNSOWMX CTpecca UHPEepPTUAbHOCTU, TakKMX Kak TpeBora, Aenpeccus, a TaKXKe 3MOLMOHA/bHble CXeMbl MaLMeHTOK
M cnocobbl COBMafaHUs Co CTpeccoM. B kauvecTBe MeTogMK uccnepoBaHus Obian BbibpaHbl: Lkana Tpesorn A. beka,
Ulkana penpeccun A. beka; onpoCHWMK MCClenoBaHMS KavyecTBa Xu3Hu npu becnnoguun FertiQoL J. Boivin; onpocHuk
«LLlkana amounoHanbHbix cxem P. Jliuxu» (LESS 11); onpocHumk konuur-ctpatermit COPE B apantauwnm T.0. Topaeesoi, E.H. OcuHa,
E.A. Pacckasosoit, O.A. CbiueBa, B.1O. LLieBsixoBoii. MccnenoBaHbl 33 xeHWwMHbI € 6ecnnogmeM (OCHOBHas rpynna) u 33 seH-
WMHbI, He uMelowMe Hecnnoamsa M He nnaHupylwmne GepeMeHHOCTb B Bnukarwee BpeMs. Pe3ynbTatel McCaenoBaHMA
BbISIBUM Takue OCOBEHHOCTU XKeHLMH ¢ becnnogmeM, Kak HeLoCTaToOuHas YAOBNETBOPEHHOCTb KaYeCTBOM XXM3HU, CyOb-
€KTMBHO OlLyLLaeMble 3MOLMOHANbHbIN AMCKOMGbOPT, HeLOCTAaTOYHAsA COLManbHas NOALEpPXKKa M HEeKOTopas HeyLoBleT-
BOPEHHOCTb CYMPYXeCcknuMu oTHOWeHUSMU. [Tpn 3TOM CyOKAUMHUYECKME YPOBHU TPEBOXHO-AEMPECCUBHOM CMMNTOMATUKM
COMPOBOXAAKTCA 06 HaNPSAXKEHHOCTbIO IMOLMOHANbHBIX CXeM, NpeobnagaaHmeM cxeM «4yBCTBO BMHbI 33 COOCTBEHHbIE
aMouMM», «HeloCTaToUHAsA OCMbICEHHOCTbY, «MHBanMAaumMa aMouun Apyrumus», «MporHosnpyemas ANUTENbHOCTb 3IMO-
uMit», «CKNOHHOCTb K pyMUHaLMsAMy, «YNpoLleHHoe npeacTaBneHne 06 smounaxy. lMoBeaeHyeckme cTpaTerum B CTpeCccoBoi
CUTYaLMU Y KEHLWMH CO CTPECCOM UHDEPTUNBHOCTU OTIMYAKTCSH HErMOKOCTbI, CKNOHHOCTbI0 K M30EraHuo U OTpULLAHUIO,
peLKOMY UCMOb30BaHUIO NO3UTUBHOIO NepedopMynMpoBaHusa 1 toMopa. [poBeaeHHOe UCCNefoBaHUE BbISIBUIO Hanuuue
pasnnyHbIX NoaAepXMBarOWmMX HakTOpoB cTpecca UHPEPTUBHOCTU, XapakKTepHbIX ANA XEHLWMH, cTpajarowmux becnno-
AMEeM: HefoCTaTOUYHAs YAOBNETBOPEHHOCTb KaYeCTBOM XXM3HU, CYObEKTUBHO OLLYLLAEMble IMOLMOHANbHLIA AUCKOMDOPT,
HeLoCTaTOYHas couMmanbHas NOAAEPXKKA U HEYA0BNETBOPEHHOCTb CYMPYXECKUMKU OTHOWEHUIMU. Mpu 3ToM cybKInMHUYe-
CKMEe YPOBHM TPEBOXHO-LENPeCcCUBHOW CUMNTOMATUKU COMPOBOXAATCA 0OWWEN HANPAXKEHHOCTbIO 3MOLMOHANBHBIX CXEM
M OrPaHUYEHHOCTbIO MOBEAEHYECKUX CTpATernin B CTPeCCOBOM CUTYyaLUM.

KnioueBbie cnoBa: 6ecnioame; cTpecc MHDEPTUNbHOCTH; TPEBOTa; AENPECCUs; SMOLMOHANbHbIE CXEMbI; KOMUHI-CTPATErunu;
Ka4yeCcTBO XM3HM.
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The article is devoted to the study of infertility-related stress experienced by infertile women. We studied such components
of the stress of infertility as anxiety, depression, coping strategies, emotional schemes, as well as the psychological com-
ponent of the quality of life. The aim of the study was to study the characteristics of individual components of the stress
of infertility, such us anxiety, depression, emotional schemas and coping strategies. The following research methods were
selected: A. Beck’s Anxiety Scale, A. Beck’s Depression Scale; questionnaire of the study of the quality of life in infertility
FertiQoL J. Boivin; R. Leahy Scale of Emotional Schemes Questionnaire (LESS Il); COPE coping strategies questionnaire in
adaptation by T.O. Gordeeva, E.N. Osin, E.A. Rasskazova, O.A. Sychev, V.Yu. Shevyakhova. 33 women with infertility (main
group) and 33 women without infertility and not planning pregnancy in the near future were studied. The results of the
study revealed such characteristics of women with infertility as insufficient satisfaction with the quality of life, subjec-
tively felt emotional discomfort, insufficient social support and some dissatisfaction with marital relations. At the same
time, subclinical levels of anxiety-depressive symptoms are accompanied by a general tension of emotional schemes, the
prevalence of such schemes, “Feelings of guilt for their own emotions”, “Lack of meaningfulness”, “Invalidation of emotions
by others”, “Predicted duration of emotions”, “Tendency to ruminate”, “A simplified idea of emotions”. Behavioral strategies
in a stressful situation in women with the stress of infertility are characterized by inflexibility, a tendency to avoidance
and denial, and the rare use of positive reformulation and humor. The study revealed the presence of various supporting
stress factors of infertility characteristic of women suffering from infertility: insufficient satisfaction with the quality of
life, subjectively felt emotional discomfort, insufficient social support and dissatisfaction with marital relations. At the same
time, subclinical levels of anxiety-depressive symptoms are accompanied by a general tension of emotional schemes and

limited behavioral strategies in a stressful situation.

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

BBEOEHUE

PomuTenscTBO WM pOSb POJUTENST 3aHUMAET IICH-
TpaJIbHOE MECTO B CAMOMJICHTHYHOCTA MHOTHX JTFO/IEH
W TIPE/ICTaBISeTCs OIHOW M3 HambOoiee BaKHBIX COIH-
allbHBIX poJiel. BoNBIIMHCTBO JtOCH paccMaTpuBarOT
POIUTEILCTBO KaK ECTECTBCHHBIN ATall YKU3HEHHOI'O
MyTA W CYUTAIOT, YTO MOTYT CTaTh POIUTEIISIMHU, KOT-
nma OymyT rotoBbl. TakuM 00pa3oM, OMBIT OeCTUTOMUS
YacTO CTAHOBHUTCSA HEOKHIAHHBIM W HEXKeNaTeIbHBIM.

[Tockonmpky Oecruionme MPEeACTaBIsIeT COOOW He-
CIOCOOHOCTh JIOCTUYb HKEJIAeMOIro CTaryca, OHO uYa-
CTO BOCIPHHUMAETCS Kak yrpo3a s JHUYHOCTH
[7, 19, 24, 25, 32], aro mpuBOIUT K (HOpPMHUPOBAHUIO
omrymieHus: cOOCTBEHHOH Ie(EeKTHOCTH W CHIDKCHUIO
OIICHKHM CBOCH KOMIIETCHTHOCTH, OCOOCHHO ISl JKEH-
e [22, 23].

[lcuxomornveckuit qucTpecc u OECILIONNE UPKY-
JSIPHO B3aMMOCBS3aHBI, TUCTPECC MOXKET CTaTh MpH-
YUHOW OECIUIONus W CHHU3UTH BEPOSTHOCTH HACTY-
IUICHUsT OEPEMEHHOCTH, U B TO K€ BpeMs OeCILIOzue
MOJKET BBI3BATh MCUXOJOTHYEeCKUi muctpecc [14, 33].
BrionHe BeposTHO, YTO CTpecc W JPyrue HeraTHBHBIE
SMOIIMOHANFHBIE COCTOSIHHUSI MOTYT CHH3HUTH BEPOST-
HOCTh Oepemennoctu [21, 26, 27, 30]. B nureparty-
pe TOoA00HBIE COCTOSIHUS 0003HAYAKOTCS KaK CTPECC
undeprunbHoctu [8, 20, 28].

B mmureparypHBIX HCTOYHHUKAX OTMEYaeTCs POITb CTPec-
ca MHPEPTWIHLHOCTH TPH BO3HUKHOBCHHUH OCCIIONWS,
a TaKKe BIMSIHUC TICUXOJIOTMYECKUX (DaKTOPOB Ha MOKa-
3aTeNi YCHEIIHOCTH JKCTPAKOPIIOPAIBHOIO OILIONOTBO-
perust (OKO) [15, 16 18, 33]. MHOTOYHCIICHHBIC HCCIIE-
JIOBaHWS TIOKA3aJld, YTO OECIUIOANe W JiedeHHe OT HEro
BBI3BIBAIOT CTPECC W SBIAIOTCA (haKTopamu pHCKa I
Pa3sBUTHS CUMIITOMOB TPEBOTH U Aenpeccuu [12, 29, 31].

Kpome Toro, Gecruiomne — XPOHHMUYECKH CTPECCO-
Bass curyanus. CoOrmacHO MOJENIM OIEHKH CcTpecca
Jlazapyca, mpearmonaraercs, 4TO JIIOAW IEPEKUBAIOT
CTpecc Kak pe3yJbTaT OIEHKH BHEUTHETO JJIaBIICHHS
(cTpeccoBoii), KOTOPOMY OHH MpPOTHBOCTOAT [28].
Monenbs sMouMOHANIBHBIX cxeM P. JIuxu npenmnonaraer,
YTO JIFOMU MOTYT OTIIMYAaThCS B TOM, KaK OHH OIICHU-
BalOT CBOM OIIBIT TIEPEKUBAHMS CTpecca. DTH OIEHKH,
TO €CTh AMOIMOHAIBHBIE CXEMBl WIIH IMPEICTABICHUSI
00 APMOIMSIX, MOTYT BO3BPAIIAThCSA B BUJC PEAKIINU HA
CTpECC, KOTOpasAd yBCINYUBACT UJIKM YMCHBIIACT MHTCH-
CHUBHOCTb €ro nepexuBanus [3].

[lo HEKOTOpBHIM IaHHBIM, HE CaM CTPECC SBISAETCS
MPUYUHON Heyclexa B JICYSHUH OT OECIUTOus, a CIIo-
coOBI coBNaaHust ¢ HUM [9].

B oredecTBEeHHOU JMTEpaType HENOCTATOYHO HC-
CJIeIOBaHWH, IOCBSIICHHBIX NpoOIeMe cTpecca WH-
¢deprunpHOCTH [1, 2, 6].

Lenv uccnedosanus — W3YYHTH OTAEIBHBIE OCO-
OeHHOCTH cTpecca HHQOEPTUIBHOCTH, B YaCTHOCTH,
TaKHe €ro COCTAaBISIONINE, KaK TPEBOra, JeHpeccus,
a TaKKe SMOIMOHANBHBIE CXEMbl MAIlMEHTOK U CIIO-
coOBI COBIIQJIAaHUS CO CTPECCOM.

ChopMynupoBaHbl CIEIYONIME 3a/1a9u:

1) uccienoBarh COIMAIBLHO-ACMOTpapUIEeCKUe Xa-
PAKTEPUCTUKHU TMAlMEHTOK C OeCILIOIUeM;

2) BBIIBUTH YPOBEHb 3MOIIMOHAIBHOTO JHCTpEcca
MalMEeHTOK ¢ OeCIUIOANEM;

3) uccienoBaTh Ka4eCTBO KU3HU MAlMEHTOK ¢ Oec-
IO/ IUEM;

4) OLEHUTh OCOOECHHOCTH 3MOIIMOHAIBHBIX CXEM
MAIMEHTOK ¢ OecIioaneM;

5) M3YYUTH WCIOJB3YEMbIC JKEHITMHAMH C OCCILIO-
JUEM KOIIMHI-CTPAaTCruu.
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MATEPUANDbI U METOObl MCCNEAOBAHNA

B cooTBeTCTBHU € ITOCTABIECHHON HENILI0 OLUIN BbI-
OpaHbl METOIUKH:

1) 1u1st OLIEHKH SMOLIMOHAIIBHOIO AUCTpecca — IIKa-
na tpeBord A. beka, mkana nenpeccun A. beka [33];

2) s WCCIIeOBAHMS KadecTBa XKU3HMU TIpU Oec-
wioguu — FertiQoL J. Boivin [10, 11];

3) onpocuuk «l1Ikama smormoHansHbIX cxeM P. JIuximy
(LESS 1D [5];

4) omnpocuuk komuHr-ctparernii COPE B amanra-
uuu T.O. T'opneesoii, E.H. Ocuna, E.A. PacckazoBoii,
O.A. Ceruena, B.IO. IlleBsxoBoii [4].

Henapamerpuueckuii U-xpurepuit MaHHa—YUTHU
WCTIOJIB30BaH ISl CTAaTUCTUYECKOIO aHAJIM3a.

B wuccnenoBaHuMM NpPUHSUIM  y4acTHE >KEHILMHBI
B Bo3pacTe oT 24 mo 47 net, u3 HuX: 1-1 (OCHOBHAs)
rpylmna — >KeHIIUHbI ¢ OecruogueM (33 uenoBeka);
2-51 (KOHTpOJIbHAS) TpyMIia — (QEepTUIbHBIC KEHIINHBI,
HE IUIaHUpYIoIIne OEpeMEHHOCTD B ONmpKaiiiiee BpeMs
(33 demomeka). Kpurepun BKIIIOYEHUS B HCCIIEIOBA-
HHUE: BCE >KEHIIMHBI OJHOTO BO3PACTHOTO JIMAra3oHa,
npoxusawomue Ha teppuropun PO. Hccienosanue
MIPOBOAMIOCH Ha 0a3e MEIULMHCKOTO LEHTpa «310po-
Bbe cemMbH U Opaka» (benropomn), B CBsI3u ¢ KapaHTHH-
HBIMH MEPOTIPUATHUSAMH OTPOC MPOBOIMIICS OHJIAIH.

PE3YNIbTATbl MCC/IEOOBAHUSA
Commonemorpaduieckne XapaKTepUCTHKH OCHOB-
HOM TpYIIbI: >KEHIIMHBI 3amykeM — 30 4YesoBex,
B IpakIaHCKOM Opake — 3. Y 25 pecroHJIeHTOK Tep-
BuuyHOe Oecruioaue, y 8 — BropuyHoe. Y 11 sxeHIuH
OecIIore HesCHOTO TeHe3a, Y 7 — MYKCKOU (hakTop.
20 UCTIPITYeMbIX Ha TAHHBII MOMEHT MPEKPATHIIH Jieue-
Hue, 13 HaxomaTcs Ha pa3HBIX dTanax jgedeHus (11 mpo-
XOJIIT KOHCEPBATUBHOE JICUCHHUE, 2 HAXOIATCS B IPO-
tokosie DKO). B nopasisiroiieM OOJBIIHHCTBE CITydacB
(26 dyenmoBek) MalMEHTKaM HE MpeJyiarajiy IONyYUTh
TICUXOJIOTHYECKYIO0 TIOMOIb B YUPEKICHHUSIX, TJe OHH
TIPOXOIIAT JIeUeHne, Ooree ToIOBHHEI (21 WeoBeK) co-
OOIIMIM, YTO XOTeau Obl ee mMoayduTh. ColHaIbHO-
JneMorpapuuecKre moKa3areian B KOHTPOJILHOU TPYyIIe
CYIIIECTBEHHO HE OTIMYAIOTCS OT OCHOBHOMW TPYTIITHI.
[Ipu wm3ydeHnn BAMsIHUA OecIIOnWA M TPOIEC-
ca JICYCHHs HAa KAYeCTBO JKU3HHU, COINIACHO CaMOOT-
YeTaM IKCHIUH, BBISIBJIICHBI CJICAYIONIUE TCHICHIINU.
JKeHIMHBI TOCTATOYHO YJOBJIETBOPEHBI Ka4eCTBOM
xu3HU 10 ¢aktopy Mind/body (60,48 +9,7 6Gamna),
TO €CTh KOTHUTHBHBIE W (DU3WUEcKHe »KamoObl, BBI-
3BaHHBIC PEIPOIYKTUBHBIMH ITPOOJIEMaMHM, BhIPAXKECHBI
yMepeHHO. B TO BpeMsi, Kak OTpHIIaTe]IbHbIC SMOIIUH,
CBsi3aHHBIE C OecIulonueM, CYIIECTBEHHO BIIHSIOT
Ha KadecTBO >Xm3HHM (46,72 £ 14,6 Oamma). He or-
MedJajach BBICOKAs YIAOBIETBOPEHHOCTh IO IIKaje
«OtHOomenus» (54,85 + 13,1 6amna), 9410, BEPOSTHO,

CBHUJIETENILCTBYET O HANPSKEHHOCTH, BO3HUKAIOIIEH
B CBSI3W C MHPEPTHIBHOCTBIO B CYNPYXKECKHX OTHO-
nieHusAx. BocnpuHumaemas coumanbHasi MOIJIEpPIKKa,
COLMANIbHBIC OXKHIAHUS, YyBCTBAa COLHMAIBHON H30-
JSIIMU M CThIOA B pe3yibTare OeCIUIONHs BbIPAKECHBI
ymepenno (53,89 + 8,4 Gamna).

