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06 OTCYTCTBUN HEOBXOAMMOCTU HASHAYEHUA AHTUBAKTEPUAJIbHOM
TEPANMWN HOBOPOXAEHHbBIM OT MATEPEU C KJIMHUYECKUM
XOPMOAMHUOHNTOM
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BeepeHue. [InarHo3 poxeHuLbl «XOpMOaMHUMOHUT» (XA) npennonaraeT BbICOKUIA PUCK Pa3BUTMS UHPEKLMOHHbBIX OCIOX-
HeHWI AN MaTepu u NIoAa, YTO onpenenseT HeobXoAMMOCTb NMPOBEAEHMS LONOAHUTENbHOrO 06CNef0BaHNS MNALEHLEB
W pelleHMs BOMpPOCAa O HAa3HAYeHUU MM aHTMOaKTepuanbHOW Tepanuu.

Martepuanbl u Metoabl. O6cnenosaHo 113 AOHOWEHHBIX HOBOPOX/IAEHHbIX, U3 HWX OCHOBHYK Tpynny COCTaBUAWU LETH,
MaTepsiM KOTOpPbIX OblNl AMArHOCTMPOBAH XOPUOAMHUOHUT (n=77), rpynny CpaBHEHUS — OETU, POXAEHHbIe OT 340POBbIX
MaTtepen (n=36). Bcem petaM npoBOAWMAM KIMHMKO-1ab0OPaTOPHbLIA MOHUTOPWHI, BKKOYASN KAMHUYECKUIA aHaANU3 Kanun-
NApHOWM KpOBM B nepBble 24 4 xu3Hu, onpeneneHune ypoBHa C-peaktuBHoro 6enka (CPB) BeHO3HOM KpoOBM Ha TpeTbM
CYTKM XW3HW, onpefenieHne npoBocnanutenbHbix uutoknHos (MJ1-1B, WUJ1-6) B nynoBuHHOM KpoBu. bakTepuonornyeckoe
nccnenoBaHWe HOBOPOXAEHHbIX BKOYano 3abop maTepuana C KOXM 3ayWHOM CKNagku, OTAENSIeMOro nonocTu pTa,
MyNnOBMHHOM KPOBM, @ TaKXe COLEPXMMOro TpaxeobpOHXMANbHOrO AepeBa Npu MpoBeAEHUM PeCnUMpPaTOPHON Tepanuu —
MCKYCCTBEHHOM BEHTUNALUMM Nnerkux. BocnanutenbHbie M3MeHeHMs 3KCTpanaaueHTapHbiX 060n04ek, 6a3anbHOW NAACTUH-
KW W TNafKoro XOPUOHA, a TakXe Mopa)KeHWe MyMoYyHOro KaHaTuMKa AMArHoCTMPOBANM MPU HANUUMKM NEeNKOLUTAPHOM
MHGUABTPaLUK.

Pesynbratbl. HOBOpPOXAEHHbIE A€TU OCHOBHOW TPYMMbl YaLle UMENU KIMHUYECKUE MPOSBIEHNUS AbIXaTe/bHbIX HapyLIEeHWUH,
Tpebytowme pecnupatopHoii noaaepxku (p = 0,045). Mpoaykuna UN-1B, UJ1-6 B nynoBUHHOM KpoBK Y 06CneayeMbiX HOBO-
POXAEHHbIX OCHOBHOW rpynnbl 6bina Bbille, YeM B rpynne cpaBHeHUs [oTHoweHue waHcos (OLW) 8,4; 95 % noseputenbHbIi
uutepsan (OW): 1,0-67,9 u OW 7,4; 95 % OWN: 2,5-21,7 cooTBeTcTBEHHO]. pn nabopaTopHOM MccnenoBaHun Obinu Bbl-
aBneHbl nerikounTos (>34-10%n, 6,5 % vs 0 %, p > 0,05) u caBur neiikoumTapHoi hopMynbl A0 HOHbIX GOPM HeUTpodunos
(45,4 % vs 16,7 %, p<0,05) B nepudepunyeckoir KpOBU HOBOPOXIAEHHbIX OCHOBHOM rpynnbl. [MoBbiweHue ypoBHa CPB
BEHO3HOW KPOBM Yy AeTel OCHOBHOM rpynnbl BcTpeyanocb B 10,3 pasa vawe (95 % AN 2,8-37,1), 4eM y HOBOPOXAEHHbIX
rpynnbl cpaBHeHUs. MpuU OUHAMWUYECKOM KJIMHWKO-N1abopaTOPHOM MOHMTOPUHre y 72 peTeit OCHOBHOM rpynnbl (93,5 %)
OTCYTCTBOBANM [aHHble O Te4yeHUU MHOEKLMOHHOro npouecca, BCIeACTBUE YErO OHM HE MONYYMIU aHTUOAKTEpUANbHYHO
Tepanuio.

3akntouyeHune. HazHayeHne aHTMOaKTEPUANbHOM TEPaNUKU KIMHUYECKM 3[0POBbIM JOHOLEHHbIM HOBOPOXAEHHbIM AETSM OT
MaTepei C AMAarHo30M «XOPMOAMHUOHUT» MOXHO CYMTaTb HEOMpaBAAHHbIM. HOBOpPOXAEHHbIe AAHHOM rpynMbl HYXAA0TCs
B K/IMHWUKO-1ab0paTOPHOM, AMHAMMYECKOM HabNoAeHNM C N1abopaTOPHbIM KOHTPONEM, BK/IOYAOLWMM KNUHUYECKUIA aHanu3
KpoBu 1 onpeneneHne ypoeHa CPB, 4To gaBnseTcs npeAnoyYTUTENbHOW anbTEPHATMBOM HAa3HAYeHWUI0 aHTUBaKTepuanbHOM
Tepanuu.

KnioueBble cnoBa: KJIMHUYECKUN XOPUOAMHUNOHUT; BHYTPUAMHUOTHUYECKASA l/IHqJEKLI,VIFI; aHTM63KTEpVIa}1bHaFI Tepanusa.
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Background. The diagnosis of a woman in labor “chorioamnionitis” (CA) implies a high risk of infectious complications for
the mother and fetus, which determines the need for additional examination of infants and the decision on the appoint-
ment of antibacterial therapy. The purpouse of this study was determine the need to administration antibiotic therapy to
full-term newborns from mothers diagnosed with chorioamnionitis.

Materials and methods. 113 full-term newborns were examined, of which the main group consisted of children whose
mothers were diagnosed with “chorioamnionitis” (n = 77), the comparison group - children born to healthy mothers (n = 36).
All children performed clinical and laboratory monitoring, including a clinical analysis of capillary blood in the first 24 hours
of life; determination of the level of C-reactive protein (CRP) in venous blood on the 3rd day of life. Bacteriological ex-
amination of newborns included sampling of material from the ear fold, buccal mucosa, umbilical cord blood, as well as
the contents of the tracheobronchial tree (TBD) - during respiratory therapy with mechanical ventilation. Special research
methods included studies of the proinflammatory cytokines (IL-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-1B, IL-6 in umbilical cord blood in the examined newborns of the main group was higher
than in the comparison group [Odds Ratio (OR) 8.4; 95% Confidence Interval (Cl): 1.0-67.9; OR 7.4; 95% Cl: 2.5-21.7
respectively]. The study of blood samples revealed leukocytosis (>34-10%) 6.5% vs 0%, p>0.05) and a shift in the leuko-
cyte count to young forms of neutrophils (45.4% vs 16.7%, p < 0.05) in the peripheral blood of infants of the main group.
Infants exposed to maternal clinical chorioamnionitis had increased level of CRP 10.3 times more frequent (95% Cl: 2.8-37.1) than
in newborns in the comparison group. With dynamic clinical and laboratory monitoring, 72 children of the main group (93.5%)
had no data for the course of the infection, as a result of which they did not receive antibiotic therapy.

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

of antibiotic therapy.

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

XoprnoaMHUOHHUT (XA), WM BHYTPHAMHHOTHYE-
ckas mHpexnus (BAW), — 310 ocTpoe aHTeHaTalb-
HOE€ BOCHAJICHWE XOPHOHA M/MIM aMHUOHA IUIALCHTHI,
a TakXKe MYyNOBUHBI, ¢ HHOUIIMPOBAHHEM OKOJIOILION-
HOW J>KHJIKOCTH, BO3HHKalOIlee, B OCHOBHOM, B pe-
3yJIbTaTe BOCXOMASLICH MOJTUMHUKPOOHOH (Kak MpaBuIIo,
OaKkTepualibHOM) WHPEKIUU W TPUBOSAIIEE K Pa3phl-
BY OKOJIOIUIOAHBIX OOOJIOYEK C BO3MOXKHBIM Pa3BUTH-
eM cHHApoMa (EeTaTbHOTO BOCHAIUTEIHLHOTO OTBETA,
MpeXXIeBpeMeHHbIX ponoB [4, 5, 7, 9, 11, 15, 35, 38].

Juarno3 XA mpeanonaraer, 4To MaTh U U101 HOA-
BEPIKCHBI [TOBBIIICHHOMY PUCKY Pa3BUTHSA WH(PEKINOH-
HBIX OCJIO)KHEHWH, B YaCTHOCTH, Pa3BUTHIO PAaHHErO
HeoHataypHoro cerncuca (PHC). Hannune XA nukryet
HEOOXOAMMOCTh TIPOBEACHUS TOTIOTHUTEILHOTO 00cIte-
JIOBaHMsI IETEH M PeLIeHHsI BOIIPOca O Ha3HAYCHUH UM
aHTHOAKTEPHAIBHON TepaIny.

JokazaHo, 4To BEpPOSTHOCTh PAa3BUTHUS CEICHUCA
Yy HOBOPOXJICHHBIX OT MaTepeil ¢ IUarHOCTUPOBAH-
HBIM XA 00paTHO MPOMOPIIHOHAIbHA TeCTAIIHOHHO-
My Bo3pacty (I'B) [10, 16, 29, 34, 36]. [1lo naHHBIM
nuteparypel, yactora PHC npu nuarnoctupoBas-
oM XA Bapsupyet ot 1-4 % [17] no 3-20 % [18].
Yacrora noareepxkaenHoro PHC ¢ nonoxxutenbHbI-
MU pe3yjibTaTaMH BBICEBOB KYJIbTYpPbl KDOBH Yy HOBO-
poxaeHubix ¢ I'B >35 wmen. recramuu oTr marepeit
¢ XA Bapsupyer ot 0,47 mo 1,24 % [3, 12, 28],
TOrJa KaK y JAeTel C SKCTPEMalbHO HHU3KOM Maccoil
tena (OMHT) — B 5-10 pa3 Bwime [25]. OgHako
IIPOKOE HWHTpaHATaIbHOE NPUMCHEHHWE aHTHOaK-
TepUATbHON TEepamuu y POKECHUIl ¢ KIWHUYECCKUMHU
npusHakamMu XA, JTUTEIbHBIM OE3BOJHBIM IPOME-
KyTKOM (>18 4) mpuBeno K 3HAYUTEIHLHOMY CHH-
xxenuo PHC.
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XA sBJsSIeTCsI ONPEACIAIONINM (PAKTOPOM PUCKA pa3-
Butust PHC [1, 26, 28]. OnHOBpEeMEHHO C 3TUM HMe-
FOTCSI MCCIIEZIOBAHMS, B KOTOPBIX TTOKAa3aHO, YTO YacTOTa
PHC ocraercss HH3KOH jmaxe y JAeTed, KOTOpble ObLIN
noaBepxkensl BiuaHuio XA [14, 37]. Knunuueckas xap-
THHA Cericuca He WMEET CIEMU(UIHBIX U TaTOrHOMO-
HUYHBIX TIPH3HAKOB U CUMIITOMOB, TIO3TOMY THArHOCTH-
poBaHHbId XA y JKEHIIMH 3a4acTy) COIPOBOKIAETCS
PYTMHHBIM Ha3HAuUeHHWEM aHTHOMOTHKOB KIMHHYECKU
370pOBBIM HOBOPOXXKIECHHBIM. HeobocHoBaHHO uacToe
Ha3HauYeHHe aHTHOAKTePHAIbHBIX TIPEITapaToB HOBOPOXK-
JICHHBIM TIPABOIHT K YBEITMUEHHUIO KOJIIOHM3AINN OaKTe-
pUsMH OpraHm3Ma peOcHKa M aHTHOMOTHKOPE3UCTCHT-
HOCTH. B HacTosiiiee BpeMsi HE CYyIECTBYET €AWHOIO
MHEHHS 0 HEOOXOAMMOCTH Ha3HAYEHUSI aHTUMHUKPOOHBIX
TpernaparoB KJIMHUYECKH 3I0OPOBBIM JIOHOIIEHHBIM HO-
BOPOXKICHHBIM OT MaTepeil ¢ AMarHOCTHPOBAHHBIM XA.

Ecmu pamee B 2012 1. LleHTpoM 1O KOHTPOIIO
U npoQuiIaKTuKe 3a00neBaHuid, AMEPHUKaHCKON aKaje-
Muel nenuaTpuu copMectTHo ¢ Komurerom mo mpobie-
MaM 1urona u HoBopokaeHHoro (CILIIA) Ovl1o pexo-
MEH/IOBaHO BCEM HOBOPOXKJIEHHBIM JIETSM OT Marepeu
C IuarHo3oM XA MpOBOJHTH JTabOpaTOpHBIE MCCIE0-
BaHMA (KIMHUYECKUH aHalU3 KPOBH, OaKTEpUOIOTHU-
YEeCKOe WCCIeIOBaHNE KPOBH) M aHTHOAKTEPHAIBHYIO
Teparuio B TeueHue 48 4 MUHUMYM JI0 MOJYyYEeHUS OT-
pHULaTeIbHBIX PE3yIbTaToB ucciaenoBanwmii [21, 32, 39],
10 B 2015 1. cnenmanuctamu HanmoHajabHOro MHCTH-
TyTa JIETCKOTO 310pOBbs U pa3BuThs yenoBeka (CLIA),
Coo0riecTBa MeUIIMHBI MaTepPH | 1071, AMEpUKaH-
CKOTO KOJUIe[Ka aKyIIepCcTBAa W TWHEKOJIOTHH M AMe-
PUKaHCKOM akaJeMHUH TEAHAaTPUM HE PEKOMEHJIOBAHO
PYTHHHOE Ha3HaueHHWE aHTHOAKTEPHaJIbHOM Teparuw,
a 3a OCHOBY NOJOXXEHO JIMHAMHYECKOE HaOIIO/ICHUE
3a 370pPOBBIMH JIOHOIIEHHBIMH U «IIO3THUMH» HEIO0-
HOILICHHBIMU HOBOPOXKJEHHBIMM OT Marepeil ¢ XA
[23, 33, 34]. CoBpemeHHbIe 3apyOeKHbIC MyOIUKALIUN
9TU peKOMEHAaluu MoATBepxkaawt [13, 26, 27].

Habmonenus nposenens Ha 6aze CII60 I'BY3 «Po-
mTpHBI oM Ne 18» (B Hactosmiee Bpems «lopon-
ckoi mepuHaTanbHbIM meHTp Ne 1x»). JlabopartopHsie,
BKJIIOYasi MHUKPOOHMOJIOTHUYECKUE, WCCIIEOBaHUs TPO-
BoAMIM Ha 6asze nmaboparopun AO «CeBepo-3anaHblit
LEHTp JI0Ka3aTelbHOW MemuIuHbD. llaTonoro-anaro-
MHYECKOe HCCIeIOBaHNE TUTAICHT IPOBOIIIN Ha Oase
otheneHus mnepuHarambHOoW martonorun Ne 4 CII6
I'BY3 «lopoackoe marosoroaHaTOMU4YecKoe OIpoy.
Jng moCTHKEHMs] MOCTaBIEHHOM LENH B HCCIIEAOBa-
HUe ObUH BKITFOUeHB! 130 map MaTh — peOeHOK, U3 HUX
JIOHOIIIEHHBIC HOBOPOXKACHHBIC — 113, M HeMOHOIIICH-
Hble (TecTalMoOHHBINH Bo3pacT 22-36 nex.) — 17.

Kpurtepun BkitoueHus: HoBopoxJeHHble ¢ I'B
>37 Hen. OT Marepeil ¢ AUarHOCTUPOBAHHBIM KIUHU-
yecknM XA.

Kputepun wuckmroueHus: HoBopoxkaeHHble ¢ ['B
<37 Hem., CHHAPOM aclWpaluyd MEKOHHs/KPOBHU, TEM-
neparypa Tejna >KeHIuHb <37,8 °C, BpOKICHHBIC I10-
POKH pa3BUTHS, T€HETHYECKHE aHOMAJHH.

Takum 06pa3om, ocHoBHYtO rpymy (I) cocraBunm
77 nmoHomeHHBIX HOBOpoOXIeHHBIX (I'B >37 Hen.),
MaTepsiM KOTOPbIM OBUT JUArHOCTHPOBAaH KIWHUYE-
cknii XA. BceM pokeHHMIaM C KIMHHYECKUM XA
MPOBOJAT aHTHOAKTEPUANBHYIO TEparuio, HECMOTPS
Ha OTCYTCTBHE KIWHUYECKUX IPU3HAKOB HWH(DEK-
uuu. ['pynmy cpaBuenus (II) cocraBunmu 36 HOBO-
POKICHHBIX JOETeH, pOAMBINMUXCS Yy MaTepeit 0e3
kinandeckoro XA (I'B >37 Hen.) ¢ ¢usuonoruye-
CKMM TEYEeHHEM paHHEero HeOoHaTaJIbHOro NepHuoa,
KOTOpbIe OBUIM BBIMHCAHBI JIOMOW Ha 3—5-€ CYyTKH
JKU3HHU.

Jletn OCHOBHOW TpyIIBEI HAOIIOMATUCH U TIPOXO-
T JIYCHHE B aKyIIEPCKO-(PU3HOJIOTHUECKUX OT-
JICJICHUSAX W OTJEICHUU pEeaHUMAIlMd M WHTCHCHBHOMN
tepanuu HoBopoxkaeHHbIX CII6 I'BY3 «Pomunbhbiii
mom Ne 18». Jletm Tpymmel cpaBHEHHsS HaOmona-
JUCh B aKylIepCKO-(U3NOJOTHYECKUX OTAEICHUAX
CII6 I'bY3 «PomunpHblii 1oM Ne 18».

Kputepun wimHuveckoro XA, HEOOXOAMMBIE IS
MMOCTAHOBKH JIMarHO3a, BKJIIOYAIH HAJIMYHE OCHOB-
HOTO (TIOBBIIICHWE TEMIIEpaTyphl Tella y JKEHIIH-
HBI >37,8 °C) W ONHOTO WJIW HECKOJIBKHX JIOTIOJTHU-
TEeIBHBIX Tpu3HakKoB [15, 33]:

1) Taxukapaus MaTepy [4acToTa CepJCUHBIX COKpaIlle-
Huit (UCC) >100 B MunyTy];

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

3) neiikorro3 marepu (>15-10%/m);

4) 3JIOBOHHBIC BBIJICJIICHUS U3 TOJIOBBIX ITyTEW/3I0BOH-
HbIe okojomtoaHbie Boabl (OIIB);

5) TIOBBINIIEHHWE TOHYCa MAaTKH, OIpEJeNsIoIeecs Kak
0O0JIe3HEHHOCTh TPW MaNbIAllUU TPU OTCYTCTBHUU
MaTOYHBIX COKpALICHU;

6) C-peaxtuBnbiii Oenok (CPB) marepu >5 mr/m.
OO0cneoBaHe HOBOPOXKICHHBIX JIeTell (00BEKTHB-

HBEII OCMOTp, JIaOOpaTOpHBIE W MHKPOOMOIOTHICCKIEC

WCCIIEZIOBAHUS) TIPOBOAMIIN B TEUEHHE BCETO BPEMEHH

npedbIBaHus B POAMIbHOM AoMe. KimHuueckumu ma-

TepHrajaMi HOBOPOXKICHHBIX ISl UCCIICAOBAHUS ObLTH

KJIIMHAYECKUM aHaIu3 KanWUISIPHOW KpOBH, B3STOU

M3 TIATOYHOM 007acTH HOBOPOXKICHHBIX B TIEPBbIC

24 4 xu3nn; CPb BeHO3HOU KpOBH, B3ATON Ha TPETHU

CYTKM KM3HH y HOBOPOXJIEHHBIX; COJEp’KaHUE Ipo-

BocmajguTenbHblx uutokuHos (MJI-18, UJI-6) B mymo-

BUHHOW KpPOBH; OaKTEPHOIOTUYECKOE HCCIIEOBaHIE

KOXXH 3ayIIHON CKJIaJKH, OTIAENIIEMOT0 TOJIOCTH PTa,

MyTMIOBUHHOW KPOBH, a TaKXkKe COAEPKMMOTO Tpaxeo-

OpOHXUAILHOTO JIEPeBa HOBOPOXKACHHBIX IPH TIPO-

BEJICHUN PECIMPATOPHON Tepamud — WKYCCTBEHHOU

BEHTWIALINN JIETKHUX.
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[Ipn HanuuMKM BOCHAINTENBHBIX U3MEHEHUH B KIIU-
HUYECKOM aHaju3e KpoBH (JeiikonuTo3 >34-10%/m,
HEHTpodmIe3 CO CABUTOM JICHKOIUTAPHON (OPMYIIBI
BJIEBO) MPOBOIWIN KOHTPOJb KIMHMYECKOIO aHalIHu3a
KpPOBM Ha BTOpBIE CYTKH >KM3HM. [Ipn HOpMammzanuu
KJIIMHUYECKOI0 aHajiu3a KPOBH W OTCYTCTBHM KJIMHU-
YEeCKUX MPOSIBICHUH HMH(PEKIMU aHTHOAKTEPHAIbHYIO
Tepanuio He TpoBoAwau. [Ipu moBbIIEHHOM ypOBHE
CPb Ha TpeTbu CYTKH KU3HH U OTCYTCTBMU KIIMHU-
YEeCKHX CHUMIITOMOB MH(eKiuuu koHTposib CPB Benos-
HOI KpOBHM OCYIIECTBISICS Ha 4—5-¢ CYTKH >KHU3HHU.
IIpy ynoBieTBOPUTEIILHOM COCTOSIHMM PeOSHKa U HOP-
Manu3anuu (uiau cHukeHnu) ypoBHs CPb — aHTm-
OaKkTepuaNbHYyI0 TEPaNuIo0 HE MPOBOIMIH.

['ucromornueckuit XA nuarHocTUpoBaNu NpPU HA-
JUIUH JICHKOIUTAPHOW WH(UIBTPAIIMN B DKCTparnia-
[EHTapHBIX 000JI0YKaX, 0a3aabHON TUTACTHHKY U TJIal-
KOTO XOpHOHa, a TakXe MpU MOPaXEHWU ITyTOYHOTO
KaHaTHKa.

AHTHOAKTEpUAIIBHYIO TEPAHIO IPOBOIMIIN JJOHOLIEH-
HBIM HOBOPOXKIEHHBIM JETSM C JHAarHO30M «BPOXKICH-
Hasl THEBMOHUS) COINIACHO KIIMHUYECKHUM PEKOMEHIall-
ssM MuHucrepcrsa 3apaBooxpaHenus PO «BpoxneHHas
MTHEBMOHUS» [2], a TakkKe JCTIM, UMCIOIIMM XOTS OBl
OIIMH KIMHUYECKUH NMPU3HAK B COYETAHUH C >2 nabopa-
TOPHBIMHU NIPU3HAKaMH CHHIIPOMA CHCTEMHOIO BOCIIAIH-
TEJIFHOTO OTBeTa B mepBble 72 4 xu3Hu [6]. Kputepus-
MH OTMEHBI aHTHOAKTEPHATIBHOW TEPANUM TOCITYKHIIIH:
YIAy4lLIeHHE KIMHIYECKOr0 COCTOSHHSA W HOPMAIM3aLus
71a00paTOpHBIX MOKa3aTeieil K TPETbUM CyTKaM KHU3HH.
ITokazanueM njs iepeBojia AETel B CTAMOHAP JIETCKUX
TOPOJICKHX OOJILHUIL] ObLT BEpUPUIIMPOBAHHBIN JIUATHO3
«BPOXKJICHHAs] TTHEBMOHUS».

CrapToBBIM IpenapaToM aHTHOAKTEPHAILHOMN Tepa-
MU B OTJIEJICHUW PEaHMMAallMd U WHTEHCHUBHOW Tepa-
MUY HOBOPOXKIEHHBIX POAMIBLHOTO I0Ma OBLT MOy CHH-
TEeTHYECKUH TICHUIMJUIMH + HHTUOUTOp OeTa-IaKraMas
HMIMPOKOTO crekTpa aerctBusi — Cynpracun®.

Crnenyer oTMETUTb, 4TO 89,6 % *EHILUH OCHOBHOMN
rpynmsl (n = 69) mony4dann aHTHOMOTHKOTIPOPHUIIAKTH-
Ky B cpenaem 3a 3,95 + 5,21 4 1o pomopaspemicHust pu
JUAarHOCTUPOBAHUM aKyllepaMu-THHeKonoramu XA.
10,4 % (8/77) IKEHUIMH C JUAarHOCTUPOBAHHBIM
XA Hauanu mosydaTb aHTHOMOTHUKOTEPAINUIO TOJBKO
B TOCJIEPOLOBOM IEPUOAE.

Craructuyeckyro 00OpabOTKYy JaHHBIX MPOBOIWIN
C WCIONBb30BaHUEM CTaTUCTHYCCKUX MAaKEeTOB IpPO-
rpamm IBM SPSS Statistic v. 25. [Ina xauecTBeHHOH
OLICHKM YacTOTHl NPH3HAKA B HCCICAYEMBIX IPYIIax
paccuntsBany y* ITupcona. Pasaudus cauTaam 10CTo-
BepHBIM 11pH p < 0,05.

CpaBHUTENbHAS XapaKTEPHCTUKA HOBOPOXKICHHBIX
obeux rpymnn npencrasieHa B Tabm. 1. Cpenuuii I'B,
Macca Teja U poCT MPH POXICHUU OCHOBHOW TIPYIIIIBI
HE3HAYUTEIbHO OTJIMYAIUCh OT TPYMIbl CPaBHEHHS,
OJTHAKO OTMeYaJlach MEHbIIas OIEHKa M0 IIKajie Am-
rap B KoHIle 1-if u 5-if Munytax. Ilo nmonosoit npunHas-
JISKHOCTH B OCHOBHOM TpyIIe Npeodiatann JeBOUKH,
a B TpYyINIIe CPaBHEHUS] — MaJbUuUKH.

Baxxnoe 3HaueHue B OIIEHKE COCTOSHUS HOBOPOXK-
JIEHHOTO HMEIOT aHaMHECTHYECKHE CBEIEeHUS O COo-
CTOSIHUM 3II0pOBbS Marepu, TEUYCHUH OEpEeMEHHOCTH,
XapakTepe poioB. Y KEHIIWH OCHOBHOM IpyMIIbl yalne
BBISIBJISUIACH COMAarTHYecKas (aHEMUs, HapyLICHUE XKH-
poBoro oOMeHa), THHEKOJIOTHYECKasi M YPOreHUTAIb-
Has maronorus. OJHAKO CTaTHCTUYECKas 3HAYMMOCTh
Obula JOCTHTHYTa TOJBKO IO OKTONHMM HICHKH Mar-
ku B | rpymme (p =0,002). 3aboneBanus Biaranuiia
(BarmHO3/BarMHAT, B TOM YHCJIC ACCOIMHPOBAHHBIC
¢ Ureaplasma urealiticum) ¢ OJMHAKOBOW YacTOTOM
BcTpeuanuch kKak B I, Tak u Bo II rpymmax (55,8 %
vs 55,5 %). Y marepeii | rpynnel B anamHese yaiue
BCTPEUANINCH NPEKAEBpeMeHHbIe poabl (2,6 % vs 0 %),
CaMOIPOM3BOJILHBIC BBIKHIBIIINA, BHEMATOUHBIC U 3a-
Mepiire OepeMEeHHOCTH B cpaBHeHWH co Il rpymmoit
(16,9 % vs 1,1 %). XKeHmuHbl ¢ OUArHOCTHPOBAH-

Tabnuya 1 / Table 1

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

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

(n=177) (n=136)

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

Birth weight, g

PocT, cm / 52,23 £2,31 52,5+24

Growth at birth, cm

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

Gestation period, weeks

OneHka mo mkaie Anrap, 6amn /

Apgar score

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

Ha 5-if munyTe / Sth minute 8,2+0,6 9+0,5
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HBIM KJIMHHYECKHM XA dyarie ObUTH MEepBOPOASIIUMEI
(84,4 % vs 69,4 %). Yacrora matonorun TedeHus Oe-
PEMEHHOCTH, BKIIOUasi YIpo3y MPEephIBaHUS B pa3iiny-
HBIE CPOKM BO BpeMsl HacTosilield OepeMEeHHOCTH, Tpe-
JKIIaMIICHI0, Tipeobianana B I rpynne. [ecrannonHbIi
caxapHbIil 1ra0eT, KOMIIEHCUPOBAHHBIN TUETOH, YaIle
OBLT BBISIBJICH Y TIAIIIEHTOK OCHOBHOM rpymisl (23,4 %
vs 16,7 %). Paznuuus mMexmay rpynmaMu 1o CpaBHH-
BacMbIM KPUTEPHSM TATOJOTUU TEUeHHs OepeMeHHO-
cTH OBUIM CTaTHCTHYECKH He3HaunMbiMu (p > 0,05).
[Ipn ananm3e WHTpaHATANBHBIX (HAKTOPOB, CBSI3aH-
HBIX C PUCKOM peayn3anni WH()EKIHOHHOTO MpoIecca
HOBOPOXKJICHHBIX JIeTel, Hauboyiee 4acTo BCTpedancs
JUIMTENbHBIN 0e3BOMHBIN mepuox (>18 4), mo 3tomy
MpU3HAKy ObLIa JOCTUIHYTa CTaTUCTUYECKas 3HA4YH-
MOCTh MEXy cpaBHUBaeMbIMH rpymmamu (p = 0,000).

[Ip THCTONOTHYECKOM HCCIIEOBAaHUU TIOCIEIO0B
(n=95) 6put0 ycranomieno, yto B 100 % cmydaes
OCHOBHOM Tpynmnbsl U B 96,7 % rpynnbsl cpaBHEHHA
WMENH BOCIHAJINUTENbHBIE W3MEHEHHUs pPa3HOW JIOKa-
TU3AIM W CTETeHW BBIpAKEHHOCTH. B wacTHOCTH,
JelKouuTapHas WHQWIBTPAIUs BHEIUIAICHTAPHBIX
o0osouek (MeMOpaHuT) ObLTa BBIsIBICHA B 75,4 % ciy-
yaeB OCHOBHOM rpynmsl (7 =49) u 83,3 % — rpynmsl
cpaBHeHus (n =25). ba3zanpHas TutacTUHKA (BOPCHH-
YaThIi XOPHOH) W TIAAKWH XOPHOH (XOPHOACIHIYHT,
JEIUIYNT) B MPOLIECC BOBIEKAINUCH pexe — B 24,6 %
cinyvaeB (n=16) I rpynnet u 10 % — Bo II rpynme
(n=73). BocnanurenbHoe MopakeHHE MYMOYHOTO Ka-
Hatuka (GyHUKYIUT) ObLTIO 0oTMeueHo B 49,2 % ciyda-
eB (n = 32) uccneayeMbIX MOCIEeIOB OCHOBHON TPYIIIIBI
u B 0% cimy4aeB — rpynmsl CpaBHEHHUS.

Paznuuns mo BocnmanuTeNBbHBIM MPU3HAKAM B Mare-
PUHCKOW W IIIOJOBOM YAaCTSAX IDIALIEHTHI MEXKIy CpaB-
HUBaGMbIMUA TPYIIaMHd OBUTH CTAaTHCTHYECKH HE3Ha-
unmbiva (p, , = 0,386 p = 0,098 CcOOTBETCTBEHHO).
OnHako Hanu4ue (PyHUKYJIUTA CTAaTUCTHUECKH 3HAYMMO
accouuupoBajocek ¢ KimHudeckum XA (p, = 0,000).

KnuHnveckue mnposiBIEHUsI AbIXaTElIbHBIX Hapy-
mennii ([IH) pazBuim 8§ HOBOPOXKIIEHHBIX OCHOBHOM
TpyNIbl, U3 HUX y 3 nmereil ObUTa JUArHOCTHPOBAHA
BPOJKJCHHAsl ITHEBMOHUS W y 5 JeTeidl — TpaH3u-
TOpPHOE TaxHWIIHO® HOBOPOXKIEHHOTO. PecnuparopHyio
MaToJIOTHI0 JUArHOCTHPOBAIN Ha OCHOBAaHMM KIIMHU-
KO-J1Ia0OpaTOPHBIX MOKa3aTesel U NOATBEP KA PEHT-
TeHOJIOTMYECKUM HCCIIeIOBaHUEeM JIETKHX. B rpymre
CpaBHEHMSI KIMHUYCCKUX MPOSBICHUI MH()EKINOHHO-
ro mpouecca He ObuUIO 3apeructpuposano. CoriiacHO
pe3yibraTaM NPOBEACHHOIO aHajiu3a ObUIM YCTaHOB-
JIEHBl CTAaTUCTHYECKH 3HayMMble pasznuuusts no JIH
B 3aBHCHMOCTH OT HAJIWYHS JUArHOCTUPOBAHHOTO
knuHnueckoro XA marepu (p = 0,045). Becem netsm
¢ npusHakamu JIH mpoBoamiam pecnupaTtopHyIO M OK-
curerorepanuto. 2 pedenka (2,6 %) oCHOBHOM I'PyIIIbI
UMeY I'eMOAMHAMMYECKHE HapyIeHWs, HYXIAOIIU-
ecsi B MEIUKAMEHTO3HOW KOPPEKLUUH HWHOTPOIHBIMHU
npenaparaMi. CTaTHCTUYECKH 3HAYUMBIX Pa3nuni
MEXIY CPaBHMBAECMBIMH TPYIIIaMU 110 YacTOTE BCTpe-
4aeMOCTH TeMOIMHAMUYECKUX HapYyLICHUI BbISBICHO
He Opu10 (p = 0,330).

Knunnyecknit XA acconuupoBaH ¢ MOBBIIIEHHBIM
CHUHTE30M MPOBOCHAIUTEIBHBIX UUTOKUHOB. [lpu
WCCJICAOBAaHUN IIMTOKMHOBOTO CTaTyca, a HMEHHO
WJI-1B (pedepentnsie mpeaenst 0-50 nr/mm) u NJI-6
(pedepenTtHbie mpezaesbl g0 SO nr/mit), ObUTH BBISB-
JICHBI KoJieOaHusl YPOBHEH BOCMATUTEIbHBIX LIUTOKH-
HOB TYNOBMHHON KPOBHM B CPaBHUBAEMBIX TpyIIax.
B I rpynme (n=57) cpennee 3mauenue WJI-1f co-
craBuino 63,9 +294,29 nr/min (min 0; max 2228);
Bo Il rpymme (n=36) — 10,833 +24,57 nr/mn
(min 0; max 139); cpennee 3nauenue UJI-6 B I rpym-
e coctaBmwio 344,3 + 570,8 nr/mi (min 1; max 2874),
Bo Il rpynme — 35,5 &+ 106,8 /Mt (min 0; max 607).
Conmepxanue wuccnenyembix WII-1B, NIJI-6 B my-
MOBUHHOW KpOBU TIpeacTaBieHo Ha pwuc. 1, 2,
B Tabm. 2.

Tabnuya 2 / Table 2

MoBblWweHWe NokasaTenen MeaMaToOpoOB BOCNANEHUSA NYNOBUHHOW KPOBU Y 06cnenyeMbiX HOBOPOXAEHHbIX
Increased indices of cord blood inflammation mediators in the examined newborns

IToxaszarens /
Indicator

I rpynna / Group I
(n=57)

II rpynmna / Group 11
(n=36)

OtHoteHue nrancos; 95 % AU /
Odds Ratio; 95 % CI

pI—II’
value

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

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

11 (19,3 %)

1 (2,8 %)

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

NJI-6, nr/mi /
IL-6 pg/ml

(N mo 50 nr/mm)
(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 WJ1-1B B nynoBuMHHOI KpoBM Yy o6cneno-
BaHHbIX HOBOPOXAEHHbIX. [pynna | — feTu, poxaeHHbIe
y MaTtepeii ¢ XopuoaMHUOHUTOM; rpynna |l — rpynna cpas-
HeHua (3p0poBasd napa MaTb - pe6eHoK)
Fig. 1. The concentration of IL-1p in the umbilical cord blood

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

ponyxums WJI-1B, NJI-6 B mynmoBHHHONH KpPOBH
y 00cIeyeMbIX HOBOPOXICHHBIX OCHOBHOW TPYIIIBI
Obula BbINIE, YEM B TPYNIE CPaBHEHHUS [OTHOIICHUE
manco (OIL) 8,4; 95% JAU: 1,0-67,9; OLI 7.4,
95 % HUW: 2,5-21,7 cooTBeTCTBEHHO]|. bbutn BEIsIBIIC-
HBl JIOCTOBEpPHBIC OTIIMYHS TIO TIOBBIIICHHOMY YPOB-
HIO npoBocnanuTenbHblX nuTokuHoB (MJI-13 u NJI-6)
B MYIOBUHHON KPOBU B 3aBHCUMOCTH OT HAJIWYHSA/OT-
cyrerBus kimuHHYeckoro XA (p=0,021 u p = 0,000
COOTBETCTBEHHO).