IIpn aHanu3e nokasareneil dSMOLMOHAIBHOIO JIUC-
Tpecca 0OHapYKUBAIOTCS IOCTOBEPHBIE Pa3Inyus B M0-
kazarensix jgerpeccuu (p < 0,05), cpemHue mokazarenu
Jlenpeccuy B ocHOBHOM rpymnme — 13,0 + 7,1 6amma mo
mikane beka, 4To cBHAETENHCTBYET 00 SMOIIMOHATBHOM
HeOIaronoxyuny CyOKIMHUYECKoro ypoBHs. [lomy4en-
HBIE PE3YIbTaThl COMNIACYIOTCS C AaHHBIMH psiia OTe-
YECTBEHHBIX M 3apyOeKHBIX wmccienosareneit [1, 13,
17, 18, 20]. Iloka3aremu TPEBOTH HECKOJBKO BEIIIIEC
(12,0 £ 6,8 6amma mo mxkane beka), 4yeM B KOHTPOIb-
Hoit rpymnme (10,0 £4,5), HO CTaTUCTUYECKU 3HAYUMBIX
pasnmmuuii He HaOmonaercs. Takum oOpazom, HaOo-
JaeTcsl TEHACHUUS K IOBBILICHUIO TPEBOXKHO-IEIpPeCc-
CHBHOM CHUMIITOMATHKHM Ha CYyOKIMHUYECKHX YPOBHSX
B OCHOBHOW TIpymIe, 4YTO, MPEANOJIIOKUTEIHHO, MO-
JKET CBUJIETENILCTBOBATh O €€ CUTYaTHUBHOCTH B CBSI3HU
¢ mpobneMolt WH(PEPTUILHOCTH.

AHanu3 pa3nuyuii Mo CTPyKType M oOIieil Hampsi-
KEHHOCTH IMOIMOHAJIbHBIX CXeM IallleHTOK ¢ Oec-
TUTOJIEM BBISIBHJI, YTO JJIS JKEHIMH B OCHOBHOM TpyII-
me B OoybIIed CTENEeHHW XapaKTepHa BBIPAKEHHOCTH
cxeM «YyBCTBO BHMHBI 3a COOCTBEHHBIC 3SMOLIUMY,
«Henocrarounast ocMbICIEHHOCTbY», «VHBanmmanus
sMouuu ApyrumMm», «IIpornozupyemast mIMTenbHOCTH
amonuity, «CKIOHHOCTh K pyMUHAIMSIM», « YIPOILEH-
HOE TpejcTaBiIeHue 00 aMonusax» u «O0muil ypoBeHb
BBIP2KCHHOCTH AMOITMOHATBHBIX cXem» (Tadim. 1).

TakuM 00pa3oM, KEHIMUHBI, CTpaIaomne OecIio-
IueM, B OoJbIed CTENeHW CKIOHHBI KPUTHUKOBAThH
cebsi 3a AMOIMHU, TPATaTh UX OT APYIHX, OECToKo-
UTbCS U TPYCTUTH IO TOBOAY HCHBITHIBAEMBIX 3MO-
uuil. B 1O XKe Bpems BbIpaKeHHas MHBaJIMJaUWs Ha
9ToM (oHE CIOCOOCTBYET OIMYIICHHWIO, YTO IPYTHE
TaK K€ HE IMOHMMAIOT YyBCTBAa PECIIOH/IEHTOB U HE
3a00TsATCA 0 HUX. JKeHIIMHBI C OecronueM B MEHb-
HIell CTEeNeHW CKJIOHHBI aHaJU3HPOBaTh, OCMBICIATD
COOCTBEHHbIC MNEPEKUBAHMSA, B CBSI3U C 4YEM MOLYT
YyBCTBOBAaTh C€0sl 3ayTaBIIMMHUCA W OECIIOMOITHBI-
mu. [lanmentkam ¢ OecrioaneM KaKeTcsl, 4TO SMOLUS
OyzneT AnuThCs OECKOHEYHO M CTaHET HEBBIHOCHMOM.
Onu yOexJeHbl B CBOMX HETaTWBHBIX YYBCTBaX U CO-
cpemoTrodyeHsl Ha HuX. MM He mpucyly cMellaHHbIE
YyBCTBa, TaK KaK OHU YBEPEHBI, UYTO IO TOBOIY TEX
WJIM UHBIX BEIIeH JOJKHBI HCIBITBIBATH YTO-TO OIHO.
Takum o0Opa3zoM, U1 JaHHOW KaTeropu MaleH-
TOB XapaKTEpHbI OO0LIMEe MeXaHW3Mbl (HOPMUPOBAHHUS
U TONICP)KAaHMs IICUXO-3MOLIMOHAIBHONW IAaTOJIOIUH,
onucanHbsie Pobeprom Jluxu [3].

# [legunarp. 2021.T. 12. Buin. 3 / Pediatrician (St. Petersburg). 2021;12(3)

elSSN 2587-6252



88

KITMHUYECKAA NCUXONOTUA / CLINICAL PSYCHOLOGY

Tabnuya 1 / Table 1

OcobeHHOCTM 3MOLMOHANbBHBIX CXEM MauMeHToK C BecnnogMeM B CPAaBHEHUM CO 340POBbIMU WMCMbITYEMbIMU MO
OMNPOCHMKY IMOLMOHANbHbIX cxeM P. Jluxu
The peculiarities of emotional schemes of patients with infertility and the control group (Leahy Emotional Schema Scale Il)

IlIxana /
Scale

ITaumenTtku ¢ Oec-
wiofuem / Infertility

patients (M)

CranapTHoe
oTKJIOHEeHHe / Stan-
dart deviation (SD)

310pOBBIE UCHIBI-
tyemble/ Healthy
respondents (M)

CraHiapTHOE
oTKJIOHEeHHe / Stan-
dart deviation (SD)

YpoBeHb 3HAUUMO-
ctu / Significance
Level

2. YUyBCTBO BUHBI
3a COOCTBEHHbBIE
smoruu / Guilt

3*

1,8

2*

1

0,026

3. Henocrarounas
OCMBICIIEHHOCTD
amoruii / Incompre-
hensibility

3,6%*

1,9

2, 2%*

0,9

0,000

6. MuBanuganus
IMOLMIT Apyrumu /
Invalidation

3,45

1,1

2,6%*

0,6

0,001

8. IIporno3upyemas
JUTMTEBHOCTh MO-
uuit / Duration

3,3%%

2 3%k

0,8

0,000

12. CkJ10HHOCTE
K PyMHUHAIHM /
Rumination

3,5%

1,5

2,5%

0,9

0,002

14. YopomenHoe
npejcTaBieHue 0o
smonmsx / Simplistic
View of Emotion

4,5%

11

3,6%

1,4

0,012

15. O0muit 6ann

88,7+

17,9

73, 4%%

12,5

0,000

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

Tabnuya 2 / Table 2

OcobeHHOCTM KOMUHI-CTpaTerui naunMeHToB ¢ 6ecnnofueM M KOHTPOAbHOM rpynnbl no onpocHuky COPE
The peculiarities of coping strategies of patients with infertility and the control group (Coping strategies questionnaire COPE)

[ManuenTtku ¢ Oec-

CranmapTHOE

310pOBBIE HCIIBI-

CranmapTHOE

YpoBeHb 3HAUMMO-

mslze:j:/ mnonueM / Inferti- | otknonenue / Stan- | tyembie / Healthy | orkmonenume / Stan- | ctu / Significance

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

1. ITo3utuBHOE TIEpE- 12* 2,6 14%* 1,9 0,006

(bopmynpoBaHue

1 JIMYHOCTHBIN pocT /

Positive reframing and

personal development

2. MbICIEHHBIH yX01 9,8* 2,5 8,5% 2 0,023

oT npobaemsl / Men-

tal escape the problem

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

Denial

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

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

W3yyeHne KOMMHT-CTpaTeruii MO3BOJIMIIO OOHapy-
KHUTb OCOOCHHOCTH, JaHHBIE O KOTOPBIX OTPa)KEHBI

B Tabm. 2.

JKeniunbl, cTpagaronye 0ECIIOnUeM, pexe UCIONb-
3YIOT TO3UTHBHOE IepedopMylipoBaHre Uil PEIICHUS

npoOJieM M IOMOp, Yallle MBICICHHO YXOASAT OT IIpo-
OneM M OTPULAIOT MX. DTO 3HAYMT, YTO OHU HE CKIIOH-
HBl IIEPEOCMBICIINBATE JAHHYIO CTPECCOBYIO CHUTYALUIO
B IIO3UTHBHOM KJIIOY€ M HIyTUTh Haj Heill. OTo, mpen-
TMOJIOKUTEITBHO, MOKET BIMSTH HA CIIOCOOHOCTB K TIO3H-
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TUBHOMY MTPOTHO3MPOBAHUIO, 3aTPYAHATH (JOPMUPOBAHUEC
MO3UTUBHOTO BHJCHUS OYIyIIEro B CBETE pa3pelieHUs
npo0iembl Oecruionust. CBSI3aHHBIN ¢ IO3UTHBHBIM IEpe-
(hopMyITMpOBaHHEM JIMYHOCTHBIN POCT MAIMEHTOK TaKKe
OTpPaHMYEH, YTO, B CBOKO OUEPE/ib, MOXKET MOIICPIKUBATH
HETaTUBHOE BHUIICHUE Oy/IyIIero, He CIIoCOOCTRYIOIIee OC-
Ta0JIeHHUIO SMOIMOHATIBHBIX TIepekuBaHUiA. UTOOBI cIipa-
BUTBHCS CO CTPECCOM, OHH Yallle HCTIOIb3YIOT Pa3inyHbIe
BUJIbI aKTUBHOCTH TSl OTBIICYCHHS OT HETIPHUSATHBIX MbIC-
JIEH, CBSI3aHHBIX ¢ TIpoONieMol, Hampumep (aHTa3upo-
BaHUEC, COH; OTKAa3bIBAIOTCA BCPUTH B CIIYYHMBHICCCA WJIN
MBITAIOTCS. OTPHIATH €r0 PeasbHOCTh. B 11emomM, MOXXHO
TOBOPHUTH 00 OTPaHMYCHUH CHEKTpa KOIMHI-CTpaTerHid
Y JKCHIIMH ¢ OSCIUIONUEM U ero omHooOpasuu. B cBoro
odepe/lb, IMCHHO OTCYTCTBHE Pa3HOOOpa3wsi UCIONb3Y-
eMBIX KOIMHIOB CYIIECTBEHHO OIPaHMYMBACT CHOCOO-
HOCTb K CHIDKCHHIO TPEBOTH.

BbiBO bl

1. ConmanpHo-neMorpaduuecKkie XapaKTePUCTHKH
JKCHIIUH ¢ OCCIUIONNEeM HE MMEIOT 3HAYMMBIX pa3iiu-
YU 110 CPABHEHUIO C TPYMION KEHIINH, HE UMCIOLIUX
Oecruonusi. B wmccnemyeMbIX rpymmax BCe JKEHIIUHBI
3aMy’KeM WA COCTOSIT B TpayKAaHCKOM Opake. YKeHmu-
HBI OCHOBHOW TPYIIITBI TIPOXOMAT JICUYCHUE W HE TOITY-
JaJId IICUXOJOTUYCCKON ITOMOIIIH.

2. YpoBeHb SMOIIMOHAIBHOTO AHUCTpecca y >KEH-
IH ¢ OecIuiofreM BBIINIE 32 CYET JOCTOBEPHO 00-
JIee BBICOKMX TOKasatenei memnpeccun (13 Oamios).
[Tokazarenu TpeBorm HeckoibKo Bbimie (12 Gansos),
4yeM B KOHTpodpHOU Tpymme (10 6amnoB), HO cTaTH-
CTUYECKH 3HAUYMMBIX Pa3jMuuil HE BBISABIICHO.

3. )KeHmuHel ¢ OeCINIONMEM B MEHBIIEH CTENEHU,
4yeM (pepTHITbHBIE YKEHIINHBI, YIOBIETBOPEHBI KAY€CTBOM
JKU3HU W3-32 OTHOIICHHN B CEMbE U OTPHUIATCIHHBIX
OMOIMH, CBs3aHHBIX ¢ OecmogueM. CornacHO camo-
OTYeTaM JKCHIMH ¢ OSCIUIOreM, OTMEYASTCs BIHMSIHUC
Oecrutomus W TIporiecca JIeYeHUs] Ha KadeCTBO JKU3HHU.
B ocHOBHOM MeHsieTCsl TICHXOJIOTHYECKasi COCTaBIISIO-
masi Ka4ecTBa KU3HU, OCHOBHBIMH XapaKTEPUCTHKAMHU
KOTOPOM SIBIIAIOTCS HEYIOBIECTBOPEHHOCTh U HAIIPSIKEH-
HOCTh CYNPYXECKHX OTHOIIICHHIA, YMEPEHHO BBIPaXKEH-
HBIE YYBCTBA COIUAILHON W3OJSIMU WU CTHIJA.

4. O6muii ypoBEHb BBIPAXEHHOCTH IUC(HYHKIIHO-
HaJbHBIX IMOLMOHAJBHBIX CXeM TaIlMeHTOK ¢ Oec-
IJIOJUEM JOCTOBEPHO BBIIIE, YEM B KOHTPOJIHHOM
rpymre, i HUX XapaKTePHBI CIEAYIOIINE CXEMBbI:
«YUyBcTBO BHUHBI 3a COOCTBEHHBIE sMommm», «Hemo-
CTaTOYHAsI OCMBICIICHHOCTEY, «HBAIMIAIIUS YMOIIHH
npyrumuy, «[IporHosupyemasi JJIUTEILHOCTH 3MO-
iy, «CKIOHHOCTh K PYMHUHAIMSIMY, «YIPOIICHHOES
MIPEJICTaBIEHUE 00 IMOITUSIXY.

5. CoBnajaromme CTpaTerduyl JKEHIIWH, CTPaaaro-
X OecrionueM, 3HAYUMO OTIIHYAIOTCSI OT KOHTPOJIb-

HOW TPYIIIBI: OHH PEXKE HCIONB3YIOT TIO3UTHBHOE TIe-
pedopmynupoBaHue IS pemieHUs MpodieM U IoMOop,
Yare MBICJICHHO YXOJST OT MPOOJIeM M OTPUIAIOT HX.

3AKNHOYEHUE
[IpoBenenHoe wccae0OBaHWE BBIABHIO HAIHYHE
pa3NMYHBIX TONJCPKUBAIOIIUX (AKTOPOB cTpecca
WHQPEPTUIBHOCTH, XapaKTePHBIX JUIS KCHIIWH, CTpa-
JAIOMIMX OeCIIOANeM: HEAOCTAaTOUHAs yIOBJIETBOPEH-
HOCTh KaueCTBOM >KH3HH, CYOBEKTHBHO OIIyIIaeMble
SMOITMOHANLHBIN TUCKOM(OPT, HETOCTATOUYHAS COITHU-
anbHas TOAJEpKKa M HEYIOBJICTBOPEHHOCTH CYTpPY-
JKECKUMU OTHOINICHUsIMU. [Ipu 3TOM CyOKIMHUYECKHUE
YPOBHHU TPEBOKHO-JIETIPECCUBHON CHMIITOMATUKH CO-
MIPOBOXKIAIOTCS  OOIIEH HampsHKeHHOCTHIO 3MOIIHO-
HaJIBHBIX CXEM M OI'PpaHUYCHHOCTBIO NOBEACHYCCKUX
crpareruil B crpeccoBoil cutyauuu. IIpencrasieHHble
BHIIIIC JIaHHBIC YKa3bIBAIOT HA HEOOXOIUMOCTH paspa-
OOTKH TPOTPaMMBI TICHXOJIOTHIECKON TOMIEPIKKA 10
dhopmupoBanuio YPPEKTUBHBIX MEXaHU3MOB COBIIAJA-
HUSI cO cTpeccoM MH(pepTWIbHOCTH. MUICHIMA st
TaKOW MPOTPaMMBI MOTYT SIBIISITHCSI:
* HecTaOWIbHAsI YMOLIMOHANIFHAS cepa ¢ TeHIIECHIIH-
el K (pukcanuu Ha HETaTHBHBIX IMOITUSX;
° ,ZII/IC(bYHKHI/IOHaHI)HBIe OMOIMOHAJIBHBIC CXCMBI,
* COLMAJbHBIC U CEMEHHBIC OTHOIICHUS;
* HEaJANTUBHBIC CTPATEIUU COBJAJIAHUS CO CTPECCOM.
Pa3zpaboTka ¥ BHEIpeHHE TakoW MPOTpPaMMBI CIIO-
coOCTBYyeT BBIpaOOTKE THOKHX MOIEICH ITOBEACHMUS,
YTO HE TOJIBKO YJIYUYIOHUT Ka4C€CTBO XW3HMU KCHIIHWH,
CTpaJaronux OeCIUIoNueM, HO U OyIeT CrnocoOCTBO-
BaTh COXPAHCHUIO W YKPEIUICHUIO UX MCHUXUYESCKOTO
COCTOSIHHSI M 3JIOpOBBSl B IIeJIoM. B cBOIO ouepens,
9TO MOXKET TOBBICHUTH I(PPEKTHBHOCTH MPOBOTUMBIX
JIe4eOHBIX TPOIECIYP, HANPABICHHBIX Ha 3a4aTHe.
Kpome Toro, mosiy4eHHbIC JaHHBIC MOTYT OBITh HC-
T10JIb30BaHbl MEJIUIIMHCKUMU PaOOTHUKAMU, paboTaro-
IUMHA C JAHHOW KaTeropueil MarMeHTOK, IS OIIeH-
KA W TIOHUMaHHS WX TICUXOJIIOTUYECKOTO COCTOSHUS,
YJIy4IIEHUsI B3aUMOJICHCTBUS B CUCTEME «Bpad — M-
cecTpa — MalueHTKay.
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(epnepanbHoe rocynapcTBeHHoe 6HMKETHOe 06pa3oBaTENbHOE YUPEXAEHUE BbiCLIEro 06pa3oBaHus
«CaHkT-lNeTepbyprckuin rocyAapCTBEHHbIN NeaMaTpUYeCKuii MEAULMHCKUNA YHUBEPCUTET» MUHKCTEPCTBA
3apaBooxpaHenus Poccuitckoit Mepepaumn, CaHkT-Netepbypr, Poccus

Ana yumuposaHus: NeaHos [.0., CaseHkosa H.[. AnbbepT BasreHoBuY [ManasH — BblAAMOWMIACA YYeHblid, neauaTp, negaror
(K 85-neTtuio co aHaA poxaeHus) // Meamnatp. — 2021. — T. 12. — Ne 3. — C. 93-100. https://doi.org/10.17816/PED12393-100

Mocrynuna: 15.04.2021 Opobpena: 11.05.2021 MpuhaTa K nevatn: 23.06.2021

B cTaTbe npenctaBneHa BpavebHas, HayyHas, nejarorMyeckas AesTeNbHOCTb 3aCNyXXeHHOro aestens Hayku Poccumid-
ckon Mepepaumm Anbbepta BasreHosuua ManasHa (1936-2002), 3aBeaytowero kadeapoit dhakynbTeTCKOW neauMatTpun
(1974-2002), pekaHa MHOCTPaHHbIX cTyneHToB (1969-1985), npopekTopa Mo MexAayHaponHbiM cBa3aM (1999-2002)
JleHuHrpaackoro nepmaTpuyeckoro meauunHckoro uHctutyta (JIMMKU), nanee CaukT-lMeTepbyprckoi rocynapcTBeH-
HOW nepmatpuyeckoi MeaumumHckon akagemun (CM6ITIMA). 3aBepyowmnin kadenpon dakynsteTckon neanatpum JINMMU,
CMe6IrmMMA npodeccop A.B. ManasH Bowen B UCTOPUIO KakK BbILAMLWMIACS YyUYeHbIH, copMupoBaBwmii B cTeHax JINMMU,
CN6IMIMA kpynHewyo neaMaTpuyeckyo He@poaorMyecKyt LKoYy, Kak OCHOBOMOMOXHUK U3YYeHUs CUCTEMbI reMoCTasa
npu 3aboneBaHusX Noyek y AeTei, Kak Meaaror, BOCAUTABLUMIA HECKONbKO MOKONEHWI neauMaTtpoB M Hedponoros, Kak
Bpay, BEpHYBLUMI 340pOBbe ThicsiuaM 6onbHbix Aeteit. Mpodeccop A.B. ManasH — aBTop cBbiwe 400 HayyHbix pabor,
n3 Hux 14 mowHorpadwuii n rnas B 14 pykosoacTtBax. [Moa pykoBoactBom npodeccopa A.B. [anasgHa BbINOAHEHbI M 3a-
WMLLeHbl 62 auccepTauMmn KaHAMAATa MeAMUMHCKMX HayK, MPU HAay4YHOM KOHCYNbTMpOBaHuMM — 1 auccepTaumsa mokTopa
MeAMLUMHCKMX HayK. 3acnyXeHHbIM neatenb Hayku Poccuiickont @epepaunn Anbbept BasreHoBuu [anasH — ropaocTb
0TeYeCTBEHHOM NeaMaTpuMYeckoi Hayku, 06pa3oBaHMs M 34paBOOXPAHEHUS.

KnioueBble cnoBa: BblAAOWMIACS AesATeNb; OTeYeCTBEHHAs negunaTpusa; Aﬂb6epT BasreHoBuy lMNanasH.
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The article presents the medical, scientific, and pedagogical activities of the Honored Scientist of the Russian Federation
Albert Vazgenovich Papayan (1936-2002), Head of the Department of Faculty Pediatrics (1974-2002), Dean of Foreign
Students (1969-1985), Vice-Rector for International Relations (1999-2002) of the Leningrad Pediatric Medical Institute,
then the St. Petersburg State Pediatric Medical Academy. Professor AV. Papayan is an outstanding scientist who formed
the largest pediatric nephrology school within the walls of the SPbSMA, as the founder of the study of the hemostasis
system in kidney diseases in children, as a teacher who brought up several generations of pediatricians and nephrologists,
as a doctor who restored the health of thousands of sick children. Professor A.V. Papayan is the author of over 400 scientific
papers, including 14 monographs and chapters in 14 manuals. Under the guidance of Professor AV. Papayan completed
and defended 62 dissertations of the Candidate of Medical Sciences, with scientific advice - 1 dissertation of the Doctor
of Medical Sciences. Honored Scientist of the Russian Federation Albert Vazgenovich Papayan is the pride of the national
pediatric science, education and health care. The editorial presents medical, scientific, pedagogical activity academician of
the Russian Academy of Medical Sciences, Honored Scientist of the Russian Federation.

Keywords: outstanding figures; national pediatrics; Albert Vazgenovich Papayan.
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4 despansa 2021 1. HCIOTHIIOCH 85 JET CO THS POXK-
nenust Anpbepra Basrenosuua [lamasiaa (1936-2002)
(puc. 1), BBIFAIOIIETOCS Y4YEHOTO, MeauaTpa, mena-
rora, 3aciyXeHHOro jestens Hayku P®D, akamemuka
PAEH, 3aBexytormero xadenpoii GpaKyIbTeTCKON Tenu-
arpun (1974-2002), nexaHa HHOCTPAHHBIX CTYICHTOB
(1969-1985), nekana (hakyabreTa MOBBIIICHUS KBaJIU-
¢ukammu npenogasatreneit (1986—1992), nmpopexropa
Mo MeXAyHapomHbiM cBsi3siM  (1999-2002) Jlenun-
TPaJICKOTO TeINaTPUIECKOTO METUITTHCKOTO HHCTHUTY-
ta (JIIIMU), mamee Cankt-IlerepOyprckoit rocymap-
CTBEHHOM NeANaTpuuecKol MEIMIIMHCKON aKaJeMHHU
(CIIGI'TIMA), mpe3uaeHTa MEKPETHOHAIBLHON oO1Ie-
ctBeHHOM opranmaipn (MOO) «Accormarus Tieaua-
TpoB-HedpomoroB Cerepo-3amama Poccrm» (1996-2002)
[2-11].

Ansbepr BasrenoBuu mnocne oxonuyanus JIIIMU
paboran memuarpoM B AeTckod OombHune TI. ChIK-
teiBKapa Komu ACCP (1960-1963), 3atem oOydancs
B acMpaHType Ha Kadeape roCIUTaIbHON MearnaTpin
JIIIMU  (1963-1966), Bo3miaBisieMoii mpodeccopom
Anexcannpom PenoposuueM Typom. A.B. Ilanmasu
YCIENIHO 3allUTUJ JUCCEPTAIMI0O HA COMCKaHHE yue-
HOW CTeNeHN KaHAWJaTa METUIIMHCKUX Hayk «M3yude-
HUE CBEPTHIBAIOIIEH M AHTUCBEPTHIBAIOUIENH CHCTEMBI
KpPOBHU Y 3/I0POBBIX JIETeH W NMPH HEKOTOPBIX 3a0oiie-
BaHUSX CHCTEMbI KpoBm» (1966), Hay4yHBIE PYKOBO-
mutenu — mpodeccop A.D. Typ, KaHI. Men. Hayk
M.A. Koropmukosa. 3a srot Tpyn Ilpesmmmym AMH
CCCP mnpucynmin emy TpeMHI0O WMEHH aKaJleMHKa
AMH CCCP Muxaunna CrenanoBudya Macinosa.

B 1967 r. A.B. [lanasin 6bu1 30paH Ha TOKHOCTH
accucteHTa Kadenpsl (GaKyIbTETCKON IeauaTpuu
JIIIMU, BosrmaBmseMoit mpodeccopom AnekcaHApOi
AnrtonoBHoil BanentunoBnu, a B 1969 1. Ha H0IDK-
HOCTbH JIOLIEHTA.

B mononom accucrente kana. men. Hayk A.B. Ila-
nasHe 3aBenyromas kadeapoit mpodeccop AlekcaH-
Iipa AHTOHOBHA yBHIENa OONBIIOTO YUYEHOTO, OIICHUB
(yHAaMEHTaNbHOCTh €r0 HAyYyHOTO HCCIIeOBaHUS
CBEPTHIBAIOIIEH U aHTUCBEPTHIBIOIICH CHCTEMBI KPOBU
npu 3a00JIeBaHMSIX TOYEK Yy JeTeld W TOAJEP)KaB ero
B COWICKAHWW yYEHOW CTETIeHHW JOKTOpa MEIUIIUHCKUX
HayK (puc. 2) [12]. dynmameHTanbHOE HCCIIETOBaHIE
OTIpeNIENIIO MPUOPUTET HOBOTO HAy4HOTO HaIlpaBiie-
HUSl B M3YYCHUU T'€MOCTa3a MpH 3a00JIEBaHUSAX TTOYEK
y neredi. B oredecTBeHHOW memuarpuu mpodeccop
A.B. TlanasH siBisieTCS OCHOBOIIOJIOXKHUKOM HAy4YHOTO
HaTpaBJICHUs 110 UCCIIE0BAHUIO HApYIICHNH reMocTa-
3a mpu 3abosieBaHusX modek y nereit [11, 13].

C 1974 r. kadenpy daxyIbTeTCKON MeauaTpuu BO3-
maBui A-p Men. Hayk A.B. IlanasH — BepHbIN yUeHHK
U TIPOMOJDKATEIh HAYYHOW ITKOJBI akamemMnka AMH
CCCP A.®. Typa. Ilox pykoBoactBom A.B. Ilamas-

Ha Kadenpa, OepeXKHO COXpaHssS TPAAWINHM HAy9IHOH,
MEJarornYeckod M KIMHUYECKOM IIKOJIbl aKaJeMHKa
M.C. MacnoBa, coxpaHWla CTaTyC OHOM M3 BeIyIIUX
B CTpaHe NeauaTrpuieckux kadeap oOydeHUs: CTyIAeH-
TOB W TIOBBHIIIEHUS KBaNMM(UKAIIMK TIPETIoIaBaTelnei.

CBon 3HaHus W OOJBIIONH TpodecCHOHATBHEII
ombiT npodeccop A.B. ITlamasH mieapo mnepenasan
CTyJIeHTaM, OpAHHaTOpaM, acnupanTam. Cuia KHBOTO
cioBa 1 aena nemarora A.B. ITamasna Bena 3a coOoit
YYeHWKOB | Tmocienosareneil. Jlekunn mpodeccopa
A.B. TlamastHa nmist CTyIEHTOB, Bpadel W TperojaBa-
TeJed OTINYAINCh HAyYHON HOBU3HOM, COIEpIKareib-
HOCTBIO, OPaTOPCKUM MAacTEpPCTBOM, OJleCTsIIe pac-
KpBIBAJIU MPOOJIEMBI TEOPHH U TIPAKTHKH TIEAHATPUU.

[Ipodeccop A.B. ITamasa Bo3mIaBILT paboTy AeKa-
HaTa WHOCTpPaHHBIX cTymeHToB (1969-1985) (puc. 3),
(axynpTeTa MOBBINICHHS KBadU(UKaIUU TpernogaBa-
teneit (1986-1992), mpopektopara 1Mo MeEKAyHAPOI-
HbIM cBs3siM (1999-2002) JITIMU/CITIGI TIMA. Pabora
C MHOCTPAHHBIMH ydarmmmMucs morieHToM A.B. I[lamas-
HOM ObliIa TIOCTaBJIeHa Ha BBICOKUI OpraHM3aI[MOHHBIHN
W METOIUYECKHI ypoBeHb. BBeseHbI B mporpammy 00-
YUCHHS W HayYHO-HCCIIEAOBATENbCKYI0 paldoTy HHO-
CTpaHHBIX CTYJCHTOB N3yYeHHE TPOIMYECKUX OONe3HEeH
C ©KETOAHBIMHA UTOTOBBIMH CTYACHYECKHMHU HayYHBIMH
koH(pepenmsimu. [lo mHunmaruBe AnnbOepra Basreno-
BUYa OBbLT OTKPHIT MHTEPHALMOHAIIBHBINA CTYIEeHYECKUI
KITyO, TIIOZIOTBOPHO paboTaronuii B HACTOSIIEE BPEMs
kak kiry0 «['mnmokpar» [11]. Accucrent kadenpsl ¢a-
kyasrerckoi neavarpun [UT. IIlupuna B cBoMX BOC-
MOMUHaHUAX cka3ana: «Hamo orMeTuTh ero pesysbra-
TUBHYIO JIESITENBHOCTh B TeueHHe 17 JeT Kak JeKaHa
WHOCTPaHHBIX CTYJCHTOB, KOTOpPBIE C JIOOOBBIO Ha3bl-
Bammm ero [lama Sa» [11]. Bemryckauma JIIIMU 1979 1.
Yan Txu Xoa u3 BeerHama Hamucana: «YBaKaeMblil
AnnOept Basrenosuu! {1 Bce Bpems Bcriomunaro o Bac,
MHOIO YBa)KaeéMOM, MPEKPACHOM JEKaHEe, 0 MOMX He3a-
OBIBaEMBIX IIPEIOaBaTeNsIX, O HalleM JIOUMOM HH-
CTUTyTE, OCOOCHHO O Topome JleHWHTpame, KOTOPBIA
CTall yXKe POTHBIM JUId MeHs. Sl Bce BpeMs MeuTaro
W CTPAaCTHO X04y BepHYThCs B JIeHUHIpa, yToOb! Aajb-
e yuuthesl B uHCTUTYTEe». A.B. IlanasH maxonui Bpe-
Msl OTBeUaTh Ha MHChMa MHOCTPAHHBIX BBIMTYCKHUKOB,
KOTOpBIe MpuXoauu nocie 1985 ., make Korma oH yxe
He Obu1 pexkanom JITIMU [11].

3a ycmexu, AOCTHTHYTbIE B OpPTraHH3alUu PadOTHI
¢ MHOCTpaHHbIMM yuyanumucs, A.B. Tlanasu Harpax-
JIeH TOYETHBIMH TpamMoTaMi MUHHCTEPCTBA BBICIIIETO
U cpeanero cnenuaibHoro oopaszoBannus CCCP, Munu-
crepctBa 3npaBooxpanenuss CCCP, «Opnenom [pyx-
061 HaponoBy» (1983). [lekaH MHOCTPaHHBIX CTY/ICHTOB
npodeccop A.B. [lanasn HarpaximeH menanpo MoH-
ronsckoit Hapomnoii Peciyonuku «IlepemnoBast naTEN-
surenis» (1985) [11].
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[Ipodeccop A.B. Ilamasa npoBoawi OOIBIIYI0 KOH-
CyJbTaTuBHY0 padboty B kimHukax JINIMU/CIIOI TIMA,
OTJICJICHUSX JIETCKUX TOpOACKMX OoibHUI] Ne 1,2, 5,
JIETCKOM MHOTonpo(misHOM caHaTopuu «COTHEUHOE).
Kmmangeckne o0xombl mpodeccopa A.B. Ilamasna
YUYHJIM MOJIOZBIX Bpadei, BCTYHAIOMMX B Ipodeccno-
HAJIBHYIO KHU3Hb, TIGAUATPHUH, BpaYeOHOMY JONTY M Ma-
CTepCTBY, MUJIOCEpauIo. AnbbepT BasreHoBHY TOBOPHIT:
«B denoBeke s LEHIO AyIly €ro U YMEHHE CONEPEKU-
BaTh Apyromy uesnoBeky. OcTallbHble BCE KaueCTBa, BbI
3HaeTe, mpuxomaT u yxounsar. Ho nyma uesoBeueckas,
MHUPOOIIYIIEHHE €¢ — 3TO eMKOE IOHSITHE, 0COOCHHO
coctpananue. Coctpaganue K O0OIBHOMY — 3TO, HaBep-
HO€, CaMblii IIaBHBIM KPUTEpUH, IO KOTOPOMY MOKHO
OLICHUBATh AEATEIBHOCTh Bpayay.

CnaBa O 3HAMEHHUTOM IMeauarpe-Hedponore Ajb-
Oepre Basrenosuue [lamasHe ma mo Bcel cTpase,
Ha «Ero WUMs» NpUEeKaIH MAlHUEHTHl B KIMHHUKY He-
¢ponorun (puc. 4).