[Ipu uccienoBaHny aHAJIN30B KPOBH OBLUTH BBISB-
JICHbl W3MEHEHUSI KOJMYECTBA JICHKOIMTOB W JICHKO-
IUTapHOUM (GopMylbl B niepudepruueckoil KpOBU HOBO-
POXKIEHHBIX, MOABEPKEHHBIX BIMSHUIO XA.

JlefikonmTo3 (>34-10°/1) B mepudepuyeckoil KPOBU
HOBOPOX/ICHHBIX B IEPBbIC 24 4 KU3HHU OBUIT BBISBICH
y 5 (6,5 %) HOBOpPOX/AEHHBIX J€Tell OCHOBHOMN TpyII-
MBI, TOTJIa KaK B TPYIIEe CPaBHEHUS YPOBEHb JICHKO-
IIUTOB HU y OXHOTO peGeHka He mpesbiman 34-10°/m.
Jletikoriennst He ObLTa BBISIBJICHA HU Yy OIHOTO 00OCIe-
JIOBAHHOTO PEOCHKA.

Hetitpoduies co capurom nedkonurapHon ¢op-
MyJbl BIEBO B TIepBble 24 9 JKWM3HM HaOIOmam-
ca B 45,4 % cnydaeB (7 =35) B OCHOBHOW TpyIIe
u B 16,7 % ciydaeB (n=6) — B rpymnmne cpaBHEHHS
(p =0,004). Ilpu amarHoze Marepu XA CyIIECTBCH-
HO YBEIIMYMBAJICS IIAHC BBISBICHUS B KIIMHUYECKOM
aHanmm3e TepuQepuIecKoil KPOBH HOBOPOKICHHBIX
caBuTa JICHKOIMTapHON (GopMynsl BIeBO B 4,2 pasa
(95 % AU: 1,557-11,154) u nOBBILIEHUS! YPOBHS MO-
HoumtoB B 2,1 pa3 (95 % JAU: 0,756-6,164).

JleTsiM OCHOBHOWM TPYIIIBI, y KOTOPHIX B TIEPBBIE
24 4 )XW3HHU B KIMHUYECKOM aHAIIM3€ KPOBU OBLT BBI-
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Puc. 2. Copepxavue WUJ1-6 B nynoBuHHO KpoBM y obcneno-
BaHHbIX HOBOpOXAeHHbIX. [pynna | — aetH, poxkaeHHble
y MaTepeii ¢ XxopuoaMHuoHuTOM; rpynna Il — rpynna cpae-
HeHus (3a0poBas napa mMaTb - 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)

siBJICH JieikoruTo3 (>34-10%/m) (n=5) w/uiam He#Tpo-
¢dune3 (>61 %) (n=65) co cIBUrOM JICHKOIIUTAPHOM
(dopMyIBl BIEBO, MPOBOAMWIA KOHTPOJIBHOE HCCIEH0-
BaHWE KIMHUYECKOTO aHajn3a KpPOBH Ha 2-€ CYTKH
*Ku3HU. [Ipy 3TOM TIpH OTCYTCTBHM y HOBOPOXKIIEH-
HOTO KJIMHUYECKHX TPOSIBICHUH HH(EKIIMOHHOTO TIPO-
Hecca aHTUOAKTepUABHYIO TEPalHio HE MPOBOAMIIH.
B pesynbrare KOHTpPOJBHOTO aHanmu3a mnepudepude-
CKOH KpOBH YpPOBEHb JICHKOIIMTOB HOPMaJIH30Ball-
ca Ha 2-e cytku xum3HH B 100 % cmywaeB (n=75),
nerkonuTapHas (GopMysia HOPMaU30BaJIaCh y JIETCH
Ha 2,5+ 1,0 cyrku xu3au B 88,6 % ciy4aeB Oe3 Ha-
3HAYEHUsI TPOTUBOMHUKPOOHBIX IMPENapaTos.

B rpynme cpaBHeHUs JIEHKOLUMTO3 B aHAIU3aX KPO-
BH HE BBIABICH HU y ONHOTO peOeHKa, HeHTpodmies
ormeueH y 31 (86,1 %), cnBur nelikonurapaoit ¢op-
Mynbl BieBo — y 6 gereit (16,7 %). Ilpu xonTpose
KIIMHUYECKOTO aHaln3a KPOBH Ha 2-€ CYTKU KH3HH
BCE HCCIeayeMble TIOKa3aTeN OBIIN B IIpejienax BO3-
pPAcTHBIX HOPMAJIbHBIX 3HAUCHHH.

[Ipu uccnenosanuu nokasarencit CPb (pedepent-
Heie mpenensl 0—10 mr/m) [20] BeHO3HOW KPOBH Y JIO-
HOIIIEHHBIX HOBOPOXICHHBIX CPE/IHEee 3HaUueHUE COCTa-
Bwio B | rpymme (n=64) 13,6 = 13,4 mr/n (min 0,4;
max 66,69), Bo Il rpynne (n=36) 4,47 +4,15 mr/n
(min 0,3; max 15,6). B pesynsrare mnpoBeaeHHO-
ro aHaim3a ObUIM YCTAHOBJICHBI JOCTOBEPHBIC pas3-
Ju4Msi NoBbIIIEHHOrO ypoBHs1 CPb BeHO3HOH KpoBHU
HOBOPOXKJIEHHBIX Ha 3-M CYTKH JKH3HU B 3aBHCHMO-
CTH OT HAJIWYMS/OTCYTCTBHS KIMHUYECKOTO XA HX
marepeit. 31 wmmanxenen (48,4 %) OCHOBHOI Tpym-
mel U 3 pebenka w3 rTpynmbl cpaBHeHus (8,3 %)
Ha 3-M CYTKH >KA3HHM MMEIHW TOBBIIICHHBI ypPOBEHb
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CPb B BEHO3HOH KpOBM, CpeiHEE 3HaY€HHE KOTOPO-
ro cocraBmio 24,06+ 12,47 mr/n (min 10,57; max
66,69) m 14,21 +£1,73 mr/n (min 0,3; max 15,62)
COOTBETCTBEHHO, B CBSI3U C YE€M BCEM JETAM IPOBO-
JWIM KOHTPOJIb HUCCIETYyeMOro IMokasaressi B Bo3pac-
te 72120 u xwu3un (OL: 10,3; 95 % AU 2,8-37,1,
p =0,000). Cpennaee 3nauenne CPb BeHO3HOI KpOBHU
Ha 5-e CyTKHM >KM3HH cocTaBwio B | rpymme (n=31)
9,32 + 4,08 mr/n (min 3,76; max 20,76), Bo Il rpymme
(n=3) — 4,4+£1,0 (min 3,44; max 5,45).

[Ipu GaxreproaornyeckoM UcciIeOBaHUN MaTepra-
Jla KOXH 3ayLIHOM CKJIaIK{, OTAEJISIEMOro IOJIOCTH pTa
U CONIEP’KMMOTO TPaxeHu BO BCEX CPABHMBAEMBIX TPYII-
nax perucTpupoBajach BICOKAs 4acTOTA BBIAEICHHBIX
MHUKPOOPraHU3MOB. B OCHOBHOIl Tpynme ormedanach
OoJiee BBICOKAsI 4AaCTOTA HOJIOKHUTEIBHBIX BHICEBOB, OJI-
Hako paznuuus cpaBHuBaembix I u Il rpynmn no yacro-
T€ BBIJICJIEHHBIX MHKPOOPTaHU3MOB C KOKH 3ayIIHOM
CKJIaJKd M OTAESIEMOro MOJOCTH pTa ObUIM CTaTu-
ctuueckn HesHaunmMbMH (p = 0,738, p = 0,158 coor-
BETCTBEHHO).

[lomoxkuTenpHble  BBICEBBI  MPEUMYIIIECTBEHHO
Ipe/ICTaBlICHbl TpaMIloNokuTeNbHou [Str: agalactiae
(CI'B), Enterococcus faecalis], 1 B MEHBIIICH CTENICHH
rpaMoTtpurnarenbHoii (aopoit (E. coli). Co Bcex wuc-
CJIEIyEMBIX JIOKYCOB ObUIN BBIJEJICHBI NMPEICTABUTENIN
PE3UICHTHON MUKpPOQIOPHI, TPEICTaBICHHBIC TIpe-
MMYIIECTBEHHO KOaryjia300TpULATEIbHBIMU CTa(HIO-
KOKKaMH, Ipexae Bcero Staphylococcus epidermidis.
[Ipu OakTepuONIOrNYecKOM HMCCIICAOBAHUU ITyIIOBHH-
HOH KpPOBH BO BCE€X HCCIENYEMBIX CIydasX MUKpPO-
OpraHMU3Mbl OBIITM BBIIETICHBI CO Cpeibl 00OTalleHusI.

N3 77 HOBOPOXIEHHBIX OCHOBHOM TIpyIIbl aH-
THOAKTEPHAIBHYIO TEpanuio MOay4ywid 3 peOeHka
(3,9 %), mokazaHWeM K Ha3HAYEHHWIO KOTOPOW IIO-
CIYXWJIa JWarHOCTUPOBAaHHAs BPOXKJICHHAA ITHEB-
MOHHS, 4YTO SBJS€TCA IOKAa3aHHEM K Ha3HAYECHMIO
MIPOTUBOMUKPOOHBIX TIpenapaTtoB B COOTBETCTBHUU
C KIMHUYECKMMHM PEKOMEHAALUMSMHU, YTBEPXKICH-
HBIMH MUHHCTEPCTBOM 3apaBooxpaHeHus PD [2].
5 JOHOLIEHHBIM HOBOPOXIEHHBIM OCHOBHOH TIpyII-
bl OBUIO JTHATHOCTHUPOBAHO TPAH3UTOPHOE TaXHII-
HO? HOBOPOXXICHHOTO, U3 HUX 2 peOeHKa MOTyYMIN
KypC aHTHOaKTepHalbHOM Tepamuu B CBSA3M C KIIU-
HUYECKUMH IPOSIBICHUSMHU JbIXaTe€IbHONH HEJOCTa-
TOYHOCTH B COYETAHWU C JaOOPaTOPHBIMU OTKIIO-
HEHUSIMH  (JIEHKOLMTO3, HEUTpoduiaes co CHBUIOM
JeHKoUTapHOU (OPMYIIBI BIEBO), YTO OBUIO paciie-
HEHO KaK BBICOKMI PHUCK peanu3auuyd HHQPEKLIHOH-
Horo mpouecca. K Tperbum cyTkam >KM3HHM B CBSI3U
C OTCYTCTBHEM KJIMHHYECKHUX CHMITOMOB HH(EKIH-
OHHOTO Tpoliecca W HOopMalu3alued J1adopaTopHBIX
mokaszaresieil, aHTHOaKkTepualbHas Tepanus Oblia
3aBepllEHa.

Takum obOpazom, y 72 pmerer (93,5 %) ocHOBHOM
TPYIIIBl OTCYTCTBOBAIN KIMHUYECKHE MPOSBICHHUS HH-
(heKIIMOHHOTO TIPOoTIeCca, MOITOMY aHTHOAKTEPHUATHHYIO
TEpanuio He MPOBOJMIM, HECMOTPS Ha OTKIOHEHHS
B KJIMHHYECKOM aHAIN3€ KPOBU B MEpBbIe 24 4 KHU3HU
U TOBbIIEHHBIH ypoBeHb CPb Ha 3-m CcyTKM >KH3HH.
3a 3TUMH JEeThMH JWHAMHYECKOe HAONIOAEHUE MPOBO-
AT Bpad-HeoHAToJor. B rpymme cpaBaeHus (n=36)
HU ONHOMY pEOCHKY aHTHOaKTepualbHas Teparnus
He ObUIa Ha3Ha4YeHa BBHIY OTCYTCTBHS aHAMHECTHYe-
CKUX, KIIMHAYECKUX W JTAOOpaTOPHBIX TTOKa3aHHH.

Jlomolf B YIOBJICTBOPUTEIHHOM COCTOSSHHHM OBLTH
BeITIUCaHbl 74 pebenka I rpymmer (96,1 %) u 36 ne-
teit (100 %) II rpynmel. 3 peGeHKa OCHOBHOM I'pYTIITBI
C IMarHO30M BPOXKJCHHOW NMHEBMOHHMM OBLIM TEepeBe-
JICHBI B CTAIIMOHAPHI JIETCKUX TOPOACKUX OONBHUIL JIJIS
JIaJIbHEHUIIIEro JeYEHUsI.

[Tony4eHHble pe3yabTaThl HCCICIOBAHHUS CBHJIC-
TEJNLCTBYIOT, YTO MpPU HamnMuuK (GakTopoB pucka (XA)
JUTSL pa3BUTUA MH(DEKIIMOHHBIX OCIOKHEHUH y HOBO-
POXXKIEHHBIX TonbkO y 3 nereit (3,9 %) peanuzoBancs
BBIPOKEHHBIH KIMHUKO-Ta00paTopHbIi HH)EKIIMOHHO-
BOCIAJUTENBHBIN mpoIiecc, eme y 2 aerei (2,6 %) obut
BBICOKHI PHCK pealn3alii HHPEKIIMOHHOTO mpolecca
(xmuEMYeckue nposieienus J|H B coueranmm c mabo-
paTOPHBIMU OTKIIOHEHUSAMH — JIEMKOLIMTO3, HEUTPO-
¢due3 co CIBUIOM JICHKOLUTAPHOH (hOPMYIIBI BIEBO),
4TO TIOTpeOOBalio Ha3HAuUCHHA aHTHOAKTepUaTbHON
Tepanuu B TEYEHUe 72 4 ¢ MOCIEIYyIomEeld OTMEHOM.
B ocrampHbix 72 cmydasx (93,5 %) xIMHHYECKUX
MPOSBICHNH WH(EKIMOHHOTO TPOIecca BBISBICHO
He ObUTO0. OTHM JETSM TPOBOAMIHN JaOOpPaTOPHBIH
MOHHUTOPUHT, U OHM HAXOAWIKCH O] JUHAMUYECKUM
HaOmoleHueM Bpaua-HeoHaTojiora 0e3 Ha3HaYeHUs
aHTHOaKTepHaIbHON Teparmy.

W3BecTHO, YTO MPOTHOCTHYECKAs LEHHOCTh T'eMO-
rpaMMbl Y KJIMHHYECKH 3IIOPOBBIX HOBOPOXKICHHBIX
W3 TPYIN PUCKa HU3Kasl BCICACTBUE MPOBEIICHNS aHTH-
OMOTHUKOTIPO(MITAKTUKY JKCHIIMHE B WHTpPAHATAIBHOM
nepuone [31]. BeposaTHOCTh pa3BUTHS celicrca yBe-
JMYUBACTCS TOJIBKO MPU HU3KUX 3HAYCHUSIX JICHKOI[H-
TOB M abCOJIFOTHOTO KoymdecTtBa Heurpoduios [30].
B Hamem uccienoBaHMM NpH JabOpaTopHOM oOcie-
JoBaHWUM Jerell | Tpynmbl B KIMHHYECKOM aHAIU-
3¢ KpOBH OBUIM BBISBIECHBI BOCIHAIWTEIHHBIE H3Me-
HEHUS B TepBble 24 9 KW3HU B BHJIC JCHKOIIUTO3a
(>34-10°/n) y 6,5% wmnagennes (n=135), u HeHTpo-
¢uneza — 84,4 % (n=065), torna kak Bo Il rpymme
HelTpoduies umenu 86,1 % (7 =31) HOBOPOXKACHHBIX,
a ypoBeHb JICHKOIIUTOB OBLI B TpeaesaX BO3PaCTHOM
HOpMBL. [Ipr 3TOM HM Yy OfHOTO OOCIIEIOBaHHOTO pe-
Oenka I u Il rpynmnsl He ObLUIO 3aUKCUPOBAHO YPOBHS
neiikorutoB <5,0-10%/n. TIpu mpoBEICHUH KOHTPOJb-
HOTO WCCJEOBaHUS TeMOTpPaMMbl Ha BTOPBIE CYTKH
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JKU3HU MOoKa3aTenu HopMmann3oBaiuch B 100 % ciayyaen
B IpyMIe cpaBHEHMs U B 88,6 % ciay4aeB B OCHOBHOM
rpymme 6e3 Ha3HaueHUs] TPOTUBOMUKPOOHON Tepanuu.
JlanHble mMoKa3aTrend MOXKHO MHTEPIIPETUPOBATh Kak
HU3KUH PUCK peasln3alliil CEeNTHYECKOTo Mpoliecca.

CPb — onuH W3 CTaHIapTHBIX MOKa3areiaedl mnpu
JMAarHOCTHKE HEOHATaJbHOro cercuca. OAHAKO IOBBI-
meHHslid ypoBeHb CPb He Bcerma ciemyeT mHTEpIpe-
TUPOBATh KaK Mapkep MH(EKInoHHOTO mporecca [24].
[ToBeimennslit ypoBenb CPb BeHO3HOH KpoBH HMen
31 noHomeHHBIN HOBOpOXKIeHHBIN (48,4 %) OCHOBHOM
rpymmsl 1 3 pebenka (8,3 %) W3 TPYIIBI CpaBHEHHS
0e3 BBICOKOTO HMH(MEKIIMOHHOTO pucka. be3 HazHade-
HUSl aHTHOAKTEepHaJbHOW Tepamuu IoKa3arellb HOp-
Manusosaics B 100 % ciydaeB B rpymnmne cpaBHEHHS
u B 90,3 % ciay4aeB — B OCHOBHOW Trpymrne. YYHUTHI-
Bas, 4T0 y 93.5 % nmereit 1 rpynmer u 100 % nereit
II rpynmsl OTCyTCTBOBaNM KIMHUYECKHE TMPOSBICHUS
nH}peKnu, nopeimenne yposas CPb BeHo3HOI KpoBU
y 00ClieIOBaHHBIX HOBOPOXKJCHHBIX HEJb351 HHTEPIIpE-
TUPOBATh KaK MapKep MHQEKLIMOHHOIO IpoLecca.

[loBBIlIIeHHBIE TOKA3aTeNd MeEAWaTOpOB BOCIA-
nenusi B mynosuHHoW kpoBu (MJI-1B m WJI-6) xax
MapKepOB CHUCTEMHOT0 ()eTaqbHOr0 BOCHAIUTEILHOTO
orBeTa ObUTH BBISABICHBI Kak B I, Tak u Bo Il rpynme
(MJI-1B 19,3 % vs 2,8 %; NJI-6 54,4 % vs 13,9 %).
OpHako HOpMajH3aIysl J1abOpaTOPHBIX JAHHBIX MPH
OTCYTCTBHM TNPOTHBOMHKPOOHOH TEpamuu IO3BOJIH-
Jla HaM HWHTEpIpPETUPOBAaTh MOIYUYEHHBIE PE3YIBTaThI
Kak (U3UOJOTHYECKH (TPaH3UTOPHBINA) HEOHATAIb-
HBI CHHAPOM CHUCTEMHOI'O BOCIAJIUTEIBHOIO OTBETA.
H.IT. Illa6amoB [8] cpenu MOTpaHUYHBIX TPAH3IUTOP-
HBIX COCTOSIHUI HOBOPOXKACHHBIX BBIIENISET U (HUIUO-
JIOTMYECKUH HEOHAaTaJIbHBIA CHHAPOM CHCTEMHOTO
BOCTIAJIUTEILHOTO OTBETA, KOTOPBIA Pa3BHBACTCS Kak
CTPECCOPHBI M YMECTEH NpPHU AHTUIEHHOW arpec-
CHUU — TIEPEXO0/IE U3 YCIOBUI BHYTPHUYTPOOHON KU3HU
K BHEYTpOOHOH, IJie MPOUCXOOUT MEPBUYHOE 3acele-
HUE «0apbepoB» NPH KOHTAKTE C BHELIHEH Ccpenoi
canmpo@uTHOH OakTepHaIbHON (QIOpPOii.

YuuTeiBas, YTO POXKEHHUIBI C KIMHUYECKUMHU
npusHakamMM XA B HMHTpaHaTalbHOM IMEpHose IOo-
Jy4aloT aHTUOMOTUKONPO(QHIAKTHKY, BEPOSTHOCTD
PasBUTHSL PaHHEI0 HEOHATAJIBHOIO CEICHCA U BPOXK-
IIEHHOM TTHEBMOHWHW y peOeHKka cHmkaercs [19, 22],
C. Hershkovich-Shporen u coapr. [22] cuuTarot, 4To
PYTHHHOE Ha3HaYeHHWE AHTUOAKTEPUATBHOW Tepanuu
KJIMHUYECKH 3[J0POBBIM JIOHOIIEHHBIM HOBOPOXKJICH-
HBIM JIeTSIM OT Marepeil ¢ AMarHOCTUPOBAaHHbIM XA
SBJSIETCS. HEOIPAaBIAAHHBIM. Pe3ynprarbhl Hallero uc-
CJIeIOBaHUsl TPOJAEMOHCTPUPOBAIM, 4TO 72 pebGeHka
(93,5 %) He HyXIanuch B aHTHOAKTEpUAIbHON Tepa-
OUM ¥ OBUIM BBIIMCAHBl JOMOW B YIOBIETBOPHUTEIb-
HOM COCTOSIHUH.

Ha ocHoBaHMM TIpOBEICHHBIX HAOIIOJICHUN MBI IO~
JaraeM, 4yTo PyTHMHHOE Ha3HAYCHHE aHTHOAKTephalIhb-
HOU Tepanmuu KIMHUYECKH 3I0POBBIM JIOHOLIEHHBIM
HOBOPOXKJICHHBIM JIETSM OT MaTepell ¢ AuarHo3om XA
SBJISIETCA HeomnpaBiaaHHbIM. HoBopoXkJieHHbIE JaHHOMN
TPYyMIBl HY)KJIAITCS B KIMHUKO-JIa00pPaTOpHOM, JIWHA-
MUYEeCKOM HaOIIOACHUN C TIPOBEIEHUEM Jiaboparop-
HOTO KOHTPOJISl, BKJIIOUAIOIIEr0 KIMHUYECKUM aHalu3
KpoBH U onpenenenue yposus CPb, uro npencrasius-
€TCsl MPEJNOYTUTENIbHON aJbTepPHATUBON HA3HAYEHUIO
aHTHOAKTEpUATbHON TEparuy.
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BBepeHue. B oHKOremMaTonormm ogHoOM M3 akTyanbHbiXx Npobnem aBnsoTca remobnactosbl. CoBpeMeHHble METOAbI NEYEHUS
npu remobnactosax 3HaYMTEsNbHO YAy4ywuau nporHos. OLHAKO MPUMEHEHME XMMMOTEpanuu COMPOBOXAAETCS BbICOKOM
4acTOTOMW MeAMKAMEHTO3HbIX OC/IOXKHEHWI, B TOM UYMC/ie CBA3AHHbIX C HEMPOTOKCMYHOCTbI. lMpucoennHeHUe HeBpOnOo-
FMYECKOM CUMNTOMATUKM K OCHOBHOM KIMHMYECKOM KapTuUHe 3aboneBaHUs CyWeCTBEHHO YCyrybnseTt TaKeCTb COCTOSHUS
60/1bHOr0, BAMSIET HA MPOTHO3 M KAYecTBO XWM3HWU. B cTaTbe npeacTaBneHa Helpodu3MonorMyeckass XapakTepucTmka
XUMWOMHAYLMPOBAHHOM MOAMHEBPONATUM Y AeTei C 0CTpbiM NMMAOBNACTHBIM NENKO30M.

Llenb uccnepoBaHna — CONOCTABUTb KAMHUYECKYIO KAapTUHY U HEMPODU3NONOrnYeckme NpUsHakm XMMMONHAYLMPOBAHHOM
NnofMHeBpONaTMK y AeTen € oCcTpbIM AMMGOBNACTHBIM 1IEMKO30M.

Matepuanbl M Metoabl. [lpoBefeH aHanM3 KAMHUMYECKOM KapTWHbI C OLLEHKOM 3nekTpoHeripomuorpaduyeckoro (SHMT)
uccneposanma y 21 pebeHka B Bo3pacte oT 3 no 17 neT Ha 6a3ze O6nacTHOM LEeTCKOM KAMHMYeCKOM 6onbHMLbl EkaTe-
puHbypra 8 2019-2020 rr.

Pesynbratbl. B nccnenyemoit rpynne petei, no AaHHbIM HEMPOGU3MONOrMYECKOro UCCIef0BaHUs, NPU3HAKU nepudepu-
YECKOM NONMHEBPONATUM OMpPELENsANNCh Ha 3Tane UHAYKLMOHHOW XMMMOTEPANuUM NMPaKTUYECKM Yy BcexX 6osbHbIX (95,2 %).
BbisBneHo npeobnafaHue MOTOPHOM aKCOHANbHOM HEBpoOMaTMM ManobepLoBbiXx HepBoB. [pU 3TOM KAMHUYECKME Mpo-
ABNEHUS perncTpupoBanucb y 25 % naumeHToB. B xone AMHamMuuyeckoro HabnwpeHus B TeyeHue 4 Mec. y Bcex peTen
C HelMpodM3MONOrMyeckMMM NpU3HaKaMm NopaxeHns nepudepnyeckmx HepBoOB NOSBUINUCL COOTBETCTBYIOLME HEBPOIOTU-
yeckne cumnTtomsl. Mo pesynbratam IHMI-UccnenoBaHMsa oTMeYanacb oTpuLaTesbHas AMHAMMKA. YBenUUMaach kateropms
60/bHbIX, UMELMX CMELIAHHbIV BapuaHT nonuHeBponatum B 1,7 pasa. Y Kaxaoro Tpetbero pebeHka BbISIBNEHO CHUXKEHUE
amMnauTyabl M-0TBETa M CKOPOCTU PacnpoCTpaHeHust BO36OYXXAEHNUS MO HepBaM.

3akntoueHue. [oNlyyeHHble LaHHble onpenenstoT He06X0ANMMOCTb NpoBeAeHMS HEMPODU3NOIOrMYECKMX METOL0B UCCNIen0-
BaHWI B paHHWE CPOKM C LiesIblo onpeaeneHuns rpynmn BblICOKOro pucka no GopMmnpoBaHMI0 HEMPOTOKCUYECKUX OCNOXHEHUN
y AeTtei ¢ ocTpbiM NTMMdOBNACTHBIM NENKO30M, NOMYHYAKLWMUX XMMUOTEPANUID, U CBOEBPEMEHHOIO HA3HAYEHUs KOMMeKca
TepaneBTUYECKUX MepONpUATUA.

KntoueBbie cnoBa: XMMMOTepanus; HEMPOTOKCUYHOCTb; NMOSIMHEBPONATUS; SN1EKTPOHENPOMMOTpadus; OCTPbIN NEiKo3.
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CLINICAL AND ELECTROMYOGRAPHY CHARACTERISTICS OF CHEMOTHERAPY-
INDUCED POLYNEUROPATHY IN CHILDREN WITH ACUTE LYMPHOBLASTIC

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

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

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

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

tion of therapeutic treatment is required.

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

BBEOEHUE

I'emo0macTo3bl BXOAAT B YHCJIO CaMbIX PacIpo-
CTPaHEHHBIX OHKOTEMATOJIOTMYECKUX 3a00JIeBaHMIA
y geredl. CoracHO MHUPOBOH CTaTUCTUKE, YacTo-
Ta BCTPEYAEMOCTH MIaHHOW MATOJOTHH COCTAaBIISCT
3,3-4,7 ma 100 trIC. AeTckoro HaceneHnus. [Ipu sTom
OTMEUAETCsl 3HAYMTEILHOE IMPeodIaaHle OCTPOTO
muM(poOIacTHOTO JIeHKo3a, MO JaHHBIM Pa3IUYHBIX
aBTOpoB, 10 75-85 %. CoBpeMEeHHbIE METOIbI Jie-
YeHHUs MAIMEHTOB C remMo0/1acTo3aMU 3HAYMTEIBHO
VIYUIIFUIA TIPOTHO3, B HACTOSINEE BPEMS S-JICTHSA
BBDKHBaeMOCTh nocturaer 90 %. OmgHako mpuMeHe-
HUE XMMHOTEPAIMH HEPEIKO CBS3aHO C MOOOYHBIMH
spdexramu, B TOM 4HCIE C HEHPOTOKCHYHOCTHIO.
Bo3HUKHOBEHHE HEBPOJIOTUYECKONH CHUMIITOMATUKU
B OCHOBHOM KIMHHYECKOH KapTuHe 3a0oJeBaHus
yCYTyOJISIeT TSKECTh COCTOSIHHSI OOJILHOTO U HEPEIKO
croco0cTByeT (DyHKIMOHAIBHBIM HapyIICHHUSM, 3Ha-
YUTEILHO BIWSS Ha Ka9eCTBO JKM3HU IMAaMEHTOB [7].

Jnst nedenus npu ocTpoMm JInMpoOIacTHOM Jeifkose
AKTUBHO UCIIOJIB3YIOT BUHKPHUCTHUH, KOTOpLIfI ABJIACT-
csl Mpou3BOoAHBIM OapBuHKa. OJHO M3 YacThIX HEH-
POTOKCHYECKHX OCIIOKHEHUH NMPU MPUMEHEHUU TIpe-
rmapara — rnepudepudeckas moxmHeBponarus [8, 9].
OCHOBHBIC KIWHAYECKHE MPU3HAKU 3a00JICBaHMS Xa-
PaKTEepU3yIOTCS OTIAEIbHBIMU PACCTPONCTBAMH WJIU
COYETAaHUEM ABUTaTeIbHBIX, CCHCOPHBIX U BEreTaTUB-
HBIX HapymeHuid. MoTopHas HeBpomaTtwsi TpPOSBIS-
eTCS B BHJIC MBITIICYHON CIabOCTH, aTpodUN MBIIIII,
CHIDKEHUSI MM TOTEPU MEepUPEPUICCKUX TITyOOKHX
CYXOXKWIBHBIX peduekcoB. [Ipu TsokenoM TeueHUH
MOJINHEBPOTIATHH CHW)XKCHHE JHara30oHa JIBUKCHUM
OTpaHWYMBAECT AKTUBHOCTH B TIOBCEJHEBHOW JKW3HM.
Mprmeunast ¢1aboCcTh B HIDKHUX KOHEYHOCTSIX OIIpe-
ACIACT UBMCHCHUEC ITOXOAKU. B BEPXHHUX KOHECYHOCTAX
MPOUCXOANT HAPYLICHHUE 3aXBaTa MEJIKHX MPEIMETOB,
BO3HHKAIOT TPYAHOCTH TPH JEHCTBUAX IO CaMoo00-
CITyXUBaHUIO. UyBCTBUTEIBHBIE PACCTPOICTBA OOBIY-
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HO HaYMHAIOTCS C JUCTAJIBHBIX OT/AEJI0B KOHEYHOCTEH,
CUMMETPUYHO IO THILY «IIE€PYaTOK» HIH «HOCKOBY,
pacmpocTpaHssACh Ha IPOKCUMaNbHbIE oTaenbl. Hepen-
KO BO3HHMKAIOT MapecTe3uu MO THUITy YYyBCTBA <GK¥Ke-
HUS», «IOKaJIBIBAHUS» WKW OOJM, MOTYT OBITH OLIY-
LIEHUSI «OHEMEHUs», YTO NMPUBOIUT K YMEHBIIECHHIO
o0beMa IBIKEHUN IMOpaKeHHBIX KoHeUHOCTeH [9, 10].
Bemymmm  MeTOZIOM  JIMArHOCTHKY — NepuepuiaecKon
MOJIMHEBPONATUH  CUMTACTCSl  AJIEKTPOHEHpOMHUOTrpadu-
yeckoe (DHMI) wmcciemoBanue, KOTOpoe ONpeaesseT
JIOKaJIM3aLHUI0, XapaKTep W CTENeHb MOpaKEHWs IepH-
(hepraecknx HepBOB. M3BecTHO, uTO M3MeHeHuss JHMI -
rapaMeTpoB y MalMeHTOB JETCKOTO BO3pacTa, IMOyvaro-
IIMX TEParui0 BUHKPUCTUHOM, COCTABJISIIOT IO pa3sHbIM
nmureparypHbeIM JaHHbIM 10 90 % ciryqaes [1-4, 6].

B HacTosiiee Bpemst B OTEUECTBEHHOM M 3apyOex-
HOH JuTeparype OONBITHHCTBO HUCCIETOBAHUN TIOCBS-
IIEHO M3YYEHHIO YacTOThl BCTPEUAEMOCTH, CTPYKTYPHI
U KIMHUYECKON XapaKTepUCTHKH HEWPOTOKCHYECKUX
HEBPOJOTHYECKUX PAcCCTpoicTB. B HayuHoil pabo-
T€ POCCHUMCKUX HCCIEeNoBaTeNIeld MOJYyYEHbl JTaHHBIE
0 PacIpoCTPAaHEHHOCTH HEPBHO-MBIIIEUYHBIX OCIIOKHE-
HUH Yy JleTeld W TOIPOCTKOB € reMoOIacTo3aMu, CH-
CTeMaTU3UpOBaHa KJIMHUYecKas kapTuHa. [Ipemioxkena
KJIaccupUKauus XMMHOMHIYLMPOBAHHONW IOJIMHEBPO-
MaTUH 10 CTENEHH TOKECTH TPU OCTPBIX JIEHKO3ax
1 JIuMQpoMax, a TakKe YCTaHOBJICHA €€ IEeKTPOPHU3NO-
Joruyeckas xapakrepuctuka. [IpoBezieHo cpaBHeHHe
TSAKECTH HEPBHO-MBIIIEYHBIX OCJIOKHEHWH Yy MalneH-
TOB B 3aBUCUMOCTH OT JUIMTEIBHOCTH M HHTEHCHUB-
HOcTH xumuorepanuu [4]. B ogHOM M3 3apyOeKHBIX
HCCIIEI0BAaHUI OLIEHUBAJIOCh HEHPOTOKCHUECKOE IEil-
cTBUE BHMHKpUCTMHA. Y 71 % pnereil, momy4aBIIuX
JIEYEHHE, PETUCTPUPOBAINCH HEBPOJIOTMYECKUE pac-
CTpOMCTBa. B cBOEM HCCIIEOBaHUHU ABTOPHI MPOBEIH
paHXXHpPOBaHUE HEHPOTOKCUUECKUX OCIOXKHEHUM B 3a-
BUCUMOCTU OT MX KIMHUYECKOW BBIpakKeHHOCTH [11].

B mHacrosiiee Bpemsi, HECMOTps Ha aKTHBHOE
U3y4YeHUE  XMMHOMHIYLIMPOBAHHBIX  OCJIO)KHEHUH,
HE OIpeAENeHbl NPOTrHOCTUYECKUE MapaMeTpbl HeH-
POTOKCHYECKHX pEeaKUni, OCTAIOTCS HEpeIeHHBIMU
BONPOCH! CTAHJAAPTU3AIIMN BEJCHUS TaKHUX MAIMeHTOB,
YTO CO3AaeT HEOOXOAMMOCTh YIIYyOJCHHOTO M3y4YeHHUs
JaHHOW MPOOJIeMBI.

L]env uccnedosanusi — CONOCTABUTh KIMHUYECKYIO
KapTUHY U HEHPO(pU3NOIOTHYECKUE TTPU3HAKU XHUMHO-
UHJYLUPOBAHHOW IOJIMHEBPOIIATUHU Y JETEU C OCTPBIM
TUM(OOIACTHBIM JICHKO30M.

MATEPUAJIbl U METOAbl NCCNIEOAOBAHUSA

B uccrnenoBanum ydactsoBan 21 manueHT B BO3pac-
Te oT 3 1o 17 7ner ¢ BHEpPBbIC BBIABICHHBIM OCTPHIM
muMdoOmacTHEIM  Jieiiko3oM. Bcem nmeTsM  mpoBomu-
JIOCh JICUCHWE COTTIAaCHO TPOTPAMMHON XUMHOTEPAITHH

no nporokory ALL-MB-2015 na 6aze O6nacTHoi net-
CKOM KIMHUYECKOW OonmpHHIBI ExareprHOypra B riepu-
on 2019-2020 r. ITIpoTokoun uccnenoBaHus BKIIOYAI OC-
MOTP HEBPOJIOTa, IECKTPOHEHPOMUOTPA(HUIO ¢ OLICHKOM
MOTOPHBIX BOJIOKOH n. tibialis (m. abductor hallucis),
n. peroneus profundus (m. extensor digitorum brevis)
W CEHCOPHBIX BOJOKOH n. peroneus superficialis,
n. suralis. CpaBHUTENbHBIN aHAIM3 TONYYEHHBIX HaH-
HBIX MCCIIElyeMOH TPYMIIbl JIeTeil MpOBOAMIICS ¢ 001Ie-
NPUHATHIMA HOPMaTUBHBIMHU 3HaueHusMH [S]. B Tabm. 1
NPECTABIEHbl COOTBETCTBYIOLINE HOPMBI 110 OCHOB-
HBIM IIOKa3aTessIM JIeKTpoHerpoMuorpaduu.