C 1974 mo 2002 r. mpodeccop A.B. Ilamasa Owin
TJIaBHBIM BHCHITATHBIM JACTCKHUM He(prJ'IOI‘OM Jlennn-
rpana/Cankt-IlerepOypra [9, 10]. [maBHeIM BHemTar-
HBIM JIeTCKUM Hedponorom JleHunrpanga npodeccopom
A.B. llanmasgsHoM ObUTH TIpOBenEHBI pa3padOTKa MOJI0-
JKCHUH M OpraHM3alldOHHON CXEMbI JAETCKON Hedposio-
TMYECKOH CITyKOBI, NpeIyCMaTpUBAIOIICH ATaHOCTh
U TIPEEMCTBEHHOCTh BCEX 3BEHBEB: MOJIMKIMHUKA, CIIE-
LUaJIM3UPOBAHHBIA CTALMOHAP, CAHATOPUH, OTAEICHHE
reMOInann3a; OTKPBITHE CIIEHUAIN3UPOBAHHON JETCKOM
Hedposoruueckoit kinuauku B JIIIMU (1974-1976)
W THEBHOTO OTHOZIHEBHOTO HE(PPOIOTUUECKOTO CTALINO-
Hapa (1987), omHOro M3 mepBBIX B CTpaHE; OMpeaese-
HUe (PYHKIIMOHAJBHBIX OOS3aHHOCTEH IeauaTpoB-He-

Puc. 2. A.B.ManasiH — poueHT, B LieHTpe — 3aBeaytowas Kadenpoi
dakynbretckoit neguatpun JINMU, a-p mep. Hayk, npo-
¢deccop A.A. BaneHTHOBMY, cneBa — npodeccop Kadeapbl
rocnutanbHov neguatpumn B.U. Kanunuuesa (1973)

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

Fig. 2.

Puc. 1. Anb6eprBasreHoBuu ManasH (04.02.1936-10.08.2002)
Fig. 1. AlbertVasgenovich Papaian (04.02.1936-10.08.2002)

(hposoroB BCeX 3BEHBEB HEPPOIOTUYECKOH CITYIKOBI,
BBEICHUE E€IUHOM OTYETHOCTU [0 CTaTHCTUYECKOM
xraccudukauu Oone3Hed TpaBM M TPUYHH CMEPTH
Bcemupnoii opranmzanuu 3apaBooxpaHeHust (1980)
JUisi He(ppOJIOTOB MOJUKIMHUK, CTAal[AOHAPOB U Ca-
HaTOpHEB; ONpeAeNieHHEe YacOBOW Harpy3ku Hedpo-
JIOTOB; OpTaHM3alHs HAYYHO-METOINYECKOTO COBETa
1o He(dpOJIOTUH TIPH TIABHOM YIIPABICHWUU 3paBoO-
oxpaHeHus: JleHuHrpama; pa3paboTka MPOrpaMMbI
U TEXHOJOTHU aKKPEIUTAIIMH BCEX 3BEHBEB JETCKOU
Hedposnornueckoil cimyx0b1 (1995-1996).

Puc. 3.

Boictynnenune A.B. ManasHa Ha 3acepaHuu pekTopara,
NOCBSILLLEHHOTO OGY4YEHUID MHOCTPAHHbLIX CTYAEHTOB.
B ueHte — pekrtop JINMWU, npodeccop N A. KaiicapbsHy,
(1973)

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

Fig. 3.
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Puc. 4. A.B. ManasH — Bpay, BepHyBWMI 300pPOBbE ThiCSYaM
60nbHbIX peTei

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

B 1974 1. ocymecTBiieno npeodbpazoBanue 1-i da-
KYJIBTETCKOW IMEJUaTPUUECKON KIMHUKYU B CIIELUAJIU-
3UpOBaHHYIO Hedponoruueckyto. [log pykoBoacTBoM
npodeccopa A.B. IlamasiHa xadenpa QaxynbreTcKoit
HeIuaTpun U CIeLHaIn3upoBaHHas He(poioruueckas
KJIMHUKA CTaJIM JIe4eOHO-KOHCYIETATUBHBIM U HAy4YHO-
KOOp/IMHAIIMOHHBIM, y4eOHBIM [IEHTPOM 10 BOIIPOCaM
nerckoir Hedpornoruu [2—-11]. TIpodeccop A.B. Ilana-
sH (1974-2002 rr.) B crenax JIIMU/CIIGI TIMA cos-
JaJl KpyIHEHIIy0 B CTpaHe 00pa30BaTeIbHYIO IIKOIY
1O TeAUATPUYECKON Hedponoruu (MepBUYHAS CIEIU-
anu3anust / npo)ecCHoHaNbHAs MEePEroAroTOBKa Iie-
JIMaTPOB, KypChl YCOBEPLICHCTBOBAHMS, KIMHUYECKas
opauHatypa) [2—11]. CoBpemeHHass Hay4yHas Tienva-
Tpuyeckass Hedponornueckas MLIKOJa 3acCiIy’KEHHOTO
nedrenst Hayku Poccuiickoit denepanuu, akajJeMHuKa
PAEH A.B. [lanasina npusHana B Poccuu u 3a pyOe-
JKOM, JaibHeilee pa3BUTHE MOIyYWIa 0[] PYKOBOA-
CTBOM TpojoipKareis mkoisl, mpodeccopa H.J. Ca-
BEeHKOBOW [9-13].

B nomxHocTH 3aBenyromiero kadenpoit npodeccop
A.B. Tlamasa (1974-2002) pa3pabarbiBaig HECKOJIBKO
HAayYHBIX HAalpaBJICHUH, BEAYILIUXCS OIHOBPEMEHHO.
[lox ero pykoBOICTBOM Hay4Hble HCCIEIOBAaHUS Kade-
Jpbl (akyIbTEeTCKON MEeTUaTpuy MO aKTyallbHBIM TIPO-
OnemMaM remMarToJOrMM MPOBOIWINCH B IUIOIOTBOPHOM
COTPYAHUYECTBE C JIa00paTOpUeH CBEPTHIBAHUS KPOBU
«Poccuiickoro Hay4HO-MCCIIEIOBATEIBCKOTO WHCTUTY-
Ta TeMaToJIOTMM M TPaHC(Y3UOJIOTHN», BO3IVIABIISIC-
Mmoii mpodeccopom 3.J[. Demoposoii, mpodeccopom
JLIL. IlamasiH. B oreuectBeHHON menuarpuu AnbOepT
BasrenoBuu OblT OCHOBOIIOJIOKHUKOM Hay4HOTO Ha-
NpPaBJICHUs 10 HCCIICNIOBAHUIO HAPYLIEHHH reMocTa-
3a Tpu 3a00JIeBaHMIX TOYEK y aeTeil. [IpropureTHbI
M CYIIECTBEHHO 3HAYMMBbI PE3YJIbTaThl HCCIEIOBAHUA

PO COCYTMCTO-TPOMOOIIUTAPHOTO U TNIA3MEHHO-KOa-
T'YJSIIIMOHHOTO 3BEHBEB ['EMOCTa3a y 3/I0POBBIX M OOJb-
HBIX JIeTEll ¢ reMOJIMTHKO-yPEMUYECKHM CHHIPOMOM,
[IOMEPYJIOHE(PUTOM, KOTOPBIE MTO3BOIMIH TO-HOBOMY
pemmnTs mpodlieMy TaroreHe3a, 00OCHOBATh TAKTHUKY
AHTUKOAryJSIHTHOW W aHTHAarperaHtHou tepanuu. Ha-
y4Hasg IIKoJa TO M3YYEHHMIO MaTOJIOTHH TeMOocTa3a
npu 3a0ofeBaHNU MOYeK, c(HOPMHUPOBAHHAS B CTEHAX
JIIIMU/CIIOITIMA u Jlenunrpanckoro HUUW rema-
TOJIOTMM U TEepesiuBaHusl KPOBW, HbIHE Poccuiickoro
HUWN remaromoruu u TpaHC(]y3HUOTOTHH, SBISETCS
Benyel B Pocecun.

Henb3st HEe OTMETUTH HCCIIEAOBaHHS IO 3THOJIOTHU
W TIaTOTeHe3y TOKCHKO30B Y JIeTell paHHero Bo3pac-
Ta, KOTOpPBIE TIPEEMCTBEHHO MPOJOIDKAIIN HAlpaBJIeHNE
HayyHOW mkombl akagemuka M.C. Macnosa. 3aBexy-
roumM Kadenpor dakynprerckor nemuarpun JIIIMU,
npodpeccopom A.B. IlamasHoM W KaHA. MeA. Hayk,
JIOLIEHTOM Kypca TeauaTpudeckol aHeCTe3UOIOTHH
u peanuManuu Kademnpsl gerckoil xupypruu O.K. LpI-
OyIbKHHBIM ObLTa onyOnukoBaHa MoHOTpadust «OcTpble
TOKCUKO3bI B PaHHEM JIeTCKOM Bo3pacte» (1979), B ko-
TOPOH M3JI0KEHBI SBOJFOIHS TIPEIICTABICHUM, STHOIOTUS
W TIaToreHe3, MOPQOJIOTHS, KIMHIHYECKUE TPOSBICHUS
W CTeTeHH TOKCHWKO3a, TPHHIUIBI MaTOreHEeTHYEeCKOH
U HEOTIOKHOM Tepanuu OCTPBIX TOKCHUKO30B Y JETel
panHero Bo3pacta. Kaura Obuia nepeBenena Ha Oonrap-
ckuit s3pIk (1981) u mepensnana (1984) [2-11].

C momenra yupexaenus JIIIMU u xadenpsr da-
KyJIbTeTCKOW Tmeauarpuu mpodeccopom M.C. Mac-
JIOBBIM W COTPYIHUKAMH OIYOJIMKOBaHBl COOPHHUKH
«Hedponarun merckoro Bozpacrtayn (1935), «Hedpo-
MaTHX JIETCKOTO BO3pacTa B CBETE HOBBIX HCCIIEIOBA-
Huid» (1935), maBel u3 «Kparkoro yueOHMKA TETCKUX
oonesneit» (1933), pykoBojctea mo neauarpun «Oco-
OCHHOCTH TATOJIOTUK ModvernoyioBor chepb» (1938),
«bonesnu mouek y perei» (1963) [2-11].

Ha xadenpe dakymsrerckoii neguarpun ¢ 1940 mo
2016 . coTpymHUKaMH OBLTM BBHITIONHCHBI W 3allTHUIIC-
HBl JIUCCEPTAallM M0 HE(PPOJOIHU Ha COHMCKAHHE Yyue-
HOH CTENeHW JOKTOpa MEIUIMHCKHX HayK: JOLECHTOM
N.0. ®puamanom «O0 0cOOEHHOCTSIX KUPO-YIIIEBOIHOTO
obmena nipu Heponarusx» (1940) n monenTom A.A. Ba-
neatuHoBMY «Kimmuuka sHedpuroB y gerei» (1965)
MIpY HayYHOM KOHCYNbTHpOBaHUU akaneMuka M.C. Mac-
noBa; noueHtoM A.B. Ilamasnom «BuyTpucocymucroe
CBEpPTHIBAaHHE B TIaTOreHe3e 3a00JIeBaHUI IMOYEK y Jie-
tei» (1974) mpu HaydIHOM KOHCYJIETHPOBAHUHU aKaje-
muka A.®. Typa, mpodeccopor A.B. Ilunzepiun-
ra u 3.JI. ®enoposoii; gouentom H.J|. CaBenkoBoii
«Hedporndecknii cHHAPOM B IETCKOM BO3pacTe: 3THO-
JIOTUYECKHE, KIMHUKO-MOP(OIOTHIEeCKUEe, JHarHOCTHU-
YeCcKue, TepareBTHIEeCKIe aCMeKThl, BOPOCH! KIaCCH-
¢uxanmmy (1996) mpu HaydyHOM KOHCYJIBTHPOBAHUH
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npodeccopa A.B. Ilamasua; momentom A.A. Kysne-
1oBoii «CoyeTaHne OHTOTEHETHMYECKOTO W KIMHHYe-
CKOTO METOJI0B HBOJIOLMOHHON (DM3HOJIOTHH B aHAIIN3E
MexaHu3Ma peryasiuuu ¢yHkuuu mnodex» (2006) npu
HayyHOM KOHCylbTHpoBaHuM akajgemuka FO.B. Ha-
tounHa; poueHrta JX.I. JlesmammBumm «TyOynomarun
C BEIYUIMM CHHJIPOMOM paxuTa, MOYEYHOro KaHaJIb-
LIEBOr0 alU/103a U allkajo3a, peKue CUHJIPOMBI y Jie-
Tei» (2016) mpu HaydYHOM KOHCYJIBTHPOBAHHU IIPO-
tdeccopa H./. CasenkoBoii [2—11].

[IpuopuTeTHBIM HaIpaBICHUEM HAyYHOW IIKOJIBI
A.B. Tlamasina OBUTO HCCIIEIOBaHUE IO AKTYaJIbHBIM
mpoOjieMaM OCTPOH W XPOHHYECKOW MOYCYHOW He-
JOCTaTOYHOCTH y JeTei. YCIexh B H3YYCHHUU Te-
MOJIMTHKO-ypemuueckoro cuaapoma (I'YC) y ne-
Teil B CTpaHE CBfA3aHbl C HOBAaTOPCKUMH paboTaMu
A.B. Ilanasna (1969-1995), B KkoTOpBIX JOKa3aHBI
PO BHYTPHCOCYANCTOTO CBEPTHIBAHUS B MAaTOTEHE3E,
BO3pAaCTHBIE OCOOCHHOCTH STHOJOTHYECKOW CTPYKTY-
PBI, TETEPOTEHHOCTh THUIUYHBIX M ATHIWYHBIX Baph-
aHTOB, pazpaboTaHa KiacCU(HKaIUs, HAydHO 000CHO-
BaHbl JMAarHOCTHKA HApyLIEHHH CUCTEMBI TreMocTasa
U CTpaTerusi aHTUKOATYJIHTHON Tepanuu [2—11].

[Imom0TBOPHOE MHOTOJIETHEE HAYYHOE COTPYIHHYE-
cTBO Kadeapsl GpaKyIsTeTCKON MeauaTpun, BO3IIABI-
eMOM BBIJAIOIIMMCS TIeauaTpoM, akamemukom PAEH
A.B. IlanasiHom, u naboparopuu (PU3MOJIOTUU TOYKU
¥ BOJHO-COJIEBOTO OOMeHa «/HCTHTyTa 3BONFOIMOH-
HOH ¢m3monoruu u Oomoxmmun uM. .M. CedeHoBay
PAH, Bo3miaBisieMoit BbIIarOIIUMCs (DU3HOJIOTOM, aKa-
nemrkomM PAH HO.B. HaroumnsiMm, oOoraruiao orede-
CTBEHHYIO HayKy M MPAKTHKY BBIITyCKOM MOHOTpadui,
Hay4HBIX pa0oT, TUCCEPTAINI U OMPEIeNINIO0 TPUOPH-
TeT meTepOyprcKoi mKoJIbl. B MATH ArccepTalmoHHbBIX
paboTax BIEpBbIE HCCIEIOBAaHBl BO3PACTHBIE OCOOEH-
HOCTHM SKCKpELMH HaTpHsl, Kajus, KajbIHs, MarHus,
PEryIsiui KUCIOTHO-OCHOBHOIO COCTOSIHUS IOJ| BIIH-
STHIEM JTUYPETHKOB PA3IMYHOTO MeXaHHW3Ma JICHCTBUS
Y 370pOBBIX M JIeTE€l C MaTOJOTrHel MoyeKk B BO3pacTe
or 1 mo 14 ner [3-11].

OnHo W3 HampaBleHU Hay4HOH IIKOIBI Tpodec-
copa A.B. Ilanasna — 53TO H3yuyeHUE UMMYHOTECHE-
TUYECKUX AacCIIeKTOB 3a00JIeBaHWI TIOYEK Y JeTew.
B 6 namccepranmsax moj PYyKOBOICTBOM HM3BECTHBIX
yueHbIx npodeccopoB A.B. ITanasua u JI.JI. CepoBoit
(1979-1995) npencraBieHbl UMMYHOTEHETHUECKUE UC-
CJIEZIOBAaHUS paclpe/lelieHns aHTUTEHOB JIOKYCOB A, B,
C, D cucremst HLA npu mmomepynonedpure, Hedpo-
THYECKOM CHHIpPOME, TTHeIoHeppuTe u OpoOHXHATBEHON
actMme y aereit [3—12]. IIpuopuTeTHBIM Hay4HbBIM Ha-
MPaBJIEHUEM CUYHTAIOT MHOTOIUIAHOBOE M3YUYEHHE HM-
MyHOIATOTeHe3a, KIWHUKKA W JIEYCHUS TIEPBUYHOTO
¥ BTOPHUYHOTO HE(PPOTHYECKOTO CHHIPOMA, TIIOMEpY-
none(dputa, Backynuta lllenneiina—IeHoxa y neTei.

IIpobiaemam BpOXIACHHBIX W HACJICICTBEHHBIX OoJe3-
Hell Todek, OOCTPYKTHUBHOW HedpomaThu, HOYHOMY
SHYpe3y, MUCIIOHEPPUTY y JeTe ObLIM IOCBSIICHBI
MCCIIEJOBAHMSI, BBIITOJHEHHBIE O] PYKOBOICTBOM IPO-
theccopa A.B. Ilamasna.

A.B. TlanasiHoM B 7 JuccepTallMOHHBIX MCCIIEeI0Ba-
HUSIX TIOJyYeHBl HOBBbIE PEUICHUSI aKTyalbHBIX BOIPO-
coB 0oJe3Hel OpraHoB IbIXaHUsl y IeTel, MPOAOIHKaI0-
IIUX HampaslieHue 1Kokl akaneMuka M.C. Macnosa
u ero ydeHunsl mpodeccopa M.I. UyximoBUHOM.

ITon pyxoBomctBoM mpodeccopa A.B. Ilamasaa
MOJITOTOBJICHBI W 3alUIICHBI 62 HHUCCEepTalluU KaH-
JuaTa MEAWIUHCKUX HAayK M MPH HAYYHOM KOHCYJIb-
TUpOBaHMM — | JuccepTanys JOKTOpa MEAWLIH-
CKuX HayK (u3 HuX 11 BBINOJHEHBl WHOCTPAHHBIMHU
acnimpanTamu). OH aBrop Oonee 400 HaydHBIX paboT,
u3 HUX 14 MoHorpadwmii u maB B 14 pyKoBOACTBax.
Ha ero Tpyaax BOCIHTBIBAIOCH HECKOIBKO MOKOJICHUN
CTyZeHTOB U Bpadeii-nenuarpos B JIIIMU/CIIGI TIMA.

CBeTielii 00pa3 y4eHOro, memarora W KIWHHUIN-
CTa, 3aMeyare’bHOro uenoBeka AnbOepra Basreno-
Brya [lamasHa BOCCO3/1alOT BOCIIOMHMHAHHUS KOJUIET
U y4yeHUKOB. Bpimarommiicst yuenblil, akagemuk PAH
10.B. Harounn ormermn: «Anp0ept BasreHoBnd cro-
COOCTBOBAJI COXPAHEHUIO U Pa3BUTHUIO JIyUIIUX Tpaau-
U KIMHUYECKUX U HAYYHBIX IIKOJ MEeAUATPUIECKOTO
uHcTuTyTa. OH OCTaBWJI HaM TPYAbl MO NEIUATPHUH,
Hedponoruu, remarosiorun. Cynp6a nogapuia eMy gap
KJIMHULMCTA B COYETAHMHM C HCTUHHBIM HMHTEPECOM,
WUCKPEHHUM YBa)KCHHEM U OJaroroBeHHEM Mepes] BbI-
COKOH MHCCHUel HayKH, HEOOXOANMOCTBIO OCYIIEeCTBIIC-
HUS BO ONlaro ManMeHTOB W CTYIEHTOB TECHOH CBA3U
($yHAaMEHTaIbHON HAayKHd M KIMHUYECKOH NPaKTHKH.
Ocobyto pagocth AnpbepTy BasreHoBudy mocTaBiis-
JIM yCTIEXW KIIMHUKO-(DPU3UOTIOTHIECKUX UCCIIEIOBAHMM,
KOTOpBIE€ 3aBepLIAIUCh HE TOJbKO NPOHUKHOBEHHEM
B MEXaHU3MbI 3a00J€BaHMs, HO U TOSIBICHUEM HOBO-
ro u 3pdexTuBHOrO crocoba neueHus» [5, 11].

Pextop CIIGITIMA mpodeccop B.B. JleBanouu
nucan: «Mwunocepaue, MeOUIMHA, KyJIbTypa — 3TH
CJIOBA SIBJISIIOTCS, B OMPEEIEHHOM CMBbICIIE, CHHOHUMA-
Mu. Ho, Kak JIerko OHM COBMECTHIIMCH B OJHOM YeJo-
Beke — AnbOepre Basrenosudue Ilamasne. Mo# mpyr
u yuntenb Anp0ept Basrenosud Ilamasa oOmaman 60-
JKECTBEHHBIM JIapOM BpadeBaHUsl, KYIbTYpOil Hay4YHBIX
HCCIIEIOBAaHUIT W BHYTPEHHHM MAarHeTH3MOM, IIpH-
BJICKABIINX K HEMY COPAaTHUKOB, YUCHUKOB U JpY3EH.
B AnnbGepre BasreHoBude ropen HEyracHMBIH OTOHB
MaMATH O CBOMX YYUTENSAX, OH MO-0TeUECKH 3a00THIICS
0 CBOMX YYEHHKaX, OCCKOPBICTHO OKa3bIBas MOMOIIb
U nomaepxkky» [2—11].

IIpomomxarens mikonsl npodeccopa M.H. Ycona,
HayYHOTO €IWHOMBINIICHHNKA mpodeccopa A.B. Ila-
nasiHa, akajgeMuk HalmoHanbHOM akaJeMuu HaykK
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1 3aCITy’)KeHHBIN aesTens Hayku Pecryonmkn bemapych
A.B. Cykano B cBOeM BBICTYIUICHHH Ha KOH(eEpeH-
nuu, nocsaiieHHold nmamatu A.B. Ilanasna, oTMeTwI:
«Tpyne! Bearonierocst Poccuiickoro menuarpa, npo-
(heccopa Anpbepra Basrenosuua Ilamasna mupoko
U3BECTHBl M SIBJIAIOTCS HACTOJIBHBIMM KHUTIamH be-
nopycckux neauarpoB. ms Anbbepra BasreHoBuua
[Manassna 3070ThIMM OyKBaMH BIIMCAHO B HWCTOPHIO
neTckoit Heppomorum» [11].

3acmyxeHHbI gAesTens Hayku P®, mpesugeHt
MOO «TBopueckoe o0beaUHEHUE NETCKUX Hedpoo-
roB» npodeccop M.C. rnatoBa B HCKPEHHHX CIOBaxX
naMaTu K 75-metuio co nus poxkacHus A.B. Ilamasna
ckazana: «CrnenuanbHO cienyeT oOpaTuTh BHUMAaHHE
Ha HAyYHYIO IOKOIY HE(QPOIOTOB, KOTOPYIO CO3al
npodeccop A.B. ITanasu (Cankr-IlerepOypr), cBs3as-
M JIETCKYH0 TeMaToJIOTHIO U He(PpoJIoTHI0. ANTbOESpPT
BasrenoBuu MHOro cienain Juisd pa3BUTHS U CTaHOBIIE-
HUs neTckoit Hedpomorun B Poccum» [11].

[Ipodeccop I'M. Jletndor — 3aBemyromuid Ka-
(denpoit nmeamatpun ¢ Kypcom HeoHarojoruu DIIK
u [I1C PocroBckoro I'MYVY moguepknyn: «Cyanba mo-
Japuiia MHE HUCKJIIOUUTEIbHYI) BO3MOKHOCTH COIPH-
KOCHYTBCSI C ICTOYHUKOM 3HaHWH, POXons oOydeHue
Ha 0Oa3ze AeTckod HePpOIOruIecKor ImKoIbl CaHKT-
[TerepOypra, co3maHHONW MHOTOJIICTHUMH CTapaHHUsSIMHU
Bpaya, ydeHoro u nenmarora AnpOepra BasrenoBuya
[Nanastna. Mimest 60O )KU3HEHHBIN OTIBIT, TITyOOKHEe
HayYHbIE 3HAHUS B Pa3UYHBIX O0JACTAX MEIHMIIUHBI
Anpbepr BasreHoBuY mpenBuien MyTH W OCHOBHEBIE
HarpaBJIeHUs] pa3BUTHs AeTCKON Hedponoruun. OTpan-
HO, YTO CO3JaHHAasi UM IIKOJIA JETCKUX HEe(pOJOros
ceromHsl moj pykoBoacTBoM mpocdeccopa H.JI. Ca-
BEHKOBOM NPOAOIKAET CIABHBIC TPaJMLMM ILIKOJIbI,
MPETBOPSIS B JKU3Hb HAy4YHBIC W3bICKaHMs, (GopMupy-
€T HOBBIE TNpPHOPUTETHBIE HampasieHus. IlossneHue
AnnbOepra BasreHoBHMYa Ha KOHTpeccax, CUMIIO3UyMax
BCErJia BHOCHIIO 0COOYI0 aTMocdepy CBeTa, IpyKero-
Ous W B3aUMOYBaXCHUS, U IETCKOTO Hedposornye-
CKOTO €000IIecTBa OH ObUI HEMpepeKacMbIM aBTOPHU-
TETOM M UCTOYHHMKOM 3HaHMi. Henccskaemblid TamaHT
YUYEHOIO, YUYHUTENs, Bpaya, *KU3HEYTBEepxKAaromas Io-
3ULUS [10 MHOTMM CIOXHBIM BOIPOCAaM MU IPU 3TOM
JIOCTYITHOCTH OOIIEHHS] — BOT JIaJIEKO HE TOJIHBIE TTPO-
SBJICHUSI XapakTepa 3TOr0 YAMBHUTEIHHOIO YEJIOBEKa,
3allOMHUBIIKECS MHE Ha Joirue rofsi» [11].

Maue, H.J[. CaBeHKOBOIA, BbITIaIa 4€CTh OBITH CPEIU
YUYEHHUKOB M IOCJIEOBATEICH BBIAAIOIIETOCS YUYEHOTO,
3aciy’KeHHOro nesitenss Hayku Poccuiickoit ®Denepa-
uun AnbOepra BasrenoBuua [lamasiHa. Ilegmatpude-
ckas mxona mpogeccopa A.B.Ilamasima He mpocTto
npodeccHoHanbHa, HO W IIKONA JXKU3HU. MHOTrO Mo-
JIOABIX Cep/ell, BCTYMAIOMINX B Mpo(ecCHOHATBHYIO
JKU3Hb Bpada M yueHOro, 000rpern ero rneaarornyeckui

TamanT. Mp1 OmaromapHbl Ans0epTy BasreHoBudy 3a
iepo TepelaHHble HaM 3HAaHUS W OIBIT, JA0OpOTYy
W BHMMaHHE, HEOLICHUMYIO MOMOIIL B paborte, oTe-
yeckoe OTHouleHue. CBeTnas maMsaTh O MPEKPACHOM
YeJloBeKe, J1oporoM yuutese Anpdepre Basrenosuue
[TanasiHe, Ha 1UIE4aX KOTOPOI'O Mbl — YUEHHUKU BO3BBI-
CUJIUCh, HAaBCET/Ia OCTaHETCs B Hammx cepamax [11].
AnpOept BasrenoBnu [lanasiH B TeueHHEe MHOTHX
JIET OCYIIECTBIISUT OOJNBLIYI0 HayYHO-OOILIECTBEHHYIO
pabory kak uieH Bcepoccuiickoit mpoOieMHON KO-
MHUCCHH TI0 He()POJIOTHH, WIEH MPOOIEMHON KOMUCCHH
«bone3nn mnouek y gereir» HayyHoro cosera PAMH,
npe3uJeHT «Accounannu neauarpos-Hedpoioros Ce-
Bepo-3anana Poccumy» (1996-2002), uieH peaKkoieruu
Bonpmroit MemuiuHCKOW DHIMKIONEANH, KYPHAIOB
«Poccuiickuil BECTHUK ITEPUHATOJIONMH U NIEAUATPUNY,
«Hedponorust», uien npezuanyma «Coro3a neauaTpos
Poccumy», rmaBHBIM BHEIITATHBIA AETCKUI Hedposor
Jlennnrpana/Cankr-IlerepOypra, 4ieH crHenuain3n-
poBaHHOoro Yuenoro CoBera IO 3aIlIUTE IOKTOPCKUX
u xauguaarckux auccepranuii B CIIOITIMA.
[Ipodeccop A.B. [lanasH SBISIICS WICHOM MEXKIY-
Haponubix acconuanuii: The European Society for Pae-
diatric Nephrology (ESPN), The International Pediatric
Nephrology Association (IPNA), The International So-
ciety for Nephrology (ISN), npe3unearom MOO «Ac-
couyanys nexuarpos-Hedponoros Ceepo-3anana Poc-
cum» (1996-2002). YdeHukamu W TOCIEIOBATEISIMHU,
NPEICTABUTEISAIMU 8 PErMOHOB CTPaHbl, YYpEXKICHA
(2003) u momotrBopHO paboraeT MOO «Accormanus
neauaTpoB-Hedponaoros uMenu mnpod. A.B. [NanasHay.
AnpOeptr BasrenoBuu IlamastH OblT  aKTHBHBIM
YYaCTHUKOM M OPraHHU3aTOPOM POCCHUHCKHX H MEX-
JYHapOJHbIX KOHI'PECCOB, Hay4YHbIX KOH(pepeHuuil, Ha
KOTOPBIX JTOCTOMHO MPEACTaBIsUl OTEUECTBEHHYIO Tie-
JIUATPUIO0 ¥ HE(QPOJIOTHIO.
3acayru mpodeccopa A.B.IlamasnHa B neme pas-
BUTHsI OTEUECTBEHHOH IIEOUATPUM, MOATOTOBKH Ha-
YUHBIX U INPAKTUYECKUX KaJpoB ObUIM BBICOKO OLle-
HeHbl. OH HarpaxaeH «OpueHoM JIpy»Obl HapOIOB»
(1983), ymocroeH 3BaHMiT «3aCIyXCHHBIH JIEATENb
Hayku Poccuiickoit @enepaunn» (1997), unena-xop-
pecnornenta (1996) u akagemmuka PAEH (1998), nHa-
rpaxaeH cepedpsHoit menanpio PAEH «3a pasBurne
MeIMLUHBI U 37paBooxpanenus» (2001) [1, 2,4, 7, 11].
10 mapra 2016 r. Ha koH(epeHUHH NeIUaTPOB-HE-
¢pomnoroB Poccun, mocesmierHoit BecemupHOMy JTHIO
mouku, ipodeccop Anpoept Basrenosud I[lamasa ObuT
IIOCMEPTHO HarpaxaeH «XpyCcTajbHOU IOYKOI» B HO-
muHauuu «lInonep Hedpomorum» 3a BBHICOKUH TMPO-
(eccroHanM3M M BBLAAIOLIMNCS BKJIa] B OPraHU3aLHIO
Y pa3BUTHE OTEYECTBEHHOU eTcKoi Hedpororuu [11].
B wucrtopum ymmBepcurera 4 deBpams 2020 T
MPOIUIO 3HAMEHATEeNIbHOE COOBITHE: OTKpPBITHE Me-
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MOpHAIBbHON JTOCKH 3aCIIy’)KEHHOMY IESITEI0 HAayKH
Poccuiickoit ®Denepanuu, 3aBenyroineMy Kadeapoit
¢daxynpreTcKoii memuarpun AnsOepty BasreHoBuuy
[lamasiny, A7st KOTOpOro meauarpusi Obula HE MPOCTO
nmpodeccueii, a menom Bcer xku3HU (puc. S5). [loptper
AnrOepra BasrenoBuua pasmernieH B aymutopun Ne 3
PAZOM C MOPTPETaMU BUAHBIX U IMOYNUTAEMBIX YUEHBIX
W KJIMHUIMCTOB, BHECIINX OOJBIION BKJaJ B pa3BUTHE
JIHIMU/CIIOTTIMA.

Nma A.B. IlamasHa ocTanoch YBEKOBEYEHHBIM
B €r0 HAayYHBIX TPyJaxX U B BBICOKOABTOPUTETHHIX OH-
Onmuorpaduueckux u3naHusax o Hem. O BBIIAIONICMCS
ydeHoM, Iezarore, neguarpe npodeccope A.B. [Tanas-
He Hanucana kaura H.J[. CaBenkoBoii [11]. 3nanubiit
K.A. Bapransaom u A.JI. MepyxansHoMm oubmumorpa-
¢dudecknii cripaBouHKUK «BumHbie Bpauu u Ouojoru ap-
MsHCKoro mnpoucxoxjaenus B Cankr-IletepOypre» [1]
MPEACTABISIET YUTATENSAM BbIIAIOLIMXCS YUCHBIX, OH-
CTaTeNbHBIX I€Jaroros, co3naBmux B Poccum aBro-
PUTETHBIE HAyYHO-TIEJarOTHYECKHUE IIKOIBI U LEHTPHI
MPAKTHYECKOTO 3[PABOOXPAHEHUS, YbH MMEHa 30JI0-
ThIMH OyKBaMHU BNHCaHbl B UcTOpuio Poccun u Apme-
Huu. Ha crpanunax 184—185 3Tolf KHUrM HamucaHoO:
«IlammassH Anp6ept BasreHoBHY — BBITAIOMIHIACS Tie-
UaTp, Y9eHbI ¢ MUPOBBIM mMeHeM. OIWH U3 CTOJ-
OB poccuiickoil menuarpuyeckoid Hayku. Co3zmarenb
OJHOW M3 BeIyIIMX HAy4dHbIH NeJUaTpu4yecKux He-
¢ponornueckux mkon Poccuu. 3aciaykeHHBIH nesi-
tenb Hayku PO A.B. IlanasH BHec BecoMbld BKJIAJ
B HayKy, B BhICcIiee MeIUIMHCKOoe oOpa3oBaHue Poc-
cuu u Apmenun» [1].

A.B. IlanasiH — apmsHuH, ponuBLmiica B ['py3un,
MOJIYYMBLIMH BBICIIEE MEIMLMHCKOE 00pa3oBaHHE 10
ClielMaIbHOCTH Tienuatpusi B JleHuHrpanme, Bepoi
W TPaBIOM CHYXKUBIIMU BBICHIEMY MEAULMHCKOMY
00pa3oBaHuIO, HayKe W 3ApaBooxpaneHuro B JITIMU/
CIIGI'TIMA, Poccuiickoit denepanuu.