Jis ompesienieHns BBIPAKEHHOCTH HEBPOJIOTHYE-
ckoro nedunura npuMmensum mkany NIS-LL, monu-
(UIHMPOBAHHYIO C YYETOM AETCKOrO BO3pacTa.

[lepBuuHoe oOcnen0BaHUE BBIOJHEHO HAa KOHEY-
HOM 3Talle UHIYKIHOHHON XUMHOTEpanuu (UcciieoBa-
Hue Ne 1). Heiipomerabominueckyto Tepanuio Ha3Haya-
T JICTSIM, UMEIOIIUM KIMHUYEeCKHE HEBPOJIOTUYECKHE
nposiBiicHus. [loBTopHast oLeHKa KIMHUYECKOW U Heil-
podU3NOIOrUIEecKO XapaKTEPUCTHKH IIPOBEIEHA Ye-
pe3 4 mec. B mepuoJ KOHCOJUAWPYIOUIETO JIeUeHUS
(uccnenoBanue Ne 2).

Craructuyeckyto 00paboOTKy NPOBOAWIN BapHa-
LHUOHHBIM METOIOM C HCIIOJIb30BAaHUEM IIPOIPAMMBbI
Microsoft Excel, makera mporpamm Statistica for Win-
dows, 6.0, Microsoft office Excel 2007 for Windows.

PE3YNbTATbl NCCNIEOOBAHUSA
M UX ObCYXAEHUE

Ha MomeHT uccnenoBaHus BO3pacT JeTed Bapbu-
poBai or 3 mo 17 netr, cpemHMii BO3PACT COCTABUI
9,0 + 3,4 rona. Cpenn Bcex BO3PACTHBIX TPYMI Tpe-
oOmajmanu JeTd MIIJIIero IIKOJIBHOTO BO3pacta —
42,8 % (n=9), KOMUYECTBO JETEH MOIIKOIHHOTO BO3-
pacrta M TOJIPOCTKOB OBLIO OIUHAKOBO M COCTABHIIO
mo 38,6 % (n=06) B xaxnoil rpynme. [Ipu pacmpe-
JICJICHUU OOJIBHBIX MO TOJy CYIIECTBEHHOW Pa3HUIIBI
HE BBISBJIICHO, CPEJIU MalMeHTOB HaOmroaanock 47,6 %
(n=10) manpunkoB u 52,4 % (n=11) neBouex.

[Tpu nepBuYHOM 00CIIEI0BAHUH T10 JAHHBIM HEBPOJIO-
THYECKOTO OCMOTpa HApPYIICHUS B JIBUTATEIBHOM cepe
BeIsIBIICHBI y 14,3 % nereit (n=13), y 9,5 % wnaOmrona-
JIOCh CHM)KEHHE MBIIIEYHON CHIIBI U YyBCTBHTEILHOCTH
(n=2). Cpenu yka3aHHOH Tpymnmbl OONBEHBIX CHIDKCHHE
CYXOXKHIIBHBIX PE(ICKCOB HMKHUX KOHEUHOCTEH orpe-
JIENSIIOCh Y 4 MalueHToB, 4To cOoTBETCTBOBANO 19,0 %.
OILEHKY BBIPQKEHHOCTH HEBPOJIOTMYECKOTO JeduinTa
npoBoawind ¢ nomoulbto mkainsl NIS LL, pe3ynbrarsl
KOTOPOM TIPEACTaBICHBI B TaOM. 2.

[lepsuunoe DOHMI -uccienoBanrue BBIMOIHAIOCH
BCEM JICTSM Ha dTalre WHAYKIMOHHON XUMHUOTEPAITUU.
HecMmotpst Ha TO 4TO HapyIlIeHUS B HEBPOJIOTHYECKOM
craryce Habmomamuch y 23,8 % (n=15), B uccieny-

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

elSSN 2587-6252



18 OPUTWUHANDBHbIE CTATbW / ORIGINAL STUDIES

Tabnuya 1 / Table 1
HopMaTuBHblie 3HaYeHMs NokasaTenen 3NeKTPOHEMPOMUMOrpapruyeckoro MccnefoBaHus

Reference EMG values

m. AH / m. EDB /

ITokazarens / Value 0 TS 0 PS n. PSS n. S

Ammautyaa orBeta, MB/MkB /
> > _ _
Amplitude of the response, mV/mkV 3.0 3,5 530 530
CKOpOCTh pacipoCTpaHEHUs BO30YXIACHUS, M/C / =40 =40 =45 ~45
Nerve conduction velocity, m/sec.
Pe31f1z[yanLHaﬂ JIATEHTHOCTD, MC / 355 35 B B
Residual latency, msec
Ipumeuanue. AH — wmpimima, npuBoasimas Oosbmol majner cronbl; EDB — kopoTkwuit pasrubartens manbies; n. TS — 60mb-

meOepoBkif HepB, n. PS — mamoGeprioBerit Heps; n. PS S — moBepXHOCTHBII MaoOeproBsIii HEPB; N. S — MKPOHOXKHBIA HEPB;
aMIUTHTY/a 0TBeTa, MB — crocoOHOCTE MBIIIIEI OTBEYATH HA Pa3Apa)keHne; pe3uyalbHas JaTeHTHOCTh — BPEMEHHAs 3a/epiKKa
OT MOMEHTA CTUMYJISIHUH JJO BOSHUKHOBEHHS BO30Y K/ICHUS IIPH CTHUMYJISIIINH HEPBa B JUCTAJIBHON TOUKE.

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).

Tabnuua 2 / Table 2
OueHka HeBponoruyeckoro geduumta y getein ¢ ocTpbiM 1MMdo61acTHbIM neiko3omM no wkane NIS LL Ha aTane
MHAOYKUMOHHOW XMMMOTepanuu, nccnepoaHme 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

bannel
Cp. 3H. + cT. OTKI. /
Hccnenoanue Ne 1 / Study No. 1 P
Score
Mean value + Std. dev.
Mpimeunas cuna / crubanue 6eapa / hip flexion 0
Muscle strength
pasrubanue 6eapa / hip extension 0
crubanue xoneHa / knee flexion 0
pasrubaHue KojeHa / knee extension 0
crubaHme TOJICHOCTOMHOro cycTaBa / ankle flexion 0,1 +0,18
pasrubaHue rojieHOCTOonHOro cycrasa / ankle extension 0,1 £0,18
crubanue nanples cromnsl / toe flexion 0,29 £ 0,49
pasrubaHue MmayibleB CTOIHI / toe extension 0,29 + 0,49
Pedexcer / Reflexes KoneHHblit peduexc / knee reflex 0,29 + 0,49
axuinoB pedraexc / ankle reflex 0,38 0,62
quc_T.BI’FTem’HOCT}’ / TaKTUJIbHAS 4yBCTBUTEIBHOCTS / tactile sensitivity 0,29 + 0,49
Sensitivity
6osieBast YyBCTBUTEIBHOCTH / pain sensitivity 0,19+ 0,34
BHOpaIMOHHasl YyBCTBUTEIBHOCTE / vibration sensitivity 0
MBIILIIEYHO-CyCcTaBHOE 4yBCTBO / muscular-articular sensitivity 0
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€MOH TpyINIe MNPAaKTUYeCKH y BCEX MAlMEHTOB —
B 95,2 % ciyqaeB (n =20) — BBISIBICHB U3MEHEHHS
M-oTBeTa U CKOPOCTU PAcIpPOCTPaHEHUsI BO3OYKIEHUS
(CPB), uT0 cBHIETENBCTBYET 00 aKCOHAILHOM HITH Jie-
MUEIMHN3HUPYIOLIEM XapaKTepe MOpa)KeHHs HEPBHBIX
BOJIOKOH. [lomydeHHBIE pe3yabTaTbl COOTBETCTBYIOT
JaHHBIM HAay4HOW JIUTEPATypbl, Il€ yKa3aHO, YTO IS
AKCOHOTIATHH XapaKTepHO OTCPOUYCHHOE PA3BUTHE KIIU-
HUYECKHX MPOSIBICHUH B BHJI€ COXPAHEHUS MBIIICUHON
CHJIBI M CyXOXKWJIBHBIX pe(iekcoB Ha paHHEH cTaauu
MOPAKEHUsI HEPBHOU TKaHU [5].

Ha pucyHnke npezncTaBieHo pacnpeneieHue 1o TH-
raM TOpa)kKeHUS HEPBHBIX BOJIOKOH W XapakTepy H3-
MEHEHHUH CTPYKTyp nepudepudecKux HEpBOB IO pe-
syapraram nepsudyHoro OHMI -uccrienosanus.

CeHcopHasa nonuHeBponatus /
Sensory polyneuropathy

MOTOpHO-CEHCOPHAs AeMUENNHNU3N-
pytowas nonvHesponatus /
Motor-sensory demyelinating
polyneuropathu

20 %

/

[To nanueiM DHMI -uccnenoBanus y Bcex nauueH-
TOB OBLI YCTAHOBJIEH IOJMHEBPUTUYECKUI XapaKTep
nopakeHus1. B momasmnsromemM OONBITMHCTBE CIIyYaes,
y 75 % pnereii (n=15), BcTpeuaaoch JABYCTOpPOHHEE
nopakeHue nepudepuyecKux HEpBOB, aCHMMETPHY-
HOE HapylleHue BbIABIsLIOCH y 25,0 % OonbHBIX
(n=25).

TakuM 00pa3oMm, MpPU3HAKK TOPAKEHUS Tepude-
pudeckux HepBoB no gaHHbIM OHMI -uccrnenoBanus
ycTta"oBieHsl y 20 nanuenToB. [Ipu stom y 17 u3 HuX
3aperucTPUPOBAHO CHIKEHUE YPOBHS M-0oTBeTa, 4TO
coctaBmiio 89,5 %. M3omupoBanHOE HapyIlIeHHE CKO-
pOCTH pacmpoCTpaHeHHUs] BO3OYKICHHS B HCCIETye-
MO Tpymnre OTMEYeHO y 2 MalUeHTOB, YTO COOTBET-
cteyet 10,5 % (tabm. 3).

MoTopHas akcoHanbHas
nonuHesponatus /
Motor axonal polyneu-
ropathy

MoOTOpHO-CEHCOPHas akCOHasbHas MonvHeBponatus /

Motor-sensory axonal polyneuropathy
PucyHok. PacnpepeneHne nonvHeBponaTtuii NO TMNaM NMOPAXKEHUS HEPBHbIX BOJIOKOH U XapaKTepy U3MeHeHui nepudepuueckmux
HEpBOB Yy AeTeil C OCTPbIM IMM(PO6AACTHLIM 1IEMKO30M NO pe3ynbTaTaM 3N1eKTpoHepoMmuorpadum Ha sTane MHAYKLMOHHOM

XUMMHOTEpanum
Figure.

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

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

Tabnuya 3 / Table 3

Pe3ynbTaTbl anekTpoHeripomumorpaduyeckoro obcnenoBaHusa geten ¢ ocTpbiM NMMGOHNACTHBIM N€MKO30M, OLEeHKa
MOTOPHbIX BONOKOH Ha 3Tane MHAYKUMOHHOM xumMunoTepanun (M £ m), nccneposanme 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
Tlokasarens /
Value npaBasi CTOpoHa / | JieBasi CTOpoHa / cTopoHa / JieBasi CTOpoHa /
right side left side right side left side
AMIunTya oTBeTa, MB / 7,0+£2,94 6,4 + 3,35 2,4+142 2,5+ 1,57
Amplitude of the response, mV
CKOpOCTh pacrpocTpaHeHus Bo30yKIeHUs, M/C / 49,2 + 6,07 48,9 +6,0 45,9 +£4,28 46,6 £ 6,15
Nerve conduction velocity, m/sec.
PesnayanpHasi 1aT€HTHOCTD, MC / 2,2+0,94 2,1 +£0,78 2,8+ 1,29 2,9+ 1,89
Residual latency, msec.

Ipumeuanue. AH — mpimna, npuBoasimas 6onbmroit nanen cronsl; EDB — kopoTkuii pasrubaTtens maibleB; aMIUIUTYy1a OTBETA,
MB — crocoOHOCTE MEIIIIEI OTBEYATH Ha Pa3Apa)keHne; pe3nIyasibHas JTaTeHTHOCTh — BpPEMEHHas 3aJepXKKa OT MOMEHTA CTUMY-
JSAIUU 10 BOZHUKHOBEHHS BO30YKJICHHUS IPH CTHUMYJISIIIUY HEPBa B JUCTAIBHON 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 3nekTpoHelipoMuorpaduyeckoro obcnenoBaHunsa geteit ¢ octTpbiM NMMbOHAACTHBIM N1€MKO30M, OLEHKA
CEHCOPHbIX BOJIOKOH Ha 3Tane MHAYKUMOHHOW xuMuoTepanuu (M £ m), nccneposaHme N2 1

Results of the ENMG-test of children with acute lymphoblastic leukemia, assessment of sensory fibers at the stage of in-
duction chemotherapy (M # m), study No. 1

n. PSS n. PSS n. S n. S
IMoxa3zareuns /
Value npasas CTOPOHa /| neBas cTOpoHa / npaBas CTOPOHa /| neBas cTopoHa /
right side left side right side left side

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

CKOpOCTB pacupocTpaHEHUS BO30OYKICHUS, M/C 49,9 + 7,67 50,1 + 6,59 46,0 £ 6,32 46,7+ 6,5
Nerve conduction velocity, m / sec.

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

Ipunoscenue. n. PS S — moBepXHOCTHBIA MaI0OEPLOBBIN HEPB; N. S — UKPOHOKHBII HEPB.
Note. n. PS S — superficial peroneal nerve; n. S — sural nerve.

Tabnuua 5 / Table 5
OueHka HeBponoruyeckoro geduumta y geTen ¢ octpbiM nuMd0o6AaCcTHLIM neiko3om no wkane NIS LL Ha atane
KOHCONMUAUpYHOLWEeH XumMmoTepanum, uccneposanune 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

banner,
HUccnenoanne Ne 2 / Study No. 2 cp. 31 £ CT. 0T /
Score,
Mean value + Std. dev.

Mpiimeynas cuia / crubanue 6enapa / hip flexion 0,29 + 0,52
Muscle strength pasrubanue G6ezxpa / hip extension 0,19+ 0,34
crubanue konena / knee flexion 0,57 +£1,03
pasrubanue koieHa / knee extension 0,43 +£1,78
crubanme TOJICHOCTOMHOTo cycTaBa / ankle flexion 1,24 + 1,53
pasrubaHne TOJIEHOCTOIHOTO cycTaBa / ankle extension 1,24 £1,53
crubanue naneles cronsl / toe flexion 2,19+ 1,26

pasrubaHue majibleB CTOMbI / toe extension 21+13
Peduexcsi / koneHHBIN peduekc / knee reflex 2,05+0,28
Reflexes axuinoB pedraexc / ankle reflex 2,33 +£0,54
UyBCTBUTEIBHOCTD / TaKTUIbHAS 9yBCTBUTEIBHOCTH / tactile sensitivity 0,67 £ 0,95
Sensitivity 0oeBast YyBCTBUTEIBHOCTH / pain sensitivity 0,57 + 0,87
BHOpAIMOHHAsI YYBCTBUTEIBHOCTH / vibration sensitivity 0,38 + 0,62
MBIIIEYHO-CYCTaBHOE 4yBCTBO / muscular-articular sensitivity 0,48 £0,73

B Ttabn. 4 mupexacraBneHsl pesyiabsrarel DOHMI -
WCCIIEZIOBAHUSI CEHCOPHBIX HEPBHBIX BOJOKOH, MO KO-
TOpPBIM YCTAHOBJIEHO HapyllleHue mpoBenenus y 47,3 %
(n=9) nmauuenros. [lo naHHBIM OLEHKH HEBPOJIOIHU-
YEeCKOr0 CTaTyca HapyLICHHE YyBCTBUTEIBHOCTU ObLIO
BBISBIIEHO ¥ 9,5 % (n =2) oOcienyeMbIxX neTeil.

Bropoii stan uccnenoBaHUS NPOBOIWIM MOCIHE
3aBEpIIECHUs] MHIYKIHOHHOTO Kypca XHMHUOTEpaIuH,
B Iepuoj] KOHconuaupyromero jeueHus. Vccneno-
BAaHHUE 3aKJIHOUYalI0Ch B IIOBTOPHOM OLIEHKE HEBPOJIO-
TMYECKOTo CTaTyca MalMeHTOB. Y OJHOro peOeHKa
HAO0JII0IAN0Ch CHUKCHHWE MBIIICYHON CHIIBI 0 Tpex
0a/uIoB B IMPOKCUMAJIbHBIX OTAENaX M 1O 4YeTbl-
pex OamoB B JUCTAIBHBIX OTAENAX HHUXKHHUX KO-

HEYHOCTEW, YTO TMPUBEIO K HAPYMIIEHUIO MOXOIKH.
B 14 cayuyaax (66,7 %) BbISIBJIEHO CHHM)KEHUE MBbI-
LICYHOH CHIJIBI A0 4YeThIpeX OajuloB B IUCTAIbHBIX
oTAeNaxX HIKHUX KOHEUHOCTEH, MposBistoleecs 3a-
TPYIHCHHEM IOIbEMa Ha HOCKHM W IATKU. Y BCeX
OOJBHBIX OTMEUaJIOCh YITHETEHHE KOJEHHBIX U aXWJl-
JOBBIX CYXOXHJBHBIX pediaekcoB. Y Bcex maerel
TaK)Ke PErHCTPUPOBAIUCH KajoObl HA 00NN B HUX-
HUX KOHEYHOCTSIX Pa3HOW CTENEHU BBIPAXKEHHOCTH.
IIpu sTOM HEOOXOAMMO OTMETHUTh, YTO HapyLICHUE
TaKTWJIBHON M 00JIEBOIl YyBCTBUTEIHHOCTU BBISIBIIC-
Hel y 23,8 % (n=15), a cHmWKeHHEe BUOpAIIMOHHON
YYBCTBUTEJIBHOCTH M MBIILIEYHO-CYCTaBHOTO YYyBCTBa
y 9,5 % (n=2) namuenTtoB. B Tabn. 5 mpencrasie-
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Tabnuya 6 / Table 6
Pe3ynbTaTbl anekTpoHepomumorpaduyeckoro obcnenoBaHusa geten ¢ ocTpbiM NMMGOHNACTHBIM NE€MKO30M, OLEeHKa
MOTOPHbIX BOJIOKOH Ha 3Tane KoOHconuaupywuwen xumuotepanum (M £ m), uccnenosaHue 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
Iloxazatens /
Value npaBasi CTOpOHa / | JieBast CTOpOHa / | mpaBasi CTOpoHa / | JieBasi CTOpoHa /
right side left side right side left side
AwMmuTyaa orsera, MB / 7,6 3,29 7,6 £3,73 2,2+1,26 2,1 +1,27
Amplitude of the response, mV
CKOpOCTh pacupocTpaHeHUs BO30YKICHUS, M/C 48,2 +3,2 48,5 £ 6,16 47,5 £ 6,08 45,3 + 4,63
Nerve conduction velocity, m/sec.

Tabnuya 7 / Table 7
Pe3ynbTaThl 3nekTpoHelipomuorpaduyeckoro ob6cnenoBaHuns getei ¢ octpbiM AMMbOBNaCTHLIM N1E€MKO30M, OLEHKA
CEHCOpHbIX BOJIOKOH Ha 3Tane KoHconuaupywuwen xummotepanum (M £ m), uccnegosanune N2 2
Results of the ENMG-test of children with acute lymphoblastic leukemia, assessment of sensory fibers at the stage
of consolidation chemotherapy (M = m), study No. 2

ITokaszaTens / n. PSS n. PS S n. S n. S
Value mnpaBasi cTopoHa / | JeBasi cTopoHa / | mpaBasi cTopoHa / | JeBasi cTopoHa /
right side left side right side left side
AwmmunTyna otBeta, MKB 11,8 £ 4,91 10,7 + 6,95 11,2 + 3,74 10,3 + 5,79

Amplitude of the response, mkV

CKOpOCTh pacupoCTpaHCHUS BO30YKICHUS, M/C 47 £ 4,61 47,9 + 4,99 44,5 + 4,06 443 +3,2
Nerve conduction velocity, m/sec.

HBl JJaHHBIE IO HeBpoJjoruueckomy aeduuuty npu Baausa y 20,0 % nereit (n=4) HaOmroganach MOJIOKH-
MOBTOPHOM 00cCiIe0oBaHUU. TakuMm o00pa3oM, ObUIO TelibHAs IMHAMMKA, KOTOpas NPOSBIUIACH TOBBILLICHUEM
BBISIBJICHO YBEJIMYEHUE KOJIMYECTBAa OAJUIOB MO IIKa- aMIuuTyasl M-orteeta m CPB, Oe3 HOopmanu3anuu Bbl-
ne NIS LL mpu oreHKe HEBPOJOTHYECKOTO cTaTyca IIenepedrcieHHbx mapamerpos. Y 50,0 % marmenTtos
y IeTel B AWHAMUKE B TEpuon KoHcomumupyroomeidl (n=10) cymecTBeHHOW NIWHAMUKA HE OTMEYaoCh,
XUMHOTEPAIHH. Ipu 3TOM y 6 JeTeil COXpaHsUIMCh OTKJIOHEHHs B He-

[lpu anammze OHMI-uccnenoBanusi B JuHAMHUKE BpoJoruueckoM craryce. ¥ ocrasmuxcs 30,0 % (n=06)
[0 TUIIAM IOPa’KCHWs HEPBHBIX BOJIOKOH M XapakTepy PperucTpupoBajach OTpHLATENIbHAs AWHAMHUKA 10 JaH-
n3MeHeHnil nepudepryecknx HepBoB B 45,0 % ciayda- ©HeiM OHMI' B BHae cHIDKEHHMA aMITIUTyabl M-oTBeTa
eB (n=9) BBIBISUIACH MOTOpHas akcoHanmbHas momu- W CPB, mpeumyinecTBEHHO B JMCTalIbHBIX OTAETAX

uesponarust, y 35,0 % (n=7) — MOTOpHO-CEHCOpHasi HIKHUX KOHEYHOCTeH (Tabim. 6, 7).

aKcOHaJIbHas MOJMHEBPONATHsl, C OIMHAKOBOM dYacTo- B menom, mpu CpaBHEHHMH HAHHBIX KIMHUYECKOH
toit — 10,0 % (n=2) — MoOTOpHO-CEHCOpHasi AeMHe- KapTHUHBI U pesyasratoB DHMI -nccnenoBanus uepes
JIMHU3UPYIOIAsT M CEHCOPHAsI TTOJIMHEBPOIIATHH. 4 Mec. Ha JTare KOHCOIMUIUPYIOIMIEH XUMHUOTEPANTUU

Takum 00pa3oMm, MpH AMHAMHYECKOM MPOBEACHWH  OBLIO BBISIBICHO COOTBETCTBHE HEBPOJIOIHMUYECKUX IMPO-
OHMI -uccnenoBanusi OTMEYaJIOCh TNPHCOCIUHEHUE SBICHUH M PE3yJbTaTOB WHCTPYMEHTAIBHOTO 00ce-
MIOBPEKICHUSI CCHCOPHBIX BOJIOKOH Yy 3 MALMEHTOB, JIOBAaHUS.

KOTOpbIE MMEJIM IOPaKEHUE MOTOPHBIX BOJIOKOH Takum o0Opazom, y gereii ¢ oCTpbIM JuMQO-
MIPU TIEPBUYHOM HCCIEIOBAHUM. Y OJHOTO OONBHOTO ONACTHBIM JIEMKO30M, MOJIYYAIOUIUX XHMHUOTEpAIUIo,
C MpHU3HAKaMM CEHCOPHOM TONMHEBPONATHM BBIABISA- Ha ATalle MHIYKIIMOHHOTO JICUEeHHsI, OTMEUEHBI TPU3Ha-
JIOCh JOTNOJHUTENILHOE BOBJICUCHHE MOTOPHBIX BOJIO- KM NepuQepuueckoil moauHeBponartuu B 95,2 % ciy-
koH. B omgHOM cirydae HabOmromamack monmoxutensHas —daeB (n = 20) mpu npoBeneHun DHMI -uccrienoanms.
TUHAMHKA, y pebeHKa ¢ MOTOPHO-CEHCOPHOM monnHeB- [lpn 3TOM THN MOpakeHHWs HEPBHBIX BOJIOKOH W Xa-
pormarueii onpeaesioch BOCCTAHOBICHHE CEHCOPHOTO — PaKTep H3MEHEHHWH TNepupeprudecKuXx HEPBOB OBLI
TUIIA HEPBHBIX BOJIOKOH. NOpeICTaBlieH B pa3HBIX BapuaHTax C IMpeodiaaa-

IIpu cpaBHUTENnbHOM aHanu3e nokaszarened DHMI'- HuemM MOTOpHON aKCOHalbHOW HEBPONATUU MAJIO-

nccnenoBanus Ne 2 ¢ TaHHBIMH TIEPBHYHOTO 00cCieno- OepIioBBIX HEpPBOB, KOTOpas ycTaHoBieHa y 55,0 %

@ [Negmatp. 2021.T. 12. Boin. 3 / Pediatrician (St. Petersburg). 2021;12(3) elSSN 2587-6252



22

OPUTMHANDBHDBIE CTATbW / ORIGINAL STUDIES

(n=11) maruenToB. ITo maHHBIM aHaANW3a KIMHHYEC-
CKOM KapTuHbI U pesyiapratoB DHMI -nccnenoBanus
y 75,0 % nereit (n = 15) BBISBICHBI CYOKIMHUYECKUE
M3MEHeHHsI epudeprudeckux HepBoB. HeBpomoruue-
CKME MPOSIBIEHUsI OTMEYaluch ToJapko B 25,0 % ciy-
yaeB (7 =15) MpeuMyIIECTBEHHO B BUJE HapyLICHUH
CO CTOPOHBI ABUIaTEIbHON CQEpsbl.

B Teuenme 4 mMec. nMHAMUYECKOTO HaOIIONCHUS
y BCEX MAIMEHTOB C YCTAHOBJICHHBIMH CYOKJIMHH-
YeCKHMMHU TPHU3HAKaMHU MOPaKeHHs NepudepuyecKux
HEPBOB IOSBMINCH COOTBETCTBYIOIIME HEBPOJIOTHYE-
ckue cuMmnToMmbl. Ilo manHBIM TOBTOpHOTO OHMI -
WCCIIEZIOBAaHUS OTMEYAJIOCh YBEIMYEHHE KaTerOpHH
MAIMEeHTOB, UMEIOIINX MPU3HAKH MOTOPHO-CEHCOPHOM
nonuHeBponatud B 1,7 pasza. Ilpum cpaBHHUTENBHOM
aHanu3e nokaszareneid DQHMI npakTHuecKu y KakJaoro
tpethero pebdenka (30,0 %, n = 6) perucrpupoBaiach
oTpulaTelbHas TUHAMHMKA B BHUJE CHI)KEHHUS aMIUIU-
Tynasl M-otBeta n CPB.

3AKNKOYEHUE

[TomydyeHHbIe MaHHBIE CBUICTEIBCTBYIOT O BBICO-
KOM pacupoCTpaHEHHOCTH XMMHOWHIYIIMPOBAHHOM
MOJIMHEBPOTIATUU Y JIeTe ¢ OCTpbIM JinMpoOiacT-
HBIM JIeliko30M. HauanpHble cyOKITMHIYECKHE TIPU3HA-
KU TIOBPEXACHUS TEpU(PEPUISCKIX HEPBOB BEHISBIIS-
nuck 1o gqaHaeiM DHMI -uccnenoBanus mpakTHUECKH
y BCEX MAIMeHTOB Ha KOHEYHOM 3Tare WHAYKIIMOHHOMN
XUMHUOTEpAuy € MOCICAYIONIUM MPUCOCAUHEHUEM
KJIIMHAYECKUX MPOSIBICHUM M HapacTaHUEM IMOpake-
HUS HEPBHBIX BOJIOKOH. COOTBETCTBEHHO IS PAHHETO
BBISIBJICHUSI U3MEHEHHI CO CTOPOHBI Nepudeprudeckoit
HEPBHOH CHUCTEMBI y NeTeH, MONydaroluX XHUMHOTE-
panuo, BO3HUKAET HEOOXOAMMOCTh MPOBEICHUS HEH-
podusmonornyeckoro o0CIeNoBaHUS B IOKIMHUYE-
CKHIl TIEpHOJ C TENIBI0 OMpPENeiCHUS TPYIIIBI pHUCKa
1o (OPMHUPOBAHHUIO KIMHHYCCKUX HEBPOJIOTUYCCKUX
PacCTPOMCTB U CBOEBPEMEHHOTO Ha3HAYCHUS KOMILICK-
ca JIle4e0HBIX MEPOTPHUSATHIH.
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PE3Y/NIbTATbl NEYEHWUSA OETENA C BPOXOEHHON AUCOYHKLMUEN KOPbI
HAANOYEYHUKOB, MPOXUBAKLLUX B MEPMCKOM KPAE
© H0.M. TomunuHa?, I.B. Yncroycosa?, J1.B. CoppoHoBa?
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Ana yumuposaHus: Tommunnna HO.M., Ynctoycosa IB., CodpoHoBa /1.B. Pe3ynbtaTthl eYeHUs AeTei C BPOKAEHHOM AMUCOYHKLMEN Kopbl
HaZMOYeYHNKOB, NpoXKMBatoLLx B Mepmckom Kpae // Meamatp. — 2021, — T. 12. — Ne 3. — C. 25-30. https://doi.org/10.17816/PED12325-30

Mocrynuna: 14.04.2021 Opobpena: 20.05.2021 MpuusTa Kk nevatu: 23.06.2021

BeepeHune. BpoxaeHHas AMcHyHKUMS Kopbl HapnouyeyHukos (BAKH) — 370 rpynma ayTocoMHo-peueccuBHbix 3abone-
BaHui. Okono 90 % Bcex peteit ¢ BAAKH mMetoT HepocTaTouHOCTh depMeHTa 21-ruapokcmnasbl, KOTOPbI Heobxonnm
ONS CUMHTe3a rNIKOKOPTUMKOMAOB M MUHepanokopTukomnaos. Conbrepswowas ¢opma BOKH dopmupyetcs npu geduumnte
M TNOKOKOPTUKOMAOB, U MUHEPANOKOpTUKOMAOB. OTCYTCTBME NleYeHUs Npu AaHHOM Gopme NpUBOAMUT K rnbenu pebeHka
yXe B MNlafleH4yecTBe, a NOTOMY pPaHHee BbiSIBIEHME U Hayano NeyYeHUs Ype3BblYaiHO BaXHO.

Uenb uccnepoBaHua: M3yunTb KAMHMYECKME OCOOEHHOCTM TeyeHus 3aboneBaHMs M OUEHWUTb IP(EKTUBHOCTb NleYeHMs
feTelt ¢ conbTepstowen dopmoit BAKH B MNepmckom kpae.

Marepuanbl u MeToabl. [poBefeH aHaNU3 KIMHUYECKUX 0COBeHHOCTEN TeueHus 3abonesanus y 40 neTeii c conbTepsioLLei
dopmoit BAKH, npoxusatowmx B MepMckoM kpae. s oueHKM afeKBAaTHOCTM NoLo6paHHOM Tepanuu Bbinn NpoaHanusm-
pOBaHbl KJMHUYECKME NPOSBAEHUS: TATA K CONEHON NULLe, rMneprnurMeHTaumns KOXHbIX NOKPOBOB, TMPCYTU3M, HapyLueHue
pocTa W Apyrve CMMNTOMbI, @ TaKXe MoKasaTenun 371eKTPoNUTHOro 6anaHca, ypoBeHb 17-ruapokcunporecTepoHa, agpeHo-
KOPTMKOTPOMHOr0 rOpMOHa, PEeHMHa.

Pesynbratbl M 06cyxaeHMe. HecMOTPS Ha COBpeMEHHble BO3MOXHOCTU AMArHOCTUKM U neverus npu BOKH, nonHoi kom-
neHcaumu 3aboneBaHuns ynaetca Lob6UTbCS Aaneko He BO Bcex cyyasx. [louTn y Bcex o6cnenoBaHHbIX feTel BCTpeYanuch
NMB0 CMMNTOMbI HELLOCTAaTOYHOCTM 3aMeCTUTENIbHOM Tepanuu, 160 NpU3HAKM Nepefo3MpPOBKU. Y paLa AeTel, He UMEIDLLNX
KJIMHUYECKUX NPOsIBNEHMI 3a60n1eBaHUs, OblM BbISBEHb OTKJIOHEHUS B TOPMOHANIbHOM Mnpodue.

BbiBoabl. B xone Hawero uccienoBaHUs YCTAaHOBNEHO, YTO ANs AeTel MAajfluero BO3pacta XapakTepHbl CUMMTOMbI
nepeno3nMpoBKY FIOKO- MW MUHEPANIOKOPTUKOMAAMU, @ TakXKe YaCTOe BO3HUKHOBEHWE COMbTEPSOWMX KPU30B HA (oHe
NpUCOeLMHEHUS UHTEPKYPPEHTHbIX 3aboneBaHunii, TOrAa Kak ANg AeTei NMoApOCTKOBOro BO3pacTa aKTyasbHbl Npobiemsl,
CBSI3aHHbIE C HEAOCTAaTOYHOM [030M MMIOKOKOPTUKOMAHBIX npenapaToB. CylecTBEeHHble TPyAHOCTHU Tepanun aeten ¢ BOKH
TaKXe CBsi3aHbl C KOPOTKMM AeicTBueM rupapokopTusoHa (KopTteda®). OpmH M3 cnocoboB pelleHus 3TMX npobnemM —
opraHusauus LWKonbl Ang poautenen petei, 6onbHbix BAKH. Co3paHue MoTMBauuM, 06bACHEHME MPUHLMUMOB NeYeHus
M BaXKHOCTW pErynspHoro npuema npenapartos, a TakXe 0ObACHEHWe anropuTMa LeACTBMIA NPU HEOTNOXKHbIX COCTOSHU-
SX — BaXHbI War B JOCTUXEHUM KOMMEHCALUKn 3aboneBaHus.

KnwoueBble cnosa: conbrepawwan d)OpMa BpO)I(}J,EHHOVI ,EI,MCdJyHKLI,lAM KOpbl HaAMO4Ye€4YHUKOB; OCHOBHbIE KJIMHUYECKUE
npogaBneHunsd; runepaHoporeHns; aNeKTpoJsIMTHbIE HapyLleHUa; NPpUYnUHbI AeKOMMNeHCauuu.

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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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.

BBEOEHUE

Bpokaennass JUCOYHKIMS KOPbI  HAMOYCUHH-
koB (BAKH) — »sto rpymma 3abomeBaHuii ¢ ayTo-
COMHO-PCUCCCUBHBIM MEXaHHU3MOM HaCJICI0BaHUA,

00YCIIOBIICHHBIX BPOXJICHHBIM HapyUICHHEM CTepo-
ujoreHesa BcieAcTBHE aAeduumuTa (hepMEeHTATHBHBIX
CHUCTEM.

Oxomo 90 % Bcex nereit ¢ BJIKH umeror neduimr
¢depmenTa 21-runpokcmiasel (Mytamus B rene CYP21)
u menee 10 % — nedunmr 11B-ruapokcunasel (nedext
B rene CYPIIBI). OctanbHble (HOpMBI BCTPEYAIOTCS
Kpaitne penko [5,9]. Hemocrarok 21-ruapokcuiiazbl
BBI3BIBAaCT neuImT mIroKoKopTHKocTeponmoB (I'KC)
U MUHEPAIOKOPTUKOUIOB, pexke — AC(QHIHUT TOIBKO
DIIOKOKOPTHKOMIOB. KoMIieHcaTopHast THIIepCTUMYIISIINS
KOPBbI HAJIIOYEYHUKOB aJPEHOKOPTUKOTPOITHBIM TOPMO-
HoM (AKTI) mpuBomuT K Tepen3ObITKYy aHIPOTSHOB
Y MPeJIIECTBEHHUKOB CUHTE3a KOpTH301a — 17-ruapok-
cunporectepora (17-OH-mporectepona) [1, 3, 7, 10].
B 3aBUCHMOCTH OT BBIPaKCHHOCTH CHW)KEHHS aKTHB-
HOCTH 21-THApPOKCHIIA3bl BBLICTSIOT 3 (QopMbl 3a00-
JIEBaHUSL: TPOCTYIO WM BUPUIIBHYIO, COJBTEPSIONIYIO
Y CTEPTYIO WIN HeKIaccudeckyto [6, 4, 10]. Ilpu comnb-
Tepstoeld popMe ONpeneNsIoulyl0 pojib B KIMHHKE
3a0oneBaHus UrpaeT ACPUUUT albIOCTEpOHA U BO3-
HUKAIOIIMe Ha JTOM (POHE CONBTEPSIONIUe KpPU3HI,
KOTOpBIE TIPW OTCYTCTBHH JICUEHUS MOTYT TMPHUBECTH
K JIETAJIbHOMY HCXOAy yXe B miazeHuyectse. [Ipu Bu-
PWIBHON — KJIMHMKa 0OYCIIOBJICHA THUIEPIPOAYKIHEH
AH/IPOreHOB Ha (JOHE HU3KOTO YpoBHs KopTHu3ona. [lpu
HekJaccuyeckor Qopme aegumut GepmMeHTa HE BHI-
paXEHHBIN, MOTOMY KIMHHMKA UMEET CTEPThI Xapak-
tep. Jns conprepsitomieit u BupmibHOi dopm BJIKH
XapaKTEepHO HapyuleHne (HOPMHUPOBAHUS HapyKHBIX
nojioBeix opraHos (HIIO) y neBouek, mposBistorie-
ecsl BUpWIM3AlMEeN pa3HOM CTENEeHH BBIPA)KEHHOCTH.