3aBemyronmii Kadenpoit (axyIsTeTCKON MmeanaTpumn
JIIIMU/CIIGI'TIMA Anws6eptr Basrenosuu Ilamassa Bo-
1€ B UCTOPUIO KaK BBIJAIOLIMNCSA YUYEHbIH, CO3AaTeNb
COBPEMEHHOI Hay4YHOW IenuaTpuuecKoi Hedpoaoru-
YEeCKOW IIKOJIBI, KaK MeJaror, BOCIUTABIINI HECKOJIBKO
MTOKOJIEHW! TEIUaTpoB M HAay4dHBIX KaJIpoB, KaK Bpad,
BEPHYBIITUI 30POBBE THICSIaM OONBHBIX aeTeil. BoI-
JAIONINIACS yUEHBIN, TIeAUATp, MeAaror, oOIeCTBEHHBIIM
nearenb AnpOept BasrenoBuu [lanasn siBisiercst rop-
JOCTBIO POCCHICKOM HayKu, 00pa3oBaHusl, 31paBOOXpa-
HEHMS.

Tpamunuu HaydHOH, 00pa30BaTEIHHOW W KIIMHH-
YeCKOM MeIuaTpu4eckoil MIKOJI 3acily’KeHHOIo JesTe-
s Hayku P®, mpodeccopa Anbbepra Basrenosuua
[lamasina Oepe’KHO COXPAHSITCA M HPOAOIIKAIOTCS
€ro y4eHHKaMH M TOCJIEeIOBATENSAMH, COTPYIHUKAMHU
kadenpel dakynsrerckor nemuarpun CIIOITIMY.

Puc. 5. OTKpbITMEe MeMOpManbHoit Aocku Anb6epTy BasreHoBuuy
ManasHy — A-py MeaA. HayK, npodeccopy, 3aBeaylolemMy
Kaceapoii dakynbretckoin neauatpumn JINMU/CNGITIMA
Opening of the memorial plaque to Albert Vazgeno-
vich Papayan - Doctor of Medical Sciences, Professor,
Head of the Department of Faculty Pediatrics of the
LPMI/SPbGPMA

Fig. 5.
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MHOOPMALUA

MPABUNA AN ABTOPOB
HACTOALME MPABWIA ANA ABTOPOB ABNAKTCA W3JATENBCKWM [JOrOBOPOM

Yenosust Hactosimrero Jlorosopa (maee «JloroBopy)
SBJSIFOTCSL  ITyONMMYHOW OQepTOii B COOTBETCTBHH C
m. 2 ct. 437 I'paxnanckoro kopekca Poccuiickoii de-
nepaunu. Jlansbii JloroBop omnpenenseTr B3aMMOOTHO-
HIEHUST MeXy penakiuend xyprana «llenuarp» (manee
mo Tekcty «JKypHamy), 3apeructpupoBanHoro Denme-
paJibHOM CITy>KO0M 10 HA/30py B cepe MAaCCOBBIX KOM-
MYHHKaIMH, CBA3M M OXpaHbl KYJBTYPHOTO Hacienus,
HMEHYeMOH B fanbHeiliem «Pegakiusy U sBIstoencs
CTpyKTYypHbIM noapasaeneHueMm 000 «Oko-Bektopy, u
aBTOPOM W/MJIM aBTOPCKUM KOJUIEKTHBOM (MJIM HWHBIM
npaBooOamaTesneM), UMCHYEMbIM B JalIbHEUIIEM «AB-
TOpY», TMPUHSBIIUM MTyOJIUYHOE Tpeliokenue (odepry)
o 3akioueHun JloroBopa. ABTop mepemaeT Penakiuu
JUTSL I3JTAHWST aBTOPCKHUI OPUTHWHAN WM PYKOIHCh. YKa-
3aHHBIN aBTOPCKUM OpUTHHAI JIOJIKEH COOTBETCTBOBATh
TpeOOBaHUSM, yKa3aHHBIM B paszmenax «[Ipencrasie-
HHUE PYKOIIUCH B KypHaI», «OQopMiieHHEe PYKOIUCHY.
[Ipu paccMOTpeHHH TIONYYEHHBIX aBTOPCKHUX MaTepu-
anoB JKypHanm pykoBonctByercs «EmmHpiMuH TpebOoBa-
HUSIMH K PYKOIHCSIM, TIPEJCTaBIsSeMbIM B OMOMEIUIIIH-
ckre KypHans (Intern. committee of medical journal
editors. Uniform requirements for manuscripts submitted
to biomedical journals. Ann Intern Med. 1997;126:36-47).

B KypHuane medararorcs paHee HE OIMyOJMKOBaH-
Hble paboThl o npoduao XKypHaa.

MHOKeCTBEHHbIE B AyOnupylomue myOonuKanua —
9TO MyONUKAIIMY CTaThH, MaTePUAIIbI KOTOPOH BO MHOIOM
COBIIQJIAIOT C YK€ ONHAKIBI OMyOIMKOBaHHBIMHU. JKyp-
HaJI He paccMaTpHUBaeT padOThI, Pe3yNIBTaThl KOTOPBIX TI0
OoJIbIIeH YacTH yrke ObUTH OITyOJMKOBAHBI MIIH OIUCAHBI
B CTaThsiX, MPEICTABJICHHBIX WIW MPUHATHIX JUIsl TyOH-
Kallii B JIPyTHe TIeYaTHBIC WM SJIIEKTPOHHBIE CPEICTBA
MaccoBoil wH(popMaruu. [IpencraBiss cTaThio, aBTOP
BCeraa JOMHKEH CTaBUTh PENAKIMIO B HW3BECTHOCTH 000
BCEX HAIIpaBJIEHHUAX ITOW CTaThM B IeYaThb U O Mpe/bl-
OyHIUX ITyOMUKAIHSIX, KOTOPhIE MOTYT PacCMaTpHUBaThCs
KaKk MHO)KECTBEHHBIE WJIM TyONUPYIOIIAE MyOIHKAITUH
TOW e caMOW WJIM OYeHb ONM3KOH pPaboTHL. ABTOpP MION-
JKEH YBEJIOMHUTH PENIaKIIMIO O TOM, COIACPXKHT JIU CTaThs
y’Ke OIMyOJMKOBaHHbIE MaTepuajbl. B TakoMm ciyyae B
HOBOW CTaThe MOJKHBI OBITh CCBUIKM Ha TPEABLITYLIYIO.
Kormu Takmx maTepuanoB JOKHBI TIPUIIATATHCS K TIPE-
CTaBJISIEMOM CTaThe, YTOOBI JaTh PEAAKIIUI BO3MOKHOCTD
MIPUHATH PEIleHne, KaKk MOCTYIHUTh B JAHHOM CHUTYaIlHH.

He mpuHmMaroTcs K TeYaTH CTAaThH, MPEICTABIISIONINC
c000#1 OTIETBHBIC ATAITBl HE3aBEPIIICHHBIX MCCIICIOBAHNUM],
a TakKe CTaThu ¢ HapymieHueM «lIpaBunm u HOpMm Try-
MaHHOTO OOpaIleHHs ¢ OMOOOBEKTaMH HCCIICIOBAHUI.

Pa3memienne myOnauKamuii BO3MOXKHO — TOJBKO
TOCJIe TIONYUYCHUS TTOJIOKUTEIIBHON PEICH3NM.

Bce cTratbu, B TOM 4mcjie CTATbH ACNHMPAHTOB
U JOKTOPAHTOB, MYOJUKYIOTCS 0ecnjaaTHO.

NMPEACTABNEHWE PYKOMUCHU B XXYPHAN
ABTOpCKHI  OpUTHMHAJl TMPUHUMAET  PEIaKIUs.
[loanucannas ABTOPOM PYKOMUCH JIOJKHA OBITH OT-
MpaBJicHa B PEJAaKIMI0 B 3JIEKTPOHHOM BapHaHTE Ha
JNEKTPOHHBINA ajpec penakiuu nl@eco-vector.com
UM 4Yepe3 oHIaitH-popmbl http:/gpma.ru/science/
pediatr/, http://journals.eco-vector.com/index.php/
pediatr/about/submissions#onlineSubmissions.

CONPOBOAMUTE/IbHbIE AOKYMEHTbI
K aBTOopckomy opurnHaiy HEOOXOAMMO MTPUIOKHTH

9KCIEPTHOE 3aKJIIOYEHHE O BO3ZMOKHOCTHU OITYOIHKO-

BaHUS B OTKPBITOHN mevyatu (0JIaHK MOKHO MONYYHUTh

Mo 3ampocy Ha ajapec nl@eco-vector.com uin cka-

4yaTh o azapecy http://journals.eco-vector.com/index.

php/pediatr/about/submissions#onlineSubmissions).
JKcnepTHOE 3aKJIYeHHe JOHKHO COAepKaTh:

1) Ha3BaHME CTaThbU, KOTOPOE HOJIKHO OBITH Kpat-
KM, HO WH(QOPMATHUBHEIM;

2) ammiro, IMsI ¥ OTYECTBO KaXKJIOr0 aBTOpa C yKasa-
HHUEM BBICIIEH U3 UMEIOIINXCS Y HEr0 YUYEHBIX CTerie-
Heli (3BaHUil) M YIEHCTBA B Pa3IMUHBIX OOIIECTBAX;

3) Ha3zBaHue otaena (OTOCNCHUS) W YUPEKICHUS,
B KOTOPOM BHITIONIHSJIACH JaHHas pabora;

4) 0TKa3bl OT KaKUX-THOO TIpaB, €CIIA TAKOBBIC HMEIOTCST;

5) wHpOPMALIKIO O MPEANIECTBOBABIINX HIIH TIOBTOP-
HBIX MyOJUKAIMSAX WJIH O MPEICTaBICHUH B APY-
TOi KypHAJ JIFOOOW YacTH 3TOW paboThI,

6) 3asBIIeHHE 00 OTCYTCTBHM (DMHAHCOBBIX IMPETEH-
3Wi aBTOpa K JIPYTHM aBTOpaM M W3/IaTEIbCTBY;

7) 3asiBICHHE O TOM, YTO CTaThs MPOYMTAHA M ONOOpEHa
BCEMH aBTOpPaMH, YTO BCEe TPEOOBaHMSI K aBTOPCTBY
COOJIONEHBI U YTO BCE aBTOPBI YBEPEHBI, UTO PYKO-
TMUCh OTPaXKaeT MEHCTBUTENHHO MPOJICIAHHYIO PaboTy;

8) mms, agpec, TeneoHHBIM HOMEP B e-mail aBTopa,
OTBETCTBEHHOI'0 32 KOPPECIIOHACHIINIO U 32 CBS3b
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C JIpyTMMHU aBTOpPaMH IO BOIMPOCaM, KacarolluM-
cs mepepaboTKU, UCTIPABICHUS M OKOHYATEIHLHOTO
0/100peHusT TPOOHOTO OTTHUCKA;

9) K pyKomMcu HeoOXOIMMO TIPHJIaraTh BCE PaspelieHHs
Ha BOCIPOM3BEIICHNE YK€ OITyOIMKOBAaHHOTO MaTepHa-
J1a, UCTIONIB30BAHME WJUTIOCTPALI TN MH(MOPMAIIUIO,
[0 KOTOpOW MOYHO YCTAaHOBWUThH JIMYHOCTbH JIHONIEH,
MIPE/ICTABJICHHBIX Ha (poTorpadusx, a Takxke Ha yKasa-
HUE (paMIUTHIA JIUII, BHECIIINX BKJIA]] B TAHHYIO pa0oTYy.
Pykonucek cunraercs noctynusueil B Pegakuuro,

eCITM OHa TpPEICTaBJICHA KOMIUIEKTHO W odopmie-

Ha B COOTBETCTBUU C OINUCAHHBIMU TPEOOBAHUSIMHU.

IIpenBaputenbHoe paccCMOTPEHUE PYKOMHUCH, HE 3a-

kazaHHOU Penmaknueii, He sBisieTcs (aKTOM 3aKJIO-

YEeHUs MEXJy CTOpOHaMM u3Jiatresbckoro Jlorosopa.
IIpn mpencraBnennn pykonucu B JKypHan ABTOpEI

HECYT OTBETCTBEHHOCTh 33 PACKPBITUE CBOMX (PHHAH-

COBBIX M JPYTHX KOH(IUKTHBIX WHTEPECOB, CIOCOO-

HBIX OKa3aTh BIMSHHE Ha WX pabory. B pyxomucu

JIOJKHBI OBITH YIIOMSHYTHI BCE JIUIIA W OpPTaHU3aIlNH,

OKa3aBIlMe (PMHAHCOBYO MOJJICPIKKY (B BUJC TPAHTOB,

000py/ZIOBaHUS, JIGKAPCTB WIJIM BCETO 3TOTO BMECTE),

a Takxke Jpyroe (PMHAHCOBOE WJIM JTUYHOE ydYacTHeE.

ABTOPCKOE NMPABO

Penakius orOupaet, TOTOBUT K MyOJIMKAIIUU U ITy-
OJIUKYyeT MpUCITaHHbIe ABTOPaMH MaTepualbl. ABTOP-
CKOE MpPaBO Ha KOHKPETHYIO CTaThIO MPUHAMJICKUT
aBTOpaM CTaThHU. ABTOPCKHIA TOHOpAp 3a ITyOIuKaIuu
crateil B XKypHajne He BbIlIaunBaeTcs. ABTOp mepe-
Jaer, a Pegakuus npuHUMaeT aBTOPCKUE MaTepualibl
Ha CIENYIOUIUX YCIOBHSIX:

1) Pemakmmu mepemaeTcs TpaBo Ha odopmileHHE,
n3ganue, nepenady JKypHana ¢ OmyOJMKOBaHHBIM Ma-
TeprajoM ABTOpa JJs Ieneil pedeprupoBaHUsl CTaTeH
u3 Hero B Pedeparusnom xypuane BUHUTU, PHUL]
u 0a3ax JaHHBIX, pacrpocTpaneHne JKypHaia/aBTOPCKUX
MaTepUAIOB B TEYATHBIX M AJIEKTPOHHBIX H3IAHUSX,
BKJTIOYAsl pa3MeIIeHre Ha BRIOPAHHBIX JIHOO CO3aHHBIX
Penaxkuueii caiitax B cetu MHTEpHET B LIENsAX JOCTyIa
K MyOJUKAIlMK B WHTEPAKTHBHOM PEKUME JIFOOOTO 3a-
WHTEPECOBAHHOTO JIMIA W3 JIFOOOrO0 MecTa M B IIH000e
BpeMsl, a TaKKe Ha pacrpocrpaHeHue JKypHana ¢ omy-
OJIMKOBAaHHBIM MaTepHaioM ABTOpa TIO ITOIITHCKE;

2) TeppUTOpHS, HA KOTOPOH paspenraeTcs UCIolb-

30BaTh aBTOpcKkui Marepuas, — Pocculickas Depe-
pauus u ceTb MHTEpHET;
3) cpok netictBus JloroBopa — 5 mer. Ilo wmc-

TEUCHHH YKa3aHHOTO cpoka Pemakiius ocTaBiseT 3a
co0oii, a ABTOp MOATBEPKIAET OECCPOUYHOE MPaBO
Penakuum Ha MpOJOIDKEHNE Pa3MEIICHHS aBTOPCKOTO
Mmarepuaia B cetu VHTepHeT;

4) Pemaknmsi BIpaBe IO CBOEMY YCMOTPEHHUIO 0e3
KaKHX-INO0O COrJIacoBaHUil ¢ ABTOPOM 3aKJIIOYaTh

JIOTOBOPHI M COTJAIIEHUSI C TPETBUMH JHUIAMH, Ha-
MpaBJI€HHBIE HA JOMOJHUTENbHBIE MEpbI 10 3alllUTe
ABTOPCKUX M M3JATEIBCKUX MPaB;

5) ABTOp rapaHTHUpYyeT, YTO HCHOJb30BaHue Pe-
JAKIUEeH TMPEe0CTaBICHHOTO MM TI0 HACTOSIIEMY
JloroBopy aBTOpCKOTO Marepuaja HE HapyIIUT IpaB
TPEThUX JIHII;

6) ABTOp ocTaBiIsieT 3a OO0 MpaBO UCTIOJIB30BATh
MpeIOCTaBIEHHBIN 110 HacTosmeMy JloroBopy aBTop-
CKHMIl MaTepuajl caMOCTOSTEIbHO, MepeIaBaTh Impasa
Ha HEro I0 JIOTOBOPY TPETHUM JIHIAM, €CIH 3TO He
MPOTHUBOPEUYUT HacTosAlemMy Jlorosopy;

7) Penmakumsi npenocTtaBisieT ABTOPY BO3MOXK-
HOCTBH 0€3BO3ME3/THOTO MOJIYUYEHUST OTHOTO aBTOPCKO-
ro 9K3eMIUIApa W3 BBIIIEANIETO THpa)ka MEeYaTHOTO
M3AaHus ¢ MyOnuWKamueil maTepualioB ABTopa WA
MOJIyYEHUsI CIIPABKH C DJIEKTPOHHBIMHU aJpecaMy ero
oduImaapHOW MyOIUKanuu B ceTu WHTEpHET;

8) mpu mepenedaTke CTAThU MM €€ YaCTH CChLIKA
Ha TiepByto myOnukanuio B JKypHasne oOs3aTenbHa;

9) Pemakmust BmpaBe u3naBaTh JKypHan JIOOBIM
THPAKOM.