Y ManbuuKOB MPU POXKJICHUM BCTPEUAETCS] MaKpPOT€HU-
TOCOMHUSI, OTHAKO Ha Hee, KaK MpaBuilo, He o0pamiaoT
BHUMAaHUSI.

B Poccuu BJIKH cpenu nereit BcTpeudaercs ¢ ya-
crotoit 1:9500 [1, 5, 6]. K kony 2019 r. B Ilepm-
CKOM Kpae Ha ydere c¢ auarHo3om BJIKH cocroso
122 pebenka.

C mapra 2006 . B Poccuu BBeZieH HEeOHaTaIbHBIH
CKPUHHUHI, B XOJ€ KOTOPOTO HCCIEIyeTCs] YpPOBEHb
B KpoBu 17-OH-nporecrepona. J[aHHOe HccienoBaHue
no3BosAeT BbIABIATH Jetell ¢ BJIKH yxe B mepsble
IHU JKM3HU, HO cuuTaeTcs Hed((EeKTHBHBIM HpH He-
KJIACCUYECKOH, @ B HEKOTOPBIX CIIydasX U IPU BUPUJIIb-
HoM ¢opme [2, 6, 9]. Ha ceromusiiramii neHs Haubomnee
WHQOPMAaTHBHBIM METOAOM B OTHOLICHWUH BCEX (OpM
BJIKH sBnsieTcst MONEKyASIPHO-TEHETUYECKOE UCCIIEN0-
BaHHE METOJOM aJlIeIb-ClIeU()UIECKOM MOIuMepasHon
LIETHOM peakLuu 1J1si OOHAPYKEHUs TOUCUHbIX MyTalUi
B rene CYP2[ [9]. OgHako moOKa 3TOT METOA JOCTYICH
JMIIb B KPYMHBIX 9HIOKPUHOJIOTMYECKUX IIEHTpPaX.

EnvHCTBEHHBII BO3MOXKHBIHN CITOCOO KOPPEKIMU TOp-
MOHaJIbHBIX Hapyluenuid npu BJAKH — sto 3amectu-
TeNbHAs TOPMOHAJIbHAA TEpanus TIIFOKOKOPTUKOWIAMH
1 MHUHEpAJIKOPTHKOUIaMH. JleBoukaM ¢ NMpHU3HaKaMy BU-
pummzaruu HITO nokasana ¢emMuHM3MpYIOIIas MiacTu-
Ka, CPOKH HPOBEIICHHUS] KOTOPOH ONPENEsSIIOTCS B 3aBH-
CHUMOCTH OT CTETIeHN Bupmim3anuu [8]. B manpreimem
TpeOyeTcsl MOCTOSIHHO KOHTPOJMPOBATh aJeKBaTHOCTh
M0100paHHON Teparuy U U3MEHSTh 103y TOPMOHAIBHBIX
MIpenaparoB B 3aBUCHMOCTH OT BO3pacTa M MaccChl Tena
pebenka. Kpome Toro, mo3upoBka noiKHa OBITH CKOp-
pekxTrpoBaHa Ha (hOHE MHTEPKYPPEHTHBIX 3a00JICBAHMIA.

Llenv uccnedosanuss — U3y4UTh KINHUYECKUE OCO-
OCHHOCTH TeueHHs 3a0oJieBaHHMsS U OLECHUTH d(pQek-
TUBHOCTh JICUCHHsI JIETe C conpTepstomeii popmoit
BJIKH, npoxuaronux B Ilepmckom kpae.
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MATEPWAbI U METOAbI

[IpoananmsupoBanbl nctopuu Oone3snn 40 mereit
B Bo3pacte oT 1 mo 15 mer (6,6 + 3,8 roma) ¢ conbTe-
psromieit popmori BJIKH, HaxomnuBIIMXCsl Ha JICUCHUU
B otaeneHuu >ua0kpunonoruu KJIKbB B 2017-2019 rr.
TTox HaGmroneHrEM HAXOMWINCH 23 NeBOYKH U 17 Majib-
ynkoB. Jluarno3 BJIKH ycrtaHoBieH mo pesyjibraram
HEOHATAJIbHOTO CKPUMHUHTA y 38 MalMeHTOB M y ABYX
MaJIbuUKOB, POAMBIIUXCS 10 BBEACHUS CKPUHHUHTA, —
3aMo/I03pEH Ha OCHOBaHMM KIMHUYECKHUX MPOSIBICHUI
COJIBTEPSIIOIIEI0 KpU3a, BO3HUKILIETO B MEPBBIA MecsL]
#KU3HU. [lo SKCTpEeHHBIM NOKa3aHUAM TOCHHMTAIM3H-
poBaHbl 7 neTeid, octanbHbie 33 pebeHKa MOCTYNWIN
B IUIAHOBOM TOpsiAKe. MOJeKyIspHO-TeHETHYECKOe
oOciienoBanue B 1a0OpaTOpUH TE€HETHUKH MOHOTEHHBIX
3aboneBannii «HMUL] snamoxkpuHomoTHI»y MuH3IpaBa
Poccun mpoBeneno 11 mersm.

Jnisi OleHKM aJeKBaTHOCTH MOAOOpaHHOW Tepa-
nuy ObUIM IPOAHAJM3UPOBAHbl KIMHUYECKHE TIPO-
SIBJICHUS: TSAra K COJICHOW MUILE, TUIEPIUIMEHTALs
KOXHBIX IIOKPOBOB, T'MPCYTH3M, HapylIeHHE pocTa
U JIpyrHe CHMIITOMBI, U JIabopaTopHbIE MOKa3aTelH:
YPOBEHb KajlMs M HATPUs CHIBOPOTKU KPOBU U UX CO-
OTHOILIEHHUE, COJepKaHNe B ChIBOpOTKe KpoBH 17-OH-
nporectepona, AKTI, penuna.

Cpennuii BO3pacT NALMEHTOB, a TaKXe CPEIHHE
JI03bl TIPENapaToB NPEACTABICHBI B BHJE CPEIHHUX
apu(METHYEeCKUX 3HAUCHUH M CTaHAAPTHBIX OTKJIO-
HeHuil (M = 9). [loka3arenu, xapakTepusyromue Kade-
CTBEHHBIC NPHU3HAKH, ONpeNe/suin B mpoueHrax. s
CTaTHCTHUYECKOTO aHAIN3a TAHHBIX MCIIOIB30BAIIN TIPO-
rpammy Microsoft Excel 2016.

PE3Y/IbTATbl U OBCYXXAEHUE

Bce metn ¢ mepBbIX HeOENb KHU3HM IOJIydaid
TOPMOHAJIBHYIO TEparuio, 4TO TPENOTBPATHIO (op-
MHUpOBaHUE CONBTEPSIONIET0 Kpu3a B aebioTe 3a-
Oosieanus. C 1ENbI0 KOPPEKUMH JeUIHUTA TIIOKO-
KOpTUKOUIOB HasHauanu Kopred® (TabrmetupoBaHHas
(hopMa THIPOKOPTU30HA) B 103€ OT 5,7 mo 19,23 Mr/m?
B cytku (12,41 £ 3,38 mr/m? B cytkn). edbuuur mu-
HEPAIOKOPTHKOUIOB Koppuruposanun Kopruneddom
(pmynpokopTH30H — Tpenapar ¢ MHHEPaJIOKOPTUKO-
WJHON aKTUBHOCTHIO) B j103¢ OT 25 nmo 150 mkr/cyt
(74,46 + 33,10 mxr/cyT). CommacHo  DemepalbHBIM
KJIMHUYECKHM PEKOMEHJIAIMSM, PEKOMEHIyeMasl 1032
Koprepa — 10-15 mr/m*> B cytku, Koprunedpda —
50-150 wmkr/cyt [5]. IlpeBblmieHne pexoMeHAyEeMOM
no3bl Kopreda ormeueno y 7 uenosex (17,5 %), no3st
HIDKE TIpeanucannbix noiaydanu 10 mamuentos (25 %).
Henocrarounas no3za Koprunedda (menee 50 Mxr/cyr)
Obuta HasHaueHa 5 geram (12,5 %).

B cBs3u ¢ nexommnencanueit 3aboneBanus Ha (oHe
octpoli pecrmpatopHoit mHbekuu (OPW) Opumm TO-

CIUTAIM3UPOBAHKI 7 MAllUEHTOB, y TPEX U3 HUX HMesa
MECTO pBOTa OT 1 70 8 pa3 B CyTKH, Y MATH — KUJIKHI
CTy7l, Yy OOJNIBITUHCTBA — TIPU3HAKA OOC3BOKMBAHIIS.
VY Bcex jerell BBISBICHBI BBIPQKCHHBIC HApYIICHHS
ANIEKTPOJIMTHOTO OaJlaHCca: TUTICPKATHEeMUSsl, THITOHATPH-
eMusl, COOTHOIIIeHue Kanuii/HaTpuii ot 1 :29 no 1 : 20.
VY nByx ormedeno moBeimenne AKTI (215-294 nr/mi)
u 17-OH-nporenrepona (76,3—123 HMOMB/), y ISTH —
noBeilieHue peruHa: 62,7-336 ME/n. OrueTiuBbIX
HapyIICHUH TOPMOHAIBHOTO MPO(MUIS HE BBISBICHO
y IIByX IallieHTOB.

Jlo mpue3ma Opurambl CKOPOW ITOMOIIN OOJBIITHH-
CTBO poOAWTENCH HE MEHSIN J03bI TOPMOHAIBHBIX
[peraparoB, JIMIIb JBYM JeTIM Ha (OHE PE3KOro
yxymiieHust coctosiuus Ol BBenmeH Comy-Kopred®.
B crammonape Comy-Kopred (unbexkmmonHast dopma
THAPOKOPTH30HA) OBIT Ha3HA4YeH IMecTH aeTsM. Cpe-
HUHM BO3pacT AaHHOM rpymmsl nered 3,7 + 1,9 roxa.

B mnanoBoM mopsake moctynmwin 33 peOcHKa.
[lomnas xommeHcanusi 0e3 3HAYMMBIX KIWHUKO-JIa-
OOpaTOpHBIX TPOSBICHWI HMeEIa MECTO JUIb y 7
u3 HUX. Y 5 JeTel BRISIBICHBI 1a00paTOpHEBIC OTKIIOHE-
Hus B Bune noseimenus AKTI, 17-OH-nporectepona
W pEHHUHA, XOTS KajJ00 OHHM HE MPEIbSIBISLIIU.

KnuHndeckre mpU3HAKU TOBBIMIEHHOTO YPOBHSA
aHJPOTEHOB B PA3IWYHOM COYETAaHWH HMEIN MEeCTO
y 11 mereit: runepniurmentanus y 9 mereit (27,3 %),
rupcytusM — y 3 (9,1 %), yrpesas coib y 2 (6 %),
MPU3HAKH JIOKHOTO MPEKACBPEMEHHOTO TI0JIOBOTO pas-
Butus (I1I1P) y omnoro mamsumuka (3 %). OmepexeHue
KOCTHOTO BO3pacTa Ooyiee 4eM Ha 2 Tofa ¥ HEKOTOPOe
YCKOpEHHE TEeMIIOB POCTa BIIEPBBIC TOMABI KU3HU C TIO-
CIEIYIOIUM 3aMeJICHUEM K MyOepTaTHOMY BO3pacTy
BBISBIICHO y 8 marnueHToB (24,2 %).

l'mnepanaporeHus MOATBEPXkK/Aaaach MOBBIIIEHHBIM
conepxanneM B KpoBu 17-OH-mporectepona y Bcex
nereit (ot 46,6 no 202,5 amons/n), AKTT y 9 yenosex
(or 104 mo 845 mr/mi), TecTocTepoHa y 2 JEBOYEK
(10,4 u 11,5 amonb/Mn). JlaHHBIE HapylIeHUS BCTpe-
YaJlMCh B OCHOBHOM Y JeTel myOepTaTHOTO BO3pacTa,
cpennnii Bo3pact — 10,7 + 2,8 roga, 9T0, BOZMOXKHO,
CBSI3aHO C HECBOEBPEMEHHOW KOPPEKLMEN 103 ropMo-
HaJBHBIX TPENapaToB MO Mepe B3POCICHHS JCTEH.

Tsary K coneHOW mNuIle HUCHOBITHIBAIU 6 nerei
(18 %). Y onno#i neBoukn ObUTa BBIABICHA THIIOHA-
Tpuemusi Ha (JOHE HOPMAJIBLHOI'O YPOBHS Kallusi U CO-
OTHOIICHUS 3JICKTPOIUTOB. HapyIiieHue cooTHOIIECHUS
K" u Na" ormeueno y 5 mereit — ot 1:27 go 1:23.
V¥ Bcex neteil BbISBICHO MOBbIIIeHHE peHruHa oT 50,0
mo 313,8 MME/n, uTo sSBISETCS MPU3HAKOM HEIOCTAa-
TOYHOCTHU 3aMECTUTEIHHOM TEepanmuu MUHEPATOKOPTHU-
xounamu. Jloza Koprunedda y stux nmereiri — ot 25
no 100 mkr. CpenHuii Bo3pacT JaHHOM Tpymmbl Je-
TeH — 6,1 +2,8 roma.

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

elSSN 2587-6252



28

OPUTMHANDBHDBIE CTATbW / ORIGINAL STUDIES

Cumntom /
Symptom

PacnpoctpaHeHHoCTb /
Prevalence

AptepuanbHast runepreHsus /
Arterial hypertension

Crpum /
Stretch marks

OsupeHue, 13bbITOYHAs Macca Tena /
Obesity, overweight

3aMefeHve Temnos pocta /
Slowdown in growth rates

Puc. 1. OcHOBHble KIMHMYECKUE NPOSIBNEHUS Nepeno3vMpOBKU
INIOKOKOPTUKOCTEPOUAOB Y 33 MauMeHTOB C ConbTe-
patowein hopMoit AUCHYHKLMM KOPbl HaAMNOYEHHUKOB,
rocnuTasM3MpoBaHHbIX B NJIAHOBOM Mopsake

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

Fig. 1.

Cumrnromsl Tiepeno3npoBku nperaparamu ['KC Ha-
omomanuck y 9 manmentoB (27 %). Y 7 nereit oTme-
4aJo0Cch 3aMEJUICHUE TEMIIOB POCTa, Y OIHOM JECBOUYKU
BBISIBJICHA M30BITOYHAS Macca Teja U 'y 4 — OxKHpe-
Hue ot 1-i no 3-il creneHu, y 3 nereid BHU3Y >KUBO-
Ta, Ha BHYTPEHHEH MOBEPXHOCTH IUIed W Ha Oempax
Obut cTpun. Y 3 jeredl HaONIOAANOCHh TOBBINICHUE
aprepuainpHoro gasneHus (puc. 1). Kimnuueckue
MIPOSIBJICHUST TIOATBEPIKJICHBI J1a00pATOPHBIMH JIaHHBI-
Mu: y 6 nmereii otmedanoch cHmwkenne AKTI (menee
8,7 mr/mim). YV atux xe gere 17-OH-mporectepon
ObUT Ha HIDKHEH TpaHMIe HOPMBI (IIENIEBOH YPOBEHb
17-OH-nporecTepoHa — BEpXHsSIs TPaHULA HOPMBI
WJIH HEMHOTO BBIIIIE).

be3 npu3HakoB Bupuamzaumu /
No signs of virilization

| crenens / | type

IV ctenenb /

IV type Il crenenb / 1l type

Il crenenb / 1l type

Puc. 3. Bupunusaums HapyXHbIX FeHUTanuii y 23 peBouek,
y4YacTBOBaBLUMX B AAHHOM UCC/IEeN0BaHUMN (MPOLEHTHOE
COOTHOLUEHME Pas/IMYHbIX CTeNeHel BUPUAU3ALIMK)

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

MpuunHbl gekomMneHcauun /
Causes of decompensation

3}'IeKTEOﬂIATHbIe HapyweHus /
lectrolyte disturbances

CMMNTOMBI Nepeno31poBKky
MUHEPaNOKOPTUKOMZaMM /
Mineralocorticoid overdose symptoms
CMMNTOMBI Nepeno3vpoBKy
TMIOKOKOPTUKOMAaMM /

Glucocorticoid overdose symptoms

CuMMTOMBI TvInepaHaporeHun /
Symptoms of hyperandrogenism

BosHukHoBerme conbTepstoluero kpusa Ha doxe OPU /
The emergence of a saline crisis against
the background of ARI

Bospacr (net) /
Age (years)

0 2 4 6 8§ 10 12
Puc. 2. CpepHuii Bo3pacT AeTeil, UMEIOWMX pasauyHble NpU4u-
Hbl gekomneHcauun BOKH, noctynuBwuMx B nnaHoBoM
M 3KCcTpeHHOM nopsiake. OPU — octpaa pecnupatopHas
UHbeKumns
The average age of children with various causes for
the decompensation of CAH, admitted in a planned and
emergency manner. ARl — acute respiratory infection

Fig. 2.

Pe3koe mnopamieHue peHWHa OTMEYEHO Yy 3 JeTeH.
V omHO# neBodku 3 neT 9 MecAIEeB BhIABIEHA TMIIOKA-
JMEMHs, 9YTO MOXKET OBITh MPU3HAKOM Tepe03UPOBKH
MUHEPATOKOPTUKOUIOB.

Ho rocnuranuzanuu petu nonydanu  Kopred
B mosze or 10,7 mo 19,23 mr/m®> B cyrku, Kopru-
Hepd — ot 37,5 no 50,0 mkr/cyr. Cumnromsl mepe-
JTIO3UPOBKHM TIpernaparaMyd BBIBISUINCh B OCHOBHOM
y JeTed OLIKOIBHOTrO Bo3pacTa (CpenHuil Bo3pacT —
4,5+ 1,2 roma).

Ha puc. 2 npencraBieHsl OCHOBHbBIE IIPUYUHBI JE-
KOMITEHCAIK 3a00JIeBaHMsI U pacIpeesieHue TaHHbIX
MIPUYUH 110 BO3PACTHBIM TpyIIIaM.

Hapymenne crpoenns HIIO ormewanmocs y 22
u3 23 neBoyek. M3 HUX y 5 BbISBICHA BUPUIH3ALMS
I crenenm (rumeptpodus kimTOopa 0€3 W3MEHCHWS
BXOJla BO BJIArajMIIe WM HE3HAYUTENILHBIM €ro Cye-
HueM); y nByx — Il cremenn (rumeprpodus Kimuropa,
HEJIOpPa3BUTHE TIOJIOBBIX T'y0, X YaCTUYHOE CpalleHHe,
BOPOHKOOOpa3HOE Cy)KEHHE BXOJa BO BIATajHIIe);
y 8 — III crenenp (rumeprpodusi KIMTOpa C YpOTeHH-
TaILHBIM CUHYyCOM); ¥ 7 — IV cTrenens (yporeHuTambHbIH
CHHYC, OTKPBIBAIOILIMICS Y OCHOBaHHUS KIMTOpPA, YacTUY-
HOE cpalleHue MonoBeIX Iy0). Crenens V BUpHIM3aLUN
(cpamieHHE TIONOBBIX TyO € OOpa3oBaHHEM TTOMOOWS
MOIIIOHKA M OTKPBITHEM YPETphl Ha BEpXYIIKe THUIep-
Tpo(MPOBaHHOTO KIMUTOPA) HE BCTpedanach (puc. 3).

Kak BugHo Ha puc. 3,y 74 % neBoUYEK BHUPUIBHBII
CUHZIpOM OBLT 0TUeTINBO BhIpakeH (I[-1V crenens Bu-
pUIN3alMK), TO €CTh BHUMATEIbHBIH OCMOTp I'€HUTa-
nuii B OOJILIIMHCTBE CITy4aeB IO3BOJISIET 3all0A03PHTh
BJIKH y neBouek yxe B MEpBbIE Yachl XKU3HU.

deMuHM3MpYIOLIas IUIACTHKAa ObUla IMPOBEACHA
19 neBoukam (y 16 — mepBbIif oTam, y 2 — /Ba dTa-
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11a OINEPATUBHOIO JIEYEHUS, U OJHON JI€BOUYKE INPOBO-
UM TOJIBKO PE3eKLMI0 KJINTOpa). J[ByM mauneHTkam
OIEpaTUBHOE JICUCHHE IJIaHUpyeTCs. Popurenu ogHou
JeBOYKU (4 roya) OTKa3bIBAlOTCS OT MPOBEICHUS (e-
MUHHU3HPYIOUIEH TMIaCTUKH.

Takum oOpazoM, B Hacrosiiee Bpems Onaromaps
HCIIOIB30BAHAIO HEOHATAIBHOTO CKPHHWHIA IEpBHY-
Hasi AMarHoctuka cojbrepstoieid hopmer BIKH ocy-
IIECTBIISETCSI CBOEBPEMEHHO, OJIHAKO IOCIeayIomas
xoppekuust 103 I'KC, HeoOxoammasi mo mepe B3poc-
JeHusi peOeHKa, YacTO BBI3BIBAET CIOKHOCTH.

BolpaxkeHHas aexomImeHcanus 3a0oiieBaHUs, Tpe-
Oyromasi SKCTPEHHON TOCTHTAIU3AINH, OOBIYHO 00-
YCIIOBJIEHA TNPUCOETUHEHHEM pEeCHUPATOPHBIX HH-
¢dexumii Ha ¢oHE HEAOCTATOYHOM KOPPEKLUHUH 103
TOPMOHAJIBHBIX TIPENapaToB M AceGULUTa MHUHEpaIo-
KOpTHUKOUIO0B. Yaine nono0Hasi CUTyaLusl BCTpEedaeTcst
y JeTeil paHHero M JOIIKOJIHHOIO BO3pacTa.

[lockombKy ¢ BO3pacToM NOTPEOHOCTH B MHHEpa-
JIOKOPTUKOU/IAX y JEeTed CHIXKAETCS, y CTapLIMX Ia-
LUEHTOB, OCOOEHHO Yy IIOJPOCTKOB, HENOCTATOYHAs
KOMTICHCAIHA, HEPEeIKO MpoTeKaromasi 0e3 OTYETIIMBBIX
KJIMHAYECKUX TMPOSIBICHUN, B OOJIBIIMHCTBE CITy4yaeB
00yCJIOBJICHa Hea/IeKBAaTHOM 10301 TIIIOKOKOPTUKOHMIIOB.

Ilo HammMM aHHBIM, MEHEE YEM y YETBEPTH MalH-
€HTOB, TOCHUTAIIN3UPOBAHHBIX B IUIAHOBOM MOPSIKE,
He ObUIO BBIABJICHO KIMHHYECKHUX MPOSIBICHUI 3a00-
JIeBaHHUA.

AKTHBHBIH pocT pebeHka TpeOyeT MOCTOSHHON
KOPPEKIIMN M KOHTPOJSI 103 KOPTHKOCTEPOH[OB, YTO
HE BCErIa OCYILECTBIIETCA CBOEBPEMEHHO. B pesyib-
Tare HeaJeKBaTHOW 3aMECTUTENIbHOM Tepanuu MOsBIIsA-
IOTCSl IPU3HAKU NIEPEI03UPOBKH WITH K€ CUMITOMBI TH-
MepaHJPOreHNH Ha (OHE HEJOCTATOYHOIO IOAABICHUS
AHIPOreHNPOAYLHUpYIomEeH (QYHKINN HaJIOYSUHUKOB.

3arpyaHseT MpPOBEASHIE 3aMECTHTEIBHON Teparnuu
OTCYTCTBHE MPOJIOHTMPOBaHHBIX ()OPM TOPMOHOB, TO-
CKOJIbKY TpexkpaTHblii mpueM Kopreda mnposormpy-
€T 4YacTele TNPOIyCKH OYepelHON 103bl. Bo3HuKaroT
«OKHa», KOTJa B OpPraHU3Me HET OJDKHOTO YPOBHSA
ITIOKOKOPTUKOUIOB, YTO TPHUBOIUT K YCHJIEHHOMY
BeIOpocy AKTI, cTUMyssimMu KOpbI HaJIIOYCYHHKOB
1 aKTUBHOMY CHHTE3Y aHJpOreHoB. [ mnepanaporeHus
MIPOBOLIMPYET MPOTrPECCHPOBAHUE KOCTHOTO BO3pacTa,
paHHEE 3aKpBITHE 30H pOCTa M MOCIEAYIOUIYIO HH3-
KopocnocTb. [Ipu yBenmu4eHnu 1036l U MOCIEAYIONIEM
peryiasipHOM IpHeMe MpenapaToB, BOZHUKAET Mepeo-
3MpPOBKa IITIOKOKOPTHKOMJAMHU, KOTOpas TAaKKe BEIET
K paHHEMY 3aKpBITHIO 30H pOCTa.

BbiBO bl

B nepuoasl kaxymerocss 01arornoiyddsi y 3Hauu-
TEJILHOW YacTH MAIMEHTOB UMEIOTCS MPU3HAKU HEI0-
CTAaTOYHON KOMIICHCAITMH 3a00JIeBaHUs, OOYCIIOBJICH-

Hbl€ HEAaJEeKBaTHOM J103UPOBKOW KOPTHKOCTEPOMJIOB.
B xozme Hamiero mccie0BaHUS YCTAHOBIEHO, YTO JUIS
JeTe MIIQIIEro BO3pacTa XapaKTEPHBI CHUMIITOMBI
MePE03UPOBKU KOPTUKOCTEPOUIOB, @ TaKKe YacToe
BO3HMKHOBEHUE COJBTEPSIONINX KPU30B Ha (OHE MpH-
COCIMHEHHUS MHTEPKYPPEHTHBIX 3a00JIeBaHUI.

Jlns geteit moapoCcTKOBOTO BO3pacTa Hambolee ak-
TyaJIbHON NPUYMHON JIEKOMIICHCALIMM CTAHOBUTCSI He-
JIOCTaTOYHAsl /1032 IVTIOKOKOPTHKOHMIHBIX IIperapaTroB
U MPU3HAKU TUNEPNPOAYKIHUN aHJIPOTE€HOB.

CymecTBeHHbIE  TPYAHOCTH  Tepalmuu  JeTel
¢ BAKH cBsizaHbl ¢ KOPOTKUM JEMUCTBUEM THIPOKOP-
tu3ona (Kopreda) u HeoOX0AMMOCTBIO Ha3HAYATh €T
B 3 mpuema. HenocratodHass KOMIUIAEHTHOCTh CEMbH
MPUBOAUT K MPOIYyCKaM OUYEPEIHBIX MPHEMOB rOpPMO-
HOB, YTO 3aTPyAHSET NoAOOp aJACKBAaTHBIX M03.
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Cpeau NposiBNEHU ayTOMMMYHHOrO TUpoMAMTA XaCMMOTO BCTPEYAKTCSA M pas3fiMyHble NCUXO-HEBPONOrUMYECKUe Hapy-
weHus. bonee cToneTMs M3BECTHO O MCUXO-HEBPONIOTUYECKUX HAPYLIEHUSX, aCCOLMMPOBAHHbBIX C TMMOTUPO30OM, OAHAKO
Haps4y C 3TUM CYLLeCTBYIOT U pacCTPOMCTBA MCUXMKMU Yy BONbHBIX TUPOMATUSMU, pa3BMBatoLMECS HA GOHE 3YyTUPOULHOIO
cocTosiHuA. B 1966 r. 6bina BnepBble onMcaHa sHuedanonatua XacMMoTo, naToreHes U yetkme gudpepeHLmManbHO-4MarHo-
CTUYECKME KPUTEPUM KOTOPOM A0 CUX MOP He onpenesieHbl. B faHHOW cTaTbe onNMCbIBAETCS IKCMEPUMEHTANIbHOE UCCNeno-
BaHWE Ha N1abopaTOPHbIX MbIWAX C MHTPALEPEOPOBEHTPUKYNSPHBIM CTEPEOTAKCUYECKMM BBEAEHUEM UMMYHOTO6YIMHOB G,
BblAE/IEHHbIX OT MALMEHTOB C aQyTOUMMMYHHbIM TUPOUAUTOM U KOMOPOMAHBIMU Aenpeccueit unu wusodperHnein. KoHtponem
CNYXXWUU XXMBOTHbIE, NONyYaBLIME NOAUKIOHANbHbIE UMMYHOFN06YAMHbI G 3L0pOBbIX LOHOPOB. B akcnepumeHTe 661K Npo-
BEAEHbl NoBeAEHYECKME TeCTbl, KOTOPble BbISIBUM OCOOEHHOCTU U U3MEHEHUS MOBELEHWUS Y ONEPUPOBAHHbIX XMBOTHbIX.
Tak, XXMBOTHblE, MONyYaBLUME UMMYHOTNOBYNIMHbI OT NALLMEHTOB C @y TOUMMYHHbIM TUPOUMAMTOM B COYETaHUU C Aenpeccuen,
6blNM MeHee aKTMBHblI B OTHOLEHMM pa3BUTUS NOBeAEHUS pucka. TecTol MMopconTta Ha 4-M 1 15-i oHKM nocne onepauuu
NpOLEMOHCTPUPOBAY, YTO BHE 3aBUCMMOCTM OT XapakTepa BBOAMMbIX PacTBOpPOB Habno[anoch U3MEHEHWE BPEMEHHbIX
COOTHOLIEHMIA Mexay naTTepHaMu noseneHus. Mpu BBeAeHWU UMMYHOTNO6YNMHOB G 60/bHbIX aQYyTOUMMYHHbBIM TUPOUIM-
TOM U WK30DPEHUEN B OTCPOUYEHHOM TecTe [opconTta NpoOMCXOAUN CABUM COOTHOWEHMS HOPM ABUraTeNIbHOW aKTUBHOCTH
B CTOPOHY NacCMBHOro nnaeaHus. lNpu BBeaeHuM 1gG 340pOBbIX LOHOPOB TaKOro M3MEHEHUS HE MPOMCXOAMNO.

KnioueBbie cnoBa: 3Hu,e¢anonam;| XacumorTo; ayTOMMMyHHbIH TUpoOMOUT, aenpeccusda; LIJI/IBOCD[DEHMFI.

EXPERIMENTAL MODELING OF BEHAVIORAL DISORDERS ACCOMPANYING
HASHIMOTO’S THYROIDITIS BY MEANS OF SPECIFIC IMMUNOGLOBULINS

© P.A. Sobolevskaia!, A.N. Gvozdeckii?, V.J. Utekhin %3, EV. Efimova?, S.R. Kuvarzin?,

TV. Fedotkina®3, L.P. Churilov®*

1Saint Petersburg State University, Saint Petersburg, Russia;

21.I. Mechnikov North-Western State Medical University, Ministry of Healthcare of the Russian Federation,

Saint Petersburg, Russia;

5St. Petersburg State Pediatric Medical University, Ministry of Healthcare of the Russian Federation, Saint Petersburg, Russia;
*St. Petersburg Scientific Research Institute of Phthisiopulmonology, Saint Petersburg, Russia

For citation: Sobolevskaia PA, Gvozdeckii AN, Utekhin VJ, Efimova EV, Kuvarzin SR, Fedotkina TV, Churilov LP. Experimental modeling
of behavioral disorders accompanying Hashimoto’s thyroiditis by means of specific immunoglobulins. Pediatrician (St. Petersburg).
2021;12(3):31-41. https://doi.org/10.17816/PED12331-41

Received: 07.04.2021 Revised: 11.05.2021 Accepted: 23.06.2021

@ [Negmatp. 2021.T. 12. Boin. 3 / Pediatrician (St. Petersburg). 2021;12(3) elSSN 2587-6252



32 OPUTWUHANDBHbIE CTATbW / ORIGINAL STUDIES

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 IgG 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.

BBEAEHME

AytonmmyHHBIH THpouIuT (AWUT) — camas uya-
ctast (hopmMa MATOJIOTUM ILIUTOBHIHON >kene3bl. Cpe-
I kiuHudeckux mposieieHud AWUT Berpedarorcs
[ICUXO-HEBPOJIOTUYECKUE HAPYIIEHUs, B CBA3U C YeM
WX paclo3HaBaHWE W KOPPEKLHMs CTAHOBSTCS BCe
Oonee aktyanbHbIMH. [lyOnMKamMu O TNCUXUYECKUX
paccTpoiicTBax NpU aIula3uM IIUTOBUIHOM YKeJe3bl
W IIpU MHKCEAEME MHOSBISIMCH, HauuHasi ¢ 70-X ro-
noB XIX B., a B 1937 r. momiaHAcKuii Bpay-nucaresb
A.JIx. KpoHUH J1an Ha OTBITEe TUYHOM MPaKTHKH SPKOE
XyJA0)KECTBEHHOE OIMCAaHHE IICHX03a MPHU MHKCEIeMe
y Bajumiickoro maxrepa [2]. B 1949 r. Puuapn Duep
omnucall <MUKCEJIEMaTo3HOe Oe3yMHe», CBsI3aB €ro ¢ I'i-
notupo3oM [3]. Ogamm u3 ucxomnoB AUT saBisercs ru-
MOTUPO3, MPOSIBISIOIIMICSA CHU)KEHUEM KOHLIEHTPALIUIA
tupouHbix ropmoHoB (FT3, FT4) m yBenuueHuem
ypoBHsi TuporpornHoro ropmona (TTI). Ipencrasms-
eTCcs MHTEPECHBIM, YTO B IPAKTUKE Bpayeh-IcHxHa-
TPOB YacTO BCTPEUAIOTCSA CIydaW ICHXHATPUUECKOTO
paccTpoiictBa Ha syTHpouaHou cramguu AUT, xorma
eme HeT JeuuuTa COOCTBEHHO THPOHUIHBIX TOPMO-
HOB, KOTOPBI MOT OBl OOBSICHUTH ICUXOHEBPOJIOTHYE-
ckue HapyueHus. Bo3MoxHO, HE Bce MOHOOHbIE Ha-
pYLICHHUS BBI3BAaHBI OJHUM JIUIIb TUIIOTHPO30M. B HHX
MOTYT OBITh 33/ICHCTBOBAaHbI U JAPYrHe MMMYHODHJIO-
KpUHHBIE MEXaHW3MBI, CBSI3aHHBIE C CHIBOPOTOYHBIMU
ounoperymnaropamu — antutenamu (AT), ropmoHamu,
ayTakougaMu. Bce 3T0 Cily’KUT OCHOBaHMEM AJIS TIIA-
TeJabHOro m3yueHus y 6oipHbIXx AUT, mpedpiBarommx
B COCTOSIHUM JIETKOTO THUIIOTHPO3a W/WIM 3yTHPO3a,
MICUXOHEBPOJOTMYECKUX CHMIITOMOB, YpPOBHEH TH-
pounsix ropmoHoB, AT k Ttuponepoxcumaze (TI1O)
u k tupornodynuHy (TT) B kpoBu ¢ menbio TposicHe-
HUS T1aTOre€He3a TICHMXOHEBPOJIOTUYECKUX HapyIIeHHH
npu AUT. B 1960-x romax nopn Yonrep Paccemn
Bpeiin ¢ coaBTopamu BIEpBbIE ILIEJIOCTHO OIUCAIN
BO3MOJKHYIO HOBYIO HO30JIOIMUYECKYIO EIUHMILY, Ha-

3BaHHYIO UMH <OHIedanonaTus Xacumoro» (9X) [5].
OX (mo cux TOp HE MpHU3HAHHAS CaMOCTOSTEIb-
HOW HO30JOrW4eckoil GopMoil u He QurypHpyromas
B MKDB) — 3T0 OTHOCHUTENHHO PeNKHUN ICHXOHEUPOIH-
JOKPUHHBIA cUHApOM. CunTaercsi, YTO OHa MPeCcTaB-
nsieT coboil ayToMMMyHHOE BOCHaluTeNlbHOe 3abore-
BaHME TOJIOBHOTO MO3Ta C BOBMOXKHBIMU BaCKYJIUTHBIM
1 TUMOUKO-SHIE(PaTUTHBIM KOMIIOHEHTaMu. B mupo-
BOHM nuTeparype DX HM3BECTHA TAKKE IMOJ HAa3BAHUEM
«CTepOUI-peaKkTuBHas 3HUe(aIONaTus, aCCOLUHUPO-
BaHHAasi ¢ ayTOMMMYHHBIM THUPOHJIUTOM» [steroid re-
sponsive encephalopathy associated with autoimmune
thyroiditis (SREAT)]. Ilpu nomeiTkax Tepamun X
KOPTUKOCTEpOUJaMU B OOJIBIIMHCTBE CllyyaeB (HO Oa-
JIEKO HE BCErJa) HaOIOMaeTCsl 3HAYUTEIBHBIA ITOJIO-
KUTEIbHBIA 3QdekT [6, 12]. B maroduszuonorun X
COCYIIIECTBYET pAJ TUIOTE3, cCamble PacHpOCTPaHEH-
HBIE M3 HUX TPAKTYIOT €€ JIMOO KaKk ayTOMMMYHHBIN
LepeOpasibHbI BacKyJIUT, JTUOO Kak pe3yabrar mepe-
KPECTHOM ayTOMMMYHHOH peakUUu aHTUTHPOUIHBIX
aHTuTeN (10 MHEHUIO psijia aBTOPOB — AHTUTHPOIIE-
POKCHIa3HBIX) MPOTHB KJIETOK Mo3ra. Ecte Habmone-
HUSL O TMATOTCHETHYECKOH WM CBHICTEIBCKOW POJIN
AyTOAHTUTE]I K TUPOIIOOYIMHY, a TaKKe HECKOJIb-
KHX BHJIOB ayTOAHTHUTE] DKCTPATUPOHMIHONW MO3TOBOH
cneruduuHOCTH (K HSWPOHAIBHOHN (-€HOJIa3¢, K MHBIM
LepeOpalbHBIM ayTOaHTHICHAM — ajibJlopenykrase-1,
JUMETHIapruHase-1, ranmmosuzaMm), a Takke O Ia-
TOI€HETHYECKOM BKJIAJe NEMHUEIMHU3UPYIOLIETO Ipo-
necca. Hapymenus, cxogasie ¢ 9X, HAOMIOOAINCH TIPH
ayTOMMMYHHBIX NapaHeOoIIaCTUYECKUX DHLEpaNInTaX.
BosmoxxHo yyactue B narorenese X o01ieil Mo3roBoi
runonepdys3un, oreKka Mo3ra, IpsIMOro TOKCHYECKOTO
st dexra runepcexpennu TTI u Tupomubepuna [7, 13].
OTH JaHHBIE JENA0T aKTyaJlbHBIMH KIIMHUKO-NaTo(u-
3MOJIOTHYECKUE MCCIICIOBaHHS Y OONBHBIX TICHX03aMH,
coueranubiMu ¢ AUT, ocobeHHO, eclii y HUX HET TIIy-
OOKOIo rMIOTHPO3a, a TAKXKE IO3BOJISIIOT CTAaBUTH BO-
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IPOC 0 MOJEIIMPOBAaHUM DX Y KUBOTHBIX C ITOMOIIIBIO
MMMYHOTIIOOYJTMHOB TakuX OONbHBIX. B maHHOI cra-
Th€ MBI TPUBOIUM DE3YJbTATHl 3KCIIEPUMEHTATHHOTO
UCCIIeIOBaHMsI Ha Ja0OpaTOPHBIX MBIIIAX C HCIOJb-
3oBaHreM uMmyHornoOynmuHoB G (IgG), momyueHHbIX
y nanueHToB ¢ AUT 1 KOMOpPOUTHBIMH TICUXHYECKUMU
paccTporcTBamu.

Llenv uccnedosanuss — WM3y4UTh HA DKCIIEPUMEH-
TaJbHOW MBIIIMHON MOJEIU TOBEACHUYECKUE IPPeK-
Tl BBEICHHS TOJMKIOHANBHBIX IgG, B3ATBHIX OT JIHIL,
crpagatommx AUT Xacumoro (pu BBIPaKEHHOM ay-
toummyauTere K TIIO) ¢ KOMOPOMTHBIMU TICHIXHYE-
CKMMHU HapyUICHUSAMHU.

MATEPUANbI U METOAbI
Jns mpoBeAeHHS ASKCIEPUMEHTAIBFHOTO HCCIIEI0-

BaHUS IIPEBAPUTEIBHO W3 CHIBOPOTOK TAIMEHTOB

¢ AUT B xomopOugHOCTH ¢ mM30(peHUEN U Jenpec-

cueit (¢ tutpom AT x TIIO Beime 100 ME/mi) Obut

BeIgenieH obmuit IgG meromom adduuHON Xpomaro-

rpaguu Ha KoJIOHKaX ¢ OemkoM G.
bouto m3ydeHo 4 TpymIbl CaMOK MBIIIEH JIMHHUH

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

«IIutomuuk nadoparopubix xuBoTHEIX» PI'BYH UBX

uM. akang. M.M. Illemsakuna u IO.A. OBYnHHHUKOBA

PAH (ITymmraOo, MockoBckas o61acth, Poccwmst), ko-

TOpPBIE OTHOCHWJIUCH K CBOOOJHBIM OT CIECIH(PUICCKUX

naroreHoB (Specific Pathogen Free — SPF) xwusor-

HBIM. MBI CONEPalUCh B CTAaHAAPTHBIX YCIOBHAX

B OecnarorenHoit 3oHe mpu 23+ 1 °C um 12-yaco-

BOM CHHXPOHH3WPOBAHHOM CBeTOBOM mwmKie (7-00—

19-00 Beuepa), Ha nOWeTe M3 CHEIMAIHLHOTO KOpMa

«DeltaFix» (HoBocubupck, Poccus) co cBOOOIHBIM

JIOCTYIIOM K IHIIE W BOJE B WHAMBUAYaIbHBIX KIIET-

kax BuBapusi CIIOI'Y, coorBercTBytomero TpeboBa-

HusMm CTtaHmapTa HajJuIeKame 1a0opaTopHO Mpak-

THUKH:

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

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

e 3-g rpynna (Com) — ¢ BBeJIEHUEM pacTBOpa KOM-
MEpYECKUX MOJIHMKIOHANBHBIX dYenoBeueckux IgG
3mopoBbIX joHOpoB (Jackson, ImmunoResearch
Laboratories, West Grove, PA, USA) (n=15);

* 4-g rpymmna (PBS) — c BBeaenuem Harpuii-doc-
(hatroro Oydepa (pocdar-3adbydepernoro ¢puzno-
norudeckoro pactsopa — PBS) (n=15).

Bce oskcrieprMeHTHI MPOBOIMIM B COOTBETCTBUH

¢ TIpaBWJIaMH, nercTByromuMu B EBpocorose (86/609/

EEC), perynupyiomymMu Ucciael0BaHus Ha KUBOTHBIX.

[IpoTokon skcriepuMenTa of00peH OMOAITHYECKUM KO-

mureroM CIIOI'Y (mporokon Ne 131-03-3 ot 25 map-

ta 2019 1.).

JTanbl NPOBEAEHUs IKCIEPUMEHTA
1. BHYTpmXenymoukoBass WHBEKIUS DKCIEPUMEH-

TaJbHBIX PAacTBOPOB. MHBEKIUIO MPOBOAWIA C WC-

MOJIb30BaHMEM CTepeoTakcuiyeckoil ycraHoBku (Mo-

near 68018, RWD Life Science, CIIIA), Bce 3Tarmbl

omeparii TPOXOIWIH IO/l HENPEpPHIBHON TMojavyei
m3o(daropaHa, KOOpAWHATH KPAaHHOTOMHH W 00IacTH

BBenmeHus pactsopos: ML — 1, AP — 04, DV —

2,2 (puc. 1) [16]. OObeM BBeficHHUS COCTABUI 2 MKII,

koHreHTpanus IgG B 3KCIEpHMEHTANIbHBIX PacTBO-

pax — 8 Mr/miL
2. Boccranosnenue mocne omeparuu (48 9).
3. IlpoBeneHue MoBeeHYECKUX TECTOB:

* TECT OTKPBITOTO TOJs (MPeIHA3HAYCH JUIs M3yde-
HUS JIBUTaTeIbHON M UCCIIEOBATEIhCKON aKTUBHO-
cti) [14]. MBIIb MOMENIaroT B YCTaHOBKY «OTKpHI-
TOE TIOJiey, TIOCTe 4Yero BHjeoKamepa (puxcupyer
noBezieHue KUBOTHOTO. OlLieHMBAIM 2 MapamMmeTpa:
MPONCHHYIO NUCTAHIIMIO U BPEMsl, TIPOBEICHHOE
B IICHTPAIBHOHN 30HE;

* TECT C KpecTooOpa3HbIM MPHUIOAHATHIM JIAOUPHH-
ToM (MpenHa3HaueH JUIsl WU3yYeHUS TPEBOXKHOCTH
n «moBejeHus pucka») [11]. Mbimb momeniaror
B YCTaHOBKY «KpPECTOOOpAa3HBIH MPUIIOTHATHIN Jia-
OMpUHT», TIOCIEe Yero BHUAEOKamepa (UKCUPYET
nmoBeieHNe KUBOTHOTO. OTeHMBanu 2 mapaMmerpa:
BpeMsi, TIPOBEIICHHOE B OTKPBITHIX PyKaBax JIiaOu-
PUHTA, U «IIOBEJCHHUE PUCKa», KOTOPOE MPOSBIISCT-
Cs TEM, YTO MBIIIb BBIXOJUT B OTKPHITHIC pyKaBa
nabUpUHTA M CBEIIMBACTCSA C KPaeB;

* TECT COIMAJIbHOTO B3aWMOJCHCTBHSA (IIpeAHa3HAYCH
JUIS. U3y4eHUs] OOIICCTBEHHOTO TOBEJICHHS JKUBOT-
HbIX) [10]. MpIIIb NOMENIAIOT B IByXKaMEPHBINA OOKC
C Tpo3pauHbIMH Teperopoakamu Ha 10 MuH, OHa
MOXKET OCCHPEITCTBCHHO TepEeMEIaThcsl Mo 00e-
uM 30HaM Ookca. Crycts 24 4 B ofHy 30HY OOKca
MO/I KOJITIAK W3 TIPOBOJIOKH IOMEIIAI0T MHTAKTHYIO
MBIIIIb, B TIPOTUBOIIOJIMKHYIO 30HY OOKCa — 3KCIIe-
pUMeHTalbHOE KXUBOTHOE. OlleHWBa M BpeMsl, Mpo-
BE/ICHHOE B 30HE C MHTAKTHBIM JKHBOTHBIM;

* TECT OTKPBITOrO IMOJISi C HOBBIM HpeAMETOM (IIpe-
HA3HAuUeH JIJISl M3YYCHUS MAMSTH U UCCIIEI0BATC b=
CKOW akTHBHOCTH) [9]. MbIlb MOMENIAOT B yCTa-
HOBKY «OTKpBITOE TIONE», B KOTOPOH HaXOMSTCS
2 OMMHAKOBBIX 1O (popMe, IIBETY U pa3Mepam Ipel-
MeTa, cpokoM Ha 10 MuH. 3areM OIWH W3 Tpea-
METOB MEHSIOT Ha JPYyroil, OTIMYHBIA 1O (opme,
LBETY U pasMepam, U cIycts 45 MUH SKCIIepUMEH-
TaJbHOE JKNBOTHOE BHOBB ITOMEIIAIOT B YCTaHOBKY.
Bugeokamepa (UKCHpyeT MOBEACHUE YKHUBOTHOTO.
[Ipuuem onenuBanu 4 mapaMmerpa: MPOUICHHYIO
JIUCTAHIIMIO, YUCJIO OOHIOXMBAaHWUN HOBOTO OOBCK-
Ta, BpeMs, MPOBEICHHOE OKOII0 HOBOTO OOBEKTa
M BpeMsl, IPOBEICHHOE OKOJIO 3HAKOMOTO OOBEKTa;

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

elSSN 2587-6252



34

OPUTMHANDBHDBIE CTATbW / ORIGINAL STUDIES

Puc. 1. MpoBeaeHue BHYTPUKENYAOUKOBOW MHBEKLMM IKCMEPUMEHTaNIbHBIX PacTBOPOB: a — XMBOTHOE MOMELLAIOT B UHFANSILLUOH-
HYI0 KaMepy, 3aM0JIHEHHYI0 napamMu u3odopaHa; b — o6HaXXeHue KOXM yepena noa HenpepbiBHOM nopayen usodniopa-
Ha; ¢ — (MKcaumua XMBOTHOTO B CTEPEOTaKCMHYECKOI YCTaHOBKE C HEMpepbiBHONM mojayeil u3odaopaHa U nocnenylowei
KPaHUOTOMMEI MO KOOpAMUHATAM CTEPeOoTaKCMUYeCKOro atinaca Mblwu; d — pUKcauua KaHAU B TPENaHUPOBAHHOM Mo3re
YKMBOTHOTO C NOC/IeAYIOLWUM BBEAEHUEM IKCNEPUMEHTA/IbHbIX PaCTBOPOB; € — U3BJIeYEHUE U3 CTEPEOTaKCUUECKOM YCTAHOBKU

M PEKOHCTPYKLMUSA KOXHOro MOKpoBa
Fig. 1.

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

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

* Ttect no Ilopconty Ha 4-i m 15-if neHs mocie
orepanu (TIpeHA3HA4YCH I U3y4YeHUs Jlenpec-
CHBHO-TIOJOOHOTO TIOBEACHHSI y >KHBOTHBEIX) [4].
Mpbllp MOMENIAT B LWIMHAP C BOAOW KOMHAT-
HOW Temmeparypsl Ha 10 muH, kKamepa (pukcupyet
MOBEJIEHUE JKUBOTHOTO, IIOCJIE€ Yero OLEHUBAIOT
TakWe TapaMeTpbl, KaKk aKTHBHOE IJIaBaHHE, Iac-
CHUBHOE IIaBaHue, «3amupanue». Tect no ITopcoi-
Ty Ha 15-i neHp mocie omnepanuu ObUT MPOBEACH
IUISl OLIGHKU PAa3BUTHUSL OTCPOUCHHBIX H3MEHEHMIA
MOBEJIEHUS] Y JKUBOTHBIX BBHJIy TOTO, YTO aHTH-
TeJa MPUHIMITAAIHFHO MOTYT OKAa3bIBaTh HE TOIHKO
KpPaTKOCPOYHOE JEWCTBUE, CBA3aHHOE C OJOKaoi
W/WIM cTUMYISIIHed QyHKIMHA TeX WM MHBIX MO-
JIEKyJI-MUIICHEH, HO U KyMYJSTUBHOE JEUCTBUE,
OCHOBaHHOE Ha MPOBOKAIMH U TOCIEIYIOIIEM pa3-
BUTHH BocmajeHus [1].

CraTucTuyeckuil aHAJN3 MOJYYEHHBIX JaHHBIX

KonuyecTBeHHble JaHHBIE MPEACTABICHBI  Kak
cpemHee + cTaHmapTHas ommnoOKa cpemnero. CraTucTu-
YECKYI0 3HAUMMOCTh OLIEHUBAJIM C IIOMOLIbK Helapa-
MeTpudeckoro U-kpurepuss Manna—Yutau. CTatuctu-
Yecku 3HaUMMbIM cuutaimu p < 0,05. Msl nponenanu
TAaKXX€ CTATUCTUYECKYIO OILICHKY BCEX NAHHBIX, KpPOCC-
CEKI[MOHHOE UCCIIEJOBAHUE BCEX OIBITHBIX IPYIII KH-

BOTHBIX, MPOLCAYPY CTAaHAAPTH3AIMHA CTATUCTHUYECKUX
JMaHHBIX JorapudmMudeckoit oOpaborkoii. [Ipumensan
nporpammy Rv3.4.3. Jlns omwmcaHus mapaMeTpoB HC-
MOJIb30BAIM  CPEAHEE M CTaHAapTHOE OTKJIOHEHHE
(M + SD), memuany, 1-3-i xaprunu (Me[Q,; 0,]),
MUHUMAaJIbHOE U MaKCUMAaJIbHOE 3HaueHus (min; max).
OrneHKy TMHAMUKY U3MEHEHUH MPOBOIMIIA TIPU TTOMO-
i Kputepusi Bukokcona (V-cratuctuka). s xom-
IUICKCHOTO OIHUCAHMS JUHAMHKH M MEXTPYIIIOBOTO
aHaJIM3a MPUMEHSIN OeTa-perpeccHi0 CO CMEIIaHHbI-
mu 3¢ddexramu (oubmmoreka GLMMadaptive) [15].
Bri6op Gera-perpeccun 00yCIIOBICH TEM, YTO HET
HEOOXOJMMOCTH B W3HAYaJIbHO CHJIBHOM JIOMYICHUN
0 HOpPMallbHOM pacrhpefelieHud OCTaTKoB. bera-pe-
rpeccuss TpeAHa3HAYeHa I MOJCIMPOBAHUS JIaH-
HBIX, pacrpeneneHHbix B uHTepBase (0; 1) [8]. s
TpaHCQOpPMAIlMU HCXOMHBIX JTaHHBIX HCIOIH30BAIN
VHUTH3AIUI0 C HYJIEBBIM MHHHMYyMOM. B kadyecTBe
(ukcupoBaHHBIX 3(PQPEKTOB BBICTYIMWIN MPH TTOBTOP-
HoM Tecte [lopconTta (cM. HEDKE) BpeMsl MPOBEICHUS
TecTa W TPYIIOBas MPUHAICKHOCTh. B KadecTBe city-
gaitHoro >(dexTa Opany YHHKAIbHBIE HOMEpa MBIIIEH.
Pesynbrar TecTHpoBaHHS TPEICTABISUICS B BHIE KO-
s dUIMEHTa PErpeccuy U ero CTaHIapTHOW ONIUOKH
mu00 B BHJIE WX Pa3HHUIBI B CIIy4ae IMOMApHOTO CpaB-
HeHus [b (se)]. XapakTepucTuka Ciry4aiiHOTO 3PQex-
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Ta M AONOJHUTEIBHOTO Napamerpa BKJIo4aia B ceds
COOTBETCTBYIOIlEE 3HaueHHe ¢ 95 % ITOBEpUTENBHEIM
UHTEpBaJIOM. B ciiyyae MHOXXECTBEHHOIO TE€CTHPOBA-
HUS TUIIOTE3 MCIIONB30BaHa IMOMNpaBka bBeHbIMHHU—
Xox0Oepra i KOPpPEKIUU p-3HA4eHUU. Pesynbrarhl
CUMTAJIUCh CTATUCTUYECKH 3HauuMbIM npu p < 0,05.
Bce pacdeTsl MponM3BOAMINCH HA SI3BIKE NPOTPaMMHU-
poBanusa R v3.6.1.

PE3YNbTATbI

MBI He BBISIBWINM CTaTUCTHUYECKH 3HAYMMBIX pas-
JUYWH B TIOBEICHUH MEXKITy MCCIENyeMBIMH TPYIIaMu
JKUBOTHBIX B TECTE OTKPBITOTO TOJs (pUC. 2), TEeCTe
COLMAJILHOTO B3auMOJCHCTBUS (puUC. 3), TecTe OTKPHI-
TOro TOJII ¢ HOBBIM mpeameroMm (puc. 4). B Tecrte
C KpecTooOpa3HbIM MPHUIIONHATHIM JAOUPHUHTOM JKH-
BOTHBIC, momy4aBmiue 1gG ot marmenToB ¢ AUT u ne-
npeccueid, ObUTM MeHee aKTUBHBI B OTHOLICHWH pas-
BUTHS TIOBEJICHUS PUCKA, YEM KMBOTHBIE, TOJTyYaBIINE
noHopckue 1gG 3nopoBeix nun (p = 0,04), u yem xu-
BOTHBIE, TOJyYaBIIME PACTBOPH MMMYHOTIIOOYINHOB
ot marenToB ¢ AUT u mmsodpenueit (p = 0,000),
YTO MOYKHO HWHTEPIPETUPOBaTh KaK IOBBIIIEHHYIO
TPEBOXKHOCTh Yy TpyHNbl MbllIel, nomydaBmmnx IgG
ot mauueHtoB ¢ AUT u genpeccueil, B cpaBHEHUU
C TPYIION MBbIIIEH, MOMy4YaBIIUX JTOHOPCKHE HMMY-
HOTJIOOYJIMHBl W HMMMYHOIJIOOYJMHBI OT TAIlMEHTOB
¢ mu3odpenneit [11]. Ilpu 3ToM Trpynmna >KUBOTHBIX,
nonydaBmmx IgG nmauuentoB ¢ AUT ¢ mm3odpenneit
10 TTapaMeTpaM TOBEACHUS TIPU STOM TECTe CTATHCTH-
YeCKHM 3HAYMMO HE OTIMYANach OT TPYIMIT KOHTPOJISI
(puc. 5).

B rtecre Ilopconra Ha 4-it u 15-if qHM omepanuun
MBI HE BBISIBUIIM CTATHCTUYECKU 3HAYUMBIX Pa3IHuUil
MEXIy TpyIIamMH OSKCIIEPUMEHTATBHBIX IKHUBOTHBIX
(puc. 6, 7). OgHAKO C TIENBIO WCKIIOYCHUS BIUSHUS
MOCJICONIepallMOHHON  Je3aanTalliil Ha IOBeJIeHUE
JKUBOTHBIX M TIPOCIEKUBAHUS JUHAMHUKH, CBSI3aH-
HOW C BO3MOXXHBIM XOJIOM M (Pa30BOCTHIO TEUCHHS
HelipoBocasieHns, TecT IlopconTa OBUT TTOBTOpPEH
BBl M COTIOCTABJICH B Cpoku 4 u 15 mHeit mocie
oneparuu. ComocTaBieHUsl TOKa3aresneld MOBeIeHUS
JKHUBOTHBIX B 3TOM TecTe OBUIM MPOBEIEHBI HE TONb-
KO B KaX/I0M BpEMEHHOW TOYKE — MEXIy TpyIa-
MH, HO W TIOTIApPHO B pa3HbIe CPOKH IOCIIE ONepaIui
B KaXJOW W3 Tpymil.

[Ipu cpaBHeHMH MexIy co0OH TOBEACHUS Kax-
JIOW OTAenbHO B3ATOW Tpymmel B Tectax [lopconta
Ha 4-i1 1 Ha 15-i neHp mocne omnepauuu, MOJYyYEHBI
JAHHBIE O TWHAMUKE MMOBEIEHUS TPYII, IPUBEICHHbIE
Ha puc. 8.

Jng mpoBepKM TUMOTE3bl O HATUYMU 3HAYUMBIX
W3MEHEHUI B TIOBEJACHHWW MBIIICH TP OTCPOYCHHOM
tecte [lopconrTa, 1Mo CpaBHEHWIO C HadalbHBIM Te-

cTOM, OBUT BBINOJIHEH KOMIUIEKCHBIA Oera-perpeccu-
OHHBIN aHAJIU3 C YYETOM TPYNIIOBON MPUHAAIEKHOCTH
(Tabn. 1). 3a KOHCTAaHTy B TaHHOW MOJENH ObLIa TPH-
HaTa rpynna Com Ha 4-if neHb nocie nabekuu. Co-
[JJaCHO MOJMYYEeHHOU Mozenu Ha 15-U JeHb, B IIENIOM,
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Puc. 2. Tect oTkpbITOro nonsi: a — NPOMAEHHAsA AUCTAHLMSA;
b — Bpems, npoBeAeHHOE B LiEHTpanbHOM 30He. 3aecb
M Ha puc. 3-8 rpynnbl XXMBOTHbIX 0603Ha4eHbl: PBS —
BBeAeHue pocdar-3abydepeHHoro puspacteopa; Com —
BBEAEHUE MONUKIOHANbHbIX IgG 34,0pOBbIX AOHOPOB;
Depr — BBepeHue IgG 601bHbIX aQyTOUMMYHHBIM TUPO-
namuToM c aenpeccueit; Schiz — eeeseHune IgG 60bHbIX
ayTOMMMYHHbIM TUPOUAUTOM C LIM30(dPEHUEN

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

Fig. 2.
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Puc. 3. TecT coumanbHoro B3aumopencTemusa
Fig. 3. Social interaction test
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Puc. 4. Tect oTKpbITOro Nons c HOBbIM NPEeAMETOM: d — NPOMAEHHAA AUCTAHLMSA; b — BpeMs, noTpayeHHOe Ha 06HIOXMBaHUe HOBOIO
npeaMeTa; ¢ — BpeMs, NPOBefEeHHOE Yy 3HaKOMOro npeaMeTta; d — BpeMs, NpoBeeHHOe Yy HOBOro npeaMeTa

Fig. 4.
object; d - time, spent near novel object
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Puc. 5. Tecrt c kpecToo6pa3HbIM NPUNOAHATLIM NAGUPUHTOM: a — BpeMs, NPOBEAEHHOE B OTKPbITbIX pyKaBaxX IABUPUHTA; b — KONMUeCcTBO
NposiBNEHUI NOBEeAEHUS PUCKA (CBELUIMBAHUSA XXUBOTHOTO C OTKPbITbIX PyKaBOB nabupuHta). * p 2 0,04; ** p < 0,006

Fig. 5.

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

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

€CTh CTAaTHCTUYECKH 3HAYMMas JMHAMHUKa B MOBeJe-
Huu rpynn B Tecte Ilopconra. 3HaunmMo omIMYaroTCs
OT KOHCTaHTHI Tpynmbl Mbimeil Depr u PBS (tabm. 1).

b1 Takxke BBINOJIHEH JOINOJIHUTENIbHBIN aHAIU3
JIMHAMUKHU OTAEJIbHBIX ToKa3aTeneil tecta Ilopconra
B rpynmax (tabmn. 2).

Takum 00pa3om, CTAaTUCTUUECKHU 3HAYMMAasi pasHU-
na nokaszareneid Tecta Ilopconra Bo BpeMeHu npocie-
KMBAETCSI B X0l IKCIIEPUMEHTA, YTO OXKHUJIAEMO, TaK
KaK >KMBOTHBIE CTAJKHBAIOTCS B OTCPOYEHHOM TeECTe
cO 3HaKoMOW uM cutyaruei. CreayeT OTMETUTb, YTO
[Py MOMAPHOM CPAaBHEHHWHU TPYII OKa3alocCh, YTO Kak
Ha 4-#, Tak 1 Ha 15-i1 eHp )KUBOTHEIE, Tomyvasime IgG

3I0pOBBIX JTOHOPOB (Tpymma Com), TUTaBaid aKTHB-
Hee, yeM Mbimu rpynmn Depr u PBS, Ho He akTuBHEH
rpymmbl Schiz. OcranpHbIe TPyNIbl HE Pa3IUYaINCh
Mexay coboi. Jlamaple Tecta Ilopconra ymecTHO
paccMmarpuBaTh Kak KOMITO3UTHOE 3HaueHue. O4eBu-
HO, 4TO CyMMa BpPEMEHH aKTHBHOIO IUIaBaHUs, Iac-
CHUBHOIO IUIaBaHWUS U 3aMHUpaHUs B Ipelesie paBHA
qnurenbHoctd Tecta — 10 muH. Torma y Kakmoit
MBI MOJKHO BBIPA3UTh BpeMs KaKIOW AaKTHBHO-
CTH, 3Hag 1Be napyrue. CpaBHEHHE MO OTJEIbHOCTH
(puc. 8, Tabm. 1, 2) xapakrepusyeT IHMHAMHUKY He-
MIOJTHO, TaK KaK HE YYUTHIBAET COCTABHOW Xapakrep
TecTa. JlONOJHUTENbHBIA aHAIW3 JAUHAMUKUA TecTa
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Puc. 6. Tecr I'Iopcom'a Ha 4-i peHb nocne BBeAEHUS SKCNepUMEHTAJIbHbIX PacTBOPOB: d — BpeMA aKTUBHOIO nNiaBaHUs; b- BpemMsa
NacCMBHOroO niaBaHuA; ¢ — BpeMs 3aMUpaHUa

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-i AeHb nocne BBeAEHUSI IKCMEPUMEHTANIbHbIX PacTBOPOB: d — BPEMS aKTUBHOIO NIABaHMS;
b — BpeMs naccMBHOrO NNABaHUSA; ¢ — BpPeMsl 3aMUPaHUsA
Fig. 7. Porsolt forsed swimming test, day 15: a - time of active swimming; b - time of passive swimming; ¢ - time of freezing
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Puc. 8. BpemeHHasa aMHaMuKa pesynbraTtoB Tecta Mopconta no rpynnam, ¢ 4-ro no 15-i aeHb nocie MHbEKUMKU: d — BpeMs aKTUB-

HOro nNnaBaHus; b — BpeMs 3aMMUpaHUSA; ¢ — BPEMS NaCCMBHOIO nnaBaHus. BepTukanbHbie nMHuM — 95 % poBepuTenbHbii
WHTepBan

Fig. 8.

Time dynamics of the results of the Porsolt test by groups, from the 4th to the 15th day after the injection: a - active

swimming time; b - fading time; ¢ - time of passive swimming. Vertical lines - 95% confidence interval
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Tabnuya 1 / Table 1
PerpeccuoHHbIn aHanu3 oMHaMUKKU NOBeAEHMS Mbllei B TecTe [lopconTa — Moaenb, NPUHMMAKOLWAS 33 KOHCTAHTY
nokasatenu rpynnel Com Ha 4-i feHb
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

DuxcupoBaHHbIH YPPexT Cayuaiinbiit S pexr HapaMe;gHI:;CHpeﬂe'
HOBez[eH.I/Ie / HapaM?Tp Moeu / [b (se)] / Fixed effect (sd [95 % AN]) / (phi [95 % JIH]) /
Behavior Model’s parameter [b (se)] Iz:;c[l;);n% eéf;:]c)t Distribution param-
eter (phi [95% CI])
AxtuBHoe miaBanue / | Koncranrta / Constant 0,25 (0,22), p = 0,264 0,00 [0,00; 4,13] 1,43 [1,14; 1,71]
Active swimming 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 - -
[TaccuBnoe nnaBanue / | Koncranrta / Constant | —1,05 (0,21), p < 0,001%** 0,07 [0,01; —0,49] 1,98 [1,66; 2,29]
Passive swimming 15-it mens / 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 / Koncranra / Constant 0,06 (0,24), p = 0,801 0,04 [0,00; —0,01] 1,34 [1,04; 1,65]
Freezing 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.

Tabnuya 2 / Table 2
[IvHamuka nokasatenen Tecta lopconta oT 4-ro Kk 15-mMy fHW0O no rpynnam

Dynamics of indicators of the Porsolt test from 4th to 15th day by groups

IloBenenue / I'pynna / | 4-it neus [M (SD)] / | 15-it nens [M (SD)] / | Cratuctuxa cpaBueHus [b (se)] /
Behavior Group Day 4 [M (SD)] Day 15 [M (SD)] Comparison statistic [b (se)]
AXTUBHOE TIaBaHue/ Com 210,3 (90,0) 178,5 (97,0) 0,50 (0,20), p = 0,032*
Active swimming Depr 173,0 (87,6) 122,5 (90.5) 0,50 (0,20), p = 0,032*
PBS 156,0 (59,0) 119,7 (64,2) 0,50 (0,20), p = 0,032*
Schiz 185,5 (50,2) 130,0 (69,9) 0,50 (0,20), p = 0,032*
[TaccuBHOE rUIaBaHue / Com 238,0 (60,1) 306,4 (64,4) —-0,94 (0,16), p < 0,001*%**
Passive swimming Depr 2561 (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%**
3amupanue / Com 165,5 (56,2) 115,6 (60,0) 0,73 (0,21), p = 0,001**
Freczing 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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Tabnuuya 3 / Table 3

OvHamuka ponew pasnunyHbix GOpM ABUraTeNbHOW aKTMBHOCTM MPU ABYKPAaTHOM BbiNONHeHUM TecTa lopconta —

B PAaHHMW U OTCPOYEHHbIN Nepuoa Nocsie MHbeKLMN

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

early and delayed period after injections

[MoBenenue / Ipynna/ | 4-it nens (Me [Q; O,]) / | 15-i1 nenn (Me [Q; O,]) /| Cratuctuka kputepus (V) /
Behavior Group Day 4 (Me [Q; O.]) Day 15 (Me [O}; O.]) Criterion statistics (V)
log10 (akTHBHOE/TTACCUBHOE) PBS -0,36 [-0,44; —0,15] -0,52 [-0,74; —0,41] 49,0, p = 0,055
maBaiie | C 0,03 [-0,40; 0,13 0,27 [-0,47; —0,12 39,0, p = 0,275
log10 (active / passive swim- om 03 [-0,40; 0,13] —0.27 [-0,47, -0,12] P =0,
ming) Depr -0,19 [-0,30; —0,13] -0,58 [-0,82; —0,19] 45,0, p=0,112
Schiz -0,10 [-0,28; —0,05] -0,44 [-0,70; —0,21] 49,0, p = 0,055
logl0 (3amupaHue/maccus- PBS —-0,31 [-0,40; —0,07] -0,56 [-0,83; —0,32] 48,0, p = 0,064
HOC) IJIaBaHue / - - — "
logl0 (freezing / passive Com -0,13 [-0,29; —0,05] —-0,46 [-0,70; —0,27] 55,0, p=10,008
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.
ITopconra ObLT MpoBeaeH ¢ ydeToM maHHoro (akrta. BbIBOObI

st yaera oTHOIIEHUIA A0Jeld BPEMEHHU MpoBeJeHa JIo-
rapupmuyeckas Tpanchopmanus, rAe B 3HAMEHaTeE-
Je — 70y BPEMEHH, MOTPAueHHOr0 Ha IacCUBHOE
JIBUOKCHUE, a B YUCIUTENIe — J0JISI BPEMEHU aKTHBHO-
TO TUTABAaHUS WM JIOJSl BPEMEHHU 3aMUpPaHus. 3HAUCHUS
B OTPHUIIATEIILHON OO0JIACTH YKa3bIBAIOT Ha OOJBIIYIO
JIOJIO TIACCHBHOTO TUIABAHUS, B IMOJOKUTEIBHBIX —
Ha MEHbINYI0. [HmoreTmueckoe HyJaeBOE 3HAYCHHUE
YKa3bIBaeT HAa PaBEHCTBO BPEMEHHBIX COOTHOIICHUU.
Ecnm 6b1 MbIIIE BO BpeMs TecTa WMeNa TOJHOE Bpe-
MsI aKTHBHOT'O, MACCHBHOTO IUIABAHMS M CTOJNBKO JKE
3aMUpPaHUi, TO OYEBUIHO, YTO OTHOUICHHUSI OBLIH OB
PaBHBI HYJIIO BO Bcex ciydasix. B tabm. 3 nan ananu3
JTUHAMHKH JIOJeH pa3TUuIHbIX POPM IBUTATEIFHON aK-
TUBHOCTH TIPU JIByKpaTHOM BBITIOJHEHHH Tecta [lop-
COJITAa — B PAHHUN U OTCPOUYEHHBIM MEPUOI IOCIE
uHbeKIUH (Tabm. 3).

Takum 00pa3om, IPU TOBTOPHOM BHITIONTHEHUH Te-
cra B rpymme Schiz, mo Bceil BUAMMOCTH, OajaHC Me-
HSETCS B CTOPOHY mMaccuBHOTO TutaBanus (p = 0,055).
3T0 coracyercsi ¢ MOTPaHUYHO 3HAYUMBIMU HU3MEHE-
HUSIMM OTHOLICHHUS 3aMHMPaHUSl M MACCHBHOTO IJIaBa-
HUS B DTOH TpyIIe MBIIIeH B CTOPOHY YBEIWYCHHS
monu mocnenarero (p < 0,064), 9To MOKeT OBITH CBs3a-
HO C OTCPOYCHHBIMH NATOJIOTUYCCKHMH M3MECHEHUSIMHU
B MO3I€ JKHBOTHBIX, CIIPOBOIIMPOBAHHBIX BBEICHHUEM
9KCIIEPUMEHTANBHBIX pacTBOpPoB ¢ IgG mammeHToB
¢ AUT n mmsodpenueir. XapakTepHO, YTO Y MBbI-
mei, monmyuyaBmux IgG 3MOpOBBIX TOHOPOB, CHBHUT
COOTHOIICHUST (JOPM JIBUTATEIHLHOI aKTHUBHOCTH UMEN
oOpaTHOe HampaBlieHHe, Kak eclid Obl HapyLICHUS,
CBsi3aHHBIE C BBeneHHeM Ig(G, He mporpeccwpoBaly,
a, HalpOTHUB, — Pa3pelIaiCh CO BpEMEHEM.