NOPAAOK 3AKJIOYEHNSG OOTOBOPA
U U3MEHEHUSA ETO YC/IOBUM

3akstouenneM JloroBopa co cTopoHbl Penakuuu
SABJISICTCS] ONyOJMKOBAaHUE PYKOIHCH JTaHHOTO ABTO-
pa B xypHaie «llenmarp» m pa3mellleHHE €ro Tek-
cra B cetu HMutepHer. 3akmroduenueM JloroBopa co
CTOPOHBI ABTOpA, T. €. TIOJHBIM U 0€30TOBOPOYHBIM
npuHsTHeM ABTOpoM ycioBuil JloroBopa, sBisercs
nepenaya ABTOPOM PYKONHCH M 3KCIEPTHOIO 3a-
KJTIOUECHHUSI.

OdDOPMJIEHMUE PYKONMUCHU

[Ipu HampaBieHUU CTAaThH B PEAAKIMIO PEKOMEH-
JIyeTCs PYKOBOJCTBOBATHCS CICAYIONUMHU  TMPaBU-
JIaMH, COCTAaBJCHHBIMH C yd4eToM «PekoMmeHaanuii
K PYKOITHUCSIM, IPEJOCTABIISIEMBIM B OMOMEIMIIMHCKUE
xypHanby (http://www.icmje.org/recommendations/),
pa3paboTaHHbIX MeXAYHApPOIHBIM KOMHTETOM pe-
JTAKTOPOB MEIMIIMHCKUX JKypHanoB (International
Committee of Medical Journal Editors). bomee mon-
pobuyto napopmMaIuio 115 0hOPMIICHHS CTaThbH B CO-
otBercTBUM ¢ ['OCToM M MeXAyHApOJHBIMH IpaBU-
JaMH Bbl MOXET€ HAaWTH MO 3JCKTPOHHOMY ajpecy
http://journals.eco-vector.com/index.php/pediatr.

1. Pykonuch. Hanpapinsiercs B penakiuio B 3JIEK-
TPOHHOM BapWaHTE Ha AJEKTPOHHBIA ajpec pelaKiuu
nl@eco-vector.com uiu uepe3 online-popmel http:/gpma.
ru/science/pediatr, http:/journals.eco-vector.com/index.
php/pediatr. 3arpysxaemslii B cuctemy (aiin co crarbeit
TIOJbKEH OBITH MpencTaBieH B ¢popmate Microsoft Word
(umeth pacrmpenue *.doc, *.docx, *.rtf).
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1.1. O0BeM TOJTHOTO TEKCTa PYKOIWCH (OpUTH-
HaJIbHBIE WCCIEeOBaHUs, JEKIHUHU, O0030phl), B TOM
yyclie TaONMIBl M CHUCOK JHUTEPATyphl, HE JIOJIKEH
npeseimath 7000 crmoB. O0beM cTareid, IMOCBSIICH-
HBIX ONMCAHUIO KIMHMYECKUX CllydaeB, — He Ooiee
5000 cmoB; KpaTKue COOOIICHHS W MHCHhMa B pelak-
unio — B npenenax 1500 cnos. KoimdecTBo ciioB B
TEKCTE MOXKHO y3HaTh yepe3 MeHto Word («Daitm»y —
«IIpocmoTpeTs cBolicTBa NOKyMeHTa» — «CTaTHCTH-
Ka»). B cirydae ecii mpeBBIIAOMIAA HOPMATHBEI 00h-
€M CTaThH, IT0 MHEHHUIO aBTOPA, OMPABJaH U HE MOXKET
OBITh YMEHBILICH, PEIICHHE O MyOJUKalluyd MPUHUMA-
€TCsl Ha 3aceaHWU PEeNKOJUIETMU IO PEKOMEHJALUH
pelLeH3eHTa.

1.2. ®opmar TekcTa pykKomucH. TeKCT HO0JIKEeH
ObITh HamevartaH mpudrom Times New Roman,
nMeTh pa3mep 12 pt U MeXCTpPOUHBIM HHTepBal
1,5 pt. OTcTynsl ¢ KaxJOW CTOPOHBI CTPAHHIIBI
2 cM. BblzeneHuss B TEKCTE MOXKHO IPOBOAUTH
TOJIBKO xypcuBOM WJIM TIONYXKHPHBIM HadepTaHH-
em OykB, Ho HE momuepkuBanuem. M3 Tekcra He-
00X0MMO YAAJIHUTHh BCE TOBTOPSIONIMECS MPOOECIEI
W JIMIIHHAE Pa3pbIBbl CTPOK (B aBTOMATHYECKOM pe-
xume uepe3 cepBuc Microsoft Word «Haiitu n 3a-
MCHUTHY).

1.3. @aitn ¢ TEKCTOM CTaThH, 3arpy’KaeMbli
B GopMy ISl HOAAYH PyKOIMHKCEH, TOJIKEH COollepKaTh
BCIO HMH(DOpMAIUIO I MyOnuKamuu (B TOM YHCIE
PUCYHKH W TaOJIHIIB).

2. CTpykTypa PyKONHCH JIOJKHa COOTBETCTBO-
BaTh NMPUBEJCHHOMY HUXe IA0JOHY (B 3aBUCUMOCTH
OT TUNa PadOTHI).

2.1. Pycckosi3pluHasi aHHOTAIUs

* HasBaHue cTaTh.

* ABTOphl. [Ipy HamucaHuM aBTOPOB WHUIUAJIBI
WMEHU M OTYECTBA CTaBATCS mepen Qamuinei
(IL.C. UBanos, C.U. Ilerpos, N.I1. Cunopos).

* Yupexaenus. Heodxogumo npusectu oduiu-
ampHoe [IOJIHOE nazpanme yupexnaenus (6e3 co-
kpamenuil). Ilocae Ha3BaHUs yUpeXKICHUS Uepes
3amATyI0 HeoOXOAMMO HamucaTh Ha3BaHHE TOpPO-
na, crpaHbl. Eciu B HanmMcaHUM PYKOIHUCH MPHU-
HHUMaJju y4acTHE aBTOPBI U3 PA3HBIX YUPEKACHUH,
HEOOXOAMMO COOTHECTH Ha3BaHHUSA YUPEKICHUU
u M. O. ®. aBTopoB nytem nobaBieHUs HUPPOBBIX
WHJEKCOB B BEPXHEM pPETrHcTpe Mepes Ha3BAHUIMHU
yupexIeHu 1 GaMUIUIMHU COOTBETCTBYIOIINX aB-
TOPOB.

* Pe3iome cTaTbu A0MKHO OBITH (ecmu pabota
OpPHUTHMHAJbHAS) CTPYKTYPUPOBAaHHBIM: aKTyaJIbHOCTB,
LeJIb, MaTepHalibl U METOJbI, PE3yJbTaThl, 3aKI0ue-
Hue. Pe3tomMe MOKHO IMOJHOCTBIO COOTBETCTBOBATH
conepykanuto paboTel. OOBEM TEKCTa Pe3tOMe JTOKCH
ob1Th o 100 1o 300 cios.

* KimoueBble caoBa. HeoOxonumo ykas3aTh KITIO-
yeBble cioBa — OT 3 10 10, oHM cOCOOCTBYIOT MH-
JIEKCUPOBAHUIO CTAaThU B MOMCKOBBIX cucTeMax. Kitro-
YeBBIC CJIOBA JIOJDKHBI IMONAPHO COOTBETCTBOBATH Ha
PYCCKOM W aHTJIMICKOM S3BIKE.

2.2. AHTIOSI3BIYHAS aHHOTAIUS

* Article title. Aurnos3siuHOe Ha3BaHUE JOJHKHO
OBITH IPAMOTHO C TOYKH 3pEHUS aHTJIMHCKOTO SI3bIKa,
MPU ATOM IO CMBICITY IOJHOCTBIO COOTBETCTBOBATH
PYCCKOSI3BITHOMY Ha3BaHUIO.

* Author names. 1. O. ®. HeoOxogmMO mHCATh
B COOTBETCTBHM C 3arpaHUYHBIM NacCHOpPTOM WIIH
TaK XK€, KaKk B paHee ONMyOIMKOBAaHHBIX B 3apyOex-
HBIX JKypHaJjaX CTaThsiX. ABTOpaM, myOIUKYOIIHMCS
BIIEPBBIE W HE HMEIOIIMM 3arpaHWYHOTO TaclopTa,
CJIeyeT BOCIIOJIH30BAaThCSA CTAaHJAPTOM TpPAHCIHTE-
pauuu BGN/PCGN http://ru.translit.ru/?account=bgn.

» Affiliation. HeoOxonqumo ykaseiBath O®DU-
HUAJIBHOE AHIJIOA3BIYHOE HA3BAHUE
YUPEXIEHW . HanGonee mONHBIA CIIMCOK Ha-
3BaHUM YYPEKJICHUN U UX OQUIIMAJIBHOW aHTJIO0S-
3pIYHON BepcUM MOXHO HaWTH Ha caiite PYHODB
eLibrary.ru.

* Abstract. AHIIION3bIYHAS BEPCUS PE3IOME CTAThU
JIOJOKHA TI0 CMBICTY W CTpyKType (Aim, Matherials
and Methods, Results, Conclusions) mojHOCTbIO CO-
OTBETCTBOBaTb PYCCKOSI3BIYHOH W OBITH TpamMOTHOH
C TOYKHW 3PCHHS aHTIIMICKOTO S3bIKA.

* Keywords (B momaBisronieM OOJBIIHMHCTBE 3a-
MaJHBIX CTaTeH MUIIETCs CIUTHO). J{JIst BEIOOpa KITto-
YeBBIX CJIOB Ha AHIVIMMCKOM CIelyeT HCIOJb30BaTh
Te3aypyc HalmoHanbHOW MEIMIIMHCKOW OMOIMOTEKU
CIIA — Medical Subject Headings (MeSH).

2.3. TlomHBIH TEKCT (Ha PyCCKOM, aHTIIMHCKOM WU
000MX S3bIKAaX) JOJDKEH OBITh CTPYKTYPHUPOBAHHBIM
no pazaenaMm. CTpyKTypa MOJHOIO TEKCTa PyKOIH-
CH, TOCBSIICHHONH ONUCAHUIO PE3yJETaTOB OPHUTH-
HAJIbHBIX HCCIIEIOBaHMH, IOJKHA COOTBETCTBOBATH
oOmmenpuHsITOMY MAabJOHY M COAEpPKaTh pa3/eibl:
BBEJCHUE (AKTYaJIbHOCTH), LI€Jb, MaTepUAJIBl U Me-
TOJBI, Pe3yNbTaThl, 00CYXACHUE, BHIBOADI.

Bce TepMuHBI Ha TATHHCKOM $SI3BIKE BBIACISIOTCS
B CTaThe KYPCHBOM (HATmIpuMep, in vivo, in vitro, rete
venosus superficialis), a Takxe JTaTHHCKHE OYKBBI, KO-
TOpbIE UCHONB3YIOTCA JJIs1 0003HAYEHUS TIEPEMEHHBIX
1 GU3MYeCcKuX BeIMUMH (Hampumep, n = 20, p < 0,05).

I'peueckue OyKBbI HAOMPAIOTCS MPSMBIM IIPHUPTOM.

2.4. JlomomuutenpHas wHpOpMAIUs (Ha PYCCKOM,
AHTJIMIICKOM HJIM OOOWX SI3bIKaX)

* Mupopmanus 0 KOHPIUKTE HHTEPECOB.

ABTOPBI JIOJKHBI PACKPHITH MMOTCHIINAIBHbBIC U SB-
HbIe KOH(QIUKTHI HHTEPECOB, CBSI3aHHBIC C PyKOIHCHIO.
KonhankToM HHTEPECOB MOKET CUUTATHCS JIFOOAs CH-
Tyauus ((pHHAHCOBBIE OTHOLICHUS, CIIy»)0a uiu pabo-
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Ta B YUPEKICHUSX, UMEIOUINX (PMHAHCOBBIN HJIN IO-
JUTUYECKUH MHTEpeC K MyOJUKYyeMbIM MaTepuaiam,
JOJDKHOCTHBIE 00513aHHOCTH U JIP.), CIIOCOOHAs TIOBJIH-
ATb Ha aBTOpPa PYKONHCH M IPUBECTHU K COKPBHITHIO,
HCKa)KCHUIO NaHHBIX, WJIM M3MEHUTh HX TPAaKTOBKY.
Hannuue koH(IMKTAa MHTEPECOB y OAHOIO WIM HE-
ckonbkux aBTopoB HE siBiisieTcst moBoaoM 11 oTKasa
B MyOJaMKauu cTaThd. BeIsiBIEeHHOE penakuueil co-
KPBITHE MOTEHIUAIBHBIX U SBHBIX KOH(QJINKTOB HHTE-
PECOB CO CTOPOHBI aBTOPOB MOXKET CTaTh NPHUYMHON
OTKa3a B PACCMOTPEHHH M MYyOJHMKAIIMH PYKOIUCH.

* Uudopmauust o ¢punancupoBanuu. Heobxo-
JUMO YKa3bplBaThb HMCTOYHUK (PUHAHCHUPOBAHUS Kak
HayyHOH paboThl, Tak M Hporecca MyOIUKaLuu
cratpl (PoHI, KOMMEpUECKasi WM TOCYIapCTBCHHAS
OpraHM3alys, 4acTHOE JIUIO U Jp.). YKa3bIBaTh pas-
Mep (UHaHCHPOBaHUS He Tpelyercs.

* BuarogapHocTu. ABTOpHI MOTYT BBIpa3uTh OJia-
rOAApHOCTH JIIOASM W OpPTaHMU3alMsIM, CIIOCOOCTBO-
BaBILIMM IyOJMKAaLlUKU CTAThbU B JKypHaje, HO HE SB-
JSIOUIMMCS €€ aBTOpaMHu.

2.5. Cnncoxk Jurtepatrypsl. B Oubnmorpadumn
(mpucTaTE{HOM CHHCKE JUTEPaTypbl) KaKIbld HC-
TOYHUK CJIeQyeT MOMEIIaTh ¢ HOBOW CTPOKH IOJ IO-
psankoBeiM HOMepoM. [lonpoOHbie mpaBuia odopmie-
HUsl OMOnMMorpadu MOKHO HalTH B CIIEHUATIBLHOM
pasnene «Odopmaenne O6udbnuorpadum». Hambonee
Ba)XHBIC M3 HUX CJCIYIOLINE.

* B cmucke Bce pabOTHI MEpEUUCIAIOTCS B aida-
BUTHOM TIOpSIJIKE.

* KonmnyecTBo mutupyemMbix paboT: B OpHUTHHAIIb-
HBIX CTaThSX W JIeKOUAX nomyckaercs Ao 30, B 0030-
pax — 1o 60 uctouHukoB. JKejnaTelbHO LUUTHUPOBATH
IPOU3BEACHUS, ONYOIMKOBAaHHBIE B TEUEHHE IOCIIE-
HUX 5-7 Jer.

e B TekcTe cTaThy CCBHIIKM Ha HCTOYHHKHU MPUBO-
IATCS B KBaJAPAaTHBIX CKOOKax apaOCKUMU LUPPaMHU.

* ABTOpPBl LUTHUPYEMBIX HCTOYHHUKOB B CIIHCKE
JUTEepaTypbl JOJDKHBI ObITh YKa3aHbl B TOM JK€ IO-
psaKe, 4TO ¥ B NEPBOMCTOYHUKE (B Clydae €CIH Y
nyOnukanuu O6osiee 4 aBTOPOB, TO MOcie 3-TrO aBTO-
pa HEoOXOIMMO MOCTABUTH COKPAIICHHUE «... , U JIP.»
unu “.. , et al.”). HemomycTtuMo cokpammaTth Ha3BaHUE
crarbi. Ha3BaHue aHTIIOSI3BIYHBIX KYPHAJIOB CIEAYyeT
NPUBOIUTH B COOTBETCTBHM C KaTajJoroM Ha3BaHUH
0a3pl qanHbBIX MedLine (B Ha3BaHUSAX JKypHaJla TOUKH
B COKpallleHHSX He cTaBsitcs). Ecnu xypHan He WH-
nekcupyetcs B MedLine, HeoOXoquMo yKa3bIBaTh €0
NOJTHOEe Ha3BaHHWe. Ha3zBaHWe aHTIIOSA3BIYHOTO JKYpHa-
Ja JOJDKHO OBITH BBIJENICHO KypcuBoM. Ilepen Ha3Ba-
HUEM KypHaJla Ha PYCCKOM SI3bIKE CTAaBUTCS 3HAK //,
KOTOPBIM OTHENsIeT Ha3BaHUE CTAaThbH OT HA3BaHU
xKypHana. Ha3BaHue oTed4ecTBEHHOIO >KypHaja CO-
KpaliaTh Helb3sl.

* OdopmiieHHE CIHCKa JIATEPATyphl IOJKHO
yaoBIeTBOPATH TpeboBanusM PUHI[ u mexnyna-
poaHbIX 0a3 HaHHBIX. B CBSI3M ¢ 3TUM B CChUIKax Ha
PYCCKOSI3BIYHBIC HUCTOYHMKH HEOOXOAMMO JOMOIHH-
TEJIbHO YKa3bIBaTh MH(YOPMALHIO I LUTHPOBAHUS
Ha jatuHHIE. TakuMm oOpazoM:

— aHIJIOSI3BIYHBIC HCTOYHUKH clieyeT 0hopMIIsTh
B ¢opmare Vancouver B Bepcun AMA (AMA style,
http:/www.amamanualofstyle.com) — mogpoOno Ha
crpanune «OdopmieHne 6ubIHOTrpaum;

— PYCCKOSI3BIYHBIC ~ HCTOYHHKH  HEOOXOIUMO
opopmisite B coorBeTcTBUM ¢ mpaBuwiamu [OCT
P 7.0.5-2008; nocne yka3zaHMs CCBUIKM Ha IEpBOMC-
TOYHUK Ha PYCCKOM SI3bIKE B KBaJpaTHBIX CKOOKax
JIOJDKHO OBITH YKa3aHO OIMMCAHUE 3TOI0 UCTOYHMKA HA
JaTUHUIE — ToApoOHO Ha cTpanuie «OdopmiieHne
oubnuorpadumn.