1. ’)KuBotHbie, momyuaBmue IgG oT manueHToB
¢ AUT wu penpeccueii, ObUIM MEHEE aKTHBHBI B OT-
HOIIICHUU PA3BUTHS MOBEICHUS PUCKA, YEM KUBOTHEIE,
nony4aBime noHopckue IgG 3A0poBBIX JHIl B Tec-
T€ C TPHUIOTHATEIM KPECTOOOPA3HBIM JTAOUPHUHTOM.
[Tonmyuena Mofenb AETPECCUBHBIX MPOSBICHUN SHIIE-
¢danonatny XacuMOTO IMyTeM TACCUBHONH MMMYHH3a-
MU UMMYHOTJIOOYJTMHAMU OOJIBHBIX. DTO CBHJCTEIb-
CTBYeT 00 y4aCTHH ayTOAHTHUTEI B IMaTOreHe3e JTaHHBIX
nposiBrieHu# 9X.

2. B nuramuke mocie oneparmu ot 4-ro 110 15-ro mnus
MOBEICHUE KUBOTHBIX B TecTe [lopconta MEHsIOCH.
BHe 3aBucuMoOcTH OT Xapakrepa BBOIMMOTO pearcH-
Ta, HaONIOIAIOCh M3MEHEHHWE BPEMEHHBIX COOTHOIIIE-
HUW MEXIy MaTTepHaMH MOBEICHUS, YTO MPOSIBUIOCH
B YBEIMYCHHUH JIOJIM BPEMEHHM IMaCCUBHOIO IIJaBa-
HUS 33 CYET JPYIuX IIOBEICHYECKHX IPOSBICHUIL.
[Tpu stom B rpynne, nomyyasiueii [gG Oonpabix AUT
¢ mm30(ppeHOTOA00HON CHMITTOMATHKOW, MMEIH Me-
CTO TOTPAaHUYHO 3HAYUMBIC W3MCHEHHS OTHOIICHUS
3aMHUpaHUsS ¥ TACCUBHOTO IUIABaHUS B CTOPOHY yBe-
JUYEHUS JOJIU MOCIEIHEro, a B TPyMIe, NoIy4yaBUIei
IgG 3m0poBBIX NTOHOPOB, — HAOOOPOT, B CTOPOHY
Ooyee aKTHBHOTO TIJIABAHMA.

3. OcraipHbIE IIOBEACHYECKHUE TECTHI HE BBISBU-
JIU KaKUX-JIUOO CTAaTUCTHYECKH 3HAUMMBIX Ppa3IHuuil
MEXIYy TpYIINaMU SKCIEPUMEHTAJIbHBIX >XHUBOTHBIX.
Bo3MoHO, 3TO 03Ha4aeT 3aMHTEPECOBAHHOCTH HE ay-
toanTuten kK TIIO, BbIcOKOE comepskaHHe KOTOPBIX
CIIy’)KWJIO OCHOBaHHMEM Jisi 0TOOpa CBHIBOPOTOK OOJIb-
Heix AWT, a kakux-To MUHOpHBIX (pakuuii Ig mHON
CHEIU(PUIHOCTH, HE TPEJCTABICHHBIX B JOCTATOYHOM
Mepe B HCIoib30BaHHOM myne IgG, amprepHaTMBHOE
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00BSICHEHHE COCTOMT B TATOTCHETUYECKON 3HAYMMO-
CTU MOJMTOPMOHANIBHBIX, @ HE UIMMYHHBIX HapyIICHHA
IUIST MHIYKIAA ATUX TPOsSBICHUN DX.

Pabora BhIMOTHEHA B paMKaxX pealn3aluy MOCTa-
HoBiieHusa IlpaBurtenscrBa Pocculickoit denepaunu
Ne 220 m pgorosopa Ne 14.W03.31.0009 o Bwigene-
HuM rpanTa [IpaButensctBa PO 15 rocynapcTBEeHHOM
TIOAJICPXKKM HAYYHBIX HCCICTOBAHUN, MPOBOIUMBIX
MO/l PYKOBOJCTBOM BEAYIIUX YYCHBIX, U COACPIKHUT
pe3yabTaThl HAyYHBIX HCCICIOBaHUM J1abopaTopuu
Mo3auku ayrommmyHutera CIIOI'Y, monydeHnHbie ipu
HCIIOJIb30BAHUU PecypCcHOro LEeHTpa MONEKYJISPHBIX
M KJIETOYHBIX TEXHOJOTui HayuHoro mapka CIIOI'Y.
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PEBACKYNAPU3IALUUN MUOKAPLA
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YposHu UN-4, UN-8 n ®HO-a y MyKUMH CpeaHero Bo3pacTta co CTEHTUPOBAHHbIMM KOPOHAPHbIMU apTeEPUSMM NOCe NMOBTOPHOW pe-
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Mocrynuna: 15.04.2021 Opobpena: 14.05.2021 MpuHsaTa K nevat: 23.06.2021

BeepeHune. B HacTosllee BpemMs yCTAHOB/IEHO, YTO BOCMANUTENbHbIE LMTOKMHbI Y4acTBYKT BO BCEX CTaAMAX Pa3BUTUS
uwemmyeckoi 6onesHn ceppua. HayyHo A0OKa3aHo, YTO TSXKeCTb MLWeMUYecKkoi BonesHu cepaua HanpsMyl Koppenvpyet
C MOBbILIEHNEM YPOBHS NMPOBOCMANUTENbBHbIX LUMTOKMHOB, NPW 3TOM [AaHHbIe O POAM NPOBOCNANUTENBHOIO MHTEPAENKMHA
MN-8 n npotuBoBOCNANUTENBHOrO MHTepnenknHa MJ1-4 npoTuBopeynssl.

Lenb uccnepoBaHnsi — OLEHWTb YPOBHM NPOBOCNANUTENbHbIX UMTOKMHOB (MJ1-8, ®HO-0) M npoTMBOBOCNANMUTENBHOIO
uHTepneiikmHa (MJ1-4) y nauneHToB, CTpagaoWmnx pasnnyHbiMn GopMamMm nweMumyeckoi 6onesHu cepaua, KoTopbiM Obino
BbINOJIHEHO NMOBTOPHOE CTEHTUPOBAHME KOPOHAPHbIX apTepuii.

Martepuanbl U MeTtoabl. MeTofoM TBepAoGha3HOTO MMMYHOMEPMEHTHOTO aHanu3a onpejeneHbl YPOBHU LUTOKWUHOB
y 28 nauMeHToB, paHee NepeHecwux MHHApKT MUOKApAa CO CTEHTUPOBAHMEM WMHGBAPKT-CBA3AHHOW apTepuu, NOBTOPHO
rOCNMUTaNM3MPOBAHHbIMKU B CBA3M C Pa3BUTMEM OCTPOr0 KOPOHAPHOrO CMHAPOMA, KOTOPbIM BbiNI0 BbINOJHEHO MOBTOPHOE
CTEHTUPOBAHME KOPOHAPHbIX apTepuit. OnpeaeneHbl YypOBHU LMTOKMHOB Y 24 NauMeHTOB C XpOHMYECKOH 6one3Hbo cepaua,
paHee nepeHecwmnx MHbapKT MMOKApAA CO CTEHTUPOBAHUEM UHDAPKT-CBA3AHHOM apTepun, KOTOpbIE MOCTYNUAN B KIMHUKY
L1191 3TANHOro CTEHTUPOBAHMUS KOPOHAPHbIX apTepuit.

Pesynbratbl. YpoBeHb WJ/1-4 y 60MbHbIX XPOHUYECKMM KOPOHApHbIM CMHAPOMOM HaxoAwNica B npepenax pedepeHCHbIX
3HAYEHWI, B TO BpeMa Kak Yy BOJIbHbIX OCTPbIM KOPOHAapHbIM CMHAPOMOM OTMeYanocb ero nosbiweHue — 3,70 £0,24
n 359,80 £ 66,94 nr/mn cooteeTcTBeHHO, npu p < 0,001. YposeHb WUJ1-8 y 60/bHbIX XPOHUYECKMM KOPOHAPHbLIM CUHAPO-
MOM TakK e HaxoAuncs B npefenax pepepeHcHbIX 3HaYeHW, Toraa Kak B rpynne C OCTPbIM KOPOHAPHbIM CMHAPOMOM
0TMeYanocb ero nosbiweHne — 7,34 +1,29 n 69,75 £ 18,25 nr/mMn cootBeTcTBEHHO, npu p < 0,001.

3aknwueHue. MosbileHne ypoBHs MJ1-4 nMeeT KOMNEHCATOPHbIM XapakTep M Hapaay C He3HauyuTeNbHbIM MOBbILEHUEM
®OHO-a MoXeT paccMaTpMBATLCSA KakK MOJIOXKMUTENbHbIN QaKTop, CTabUnM3npyoLWwmii TeyeHne 3aboneBaHms.

KntoueBble cnoBa: oCTpblit KOPOHAPHbIA CUHAPOM; XPOHUYECKUI KOPOHAPHbIA CUHAPOM; MHDAPKT MUMOKapAa; CTEHTMPOBA-
HUE KOPOHaPHbIX apTepuit; LUTOKMHbI; MHTEPNeiKnH-4; MHTEpNenKunH-8; hakTop HeKpo3a onyxonu anbda; UHbapKT MUo-
Kapaa.

LEVELS IL-4, IL-8, TNF-a IN MIDDLE-AGED MEN WITH STENTED CORONARY
ARTERIES AFTER REPEATED MYOCARDIAL REVASCULARIZATION
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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

HecMoTpst Ha mocTosHHOE BHEApPEHHUE B KIMHHYE-
CKYIO TIPaKTHKY Pa3IMYHBIX METOJOB JICUCHUS W JTHa-
THOCTHKH wummemudeckoir Oonesan cepama (MBC)
(TakuX Kak KOMIIBIOTEPHO-TOMOrpaduueckas Kopo-
Haporpadusi, METOAbl BHYTPUCOCYAMCTON BU3yaln3a-
OUH), B AKOHOMHUYECKH Pa3BUTHIX CTpaHax OOJIe3HU
CepJIeYHO-COCYTUCTON CHUCTEMBI TPOIOIDKAIOT 3aHU-
MaTh BeIyllee MECTO B CMEPTHOCTH U WHBAIWN3AIIH
Hacenenus [2, 13].

B mpombIluieHHO pa3BUTHIX CTpaHax CPeau JroAei
crapwe 35 ner Ha pomo MBC npuxomurcst mpakrtu-
YeckH TpeThb Bcex cMmeptel [11]. B cTpykrype cmepr-
Hoctu B Poccuiickoit denepanum oT 60e3Hel cucTe-
Mbl kpoBooOpamienus: (bCK), mo mannemm Poccrara,
Ha gonro MBC B 2018 r. mpunmiock 0oJiee MOJIOBUHBI
Bcex cmy4aeB (52,6 %) [21]. Hecmorpss Ha mupo-
KO€ BHEJPEHHE BO BCEX KPYITHBIX KIMHHUKAX CTPaHBI
METOJIOB MHBa3MBHOIO JieueHus: mamueHtoB ¢ MBC,
B 2018 r. mHdapkr wmuokapaa (M) kak npuuu-
Ha cMmepTH 3adukcupoBaH y 54427 yenosek (6,5 %
B cTpyktype cMeptHocTH npu BCK), 4T0 3HAaUnTENHEHO
MIPEBBIIIAET aHAJOTMYHBIE TOKazarenn crpaH Cesep-
Hoit Amepuku u EBpomsr [2, 3].

@axtopsl pucka MBC BKIIOYalOT BBICOKHH ypo-
BEHb JIMIIONPOTEMHOB HU3Koi miotHoctr (JIITHID),
nuabet, OKUpEeHHe, 3J0KaYeCTBEHHYI0 apTepHaIbHYIO
THUTIICPTEH3HIO, CEMEHHBIN aHaMHe3, 3a00JeBaHUE II0-
YeK, ayTOMMMYHHBIE paccTpoiicTBa, TabaKOKypeHHE,
370ynoTpebyieHne KOKanHOM WM aM(eTaMHHOM,
xponnveckue BIY u anemuto [8]. OCHOBHBIMU 3THO-
nmorndeckumu (aktopamu pazsutusi MbC sBrusrorcs:

aTepoCKIIepO3, XPOHUYECKOE BOCTIAIUTEIHHOE TTOpaske-
HUE ¢ HHQWIbTpaMell MOHOHYKJICApHBIX JICHKOLUTOB,
nponudepanyeil IIaIKOMBIIIEYHBIX KJIETOK COCY/IOB
¥ HaKOIUIEHWEM BHeKJIeTogHoro marpukca [10, 20].
Octpas KopoHapHas maTolorusi BriodaeT: WM
(octperit kopoHapHbiii cunapom — OKC) ¢/6e3 mos-
ema cermeHta ST, HeCTAOMIBHYIO CTEHOKApAMIO, KOTO-
PpBIE pa3IMYarOTCs IO CTENICHU MOPaXKeHUsT MUoKapaa [3].
K xnmuHUYeckuM BapuaHTaM XpOHUYECKOW KOpOoHap-
HOM NaTOJIOTMU OTHOCST MAIlMEHTOB CO CTEHOKapAUEH,
C HE/IaBHO BO3HHMKILIEH CEepeUYHON HEAOCTATOUHOCTHIO,
0ECCHMITTOMHBIX TAIIMEHTOB WJIM IMAlUEHTOB C HEIaB-
HO BBINOJIHEHHON PEBACKYISIpU3allel MUOKapaa.
Haunbomnee wactas mpu4mHA pPa3BUTHS OCTPOH KO-
pPOHApHOW MATOJOTMK — 3TO IOBPEXKICHUE MOKPBIII-
KA aTepOCKICPOTUYECKOH OJSIIKH, KOTOPOE CITYXKHT
ITyCKOBBIM MEXaHW3MOM B Pa3BUTHUH aTepoTpoMO03a.
IIpn 3TOM CTEneHb CTEHO3UPOBAHMS KOPOHAPHBIX ap-
Tepnﬁ HE BCCrja AOCTHUIacT KPHUTUYCCKOTO 3HAYCHUA.
pyras npudrHa — NepBUYHBIA TPOMOO3 KOPOHAPHBIX
apTepuil, BO3HMKAIOUIMI Ha ()OoHE HAPYLICHWH CBEPTHI-
BaloOIIell CUCTEMBl KpPOBH, JINOO Ha (hOHE HapyIICHUI
puTMa cepaua, A KOTOPBIX HE XapaKTEpPHO CTEHO-
3UpOBaHME BEHEYHBIX apTepuid. OAHOW W3 MPUYMH,
He Bcerga TpeOyIOIMX MPOBEACHUS CTEHTUPOBAHMS
KOPOHApHBIX apTEpUii, TaKXKe SBJSIETCS CHOHTaHHAs
JUCCEKIMsI KOPOHAPHBIX apTepuid, KOTOpas MPUBOIUT
K pazsutHio MM, game Bcero HaOmonaeMast y KESHIIH
MOJIOZIOTO M cpenHero Bo3pacta [1]. Y naubonee pemxoit
MIPUYMHON CUMTAEeTCs Ba3ocla3M KOPOHApHOH apTepuu
(BapmaHT cTeHokapauu lIpuHIIMeTana), BEI3BaHHBINA JH-
JOTENMAFHON WM COCYINCTON aucdyHKImen [9].
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ITo paznauunbiM ganHbM okojo 40-60 % mauuen-
TOB ¢ WH(pAPKTOM MHOKapAa C TOABEMOM CEerMeHTa
ST (MMnST) uMeroT MHOTOCOCYIUCTYIO KOPOHAPHYIO
6one3np (MVCAD) [18, 19]. MHorococynucTas uie-
MHUYecKasi OOJIe3Hb Cepila ONpeleseTcss MPH HajH-
YUM TEMOAMHAMUYECKH 3HAYUMBIX CcTeHO30B (>70 %)
IIBYX WJIN O0Jiee KPYIMHBIX KOPOHAPHBIX apTepuit (mua-
MeTpoMm >2,5 MMm) [5]. Crparerus peBacKyspHU3aIiu
MHOKap/a, Takast Kak OJHOMOMEHTHOE CTEHTHPOBaHHE
BCEX FeMOIMHAMUYECKH 3HAYMMBIX CTEHO30B KOpOHAp-
HBIX apTEePHid WX TOJIIBKO WH(PAPKT-CBI3aHHON apTepun
C TIOCTIEAYIONIMM CTEHTHPOBAHUEM T'€MOIWHAMHYECKH
3HaYMMBIX CTEHO30B B paMKax OIHON TOCHHTaIN3a-
UM JIMOO BBHINOJHEHNE STAHOW pEeBACKYJISPU3ALHH,
y JaHHOW TPYyNIbl NAllMEHTOB OKOHYATENIbHO HE OIpe-
JleJleHa M OCTaeTcsl MpEeAMETOM JUCKyccuil [4, 6].
B omHOM M3 mOoCNEemHUX HCCIENOBaHUN (MeTaaHAIH3,
BrUTrOUatomuit 7423 mammenta u3 10 pangoMu3upo-
BaHHBIX HCCII€JIOBAaHUI) MOATBEPKIEHO JOCTOBEPHOE
camwxkenue 4actotsl MACE (Major adverse cardio-
vascular events) (cmepts/UM/mHCYNBT) y manmueH-
TOB, TIEPEHECIINX TONHYI0 peBackymipuzauio (CR)
M0 CPAaBHEHHUIO C peBacKyJsipu3allueil aprepuu, CBs-
3aHHOU ¢ MH(PAPKTOM. 3HAYUTEIBHOE CHHKEHUE OBLIO
00yCJIOBJICHO B OCHOBHOM HH3KOH YacTOTOW MOBTOP-
HOHM peBackymsapuszanmmu B Tpynme CR u Obuto 6o-
nee BbIpakeHHBIM, Korga CR mpoBommim BO Bpemst
MMnST, a ve nmostanuo [17].

B pasnuuHBIX MOJEKYTSAPHBIX/KJIETOYHBIX MYTIX
passutusi MBC, Brmrouas STAT (aktuBarop TpaHc-
kpurnn), MAPK (MuTOTeH-aKTHBHpOBaHHAS TIPOTE-
uHKMHa3a) 1 SMAD (cemelicTBO TpaHCKPHUIIIMOHHBIX
(hakTOpOB), Y4YacCTBYIOT BOCHAJHTENbHBIC LIUTOKUHBI
u ¢akropsl pocta [7, 15]. Knuandeckue wnccienosa-
HUS TIOKa3aJH, YTO CYIIECTBYET MpsMas KOPPEISAIHs
TIOBBIIICHNS] YPOBHS MPOBOCHATUTEIBHBIX ITUTOKWHOB
(uaTepdepon-y, ®HO-a, NJI-2, NJI-6, NJ1-9 u NJI-17)
C TSKECTHIO MOpPaKEHUS] BEHEUHBIX apTepuil, omnpene-
TsIeMOH TIpU KOpoHapHOW aHrnorpaduu. B Hacrosmee
BpeMs y marmenToB ¢ MbC nccnenoBanus o ypoBHIO
NJI-4 moxa3sIBalOT MPOTUBOPEUNBEIE pe3ynbTarsl [14].
JloBosibHO HeonHO3HayHa Takke ponb WJI-8 kak uH-
qukaropa pucka MBC. OchHoBHble cBoiictBa WJI-§,
MPOBOCTIAIUTENIbHBIE W MPOTHBOUIIEMUYECKHE, Ha-
OmomaemMble B OKCIEPUMEHTANBHBIX HCCIIeIOBAHUAX,
MOT'YT YacCTHYHO OOBSCHSITH TUCKOPAAHTHYIO CBSI3b
WJI-8 ¢ puckoM cepaedyHO-COCYAMCTHIX 3a00JeBaHUM,
CBSI3aHHBIX ¢ aTepockiepo3oM [16]. Tlo cBoeil cTpyk-
type WNJI-8 mpencrasnsier co0oil XxeMoaTTpakTaHT s
JICHKOIIMTOB, KOTOPBIN Takke OOHApPY)KWUBACTCS B aTe-
POCKJIEpOTHYECKOI ONAIIKE M MOXKET 3a CUEeT YBENH-
YeHHUs HKCTpaBa3zallid JIEHKOLUTOB W aATe3UBHOCTH
SH/IOTEIUANBHBIX KIETOK CIIOCOOCTBOBATh PAa3BUTHIO
ee HectabmwipbHOCTH [12]. B TO ke Bpems B uIeMu-

3upoBaHHBIX TKaHsaXx WJI-8 yckopser HeoBackymspu-
3alUI0 U crocoOcTByeT aHruorenesy. Ilo HexoTopbIM
JaHHBIM BbIcOKHE ypoBHU WJI-8 He MOryT cuurarbces
MapKepoM pHCKa CEepAEYHO-COCYANUCTHIX 3a00JeBaHUMA
B OynylieM, MpH 3TOM OHH CBSI3aHBI C MOBBINICHHBIM
PHCKOM CMEpPTH HE3aBUCHMO OT OCHOBHOW IpHUYH-
HEI [16].

Takum o00pa3zoM, BOCHaTUTEIbHBIE OMOMAapKEpHI,
B YaCTHOCTH TpPO- U NMPOTHBOBOCHAIUTEIbHBIE IUTO-
KHHBI, UTPAIOT Ba)KHYIO POJIb B MHULMALMH M Pa3BU-
tiu UBC. VX u3zyueHrne MOXeT MoMOYb TITy0)Ke TIOHSATh
MEXaHHU3M IOPAKEHUs COCYA0B U MPEIUIOKUTh Hanbo-
Jiee 00bEKTUBHBIE MapKePH! I IPOrHO3a Pe3yIbTaToB
sneuenns mnanuenTtos ¢ UBC.

Lenv uccnedosanuss — OICHKA YPOBHEH IPOBOC-
nanutenbHbIX 1uToKuHOB (MJI-8, ®HO-0) u mpotu-
BoBOCHanuTeNbHOTO MHTepnelikuHa (MJI-4) y panee
CTEHTHPOBAHHBIX MAIEHTOB, CTPAJAIONIUX pa3IHy-
HBIMH (OpMaMH HIIEMUYECKOH OoNe3HH cepaua, Ko-
TOPBIM OBUIO BBIIIOJIHEHO CTEHTUPOBAHUE KOPOHAPHBIX
apTepuil.

MATEPWANblI U METObI

HccnenoBanue  BBIOJIHEHO B COOTBETCTBHUHU
CO CTaHAapTaMH HaJuIekalleld KIMHUYECKOW TpaKTH-
ku (Good Clinical Practice), mpuanmmamMu XenbCHHK-
CKOM aexnapanuu BceMupHON MEAMIIMHCKON accolu-
alun «ITUYECKUE TNMPUHIMIBI MPOBEACHUS HAYYHBIX
MEIHMLMHCKUAX HCCIEI0BaHUM C y4acTHEM YEJIOBEKa
¢ nompaskamu 2000 1. IIpoTokon wmccnemoBaHus OBLT
omoOpeH DTUYECKUM KOMHUTETOM IIEHTpa, B KOTOPOM
MIPOBOAMIIOCH HccieioBaHue. Jlo BKIIIOYEHHs B UCCIIe-
JIOBaHHE Yy BCEX MAMEHTOB OBIJIO MOTYYCHO MTHChMEH-
HOe WH(GOPMHUPOBAHHOE COTJIACHE.

B wuccnenoBanme ObUTH BKITFOYEHBI MYXYUHBI —
52 manwmeHTa, B Bo3pacte 45-59 ner B rpymme ¢ Xpo-
HUYEeCKUM KopoHapHbIM cuHapoMoM (XKC) u B B03-
pacte 4660 net B rpymmne ¢ OKC.

Kpurepuu uckirouenus: caxapbiii quadet I u 11 tuma,
XpoHHUYecKas 00JIe3Hb TTOUYEK, TPEOYIOIIas IPOBEACHIS
3aMECTUTEJIbHOM IMOYeYHOM Tepamnuu, TEeKyIIue BOC-
NaJuTeNbHbIE 3a00JIeBaHUs, KOTOphIe MOIIH TIOBJIHU-
ATh HA JIONOJIHHUTENbHBIE W3MEHEHMsI IIUTOKHHOBOIO
craryca, Ba30CIACTUYECKHH W HEKOPOHAPOTCHHBIN
xapaktep UBC.

Bce oOcnenoBanHble MalMeHTHl OBUIM Pa3IesIeHBI
Ha 2 Tpynbl:

1-s rpynna — 28 (53,9 %) My>K4uH, IOCTYHaBILIUX
B KIMHUKY ¢ nuario3oM OKC, koTopblil BHOCIEACTBUU
pa3BuiICs B HECTAOWIBHYIO CTEHOKAPIWIO, UMEIOIINX
B aHaMHE3¢ B TEUYCHHE MPEIIICCTBYIOMMNX 2—6 JeT
UMnST c BbIOJTHEHHON peBacKymlspu3anueil HH-
(hapKT-3aBHCHMOU apTepHH CTCHTaMH C JICKapCTBEH-
HbIMU HOKpPBITUSIMU. B 1aHHON rpynme npoBeNeHO
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MOBTOPHOE HKCTPEHHOE CTEHTHPOBAHHE I'€MOAWHAMMU-
YEeCKM 3HaYMMBbIX CTCHO30B;

2-g rpynma — 24 (46,1 %) My>X4HHBI, TTOCTyTaB-
me B knHUKY ¢ XKC, umeronie B aHaMHe3e B Teue-
Hue npeamecTyromux 2—6 mec. UMnST ¢ BbinosiHeH-
HOU peBacKyJsipu3anyeil HH(papKT-3aBUCUMON apTepun
CTEHTaMHU C JICKaPCTBEHHBIM IMOKpbITHUEM. B maHHOM
rpymIe MpoBEACHO 3TanHoe (IUIAHOBOE) CTEHTHPOBa-
HUE TeMOJAMHAMUYECKH 3HAaYUMBbIX CTEHO30B.

BceMm nannenTam ocyIiecTBIEHO KOMIIEKCHOE KITH-
HUUYecKoe obcnenoBanue. B cooTBeTcTBUM € 3agauaMu
HCCIICIOBAHUs IIepell BBINOJHEHUEM KOPOHApOaHIHO-
rpaguu MarMeHTaM MPOBOAWIM ONpeesieHHe B Kpo-
BU IMPOBOCHAIUTENBHBIX NUTOKHMHOB (DHO-a, MJI-8)
1 [IPOTUBOBOCTIANUTENbHOTO MHTepielikuna (11J1-4). Uc-
TMOJTH30BAIT METOJT TBEPAO(PA3HOTO UMMYHO(pEPMEHTHO-
r0 aHamM3a ¢ TpUMEHEHHEM peakTUBOB «DA-IL-4y,
HDA-IL-8» n «1MDPA-TNF-alpha» (OO0 «Llurokuny,
Canxkr-IletepOypr) Ha ammapare «YHuruian» ((Gpupmel
«[Tuxon», Poccust). CreneHb CTEHO3MPOBAaHMSI KOPOHAP-
HBIX apTepUil OLIEHUBAIIU C TIOMOIIIBIO CTaHJAPTHOM TPO-
rpaMMbl Stenosis Analisis, yCTaHOBIEHHOM Ha aHTHOTpa-
¢e GE Healthcare. ®pakiuio BeIOpoca paccUMTHIBATH
npu agyxmepHoit Oxo-KI' mo merony CumicoHa.

[lomyuennble naHHBle ObLTM 00pabOTaHBI C WC-
[I0JIb30BAaHUEM IPOrpaMMbl Ul HMCCIECIOBaHHUSA CTa-
THcTHYeCKHX JaHHbIX IBM SPSS Statistics 16. ns
OLICHKU pa3jM4uil MEeXay JIBYMs I'pyNIaMu 3HAYCHUM
rokaszareseif, MMEIOUMX HOpPMaJIbHOE paclpesene-
HUe, IpuMeHsun t-kputepuil CTeroneHTa. Pe3ynbrarsl
IIPEACTABICHB! B IPOLIEHTHOM COOTHOLIEHUH U B BHUJIE
cpenHei apuMeTH4YeCKON U € CTaHIapTHOW OLIHOKH
(M + m).

PE3YJIbTATbl U OBCYXXAEHUE

[IpoBeneHo paspeneHue MALMEHTOB OOEUX TIPyMII
10 CTETNeHH CTEHO3WPOBAHUS U JIOKAIM3AIUK TOopaske-
HUSl KOPOHApHBIX apTepuil. Y ManueHToB 2-i IpyMIIb]
¢ XKC 3naunrensho yame (p < 0,01), uem B 1-if rpyn-
ne nanueHTtoB ¢ OKC, ormeualics creHo3 orudaro-
meit aprepun. [Ipm 3ToM B OOJBIIMHCTBE CIydacB
(83 %) muarnoctupoBanu crero3 80-90 % (p <0,01).
VY nauuenroB 1-i rpymmel ¢ OKC Gomnee yem B mo-
joBuHe ciaydaeB (60 %) ObuI BBISIBICH CTEHO3 KOPO-
HapHbix aprepuil 90-95 % (p<0,01) u B OCHOBHOM
OTMEYaJIOCh TOpPaXEHWE MEePeIHEeH MeXIKeITyI0IKO-
Boit (40 %) u mpaBoii kopoHapHoil aptepuu (50 %)
(tabm. 1).

Tabnuya 1 / Table 1

CreneHun cTeHO30B KOPOHAapPHbIX apTepMH B rpynnax naunMeHToB C OCTPbIM KOPOHAPHbIM CUHAPOMOM U XPOHUYECKNM

KOPOHApPHbIM CMHOAPOMOM

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

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

Iepenusas 2 0 5 3 0 10 4
MEKIKEIy- (7,1 %) (17,9 %) (17 %) (10,7 %) (35,7 %)** (17 %)
JI0YKOBast
aprepus /
Left anterior
descending
artery
Orubatomas 0 0 4 3 (10,7 %) 0 3 12
aprepus / (14,3 %) (50 %)* (25 %) (50 %)*
Left circum-
flex artery
[IpaBas 3 0 6 2 4 15 8
KOpOHapHas (10,8 %) (21,4 %) (17 %) (7.1 %) (17 %) (39,3 %) (33 %)
aprepus /
Right coro-
nary artery
HUroro / 5 0 15 8 4 28 24
Outcome (17,9 %) (53,6 %) (83 %) ** (28,5 %) (17 %)* (100 %) (100 %)

* Paznuuus OTHOCUTENBHO 1-i IPYMIIBbI CTATUCTHYCCKH 3HAYMMBI 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 obOpazom, y nanueHtoB ¢ OKC, koTopbiM
BBINIOJIHSJIOCH TOBTOPHOE CTEHTUPOBAHUE KOPOHAPHBIX
aprepuii (1-a rpyma), game HaOmonanach Kak doiee
HU3Kasl, TaK U Oojiee BBICOKasl CTENEHb CTEHO3MpOBa-
HUSI KOPOHAPHBIX apTepuil, yeM y mauueHtoB ¢ XKC,
UMCIOLMX B aHaMHeE3€¢ B TEUCHHME MPEALICCTBYIOLIMX
6 Mec. UMnST c¢ BBEIIOTHEHHOW pPEBACKYIISpHU3AITU-
eil mH(bapKT-3aBUCUMOW apTepuH CTEHTaMHU C JieKap-
CTBEHHBIM TOKpBITHEM (2-s1 rpynmna). IIpu 3Tom nopa-
JKeHUE orularolieil apTepun y MaueHToB 1-i rpymms
OTMEYAJIOCh Peke, a MOPAXECHUE IMEpeaHed MexoKe-
JyTIOYKOBOM apTepuu BBISBISIOCH yanie. [lopaxeHue
MIPaBoOii KOPOHAPHOU apTepuy HaONIOAATIOCH PaKTHYe-
CKM B O/IMHAKOBOM YHCJE CllyyaeB B 00eMX rpymrax.

Bcee manments! 2-i1 rpymnel ¢ XKC umenu coxpa-
HeHHy1o (pakiuio Beiopoca JIK (54-63 %). [launentst
1-#1 rpymmel ¢ OKC mMenu COXpaHSHHYIO U ITPOMEKY-
TouHyro (pakuuto BeiOpoca JIK (46-67 %). Cpenne-
IPYNIIOBOM MoOKa3zaresb (pakiyy BeIOpoca B 1-if rpymme
nanueHToB ¢ OKC okazancs CTaTUCTUYECKU 3HAuu-
MO HIDKE, YeM y mamueHToB 2-i rpymmbl ¢ XKC —
46,4 £+ 0,8 otHocurensHO 59 + 0,6 (p < 0,001). Hapyrre-
HHUE COKPAaTUMOCTH MHOKap/a yCTaHOBICHO y 16 (57 %)
nauenToB 1-it rpynnel ¢ OKC u tonsko y 4 (17 %)
narmeHToB 2-i rpymmel ¢ XKC (p <0,01).

[lo naHHBIM aHaMHE3a YCTAHOBJICHBI (PAKTOPBI PU-
cka MbC B rpymnmax maiueHToOB ¢ OCTPHIM M XPOHH-
YECKUM KOPOHAPHBIMU CHHJPOMAMHU.

['nepaunuaeMuto CTaTUCTUYECKH 3HAYMMO Yallle
peructpupoBain y namueHToB l-i rpymmel ¢ OKC
(» £0,05-0,001). Ilpm »ToM B o0ewx TpymIax TH-
nepTroHnyeckass Ooje3Hb 3-M cTemeHum HabIomaIach
y Bcex manuentoB (p < 0,001). Hanuune xpoHuyeckoit
00CTpYKTUBHOU O0se3HU Jierkux u oxxupenus [-11 cre-

MICHH, a TaKKe TaOAKOKYPEHHsI CTaTHUCTHYECKH 3HAYHU-
MO B Ipymax He OTIMYalIoCh, HAOIIOAanach JIHMIIb
TEHJICHIIMS K UX YBEJIMYCHUIO Y MaLUEHTOB 1-if rpym-
nel ¢ OKC (tabn. 2).

HecMoTps Ha momjepKUBaroOILy0 TEPANUIO0 CTATH-
HaMM B 0o0eux rpymnmnax, B 1-ii rpymme rumnepiuiuae-
MUl PErUCTPHPOBAIACH HAIllE, YTO BEPOSITHEE BCErO
CBsI3aHO C¢ OoJyiee aKTHBHBIM IPOIIECCOM aTepoCKIIepo-
3a, KOTOPBIH, B OTVINYKME OT MAIllMeHTOB U3 2-U TPyMIbI,
npusen k pazsututo OKC.

VY 6ompabix ¢ XKC (2-1 Tpymma) He HaOIIOIaIoCh
3HaYMMOTO M3MEHEHHs YPOBHS KaK IPO-, TAaK U IIPOTHBO-
BOCHAJIMTEIBHBIX ITUTOKMHOB. ITokaszarenmu WJI-4, NJI-8
nu ®HO-0 y HMX HaXomWwinCh B IpaHuIax pedepeHc-
Horo unHrtepBaia. Y mauuentoB ¢ OKC, c¢ panee cTeH-
THUPOBAHHBIMH KOPOHApHBIMH apTepusiMu (1-1 rpymma),
HAIpOTHB, OTMEUYAJIMCh OYE€Hb BBICOKHE CPEIHETPYIIIO-
BbIE ITOKa3aTesy, Kak mpoBocnaiurensHoro WMJI-8, Tak
1 npotuBoBocnanurenbHoro MJI-4 (tadm. 3).

B pesynbrare, pasnuuMs  MEKIy ~TpyHIIaMu
mo WMJI-8, NJI-4 m ®HO-o okazammch CTaTHCTHYECCKH
3HaunMbIMe (p < 0,01-0,001) ¢ moBbIIIEeHNEM JaHHBIX
WHTEepIeWKHOB y mauueHToB 1-if rpymmer ¢ OKC.
[Tpu atom y Bcex manuenToB (100 %) B rpynme ¢ OKC
OBLTO yCTaHOBIIEHO TOBEIIeHue ypoBHs NJI-4 u NJI-8
BBITIIC peePCHCHBIX 3HAYCHWHA. [lOBBIICHUE YPOBHSA
NJI-4, BeposTHO, MMEET KOMIIEHCATOPHBIA XapakTep
M0 OTHOLIEHHIO K IPOBOCHAIUTEIbHBIM LUTOKUHAM
M MOXET paccMaTpuBaThcs KaK MOJOKUTEIbHBIN (ak-
TOp, cTabuiIM3upyroWuii TedeHue 3adoneBanus. Cra-
TUCTUYECKH 3HAUUMOro u3MeHeHus 3HadeHuii ®HO-a
y manmenToB ¢ OKC Hamu HE yCTaHOBJIECHO, YTO TaK-
JKe MOJKHO paccMaTpuBaTh Kak (axkTop, oOaerdaroniui
TeUeHHE HEeCTAOMIbHOM CTEHOKApIHH.