[MTPABUJIA TIOATI'OTOBKU JIATMHOSA3bIY-
HOI (AHIJIOSI3BIYHOM) YACTU BUBJIMOI' PA-
®UYECKNX OITMCAHUN HE AHTJIOS3bIYHBIX
NCTOYHHUKOB (B POMAHCKOM AJI®ABUTE)

Ecnu crates HamucaHa Ha naTWHUIE (HA aHTITHN-
CKOM, HEMEIKOM, (DMHCKOM, AaTCKOM, HTaJIbIHCKOM
U T.J.), OHa MOJDKHA OBITH MPOIUTHPOBAHA B OPH-
TUHAJIBHOM BUJIC:

* Ellingsen AE, Wilhelmsen I. Sykdomsangst blant
medisin-og jusstudenter. Tidsskr Nor Laegeforen.
2002;122(8):785-787. (In Norwegian).

Ecmu crares narmmcana HE nHa matuHmMiie — Ha Ku-
puuMie (B TOM YHCIE Ha PYCCKOM), Heporiudamu u
T.1., ecin y crath ectb ODUIIMAJIBHBIN TTEPE-
BOJ1 HA3BBAHU S, ero Hy>kHO BCTaBUTb B KBaIPaTHBIX
cKkoOKax ITocyIe OpUTHHAIILHOTO HAITMCaHWs OMOIHOrpa-
(MYECKOM CCBIJIKM Ha UCTOYHMK. [Ipoime Bcero mpose-
pUTH HaJIH4YKe OPHULIMAIBLHOTO MepeBoa Ha3BaHUS CTa-
THH MOXKHO, OTBICKaB CTaThio Ha eLibrary.ru. Hampumep:

* I'puropsia O.P,, lllepemetnera E.B., Anapeea E.H.,
Jenos N.U. [1nanampoBanrme 6epeMEHHOCTH y KCHITUH
C caxapHbIM JuaberoM // BecTHHK penpomyKTHBHOTO
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 crateu Het OOULMAJIBHOI'O ITEPEBO-
JA, to nyxno [IPUBECTU TPAHCJIUTEPALIMIO
BCEW CCBUIKM B KBAaJPAaTHBIX CKOOKaxX cpa3y TMOcCie
MPaBUIBHO O(OPMIIEHHOW CCBUIKM B OPUTHHAIBHOM
HalMCaHUM. AHIIOSN3bIYHAS YacTh OuOIuorpaduye-
CKOTO OIMCaHUsl CCBUIKM HA PYCCKOS3BIYHBIA HC-
TOYHUK JOJKHA HAXOAUTHCS HEMOCPEACTBEHHO IO-
CJ€ PYCCKOSI3BIYHOW YacTH B KBaJpaTHBIX CKOOKax
([...] ). ®amunuu 1 WHAIHAIBI BCEX aBTOPOB Ha Ja-
THHUIIE ¥ Ha3BaHHWE CTaThbH HA AHIJIMICKOM S3BIKE
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CIIeTyeT MPUBOAUTH TaK, KAK OHU JaHBI B OPUTHHAITb-
HOU mybOnukamuu. TpaHCIUTEPAITUIO CIEAYET MIPUBO-
nuTh B ctangapre BGN (aBToMaTHuyecKku TpaHCIHUTE-
pauus B cragaapte BGN npousBoguTcs Ha CTpaHULE
http:/ru.translit.net/?account=bgn) ¢ coxpaHeHuem
CTUIIEBOTO O(OPMIIEHHS] PYCCKOSA3BIYHOTO HCTOYHH-
ka. Jlanee crnenyeT TpaHCIMTEpUPOBaHHOE Ha3BaHUE
pYyCCKOsi3pIYHOrO0 XypHasna B crtaHgapre BGN, na-
Jiee — BBIXOJHBIE JaHHBIE: TOI;TOM(HOMEP):CTPAHHUIIBL.

B camoM KoHIIe aHTJIOS3BITHON YacTH OHOIHOTpa-
(pmueckoro ommcaHWs B KPyIJIble CKOOKHM IOMeIa-
IOT YKa3aHWUE Ha UCXOJHBIN s3bIK MyOJUKAIuW, Ha-
npumep: (In Russ.). B konne 6ubmnorpaduyeckoro
onmucaHus (3a KBaApaTHON CKOOKoOI) momematot doi
CTaThu, €ClIM TakoBOW mmeercs. Hanmpumep:

* AnekceeB JLIL, Jlemos WN.W., XautoB PM., u mp.
WmmyHoreneTrka caxapHoro auabera | tuma — ot
(yHIaMEHTaJIbHBIX HCCIeIOBaHUM K KimHuKe / Bect-
HUK Poccuiickoil akajgeMuu MEIULUUHCKUX 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 NpaBUIBHOTO OGOPMIICHUS  CCBLIOK
B CIIUCKax JIUTEpaTypbl

CTATHU B XYPHAJIAX

OOBrHas XypHAJIbHAS CCHIIKA (€CTh MEPEBOIHOM
BapUAHT HAa3BaHU)

* [lecrakoBa M.B. CoBpemeHHas1 caxapOCHUKAIOIIAs
teparus / [pobnemsl sHm0KprHONOrHU. — 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.

KHUTHY 11 MOHOI PA®UN

VY KHUTH OJUH WUJIH HECKOJBKO aBTOPOB

e I'mnapesckuit C.P. MmuoOKapauTel: COBpEMEH-
Hble TOAXOAbl K JUATHOCTHKE M JeYeHuto. — M.
Menua Chepa, 2008. [Gilyarevskii SR. Miokardity:
sovremennye podkhody k diagnostike i lecheniyu.
Moscow: Media Sfera; 2008. (In Russ.)]

* 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 MM HECKOJKO PEIaKTOPOB

* Uudeknnu, nepegaBaeMbie IMOJIOBBIM TyTeM /

IMon pen. B.A. AkosGsina, B.W. I[IpoxopeHkosa,
E.B. CokonoBckoro. — M.: Meauna 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.

Martepuanbl KOHpEpEHIUN

 [Tapxomenko A.A., [eiixanoBa B.M. Oxa3anue
MEUIIMHCKON TMOMOIIU OOJBbHBIM, TMEPEHECIINM HH-
(hapKT roJoBHOTO MO3ra, Ha aMOyJIaTOPHO-TIOTNKIINHHU-
4yeckoM dTare / Beepoccuiickasi HayYHO-IIpaKTHYecKast
koH(pepenuus «IlyTn pa3BUTHS MEPBUYHON MEITHKO-
caHuTapHoil momomm»; Hostope 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.)]. Hoctymuo mo: http:/medconfer.
com/node/4128. Ccpinka aktuBHa Ha 12.12.2014.

e Harnden P, Joffe JK, Jones WG, editors. Germ
cell tumours V. Proceedings of the Sth Germ Cell
Tumour Conference; 2001 Sep 13-15; Leeds, UK.
New York: Springer; 2002.

Tesucwl B MaTepuaiax KOHQEPEHIUN

* 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.

Huccepranuun

* bysaes 1.B. IIporao3upoBanue u3MeHEHUN LEH-
TpaJIbHON TEMOJAMHAMUKH U BBIOOP METOAA MIACTUKH
JEBOTO JKENYAO0YKAa 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.)].
Hoctynno mo:  http://www.buzaev.ru/downloads/
disser.pdf. Ccpinka 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.
OTBETCTBEHHOCTDb 3A NPABUJIBHOCTbH BUBb-
JUOTPAOUYECKHUX JAHHBIX HECET ABTOP.

2.6. Nudopmarus o6 asropax. IlocrmenmoarensHo
yKa3bIBalOTCsl Bce aBTopbl pykomucy: @, U. O. (momHo-
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CTBIO), YU€Hasl CTETIeHb, yUeHOe 3BaHME, JIOIDKHOCTh, Me-
cTO paboTHI (BKITIOYAsI TOPOA U cTpany). OTACIBHO CleTy-
€T BBIZICIIUTH (3HAYKOM *) aBTOpa ISl CBSI3H C aBTOPCKUM
KOJUIGKTUBOM W TOJBKO JIJII HETO yKa3aTh KOHTaKTHBIM
e-mail. Axpeca u TenedoHsl, a Takxke e-mail Ipyrux as-
TOPOB B ITOJTHOM TEKCTE PYKOIHCH YKa3bIBaTh HE CIICIYET.

AHTIMICKUH 36K U TpaHcnuTepanms. [Ipu my6mu-
Kallid CTaTbU YacTh MJIM BCS HWH(OpMAIUsS JIOJKHA
OBITh TyONMpOBaHAa HA AHTIIMICKHUN SI3BIK WJIM TPaHC-
JTUTEpUpOBaHa (HalMCaHa JJATHHCKUMH OykBamu). [Ipu
TPaHCIUTEPAIIMH  CIIEAyeT HCIIONb30BaTh CTaHAAPT
BGN/PCGN (United States Board on Geographic
Names /Permanent Committee on Geographical Names
for British Official Use), pekoMeHJ0BaHHBIN MeXTyHa-
pomasiM m3matenbeTBoM Oxford University Press, kak
“British Standard”. Jlyis TpaHcIMTEpanuu TEKCTa B CO-
oTBeTCTBUU co cTaHnaproM BGN MoxHO BOCMOJB30-
BaThbCsl CCBUIKOM http:/ru.translit.ru/?account=bgn.

TaOauIbl caenyeT MoMelaTh B TEKCT CTaThH, OHH
JIOJDKHBI UMETh HYMEPOBAHHBIA 3aT0JOBOK U YETKO
o0o3HaueHHbIe Tpadbl, yHOOHbIC M TIOHSATHBIC IS
yTeHUsI. 3aroJIOBKH K TA0IUIIAM TOJKHBI ObITH NMPU-
BeJeHbI Ha JBYX fI3bIKAX — PYCCKOM U aHIIMIICKOM.

JlanHbple TaOmWIBI TOJDKHBI  COOTBETCTBOBATH
nudpaM B TEKCTE, OJHAKO HE JIOJKHBI TyOIMpOBaTh
npeacTaBlIeHHYI0 B HeM HHQopmanuio. CChUIKH Ha
TaOJHIBI B TEKCTE 00S3aTENbHBI.

PucyHnku (rpaduku, 1uarpaMMbl, CXeMBbI, Y€PTEKHU
W JpyTHe WITIOCTPAINH, PUCOBAHHBIE CPEICTBAMH
MS Office) moykHBI OBITH KOHTPACTHBIMH U YETKU-
Mu. O0beM rpauueckoro Marepuaia MUHUMATbHBIH
(3a WcKiIIOUEHHEM PabOT, B KOTOPBIX 3TO ONpaBa-
HO XapakTepoM wuccienoBaHus). KaxIblii puCyHOK
JOJDKEH OBITh TIOMENIEH B TEKCT M COMPOBOXKIATHCS
HYMEpOBAHHON MOAPHUCYHOUHOW MOANUCHIO. CChUIKH
Ha PUCYHKH B TEKCTE OO0s3aTEIIbHBI.

[oapucyHouHble NOANMCH AOLKHBI OBITH Ha
ABYX fI3bIKAX — HAa PYCCKOM U AHIJIHICKOM.
Hanpuwmep:

Puc. 1. Bec mnaneHTsl y neTel MamueHTOK OCHOB-
HOM U KOHTPOJIBHOM TPYIII

Fig. 1. Weight of the placenta in children of the
patients of the main and control groups

®dororpaduu, OTIEYATKH HSKPAHOB MOHUTOPOB
(CKpMHIIOTHI) M APYTHE HEPUCOBAHHbIE MILTIOCTPALINU
HEOOXOIMMO 3arpy’kaThb OTICIBHO B CIEIHAIBLHOM
paznene (oOpMBI U1 TIOAa4YU CTaTbU B BUJe (paiioB
dbopmara *jpeg, *.bmp, *.gif (*.doc m *.docx — B ciy-
yae, ecii Ha M300pa)KCHUE HAHECEHBI JIOMOIHUTENb-
Hble MOMETKH). PaspemieHue M300pakeHUs: TOJHKHO
obITe > 300 dpi. Paiinam u3z00paskeHHil HeoOXonHU-
MO TIPUCBOMTH Ha3BaHHWE, COOTBETCTBYIOIEE HOMEPY
puUCyHKa B TekcTe. B ommcanum daitna ciemyer oT-
JIeNIHO MTPUBECTH MOJPUCYHOUHYIO MOAIHKCH, KOTOpast

IOJDKHA COOTBETCTBOBATH Ha3BaHWIO (ororpadum,
noMeniaemMoil B TekcT. (mpumep: Puc. 1. MBan Mu-
xaitnoBu4y Ce4YeHOB).

Coxpauenusi. Bece ucnonb3yemblie ab0peBHaTypsl U
CHUMBOJIBI HEOOXOAMMO paciIu(poBaTh B MPUMEYaAHHIX
K TabJUIaM U TMOAIMHUCAM K PUCYHKAaM C yKa3aHHEM Ha
WCTIOJIb30BAaHHBIE CTATUCTHYECKNE KPUTEPUU (METO/IbI)
W MapaMeTpbl CTaTHCTHYECKOW BapHaOeIbHOCTH (CTaH-
JTAPTHOE OTKJIOHEHHE, CTaHJapTHAsl OIINOKA CPEIHETro
n 1pod.). CTaTHCTHYECKYIO JOCTOBEPHOCTH/HEIOCTO-
BEPHOCTh PA3NIMYMI JAHHBIX TPEICTABICHHBIX B Ta-
Onumax, peKoMeHayercsi 0003Ha4aTh HaJCTPOYHBIMH
cumBonamu *, ** .+, I, if u T. m

CootBercTBue HOpMaM O3TUKH. s myOnukammu
pE3yIBTaTOB OPUTHHAIBEHON pabOTBI HEOOXOMMMO YKa-
3aTh, MMOATNMWCHIBATHM JIH YYaCTHUKH WCCIICIOBAHUS WH-
¢dopmupoBanHoe cornacue. B ciydae mpoBeneHus uc-
CJICIOBAHUI C y4acTHEM HBOTHBIX — COOTBETCTBOBAJ
JU TIPOTOKOJ WCCIIENOBAHUS JITUYESCKUM TIPUHIIHIIAM
¥ HOpMaM TIPOBE/ICHHSI OMOMETUITMHCKUX MUCCIIEIOBAHMIA
C ydyacTHWeM JXKUBOTHBIX. B o0oux ciyuasx HeoOXomu-
MO yKa3aTh, ObLI JI1 MPOTOKOJI UCCIIEOBAHUS ONO0OpEH
STHYECKHM KOMUTETOM (C IIPUBEICHIEM Ha3BaHUS COOT-
BETCTBYIOIIEH OpraHW3allid, €€ PAaCIOJIOKEeHUs, HOMe-
pa IpOTOKONIa M JIaThl 3acenanust komutera). [lompodHO
0 MPUHIUIAX TyOIUKAIIMOHHON STHKH, KOTOPBIMH MTPH
paboTe pyKOBOACTBYETCS PEOaKLMs KypHasa, H3JI0Ke-
HBI B pasfene « ITHYECKHE MPHUHITUIBI KypHAJIay.

PEUEH3UPOBAHME

Crarby, OCTYTHBIINE B PSAAKIIHIO, 00S3aTEIILHO pe-
ueH3upytotcs. Ecnu y peleH3enTa BO3HUKaOT BOIIPOCHL,
TO CTaThs C KOMMEHTApUSIMHU PEIeH3eHTa BO3BPAIIACTCS
ABTopy. /laToi mOCTyTIIICHHSI CTAaThH CINTAETCS JaTa Imo-
JIy4YCHUA Pez{aKuneﬁ OKOHYATCJIbHOI'O0 BapraHTa CTAaTbU.
Penmakius octaBisieT 3a coOOl MPaBO BHECEHUS PEaK-
TOPCKUX W3MEHEHUH B TEKCT, HE HMCKAXKAIONIMX CMBIC-
Jla CTaThU (IMTEpaTypHast U TEXHOJIOTHYECKAs TPaBKa).

ABTOPCKUE 3K3EMNNSAPBI XKXYPHATA

Penakius o0s13yercs BeiiaTh ABTOPY 1 dK3eMILIsp
XKypHana ¢ omyOIMKOBaHHOW PYKOIHUCHIO. ABTODHI,
npoxuBatomue B Cankt-IlerepOypre, momydaroT
aBTOpckuil sk3eMmsip JKypHana HENOCPEICTBEHHO
B Pemakuuu. MuoropomHum ABTOpaM aBTOPCKHM
sk3eMIuIsIp JKypHana BeICBIIaeTCA Ha ajpec aBTopa,
OTBETCTBEHHOI'0 3a IOJy4YeHHE MPOOHBIX OTTHCKOB
u aBTOpCKOro sk3eMIuisipa JKypHana.
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