Tabnuuya 2 / Table 2

(DaKTOpr pUCKa UWEeMUYECKon 6onesHun cepaua B rpynnax nauynmeHToB € OCTPpbIM KOPOHApHbIM CMHAPOMOM U XpPO-

HUYECKUM KOPOHAPHbIM CUMHAPOMOM
Risk Factors of CAD in different patients groups

1-st rpymmna / Group 1125 rpymmna / Group 2 CraTucTuyecKasi 3Ha4NMOCTh
IMokazarenu / (n=28) (n=24) paznuuwuit (f) /
Indication Statistics significance
" v, " % of differences (¢)

I'unepnununemus (JITTHIT >1,8 mmomns/m) / 14 50 25 p<0,001 (3,7)
Hyperlipidemia (LDL >1.8 mmol/L)
I'unepronuyeckas 6osie3up 2-i u 3-ii craguu / 28 100 24 100 p=<0,001 (4,1)
Hypertensive disease 2 and 3 stage
Xpoundeckast 00CTpyKTHBHAsI 00JIC3HB JETKHUX / 5 19 3 12,5 »>0,05(0,9)
Chronic obstructive pulmonary disease
Tabakokypenue / 12 429 10 41,7 p=<0,0524)
Smoking
Oxwupenne [-1I crenenn / 14 50 6 25 p>0,05(1,7)
Obesity I-II stage
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Tabnuua 3 / Table 3

ypOBeHb UMTOKMHOB B rpynnax naunMeHToB C OCTPbIM KOPOHAaPHbIM CMHOAPOMOM U XpPOHUYECKUM KOPOHAPHbBIM CUH-

LPOMOM
Levels of cytokines in different patients groups

I'pynmbl manueHToB /
Groups of patients

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

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

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

1-s rpynma / Group 1 (n = 28) 359,80 + 66,94 69,75 + 18,25 1,83 £ 0,31
2-1 rpynna / Group 2 (n =24) 3,70 £0,24 7,34 + 1,29 0,04 + 0,004
CraTucTuueckas 3HaYMMOCTh pa3inuani (7) / p<0,001 (5,3) p<0,01 (3,4) p<0,001 (5,8)

Statistics significance of differences (7)

* PedepeHCHBIN MHTEPBAJ MO JaHHBIM JJAOOpaTOPHUH.
* Reference interval according to laboratory data.

PaccmarpuBasg Tpymnily MHalMEHTOB C TOBBIILIEHUEM
YPOBHS HHTEPJICHKUHOB, HEOOXOIMMO OTMETHTb, HYTO
CTENEHb CTCHO3MPOBaHMsSI KOPOHAPHBIX apTepHil HE sIB-
JBI0Ch 3HAYMMOM, TaK KaKk BHE 3aBUCHUMOCTHU OT CTEIIEHU
TOpaKEHHs BEHEUHBIX apTepHil OTMEYAIOCh MTOBBIIIICHUE
YPOBHSI KaK HpPOBOCHAIUTENBHBIX, TaK U TNPOTUBOBOC-
MaJUTEIbHBIX LUTOKMHOB. OIHAKO HapyIeHHE COKpa-
TUMOCTH MHOKapAa 1o JaHHbIM Oxo-KI' ormewanock
y TalMeHToB ¢ moBblmienneM ypoBHs WJI-4 Gomee uem
B 50 pa3 oT BepxHEW IpaHUIlbl HOPMEL. B KIMHIUYECKOM
aHaJIM3€ KPOBU y MAIEHTOB C IOBBIIIEHHBIM YPOBHEM
MHTEPICHKUHOB oTMevaioch nosbiienne COD no cpas-
HEHUIO C MALUEHTaMU W3 BTOPOW IPYIIIBI.

BblBO bl

1. V nmamumenToB ¢ XKC, mMmerommux B aHaMHe-
3¢ B TEUCHHE NPEANISCTBYIONMX 2—6 Mec. HH(MapKT
MHOKapaa ¢ moabeMoM cerMeHTa ST ¢ BBEITIOTHEHHOM
peBacKyispu3aleiit  MHQpapPKT-3aBUCUMON  apTepuu
CTEHTAMHM C JIEKApCTBEHHBIM ITOKPHITHEM, HE OTMeue-
HO M3MEHEHUS YPOBHS KakK MpO-, TaK M MPOTHBOBOC-
MAJTATEIbHBIX ITUTOKWHOB.

2. OTMEYEHO TIOBBIIIEHHE YPOBHS MPO- M MPOTHBO-
BOCTIAJIUTENBHBIX IIUTOKWHOB y BCEX IAlMEHTOB, KO-
TOPBIM B TEUEHHE MNPEIIIEeCTBYIOUUX 2—6 Mec. ObUIO
BBITTOJTHEHO CTEHTHPOBaHHWE WH(APKT-3aBUCHMOI apTe-
PHH, 1 KOTOpPBIE TOBTOPHO OBLIN ONEPUPOBAHBI B CBSI3U
C BO3HUKHOBeHHMEM KimHH4Yeckor kaptuabl OKC.

3AKNIOYEHUE

Beposithee Bcero, nossimenue yposHs WJI-4 umeer
KOMITEHCATOPHBIA XapakTep W Hapsly C HE3HAYUTEIlb-
HbIM moBeImieHneM DPHO-o MOXET paccMaTpHUBaThCA
KaK TMOJIOKUTENbHBIN (aKTop, CTAOMIM3UPYIOIIUI Te-
YyeHue 3a00JIeBaHMS.
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OueHKa ypoBHS nakTtata / MONOYHOM KMCNOTbl KPOBM NMEAMaTpPOM MOPOit Bbi3biBaeT 3aTpyAHeHMa. JlakTaT — 3TO NMpoayKT
KJIeTOYHOro MeTaboiM3Ma MHOKO3bl, KMPHbLIX KMCIOT, HEKOTOPbIX 3aMEHMMbIX aMUHOKMUCIOT. HopMa naktaTta B KpOBM He
onpepeneHa MeXAyHapoAHbIMUY CTaHAAPTaMU, MO3TOMY 3aBMCUT OT METOAMKM U PEAKTUBOB, MPUMEHSAEMbIX B aBopaTopuu.
YpoBeHb NakTaTa B KPOBM — pe3ynbTaT pPaBHOBECMS MeXAy mpoueccamu ero o6pasoBaHus M yTuausauuun. Beaywmmu
MPUYMHAMM MOBLILEHMS NAKTAaTa KPOBM ABNAOTCA aHAa3poOHas MblleyHas akTMBHOCTb (TAXeEsble YNpakKHeHus, npu-
CTynbl cypopor), 3a60NeBaHUs Nerkux u cepaua (AbixaTenbHas HeAOCTaTOYHOCTb, HELOCTATOYHOCTb KPOBOOGPALLEHUS),
HapylweHue QYHKLMM MEeYEHU U MOYEK, CaxapHblil AnabeT, Cencuc, WOoKKU, HEKOTOPbIE TAXENbIE OTKIOHEHUS B COCTOSAHMU
HOBOPOX/AEHHbIX AETEN, MUTOXOHAPUA/bHbIE BONE3HM, IEKAPCTBEHHbIE NpenapaThl, TMNOBMTaMUHO3bl. He ucuepnaHbl Kak
[MarHoCTMYECKMe, TaK U NPOrHOCTUYECKME BO3MOXKHOCTU MHTEPNPETALMM YPOBHS NakTaTa KpoBu. JlakTaT-aunaos — onac-
HOE OC/IOKHEHME TMNEPNAKTATEMUM, BbI3BAHHOE HEKOTOPLIMU MATONOTMYECKMMU COCTOSHUAMM (3a60NEBAHUAMU UK CUH-
LpOMaMu), KOTOPOE MOXET 3aKOHUMTbCS CMEpTENbHbIM MCXOLOM. BbisiBieHMe MpUUMHbLI NakTaT-auuao3a npeAcTaBseTcs
pewawwmM GakTopoM AN Bbibopa cTpaTernn nedeHusa. JlaktataumaotTMyeckas KoMa — peakoe, HO BO3MOXHOE OC/0X-
HeHue caxapHoro auabeta, Tpebylollee UHTEHCMBHOMO KOMMIEKCHOMO JIEYEHUS B OTAENEHMAX MHTEHCMBHOM Tepanuu.
MeamaTp LONXKEH YMETb OLEHUTb YPOBEHb NlaKTaTa B KPOBM, MPOaHaAM3MPOBaTh BO3MOXKHbIE MPUUMHbI TUMNEpNaKTaTeEMuUH,
3HaTb anropuT™M AENCTBMI NPW PasBUTMM NakTaT-auMaos3a.

KntoueBble cnoBa: nakTar; nakTart-auMao3; NakTaTauuMaoTMyeckas Koma; MUTOXOHAPUA/IbHbIE 60/1€3HM; ANATHOCTMKA; IeYEHME.

HYPERLACTATEMIA AND LACTATE ACIDOSIS IN THE PRACTICE OF PEDIATRICIANS
© N.V. Parshina, L.A. Danilova, N.S. Dekhtyareva
St. Petersburg State Pediatric Medical University, Ministry of Healthcare of the Russian Federation, Saint Petersburg, Russia

For citation: Parshina NV, Danilova LA, Dekhtyareva NS. Hyperlactatemia and lactate acidosis in the practice of pediatricians.
Pediatrician (St. Petersburg). 2021;12(3):51-61. https://doi.org/10.17816/PED12351-61
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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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Hckimouenue pa3HbIX BapHaHTOB HApYIICHUH IIHU-
KEMHUH BXOAWT B JUATHOCTUYECKHUH aJTOPUTM JIETCKOTO
9HJIOKPUHOJIOTA, Tenarpa, HeOHATOoIora, HEBPOIaTo-
Jora, XMpypra M Apyrux crenuanucro. Jlaboparop-
HBIM CTaHIAPTOM CUMTAETCSl COMPSDKEHHOE HCCIen0-
BaHUE TOKa3aTellel TIIFOKO3bl U JIaKTaTa KamMILIISPHOM
kpoBH. OlleHKa YPOBHS JaKTaTa / MOJIOYHON KHCIIOTHI
KpPOBU TIEIMATPOM HIMPOKOTO TPOMUIST MOXKET BBI-
3bIBaTh 3aTpyJHEHHUs. ba3ucHOro Kypca OHOXMMHH,
U3 KOTOPOTO H3BECTHO, YTO JIAKTAT — 3TO HPOIYKT
aHa’pOOHOTO TIIMKOIN3a, YaCTO OBIBAET HEAOCTATOYHO
JUTSL TIOSICHEHUSI OTKJIIOHEHWW B TIONYyYEHHBIX PE3YIb-
tarax. [Ipy BBIABICHWUM HApyINICHUH KOHIICHTPAIMH
JlaKTaTa HeoOXOoaUMa aJIeKBaTHAs OLCHKa €€ MPUYHHBI
U MPEayNpekICHUE BO3MOXKHBIX OCJIOKHEHUH THIep-
JIAKTaTeMHUH.

JlakTar — 3TO MPOAYKT KIETOUHOTO MeTaboIM3Ma,
COJIb MOJIOYHOM KHCJIOTHI, 00pa3yrommascsi mpu 3ame-
LICHUM HMOHA BOAOPOJA MOJIOYHOM KHMCIOTHI Ha Na'
wi K* [4, 9]. Jlakrar oOpa3syercst B mpouecce aHad-
POOHOTO OKHWCIICHHS TIIOKO3BI (pHC. 1), mpeBpareHuit
aJlaHWHa, a TaKKe TIUIepoabliernia — KOMIIOHEHTa
MPOCTHIX JIMIHUI0B. HemocpeacTBEHHO JaKkTaT SIBISeT-
csl TYmMKOM Metabonm3ma. Bee ero mpeBpatienus mpo-
WCXOMAT Yepe3 MUpYBar.

[Ipu mocTaro4HOM MOCTYIICHWH KHUCIOPOAA MHPY-
BaT IMOJBEpraeTcss MeTaboIM3My B MHTOXOHJPUSIX My-
TE€M OKHCJIUTEIBHOTO JeKapOOKCHIMPOBAHUS IO ale-

2

HAOHH" /
NADNN*

Lnkn Kpebea
36 monb ATO /

Krebs Cycle
m3 2 monb ATO /
\ 36 mol of ATF Anaerobic glycolisis
ATO/ATE 2 mol of ATF
o

Twi-KoA u nanee B uuKie TPUKApOOHOBBIX KHCIIOT
OKHUCJISIETCSL 10 KOHEUHBIX MPOAYKTOB [8].

[Ipu runokcny mUpyBar HE MOCTYMAeT B MUTOXOH-
JpUH, a TIPeBpaIlacTcs B JaKTaT ¢ yyacTueM (hepMeHTa
nakraraeruaporenassl (JIJII) [4]. Drta peakiust o0-
paruma (puc. 2).

JlakTar SABNSETCS W MPOMEKYTOYHBIM TPOTYKTOM
BHEMHUTOXOHIPUAIBEHOTO OKUCICHHSI JKUPHBIX KHCIIOT
W HEOOXOIWM [UIsi CHHTE3a HEKOTOPBHIX 3aMEHHMBIX
AMHMHOKHCIIOT (aJlaHuH, TIUIMH, CEpUH U Ap.). Aua-
HUH CHHTE3MPYETCS B MBIIIEYHON TKAaHU M3 MOJIOY-
HOM KHCJIOTHI, a Jjajiee JIETKO MPEBPaIaeTcs B MeUeHN
B IVIIOKO3Y. DTOT MPOIECC HOCUT Ha3BaHME IITIOKO30-
QIaHMHOBOTO LUKJA (pUC. 3) U CIYXHUT OAHUM H3 OC-
HOBHBIX IyTeH IVIIOKOHEOreHe3a B meuyeHu [3].

[IpakTryecky Bce KIETKH CIIOCOOHBI BEIPAOATHIBATh
nmakTar. TKaHM C BBICOKMM YPOBHEM MeTabonm3Ma:
cnusuctas ToHkoro kumeunuka (10 %), mosr (20 %),
koxka (25 %), ckenerHbie MbIIbl (25 %), a KISTKH
KpoBU — 3pUTpoLuThl (20 %) — BHOCAT HAMOONbLINI
BKJIaJ] B €XKETHEBHYIO MPOAYKIHUIO JIakTaTa, (HopMu-
pysl €ero HOpMaJIbHBIH YPOBEHb B KPOBH ~1,3 MMOIB/I
(puc. 4)

B kietkax, KOTOpble HE COAEP)KAT MUTOXOHAPHH,
HampuMep B DPUTPOIUTAX, MHUPYBAT IOJ JCHCTBUEM
JIAT" npeBpalaeTcs B JaKTat, KOTOPbIN MepeMelaeTcs
U3 KJIETOK W TPAaHCIOPTUPYETCSl B JPYTHe TKaHW ISt
MIPOM3BOJICTBA dHEpPruu. JlakTar mpu 3TOM HE SIBIISET-

HALL+ /
NAD+

Lactate

nar/ LbG
MKT-1 / MCT-1

AHa3pOBHbIN IMKO-

Puc. 1. Meta6onusm rniokosbl Ao nakrata [8]. 3aecb u Ha puc. 2-4: HAl — HMKOTMHaMuAAeHUHAUHYKNeoTUa, JIAT — nakratae-
ruaporeHasa, MKT — MOHOKap60oKcunbHbIit TpaHcnoptep, AT® — apeHo3uHTpudochar

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 IPOIYKTOM MeTaboiu3Ma, yaalisieMbIM
W3 OpraHu3Ma. Y TWIM3alus MOJOYHOM KHUCIOTHI Hpo-
nucxomut B neyenn (60 %) n moukax (30 %), B MeHb-
e cTeneHu — B CepALC M CKCJIICTHBIX MBIHIIAX.
JlakraT motpeOisieTcs, MpeXx/e BCero, NeYeHbI0 U MoY-
KaMH B IIpoliecce IMIOKOHEOTeHe3a, B XO/e KOTOPOro
OH TIpeBpalaeTcs B MUPYyBaT W Janee B TIIOKO3y [9].

Taxum oOpaszoM, ¢u3HoIOrHYeckas poib JIAKTaTa
B OpraHu3Me 3aKIo4aeTcss B TOM, YTO BO BpeMs JIIO-
0oro crpecca OH CTAaHOBUTCS OJHHM H3 HCTOYHHKOB
9HEPTUU M MOXKET YYacTBOBaTb KaKk B CHHTE3€, Tak
1 YyTWIN3aLUK IVIIOKO3bl. B mokoe makrar oOecredn-
Baet 7 %, a BO BpeMsi pU3MUYECKUX HArpy3o0K — 25 %
sHepruu. [1oTpeOHOCTh B MOJIOYHOW KHCIOTE TOBBI-
LIaeTCsl TIPU BBICOKMX (U3MUYECKUX MM YMCTBEHHBIX
Harpyskax, BO BpeMs AaKTHBHOIO POCTa M Pa3BUTHUS
opranusMma [8].

Mbiwua / Muscle

HAQH#H / HAR /
NADN-+N* NAD+
0] 0" 0] 0"
Y% %

C C
I I
=0 _— HC—OH
| -~ I
CH, AT / LDG CH,

Mupysar / Pyruvate Naktat / Lactate

Puc. 2. Peakuus npespalueHus nupysata B fakTart [4]
Fig. 2. Pyruvate-to-lactate conversion reaction [4]

Hopma nakrara B KpOoBH HE ONpEAEICHA MEXIY-
HapOJHBIMH CTaHJApTaMHu, IOATOMY €ro OLEHKa 3a-
BUCUT OT METOAMKH U PEAKTUBOB, NPHUMEHICMBIX
B snaboparopuu. B GoipmmHCTBE pabOT MCIONB3YIOT-
Csl IOPOroBbIe 3HaYeHUsT Mexay 2,0 u 2,5 MMOJIb/i

Meuenb / Liver

lnukoreH / Glycogen

\

Orapix / Harpy3ka /
Rest Load
lnioko3a / Glucose <t lmioko3a / Glucose
A
/\ HA,EI, / q
2 ATD/ 4/ NAD HALL /
2 ATF \ NAD
HAIIH HAIIH/
. / P' " N%N/ Naxrat/ -~ Nakrar/ NADI_II\I /p
upysar / Pyruvate — —> upygar / Pyruvate
N0 / LDG Lactate Lactate NAr/LDG A
u u
AT / ALT AT / ALT ( Kr
oK1/ oK/
a-KG a-KG
AnanuH/ AnanuH/
Alanine Alanine

Puc. 3. Tnoko3o-anaHMHOBbLIN LMKA [3]
Fig. 3. Glucose-alanine cycle [3]

f HeiipoHbl / Neurons

-6ATO/1 mioko3a/ Gluconeogenesis;

R~ |

/ [nukonus / Okucnenue nakrata /

7 Glycolysis Lactate oxidation ¢
Puc. 4. O6meH naktata B opraHusme [8]
Fig. 4. Lactate Metabolism in the body [8]

: Sputpoumtsl / Red cells
ActpoumTbl / Astrocytes

F Kapanommouwrsl /Cardiomyocytes s
. CKeneTHble MbILWaImUSCIES .

TMioKOHeoreres; Ltk Kopi g [TeyeHb / Liver ! )

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

He MMeloT MUTOXOHZPHIA, TONBKO MMKONW3
+2 AT®/1 rniokoza / No mitochondria,
glycolisis only +2 ATF/1 Glucose

_sm—

AHa3pobHoe OKMCIeHWEe/LUMKN
Kpebca +36 AT®/1 rntokosa /
Anaerobic oxidation/Krebs cycle
+36 ATF/1 Glucose

K [niokoHeoreHes /

Gluconeogenesis
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W TUIEPJIaKTaTeMHUEl Ha3bIBAIOT IOBBILIICHUE YPOBHS
JlaKTarta B KpOBH BhIIe 2,5 MMonw/1 [8, 15, 26, 29, 36].
VBenuueHue ypoBHS JIAKTaTa MOXKET ObITh pe3yilb-
TATOM €r0 MOBBIIIEHHON NMPOLYKILUH, CHUKEHHOU 3IIU-
MUHAIUM WIA TOTO U JIPYroro OJHOBPEMEHHO.

KnuHnvecku 3HaunMble YPOBHH JIaKTaTa MpU KpH-

THYECKUX COCTOSHUAX [15]:

* yYMEpeHHO yBeIWueHHbIH — 3,5-4,5 MMoub/T;

* 3HAYUTENHHO YBEIMYCHHBIH — >4,5 MMOIB/I;

° TpU yBeIWMYEHHM Jaktara >8,0 MMOJB/M JieTalb-

HOCTh yBenunuuBaetcs 10 90 %!

Benymue nmpuduHbBl NOBBILICHUS JIAKTaTa KPOBU:

1. AnaspoOHasi MBIIIEYHAsT aKTUBHOCTH (TSKeJbIe
YIPaKHEHHSI, IPUCTYIBI CYA0POT).

Jlakrat, Kak KOHEYHBIH NPOAYKT aHAIPOOHOrO
[JIMKOJIN3A, SIBJISICTCSI MHAWKATOPOM aHa’pOOHOro Me-
TabosnzMa KJIeTok. DU3MOJOrMYecKue MEXaHU3MBbI
MOJKJIIOUEHHsT aHa’pOOHOr0 TIIMKOJIM3a B OCHOBHOM
CBSI3aHBI C BBIMOJIHCHHEM WHTEHCHBHOH (U3NUECKOr
Harpy3ku. lloBbIlleHHME YpOBHS JlaKTara yKas3bIBaeT
Ha HECIIOCOOHOCTH adpOOHBIX CHCTEM dHEproodecte-
YeHHUsS TPEOAoNeTh (DM3MUYECKYI0 HarpysKy. YpPOBEHb
MOJIOYHOW KHCIIOTBI MOXET OBITh TIPEBBINIEH B 5
n naxe 10 pa3. Ho 370 sBIeHHME KpaTKOBpEMEHHOE,
OpraHu3M OBICTPO KOMIIEHCHPYET BO3HMKIIMN AncOa-
naHc. KomneHcanust ocymecTBisieTcss 0ObIYHO 3a CUET
TUNEpBeHTIIIAINA [8].

WccnenoBanue nakrara B CHOPTHUBHOM MeIUIMHE
M03BOJISIET aHAJTU3UPOBATh MHTEHCUBHOCTD (PU3NUECKUX
Harpy30K M CTEIEeHb BOCCTAHOBJICHHUS MOCIIC HUX: IPU
JIOCTaTOYHOM YPOBHE JIaKTaTa IOBBIIIAETCS MIPEAEN pa-
00TOCTIOCOOHOCTH U BBIHOCIMBOCTE. [Ipn mpodeccuo-

Meuenb / Liver

——

HaJbHBIX CIIOPTUBHBIX TPEHUPOBKAX YUYWTHIBAIOT JBA
TTOKa3aTens JTaKTaTa B KPOBU: 2 MMOJB/JT — adpOOHBII
ropor; 4 MMOJB/T — aHa’dpoOHEIM mopor. Harpysku
J0 YPOBHSI 2 MMOIIB/JI, TO €CTh a’3pOOHOro MOpora,
MTOKPBIBAIOTCS OKCHJIATUBHBIM (KUCIIOPOIHBIM) 0OMe-
HOM BemecTB. /o 4 MMOJIB/T — CMEIIaHHBIH PEeXUM
KHUCIIOPOAHO-0CCKUCIOPOIHBIA, BBIIE 4 MMOJB/T —
BKJTIOUACTCS aHAdPOOHBIA TmKomm3 [§].

Bo Bpemsi 00JIBIIIOrO CyJIOPOKHOTO TPHUIIAJKa Ypo-
BEHb JIAKTaTa MOXET IOBBINIATHCS KaK BCICICTBUEC
JapuHTOCHa3Ma (4TO TPHUBOAUT K THUIOKCHH), TakK
Y TI0 TIPUYHMHE TUTIEPIPOAYKIMHU JIAKTaTa B MBIIIIAX.
[Tocie npekpaliieHus IpUaaKa MPOU3BOJICTBO JIaKTaTa
MpeKpamaeTcs, U JakTar ObBICTPO METa0OIH3HPYETCs.
OnHaKoO TIOCTOSHHO TIOBBIIICHHBIM YPOBEHb JIAKTaTa
B TeueHWe 1-2 9 mociie TPUCTyIa MOXKET YKa3bIBaTh
Ha CONMYTCTBYIOIIYIO MATOJIOTHIO M TpeOyeT NaibHeH-
mero aHanmza [15].

2. HapynieHue (QyHKIUU MEYCHU M TIOYCK.

['roko3a u nakTaT CBS3aHBI Yepe3 MITUKOINU3 U TIIHO-
KOHEOTeHe3. | TIoKOHeoreHe3 OCyIIeCcTBIsIeTCs B Tiede-
HU U T0YKaX, KOHBEPTUPYS LHUPKYJIUPYIOIIUN JIAKTaT
B MMUPYBAT, a Jajiee B TIIOKo3y. Jlakrar, o6pazoBaBIImii-
Csl B MHTCHCHBHO Pa0OTAIOUIMX MBIIIIAX U B KIIETKaX
¢ TpeodiaiaronM aHadpoOHBIM CIocoOoM KaTabo-
JM3Ma TIIOKO3BI, TTOCTYMAaeT B KPOBb, a 3aTeM B Iie-
yeHb. Jlasiee 00pa30BaBLIMIICS MUPYBAT BKJIFOYACTCSI
B DJIIOKOHEOreHe3, a 00pa3oBaBIIasCsS IIOKO3a I10-
CTyNaeT B KPOBb M MOIJIOMIACTCS CKEICTHBHIMH MBIIII-
namMu. OTy TOCIIEA0BaTeNIbHOCTh COOBITHI Ha3bIBAIOT
«TITIOKO30-JTAKTaTHBIM ITUKJIOM» WIH «IHKIOM Kopm»
[3, 4, 9] (puc. 5).

e Tt nokosa/
- Glucose

[ukonus/
Glycolysis

Tupysar / Pyruvate

sa)asny / 1ahmiqpy

Puc. 5. Thukonus B MbiiLax 1 miokoHeoreHes B neyveHu (umkn Kopwu) [9]
Fig. 5. Glycolysis in muscles and gluconeogenesis in liver (CORI cycle) [9]
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Pa3BuTtne auchyHKIUM MEUEHU U MTOYEK MOXKET CO-
MIPOBOKIATHCSI HAPYLICHUSIMU HCIIOJIb30BaHMsI JIAKTaTa
MpU TIIIOKOHEOTeHe3e M, KaK CIJEACTBHE, THUIEpJaK-
taremuei. J1o6oe cocTosiHUME, TIPU KOTOPOM TI€YEHb
CTaHOBHTCS JIAKTATIPOAYLMPYIOIINM (a HE JaKTaTHo-
TPEOJISIOIIMM) OPraHOM, IPUBOAUT K CEPHE3HBIM Hapy-
MIEHUSAM MeTa00IM3Ma MOJIOYHONW KHUCIOTHL. [Ipu 3TOM
HU3KHE YPOBHH TJIIOKO3BI B COYETAHHH C BBICOKHMH
YPOBHSIMH JIaKTaTa yKa3blBalOT HAa HapyIllEHHE LHUKJIa
Kopwu, nampumep, npu mmkorenosax (Oonesnn ['mp-
ke) [16, 18]. [loukn Tak ke OCYIIECTBIAIOT KIMPEHC
JaKTaTa B OCHOBHOM 4Yepe3 IIIIOKOHEOTeHe3, a He I0-
CPEICTBOM 3KCKPEIHH.

3. 3a0osneBaHusl JIETKUX U CEpJIa.

B xnauHMueckoll MpakTHKe TPaAULMOHHO YpPOBEHb
JIaKTaTa B KPOBH MPUMEHSETCS A1 MOHUTOPUPOBAHUS
YPOBHS TKaHEBOHU THIOKCHU. [Ipy CHIKEHUH TOCTaBKU
KHCJIOPO/a K KJIETKaM yBEJINYUBAETCs MPOAYKLIUS JaK-
TaTa U TOBBIIIACTCS €ro KOHLEHTpalus B KpoBu [2].
TakuM o00pa3oMm, THUIEPIAKTATEMUSI MPEACTABISACT
co0OH yHMBEPCAJbHYIO IaTOJOIMUYECKYIO0 PEaKLHIO
Ha CUTYyallld, CBA3aHHBIE C JIFOOBIM BHJIOM THIIOKCHH.

g octpoii npixarensHol HegocrarouHoctd (OJH)
XapakTepHO yBEJIMYEHHE YPOBHS JIAKTaTa B KPOBH:

e ymepenHass O[JH — HopMma uin yBeluyeHUE JaK-

Tara 40 3 MMOJIB/T;

» BbeIpakeHHas OJIH — yBenudeHue KOHIIEHTpAIUH

JIaKTara 10 4—5 MMOJB/I;

* mmxenas OJH — yBennuenue nakrara Oomee

5 MMOJB/II.

I'mnepnakrareMust MOXKET Pa3BUTHCS U TIPU TshKe-
JIOM TIPUCTyIe OpOHXMAIBHOW acTMBlI 3a CYET upe3-
MEpHOH MBIIIEYHOH PabOTHI.

[loBblieHHe ypOBHA Jakrata HaOMOgaeTcs Mpu
OCTPOH M XPOHUYECKOM HEIOCTATOYHOCTH KpPOBO-
obpamenus (HK), xoppemupyst co CTENEeHBIO e¢ Ti-
xectu. [lpu ocrpoit HK ypoBeHb sakrara 0ObIYHO
npeBbimaer 5 mMmoinb/. Ilpu mporpeccuposannn HK
KOHLICHTPALMs JIaKTaTa MOXeT AOCTHrath 15 MMOib/a
u 6omee [15].

4. CaxapHblii muader.

VY manuenToB ¢ caxapHbiM auaderom (CJ]), B uacrt-
HOCTH npHu paszperynupoBanHoM CJl 1-ro tuma, ypo-
BEHb JIAKTaTa B IJIa3Me MOXKET ObITh MOBBIIIEH. Mexa-
HU3MBI, JIEkKAale B OCHOBE JUa0eT-acCOLNUPOBAHHON
TUIEpIIaKTaTeMHH, BKIIIOYAIOT CyIlleCTBEHHbIE N3MEHe-
HUSI MeTaboIu3Ma BHYTPUKJIETOUHON TIIOKO3BI B UyB-
CTBHUTEJIbHBIX K MHCYJAMHY TKaHsX. lepuuut mHCYynu-
Ha WMHrUOMpYeT MUPYBaTICTUAPOreHA3HBIH KOMILIEKC
(IBJK), katanm3upyronuii o0pa3oBaHue U3 MUpyBaTa
anetnn-KoA u nanee okuciaeHHE €ro 70 KOHEYHBIX
npoaykroB B nukie Kpedca. Murudbuposanue [1BJIK
OPUBOAMT K 00pa30BaHMIO N30BITKA MUPOBUHOTPATHON
KHUCIJIOTBI, KOTOpas mpeBpamaercs B jJakTar. OOsIdHOE

COOTHOIIICHWE KOHIIGHTPAllUW JlaKTara W IHpyBaTa
B chIBOpoTKe KpoBu 10:1 cnBuraercs B CTOPOHY
nmakrara [4, 9, 21].

[oBbIICHHBI YpPOBEHb JIaKTara MpH JAWA0eTH-
yeckoM ketoaruuose (JIKA) moxer ObITh CBs3aH
HE TOJILKO C M3MEHEHUEM MEeTa0OIMYeCKOro mpodmuis,
HO W T0 mpudwmHe runonepdysun [25, 37].

5. JlekapCTBEHHBIE TPENapaThl.

Ocoboe MecTo cpenu 3THONOTHYECKUX (HaKTOpPOB
TUIIEPJIaKTaTeMUH 3aHUMAaeT NpueM OuryaHunos. Te-
parms CJI OuryaHuIaMu COMTPOBOXKIAETCS JTaKTaT-aIld-
JTIO30M BCJIEZICTBHE CHIDKEHHSI aKTHBHOCTH (DEpPMEHTOB
[IBAK, npuBonsIiero K HapymeHUIO OKHUCIUTEIHHO-
ro GochopuIMpOBaHUS B TEYCHH W WHTUOMPOBAHUIO
rokoHeorene3a. B 1977 r. Ouryanun dendopmuH
Obu1 3anpemnieH k npuMeHeHno B CIIA, mockombKy
B pAne CIy4aeB NMPUBOIWI K Pa3BUTHIO JIAaKTaT-alld-
1033, B TOM YHUCJE CO CMEpPTEIbHBIM ucxomoMm [14].

B HacTosiiee Bpemsi MeT(OpPMHH SIBJISIETCS Tpera-
parom, 3hdekTuBHO UCTONB3yeMbIM Jutst siedeHust C/]
2-ro trma. MeThopMHH TakKe TPHHAIJICKHAT K KIIACCy
OWTYaHUIHBIX COCTUHEHUH, OMHAKO IO XUMHYECKOU
CTPYKTYype OH 3HAauUTEIbHO OTIMYaeTcs OT (eHdop-
muHa. bonee Toro, MeTpopMUH He HapylaeT MeTabo-
JIU3M JIaKTaTa B TMIEYSHH, XOTS €ro CrlioCOOHOCTh yTHe-
TaTh IIIOKOHEOTEHE3 B IEYEeHH MOTEHIINATHHO MOXKET
MPUBOJMTh K TIOBBINICHUIO KOHIIGHTPAIlMH Heu3pac-
XOJIOBAHHOT'O JaKTara B IUIa3M€ KPOBHM U Pa3BUTHIO
nakratT-anuno3a. C yueToM npuHauIexHOCTH heHdop-
MHHA ¥ MET(OPMHUHA K OTHOMY XUMHYECKOMY Kiaccy
JIEKapCTBEHHBIX CPeACTB (OWTyaHHIBI), @ TaKKe TOTO,
YTO MEXaHU3MBI IeHCTBHUS 00OMX IpernapaTroB Mpero-
JararoT BO3MOXKHOCTh HAKOIUICHHS JIaKTaTa B IJIa3Me
KPOBH, KIIEHMO «IIOBBIIIEHHBIA PUCK Pa3BUTHUS JAKTaT-
anumo3ay» ObUIO TepeHeceHo ¢ GeH(hopMHHA HAa MET-
¢opmMuH TIOYTH aBTOMaTH4ecku [38].

Crnenyer mon4epkHyTh, YTO TPU IMOYEUHOM WIIH TIe-
YEHOYHOH HEeI0CTaTOYHOCTH Aa)Ke MHUHUMAaJIbHAs 1032
OWTyaHUZOB MOXET BBI3BaTh JIAKTAT-AIH]I03 B PE3yilb-
Tare KyMyJISIAA TIperaparta B opranmme [22, 27, 34].

K moBBIIEHNIO YPOBHS JIaKTaTa MOXKET MPUBOJANUTH
WCIOJIb30BAHNE U JIPYTHX JIEKAPCTBEHHBIX CPEJICTB —
aJipeHanHa, MPEJHU30JI0HA, TIIOKAroHa, CajHInia-
TOB, IPETapaToB HAIUAUKCOBOW KHCIOTHI, Cylb(daca-
JIa3WHA, TIPOTUBOBUPYCHBIX CPEICcTB U np. [23, 33].

6. Cericuc.

HexoTopsle aBTOpbI paclieHUBAIOT MOBBIIIEHNE JaK-
TaTa He TOJIbKO KaK Mapkep Turonepdy3uu, HO U KaK
MOKa3aTesb BOCTIAIIEHUS WM MeTabOIMIeCKOTo CTpec-
ca. YcuiieHue aHa’poOHOTO TIIMKOJIN3a, MHYIIHPOBaH-
HOTO BOCHAJICHHEM, ACCOLMHUPOBAHHBIM C CEIMCHCOM,
B HAaCTOsILIee BpEMsSl paccMarpuBaeTcs Kak HauOo-
Jiee BEpOSITHBIM MEXaHU3M rumnepiaakraremun [15].
Kpome TOrO, ypoBHM JaKkTata TpU CETCHCE MOTYT
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YBEJIMYMBATHCS BCIICJCTBUE aJPEHEPTUYECKON CTUMY-
. OTHUM M3 MEXaHHU3MOB TIOBBIINIEHUS JIaKTaTa
cuutaercs takxe nospexaenue [1BJIK sHioTokcuHom
Oakrepuii [26]. IlocTosiHHAs THIIEpIAKTATEMUS TMPH
cerncuce B OOJBIICH CTEIIEHU MOXKET OBITh CICICTBHEM
CHI)KEHHOTO KIIMPEHCA JIAKTaTa, YeM €T0 MOBBIIICHHOM
MPOAYKIINHU, TIOCKOIBKY OHO M3 PacIpOCTpaHEHHBIX
OCJIOXKHEHHH CeIChuca — 3TO OCTPOE TMOBPEKICHHE
mouek [15, 35].

YpoBeHb JaKTaTa MOJOXKHUTEIBHO KOPPEIUPYET
C TSDKECTBIO CETCHUCa, €r0 OCIOKHEHHSIMU W JIeTallb-
HOCTBIO, UMEET MPOTHOCTHYECKOE 3HAYEeHHE B Pa3BU-
THHA TIOTMOPTaHHOM HexoctarogHocTH [15, 30].

7. PernonapHoe HapylieHHE KPOBOOOPAICHUS TKa-
Hell (0XKOTH U TPaBMbl), HIOKH.

KpoBomorepn, 110K, BO3HHMKAIOIINE BCIIEICTBHE
TSOKEIBIX TPaBM, YacTO SIBISIOTCA TPUYHMHON TKaHe-
Bo#t runonepdy3uu. [Ipu IIUTEIHHO COXPAHSIOIIMXCS
AHA’POOHBIX YCIOBHUSIX JAKTAT HE MOXKET OKHUCIATHCA
JIo mmpyBara BBuIy HemocraTka HAJl (HUKoTHHAMHI-
anennHaukykieorun) u HAJIH,, xodepmentos JIIT,
00pasyronuxces Mpu a3poOHOM PACIISIUICHUH TITFOKO-
36l. B HOpManbHBIX YCIOBHSIX BO3MOXKHO IMOBTOPHOE
OKHCJICHHUE HAZ[H2 10 HAJI B MUTOXOHAPUAX MOCPE.I-
CTBOM IICTIOYKH DIIEKTPOHHOTO TPAHCIIOPTa, CBSI3aHHO-
TO C OKHCTUTENBHBIM (pochoprmupoBanueM. [Ipu cHu-
JKEHUH JTOCTABKU KUCIOPOJA K KIETKAM DJICKTPOHHBIHA
TPaHCIOPT cpa3y ke npekparnaercs. HAJl ctanoBuTCs
HEJOCTYIIHBIM [IJIsl OKUCIICHUS JIaKTaTa, B pe3yJbTare
YEero MpOMCXOAUT HAKOIUIEHHE mocieaHero [3, 9].

JlocTymHOCTR KHCIIOpO/Ia Ha TKAaHEBOM YPOBHE —
Ba)KHAs JETEPMHUHAHTA OKUCIUTEIHHO-BOCCTAHOBH-
TEIBHOTO TOTEHIIMaNa KIeTOK. [1oBBIIICHHBIN YPOBEHB
JIaKTaTa SBIAETCS MapKepOM THIIOKCHH Mo3ra. Brico-
KO€ COJIep)KaHUE JIaKTaTa BCErla yKasblBaeT Ha KpH-
THYECKOE COCTOSHHUE TAIMeHTa W SIBJISCTCS] MPOTHO-
CTUYECKH HeOIaronpusiTHeIM [29].

8. ['MnoBUTaMUHO3EI.

OOpasyromuiics U3 JaKTara MUPyBar MOJBEpraeT-
CsI OKHCITUTEIFHOMY JeKapOOKCHIMPOBAHHUIO (2-1 aTam
aspobHOrOo pacmama ymieBomoB). llporecc oxucu-
TEJIBHOTO JICKApOOKCUIMPOBAHUS TTHPOBUHOTPAIHON
KHCIIOTHI (pHC. 6) KaTalM3UPYyeT CIOXKHBIA (hepMeH-

tatuBHbIN [IBJIK, Brirovyaromuii 3 gepmenrta u 5 xo-
¢axropos [Tnamuamudocdar (TJAD) — Butamun B,
JIK — nmmoeBas xuciora, aneTmwi-KoA, ¢rmasunane-
nungunykneotun (PAJ[) — suramun B, HAJL —
putamuH PP]. Takum oOpazom, ne¢uuuT BUTaMHUHOB
TaK)Ke€ MOXKET MPHUBECTH K HAPYIICHUIO aKTUBHOCTH
(hepMeHTOB, W30BITOYHOMY HAKOIUICHHIO IHpYyBaTa
u makrara [3, 23].

9. l'unepnaxkrareMust y HOBOPOXKIICHHBIX ICTCH.

Tect Ha JaKkTaT UMeeT 0co00E 3HAYCHUE B MPAKTH-
Ke OT/IeJICHU aTOJIOTMH HOBOPOXK/IEHHBIX [6]. Hanbo-
Jiee 9acToO yBeNMYeHNE KOHIIEHTPALMH JIaKTaTa B IjIa3-
M€ KpPOBH Y HOBOPOXJIEHHBIX OOYCIIOBIEHO TSXKENIOM
TUIOKCHEH pa3IMyHOro reHes3a U yKa3blBaeT Ha CJIBUT
O0OMEHHBIX MPOLIECCOB B CTOPOHY aHA3POOHOIO TIIMKO-
nu3a. Beicokune ypoBHM JakTara B KPOBH NpPEICTaBIIs-
I0TCS HaJIS)KHBIM WHCTPYMEHTOM JUTSI OIEHKH TSDKECTH
ac()UKCUM Yy POIMBIIMXCS JIETCH ¢ HU3KOW OIICHKOM
no mkane Amnrap. OgHako KOHIICHTpalusg JaKTaTa
SIBIIIETCSL TAaK)Ke MapKepOM METa0OIHYECKOrO alld-
71032, CEeTICHCa, TIOITOMY PE3yIbTaThl JHHAMHUYECKOTO
HaOMIONIeHNsT 3a ypOBHEM JIaKTaTa B paHHEM HeOHa-
TaJIbHOM TEpHOoJe OBIBAIOT HEOJHO3HAYHBI. B Takom
ClIy4yae AMAarHOCTUYECKasi EHHOCTh 3TOTr0 MOKa3aTess
oOiaaeT HU3KOW YyBCTBUTEIHHOCTHIO [6].

HccnenoBanne KOHIIEHTPANWK JTAKTaTa Y HOBOPOXK-
JICHHBIX B KPUTUYCCKOM COCTOSHUU TPUMEHSIOT Kak
CKPUHUHTOBBIN METOJ NUAarHOCTHKU PECIUPATOPHBIX
U TeMOAMHAMHUYECKUX HapylleHui. Bricokue mnoxa-
3aTeNy JaKTara B IIa3Me KPOBH TPU TOCTYIUICHUH
HOBOPOXXJIEHHOTO B OT/ICJICHWE PEaHWMAIlUH SBISIOT-
Csl HEONaroNmpHUSTHBIM TPOTHOCTHUYECKUM MPU3HAKOM
U CBHUJETEIBCTBYIOT O BBICOKOM PHCKE JIETAJIbHOTO
ucxona [13].

[Tonyuyennsie Ha 30-if MUHYTE MOC]E POIOB MOKA-
3arenu AeUITa OCHOBAaHWH M YPOBHA JIaKTaTa KPOBH
Yy HOBOPOXJICHHBIX MOTYT OBITH HCIOJB30BaHBI B Ka-
YECTBE MPOrHOCTUYECKUX MPU3HAKOB HEBPOJIOTHYE-
CKMX HapyIISHHWH IOCie MEePeHECEeHHON TepruHaTalb-
HoO# acukcnm. JlakTaTeMuss MEHbIIE 5 MMOJIB/T W/WITH
neduutT ocHoBaHui MeHee 10 MMOJIB/JT HE TIPUBOJIU-
JIM K HEBPOJIOTHYECKUM OCIIOkKHEeHUsAM. KoHeHTparus
nakTara 6oiee 9 MMOIIB/T ObLJIa CBSI3aHA C YMEPEHHOM

CH, TO®/TDP, NK/LA, HsKoA/HsCoA, CH,
| ®AL/FAD, HALL/NAD |
2HALH /
2C= > =
0 +1/20, E1l - nMpyBaT,u,erm,uporeHa3a/" 2 C\ 0 * 2NADN * 200,
| E1l - pyruvate dehydrogenase, SKoA
COOH E2 — nunoauetnnTpaHcdhepasa/

E2 - lipoacetyltransferase,
lMupoBuHorpagHas Kucnora /

Pyruvic acid

E-enzyme

E3 — nunoamupnernoporeHasa/
E3 - lipoamiddehydrogenase

Puc. 6. OkucnutenbHoe AeKap6oKCMNIMpOBaHUE NMUPOBMHOIPAAHON KUCNOTbI [3]

Fig. 6. Oxidative decarboxylation of pyruvic acid [3]
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WM TSDKEJIOW SHIe(danonarueid ¢ 4YyBCTBUTEILHOCTHIO
84 % u cnennpuarocTEi0 67 % [20].

10. MuTtoxoHapraabHBIE 3a00JICBaHMUS.

MuroxoHapuanbHbie Oone3nn (MB) wnm mwuto-
XOHJIPUANIbHBIC ITUTONATHH — 3TO OOIIMpHAs TpyH-
na 3a0oieBaHUl, OOYCIIOBICHHBIX T€HETHYECKUMH,
CTPYKTYPHBIMH B OMOXUMHUYECKHMH JePEeKTaMHu MHU-
TOXOHJPHM, HAPYIIICHUEM TKAaHEBOTO JbIXaHHUS M, KaK
CIEACTBUE, HEJOCTATOYHOCTHIO JHEPTreTUYECKOTO
oOmeHa.

B pesynbrare oxuciuTensHOro (hochopumpoBaHus
npoucxoguT cuHTe3 AT®D. DTO 0COOCHHO BaXXHO IS
HEPBHOW TKaHU, KOTOpas 3aBUCUT OT YPOBHS OKHC-
JUTEIBLHOI0 MeTaboM3Ma [IIIOKO3bl, YeM U OOBsCHS-
FOT CHCTEMHBI XapakTep KIMHUYECCKUX MpPOSBICHUI
pu Mb, HO ¢ IperMyIIeCTBEeHHBIM TTOPaKCHUEM IICH-
TpaabHONW HEPBHOH M MbIeYHOH crucTeM [28]. OmHako
Yy MHOTHMX INAaIlMCHTOB MOYXHO HAOJIOIATh OTKJIOHCHHS
U CO CTOPOHBI CepIAeYHO-COCYIMCTON cucTeMbl (Kap-
JTUOMUOIIATHS, Yallle THIepTpouuecKas, HapyIIeHUs
pUTMa cepama), movyek (TyOyJIomaTHH IO THITY CHH-
npoma ne Tonn—JleObpe—Dankonu: (ocdarypwusi, Tiro-
KO3ypHsl, aMHHOAIUIYpHUsl, METa0OIMUCCKUN aIlu]03,
[OYEeYHAasl HEJJOCTATOYHOCTD), MeYeHH (TernaroMeranus,
TICUCHOYHAS HEJIOCTaTOYHOCTH), KeJTYI0YHO-KHIIIe-
HOro Tpakrta (pBoTa, AmWapes, arpodus BOPCHHOK
KHIIICYHHUKA, YK30KPUHHAS HEJOCTATOUHOCTH TOIKEITY-
JIOYHOM KeJIe3bl), CHCTEMbI KPOBeTBOpeHUs (ITaHIHU-
TOTICHUS), SHAOKPHHHOI CHUCTEMBI (33JIepXKKa POCTa,
HapyIlIeHHe TIOJIOBOTO Pa3BUTHS, TUIOITIMKEMHS, Ca-
XapHBI W HECaxapHBIH MuadeT, TUIIOTUPEO3, THUITOMa-
parupeonau3M, runonuryurapusm) [12, 17].

YacTtoTa BCTpPEYaeMOCTH MUTOXOHAPUATBHBIX 3a-
0OJIeBaHMI MO0 JaHHBIM Pa3HBIX ABTOPOB KoJeOieTcs
or 1-2:10000 mo 1:35000 gemosek [17, 28, 32].

ITo mpoucxoxiaenutro Mb pgensaT Ha TepBUYHbBIC
(HacnencTBEHHbIC) W BTOPHYHBIC. | eHeTHUYECKHe Ha-
pYLICHHST B MUTOXOHAPHUSX HAXOISATCS TOJ| JBONHHBIM
KOHTpOJIEeM — siiepHOM ¥ muToxoHapuaibHoil JTHK.
Benymme npuduHbI BO3HUKHOBEHUS TEPBUYHON (Ha-
CJIEIICTBEHHOH ) MUTOXOHIPHAIGHOHN MTaTOIOTUNA — 3TO
MyTallMd B TeHAX, KOAUPYIOLIMX OEJKH, 3aJeiCTBO-
BaHHBIC B IPOIECCaX JHEProoOMeHa KJIETOK, BKIIFO-
yasi HapyLIeHHs IPOIECCOB OKUCIHUTENBHOTO (ocdo-
punmmpoBanus, 1wkiaa Kpebca, axtuBHOCTH [IBJIK,
nutoxpoma C-OKCHIA3bl, AJIEKTPOHHO-TPAHCTIOPTHOU
e MUTOXOHJpPUM, KapHUTUH-TIAIEMUTHII-TPAHC-
(depazbl 1, nedekThl OKHUCIIEHUS JKUPHBIX KHUCIIOT
u ap. [11].

K nacrostmemy Bpemenn uzBectHo 6osee 2000 reHos,
PSIMO MJIM KOCBEHHO KOHTPOJUPYHOMIMX (DYHKIIHIO
MuToxoHapuii [10, 24, 32], B ToM yuclie IO JaHHBIM
OMIM (Online Mendelian Inheritance in Man) [31].
BennunHa KIMHUYECKHUX IPOSBICHUN TE€HETHYECKOTO

nedexra npu Mb MoxeT ObITH GONBLION WIIM MaJIOH,
U OHa MOXKET CYHIECTBEHHO W3MEHSTHCS, MEUIEHHO
HapacTrasi BO BPEMEHHU.

Tsoxenvle GpopMbl MB mposiBISIIOTCS y’Ke B HEO-
HaTaJbHOM TIEpHOJie, B TO BpeMs Kak Ooiyiee Jerkas
dopMa MOXKET HE HWMETb KIMHUYECKHX MPOSBICHUH
BIIJIOTH IO MOAPOCTKOBOIO BO3pacTa.

CumnTombl HeoHaTanbHOU (opmbl Mb wacTo HO-
CAT TSDKEJBIA XapakTep, MaHU(eCTUPYIOT OOBIYHO Kak
«MeTaboMMUeCcKuil KpU3KC)» B COUETAHUU C MOPa’KeHHU-
€M OJHOIO WJIM HECKOJBbKUX OpraHoB [6]. XapakTepHO
MOSIBJIGHUE C IEPBBIX AHEH XKU3HU peOeHKa AbIXaTellb-
HBIX (JUCIIHO?, OJIBIIIKA, OOCTPYKTUBHBIE COCTOSHUSA)
Y HEBPOJOTMYeCKHUX (MbIIIeYHass TUIMOTOHMSA, CYyHO-
POTH, SMU304bI HApPYLICHHS CO3HAHHWS) PAaCCTPOMCTB;
BO3MOXHBI OTKa3 OT IHIOW, PBOTA, IeMaTOMeraus,
CBINIb Ha KOXE. B manmpHeimeM oTMe4aroTcs 3alepik-
Ka (U3MYECKOTO M YMCTBEHHOTO Pa3BUTHsI, MbIIICY-
Hast cnabocte. MB MOTyT compoBOXKIaTHCS aHOMATHEH
pa3BUTHUS OpPraHoB 3peHus U cimyxa [17].

Melas-cuanpom (mytarmst A3243G B rene MTTLI
TpancroptHoit PHK amMuHOKUCIIOTHI JIeHInHA), CHH/I-
pom Merrf (TodedHble MyTalMd MHUTOXOHIPUATBHON
JHK), cunapom Narp [myramuu reHa ATdazer ma-
tpuanoit JTHK (MTATP6; MIM *516060)], cuampom
Kepuca—Cetipa — Hambojee H3BECTHBIC W OTHOCH-
TEJIBHO YacTO BCTpevarommuecs (popMbl MHUTOXOHIPHU-
aJbHBIX dHIEe(amomuonaruit [7, 32].

Mano3naunmble aedekTsl (pepMEHTOB MHUTOXOH-
Jpuil MPUBOIAT JIMIIb K HECIIOCOOHOCTH IalUeHTa
BBIIEPKUBATh (PU3UUECKYIO HArpy3Ky, COOTBETCTBYIO-
IIyI0 €ro BO3pacTy, U HE COMPOBOXKAAIOTCA Cephe3-
HBIMU OOJIE3HEHHBIMH MPOsIBICHUAMHU. CHMITOMATHKA
nerkoit gopmel Mb noBonbHO BapuabenbHa U MOpPOH
MMEET HEMOCTOSHHBIN Xapakrep. Kak npaBuio, KIHHU-
YECKOMY IPOSBICHUIO NIPENIIECTBYET CTPECC, MPUCTYII
CyIOpOT WIIM MHQEKIHSL.

Ob6umM it Mb siBisieTcsl HU3KHH «IIOPOT» 4YyB-
CTBUTEJIBHOCTU K AC(PUUIUTY KHCIOPOHA, MPOSBIISIO-
oiicd B CKJIOHHOCTH K JIAKTaT-allul03y, MOCKOJIBbKY
MyTanuu  (EpPMEHTATUBHOIO  MHTOXOHJPUAILHOTO
KOMIUJIEKCa B JIBIXaTelIbHOM LenH (Y4TO MOXKET OBITh
NPUYMHON HapylleHUs peakuui ¢ochopuimpoBanus/
nedochopruupoBaHusi) MOTYT TPUBOIUTH K HaKO-
IIeHNIo Jakrata. llonoOHble KIMHUYECKHE IIPOsiB-
JIEHUST MOTYT OBITh CXOXHUMH C cHHApPoMoM Peiio
(HeBOCTIanMTeNbHAs SHIE(ATONaThsi, COMPOBOXK/AA-
IOLIasAcs KUPOBOM WHQUIBTpAaUEl Ie4eHH, IOBBI-
HICHHEM YpPOBHEHW II€YEHOYHBIX TPAHCAMHUHA3 WIH
aMMMaka B CBIBOPOTKE KpPOBH B TpU paza u Oosee
y AeTed crapuie 5 JeT, NepEHOCUBLIMX I'PUII M I10-
JYYaBIIMX CaJHLWIATB), HO pa3BUBAIOTCA Y JeTel
B BO3pAcTe JI0 5 JIET ¢ Pa3IMYHBIMH METa0OINYeCKHU-
MU Oose3HsMu. Takue OTKIOHEHMS XapaKTepU3yoT
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kak Peiio-nomo6HsIit cunapom [17]. Dta nmatonorus Mo-
KeT OBITh 00YyCJIOBJIEHA TaK)Ke HACIIeZICTBEHHBIMH Ha-
PYIICHUSIMHA OKHUCJICHUSI KHUPHBIX KUCJOT, ne(umurom
CPEIMHELICTIOUCYHON allUI-KOAH3UM A-JIETHIPOTEHA3HI,
nedekraMu B MeTabOIU3ME aMHHOKHUCIIOT WM B IIH-
KJIe oOMeHa Mo4eBUHBI [11, 36].

JncyHKIINS MUTOXOHIPUH MOXKET UMETh BTOPHY-
HBIH TTPHOOPETEHHBIN XapaKTep, COMPOBOXK/Iasi OCHOB-
HOH maromoruyeckuii mpouecc [17].

MuTtoxoHpuagbHble OONE3HU TPYAHBI I JTHa-
rHocTukd. OJlHA W Ta K€ MYTalus MOXKET BBI3BIBAThH
pasHbIe CHMIITOMBI, @ OIWH W TOT K€ KIMHUYECKUH
¢eHotun — ¢GopMHUpOBaTh pasHble MyTanuu. Jns
IOCTAaHOBKH guarfHo3a Mb BakeH KOMIUIEKCHBIN IIOH-
XOJl, OCHOBaHHBII Ha TeHEAIOTUIECKOM, KITMHIYECKOM,
OMOXUMHUYECKOM, MopdororndeckoM (TUCTONOTHYE-
CKOM), MOJIEKYJISIPHO-TEHETHYECKOM aHamu3e [32].

BaxHO y4uTHIBaTh, YTO TUTIEPIAKTATEMUS SBIISETCS
Beylleil OMOXUMHUYECKON aHOoMaluel y nereit ¢ MB,
U TpU OTCYTCTBHH THIIOKCHH €€ CIeIyeT paccMarpu-
BaTh KaK OCHOBHOW MapKep IUIsl MOITBEPXKACHUS Ha-
pymeHnii MeTaboam3Ma MUTOXOHIpHUI [24].

JlakTaT-aumMao3 SBISETCS KIMHUYECKUM CHHAPO-
MOM, BO3HHUKAIOIIUM TPU IOBBIIICHHHA YPOBHS JIaK-
TaTta KPOBH BCJIEJCTBHE €T0 THIEPIPOAYKIMUA ¥/HITN
CHIDKEHUS mmMuHanmmu [15, 26], a Takxke Qopmoii
MEeTa0OIUIECKOTO aIu03a, O0YCIOBICHHOTO PE3KUM
YBEJIIMYCHHUEM COJICp)KaHMsl B KpPOBU Jakrara (Oosee
5,0 mmone/n) u cHmxkenueMm pH Hmke 7,35.

Jlms manmeHToB C JAKTaT-aluI030M XapaKTEPHBI
obmas c1abocTh, YCTaIOCTh, alaTusl, TOITHOTa U PBO-
Ta, myMHoe miyookoe naeixanue (Kyccmayns), yraere-
HUE CO3HAHUS, KOMa.

Ucnonp3yercs cnenyromas kiaccu(ukanus TaKrar-
anunosa [6, 15, 26]:

TN A — HAOIIOMAeTCs] MPU TUIIOKCHH W THIIO-
nepdy3un. TkaHeBasl TUIIOKCUS Pa3BUBACTCS IIPH OT-
paBiaeHun CO, TsSKEIOH acTME W TSAKEIOH aHEeMUH,
HEJI0CTaTOYHOCTH KPOBOOOpAIIEHUS, OTEKe IJIETKUX.
l'mmonepdysust pa3BuUBaeTCs TakKe B COCTOSHHH
moka (KapauOTeHHOTO, TeMOPParuyecKoro, CEmTH-
YECKOT0);

i B — BO3HHMKaeT TpU HOPMaJIbHON OKCHIe-
Hary TkaHeidl. Ero Taxke Ha3bIBArOT «MeTadosmde-
CKHM», TaK KaK €ro MPUYNHOW MOTYT OBITH IaTOJIOTHS
neuenn, nouek, CJI. Ilompasmensercs va 3 monaTuna:

B1 — mnpu yxke cymiecTByronieM MeTadoIu4ecKoM
3aboneBannu (CJl, O0Ne3HN MEYSHH U ITOYEK, HEKOTO-
peie MH(pEKINH, HEOIUTaCTUYECKHE IPOIECCHl, CYyIO0-
POXHBIN CHHAPOM, TPAaBMBI U Jp.);

B2 — o0ycnoBieH HEeKOTOPBIMHU TpernapaTamMu Hin
snamMu (aneTaMUHO(EH, CaTUIIIIAThI, OUTyaHUIbI, KO-
KauH, AUATUIOBBINA 3(hUp, METaHOI, ITAHOI, TeO(DUIIH

v 1p.);

B3 — BKJIIOUAeT OCTATOYHO PEAKUE BPOXKICHHEIC
AHOMAJIMH, CBSI3aHHBIE C HApPYIICHHEM MHUTOXOHAPH-
aITBHOTO OKHUCIICHHUS THpPYBaTa.

Tun A — HanboJjiee 4acTo BCTPEUAOIIUICS B KIIH-
HU4Yecko npaktuke. Tunm B — paccrpoiicTtBa nas-
HOTO THIIa HE COMPOBOXKIAIOTCS TKAHEBOW T'HITOKCUEH
BIUIOTH [0 TCPMHUHAIBHBIX CTAaIuii 3a00JeBaHUM.

JlakTar-anmmo3 (MOJOYHOKHCIAs KOMa) — KpaiiHe
penkoe, oueHb OMACHOE OCJIOKHEHHE JIaKTaT-ali103a,
BBI3BAHHOE HEKOTOPHIMHU MATOJIOTHYECKUMU COCTOS-
HUAMU (3200JI€BaHUSMH WIIM CHHIPOMAaMH), KOTOpPOE
MOXKET 3aKOHUYUTLCS JIETATbHBIM HcxomoM [5, 15, 20].

BrisiBieHHe TpUYHMHBI JaKTaT-anuno3a u - audde-
peHIManbHas JUarHOCTHKA €ro THUIA CYUTAIOTCS pe-
maromuM (akTopoM Jisi BEIOOpa CTpaTeTuy JICYCHUSI.
B xausectBe (akTOpOB, CMOCOOCTBYIOMIMX DPa3BUTHIO
JAKTaT-alu103a, MOTYT PacCMaTPUBATHCS CIEAYIOIIHE
COCTOSTHUSI: MH(PEKIMOHHBIE W BOCTAJIHUTENbHbIE 3200~
neBaHusi, MmaccuBHble KpoBoteueHnus, Mb, C/I. Berpe-
YaeTcs Yalle y B3POCHBIX 10 MPUYUHE XPOHUIECKOTO
AIKOTONTU3MA W JIPYTHX WHTOKCHKAIWH, TSDKEIbIX (u-
3UYECKUX HArpy30K, IEUEHOUYHON WM NOYEYHOU Hello-
cratounoctu [15]. [loutn monoBuHA CIy4YaeB TAKEIO-
ro JIaKTaT-aluo3a MpuxonuTcs Ha marueHtoB ¢ C/I.

Jlakraranmpornueckas koma (JIAK) y 6ombabix CJJ
BcTpeuaercs 3HaunTensHo pexe (0,006-0,008 %), uem
nuabetnueckas keroammmoTrmueckas koma (JJKAK).
JIAK npu CJ{ pa3zBuBaercsi BCIACACTBHE M30BITOYHOTO
HaKOIUICHUSI B KPOBU M TKAaHSIX MOJIOYHOM KHCIOTHI,
YTO, B CBOIO OYepelb, MPUBOINUT K anuaosy. [lpeapac-
royrararoT K pasButuio JIAK y Takux marmeHToB TsoKe-
JIbIe COMYTCTBYIOIIHE 3a00JIeBaHUS CEpJIeUHO-COCY/IHU-
CTOM M ABIXaTENBHOM CHUCTEM, TedeHH, modek [1, 25].

Kmuauka JIAK pasBuBaercs OOBIYHO JIOCTATOY-
HO OBICTPO, B TeUEHHE HECKOIBKUX YacoB. Y OOIb-
HBIX TOSIBIISIOTCS JKak/a, TOITHOTA, PBOTA, TOJIOBHEIE
Oosn, 6onu B kuBOTE, NU(QY3HBIE MBIIICYHBIC U 3a-
IpyAMHHBIC OOJH, Y4YallleHHE JbIXaHUs, COHJIMBOCTb
i OecCoOHHMIA. B TUHAMHKE COCTOSHUE TAIlMEeHTOB
nporpeccuBHO yxyamaeres [1, 5, 19]. OrcyTcTByroT
npusHaku, xapakrepusie i JIKAK (cyxocts koxw,
CIIM3UCTHIX 00OJIOUYEK U SI3bIKA, 3araxa aleToHa B BbI-
IbpIxaeMoM Bo3nyxe). Het xeronemmun.

Hus JIAK mpu CJ] xapakrepHbl: daie HeOobIas
TUMEPTIINKEMUS (MHOT/Ia HOPMOTIIMKEMHUS ), KOHIIEHTpa-
LMl MOJIOYHOM KHCJIOTHI B ChIBOPOTKE >4,0 MMOJIB/II,
cHmwkenue pH kposu <7,35, cHMKEHME TakKe KOH-
ueHTpauuu  ruapokapbonatneix  umonos (HCO,)
o 10 mmone/m 1 HUKE (B HOpME 0Koilo 20 MMOJIB/I).
BrisBistrorcst rumnepa3oTemMust M TUIIEpaunuaeMus [5].

Jleuenne npu JaKTaT-alMA03€ HYKHO HAYMHATDH
B COOTBETCTBHM C TMPUYMHOM, KOTOpasi €ro BbI3Baja.
IIpu xponuueckod MNOYEUHOM HETOCTATOUHOCTU He-
00XOAMMO TIPOBECTH TE€MOJHWANN3 WM TEPUTOHEAIh-
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HbIi uanu3, npu Cll uCKIounTh NpueM OUryaHHIOB.
OnHOBPEMEHHO HY)XHO HOPMAaJIM3HMPOBaTh Iapame-
Tpbl BHyTpenHen cpenst — pH, pO,, HCO,, Na’, K~
[1, 21].

JlakTar-anumo3 NpeacTaBIseT CEPbe3HYI0 Yrposy
U3-3a2 BBICOKOTO PHCKAa OTEKa MO3ra W JICTAJbHOIO
ncxozna. BeposATHOCTb cMEepTH MHOBBIMIAETCS IPU OT-
CYTCTBMH MEIUIIMHCKOM IMOMOIIH B ONMKaiIine Jacel
MocJie BOSHUKHOBEHUS TNEPBBIX CHMIITOMOB.

Ha nmorocnuransHOM 3Tame HEOOXOOUMO HCIONb-
30BaHKe MHQY3UH (QU3HOJIOTHYECKOIO PAacTBOPA, OK-
CUTC€HOTEPAIIHUIO.

OcHoBHBIE TPUHIMIEI JTeueOHo# TakTuku JIAK mpu
CJ1 B peaHMMallMOHHOM OTAEJICHUH WU OT/EJIEHUH WH-
TEHCHUBHOM Tepanuu He ominyarotrcst ot Tepanuu [JKAK,
OIHAKO HMEIOT psaa ocobeHHocTed. MHcynnHOTEpa-
U0 TIPOBOAAT MuUKpocTpyiHbIME [0,05-0,1 en/(kr4)]
BHYTPHBEHHBIMH BBEJCHUSIMH Ha 5 % TIIOKO3E B CBS-
31 C HEBBICOKMMH YpOBHSAMH INMKeMuu. Benymiee
3HaUCHHE HMMEET YCTpaHEHHE anuao3a. B Tsokenbix
ciayvasix, npu ypoBHsx pH kpoBu 7,0-7,1 u Huxe,
JieYeHNe BKJIIOYaeT BHYTPHBEHHOE KarelbHOE BBelle-
HHEe OukapOoHaTa HATpHsl, NEPUTOHEATbHBIN IHAaJH3
WM TeMOJNAIN3, UCKYCCTBEHHYIO BEHTWIALIMIO JIET-
KHX, MEINKAMEHTO3HYIO KOPPEKIHIO COMYTCTBYIOLIMX
3aboneBanmii [1, 5]. K coxamenuto, mporHo3 mpu Jiak-
TaTAlUJOTUYECKON KOME HYacTO HEOIarompHsITHBIH.
JleranpHoCTh mocturaer 70—80 %.

IIpn ycranoenenHom nuarHoze Mb mpoBoguTcs
[IaTOTCHETHYECKOE U CHMITOMATHYECKOE JICUCHHE,
IIOCKOJIbKY JICYEHHE II0KAa TOJBKO pa3padaTbiBaeTCs.
Tepanus ocymiecTBIsSETCS SHEPTOTPONHBIMU Tpenapa-
TaMH, K KOTOPBIM OTHOCSIT: KO(aKTOpPbl 3HEProoOMeHa
(Butamuubl rpynnel B, PP, L-kapHUTHH), aHTHOKCH-
mantel (ButamuHbl C, E), BemectBa, mepeHOcsIe
9MEeKTPOHBI (KodH3UM Q, TtuToxpoMm C, sHTapHas KHUC-
JI0Ta), HalleJeHHbIE Ha HOPMAaJHM3alUI0 MEeTadoIn3Ma
n obecrieueHre aJeKBaTHOM HHEPreTHKH MHUTOXOH-
Opuil. B nedeHnn oueHb BaXHO COONIOACHHE THETHI,
pPEeKUMa JO3MPOBAaHHBIX HAarpy30K, MEANKAaMEHTO3Has
KOppeKIHs HEOTIOXHBIX coctostHui [17, 32]. K co-
)KajneHuo, Mb ¢ TpynoMm NOAJNAITCs JIEUEHUIO.

3AKNTIOYEHME

OmueHka ypoBHS JIaKTaTa BaKHA KaK CIICIMAJINCTa-
MH B OTJCIICHHUSAX pEaHWMAllMd W WHTCHCUBHOH Te-
pamnuu, XUpYpruau, TPaBMaTOJIOTHUH, POAJOMAax M Tie-
pHHATAIBHBIX IEHTPaX, CHOPTHBHOW MEIMIMHE, TaK
W TeAuaTpaMyd IIHpokoro mpoduiast. Heobxomnmo
oOpamath BHUMaHHME Ha HM3MCHEHHE KOHLCHTpPAIUN
JlaKTaTa KpOBH, YMEThb OLEHHUBATh BBIPAKEHHOCThH T'H-
NepiakTaTeMUH, aHaJU3UpPOBaTh BO3MOXKHBIC MPUYH-
HBI €€ BO3HUKHOBEHHS, COIMOCTABIISATh C KIMHUYESCKH-
MH OTKJIOHCHHSMH B COCTOSHHHM 3IIOPOBBSI peOeHKa.

Wsmepenue sakrata kaxaple 1—2 4 HE0OXOAUMO B Hau-
Ooylee OCTPBIX CHUTYalHsAX, YYUTHIBAS HEOIArompusiT-
HBII TPOTHO3 IS 370POBBS M JKU3HU MAIlUEHTA TIPH
pasBUTHH JakTaT-anuno3a. OYeHb BBHICOKHE YPOBHHU
JIaKTaTa CBA3aHBI C BBICOKMM YPOBHEM JICTAJILHOCTH.
PanHee BBIBICHHE W TIPEONIOJICHUE THUIIEPIAKTATEMUIH
B OTUX CIy4asX MOXKET OBITh KIIOYEBBIM MOMCHTOM.

B cnydae 3HAYMTENHRHOTO YBETWYCHHS JIAaKTaTa
B KPOBH U MPOTPECCUPYIOLIETO HAPYIICHHUS COCTOSHUS
MalMeHTa, EeANATP AOKEH 3HATh allTOPUTM ICUCTBUIA
MIPH Pa3BUTHH JIAKTATHOTO aIlH[03a.
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MPUMEHEHUE LLU®OPOBbIX TEXHOJIOTUA B PABOTE MATOJIOTOAHATOMA:
OBYYEHME UCMOJIb30OBAHUIO CUCTEM ABTOMATUYECKOIO PACMO3HABAHNS PEYU
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O6paboTka ecTecTBEHHOro g3bika, nnu Natural language processing, — 3T0 O4HO M3 HanpaBfeHWI BbIYUCUTENBHOMN JINHI-
BUCTUKKU. ITO pa3nen MHPOPMATUKK, KOTOPbIA BKAKOYAET airoOpUTMUYEeCcKyto 06paboTKy peun M TEKCTOB Ha eCTECTBEHHOM
a3bike. C MpUMeHeHWeM TakMX anropuTMOB CO3[atTCS CMCTEMbl MAWMHHOINO NEpeBofad, OTBETOB Ha BOMPOCHI, CUCTEMBI
aBTOMaTuyeckoro pacnosHaBaHua peun (CAPP). MpumeHeHne CAPP HanpaBneHo Ha npeobpasoBaHue peyn U reHepupoBa-
HMEe CBS33aHHOrO M OCMbIC/IEHHOTO TEeKCTa, a TakXke 06LeHMe Ha eCTeCTBEHHOM SI3blKe MPW B3aWMOLENCTBMU KOMMblOTEpa
u yenoseka. CeroaHs 3T CUCTEMbI LUIMPOKO MCMOMb3YIOTCS B MEAMLMHCKOM MPaKTUKe, B TOM YMCae M NaToNOrM4eckom
aHaToMuu. KnoyeBbiMM 3Tanamu Ang ycnewHoro ucnonb3osanusa CAPP aBngaioTca: cocTaBneHue CTaHAAPTHbIX WabnoHoB-
OMUCaHWUI AN aBTOMATUYECKOro BKJIOYEHUS UX B AMArHO3 M 0byveHMe Bpayeil HaBblkaM WMCMONb30BaHUS TakUX CUCTEM
B MPaKTUYECKON AeaTeNnbHOCTU. [MonbITKM CTaHAapTU3aLMM NaTONOr0aHAaTOMUUYECKMX 3aK/OYEHUI OABHO NpeanpuHMMa-
I0TCS BpavyamMu BO BceM Mmupe. [locne n3yyeHus OTe4eCcTBEHHOW M 3apybexHoW nuTepaTtypbl Hamu 6bii cOCTaBneH nepe-
YeHb 31EMEHTOB, KOTOPble AOMKHbl ObITb 0693aTENbHO BK/OUYEHbI B MAaKPO- U MUKPOCKOMMUYECKOE ONMUCAHUE U OTPaXKEHbI
B OKOHYaTeNIbHOM 3akitoyeHun. Takue WabnoHbl MOMOralT B MPUHATUM pPELUEHUn U TOYHOM (GOpPMYNMPOBKE LMArHoO3a,
TaK KaK COAEpXaT BCE K/OYEBbIE 3NEMEHTbl B MOPSAAKE WMX 3HAYMMOCTU. ITO 3HAUYMTENbHO CHUXAET HEOBXOAMMOCTb
NMOBTOPHOrO MCCNEef0BaHMS, Kak GUKCMPOBAHHONO MaKpPOCKOMMYECKOro Matepuana, Tak M MoAroTOBKM AOMOSHUTENbHbIX
ructonornyeckmx cpesos. LLabnoHbl, BCTpoeHHbie B CAPP, N03BONISIOT COKPATUTL BpPEMS, 3aTpauMBaEMOe Ha BefeHue Oo-
KYMEHTaLMWU U 3HAUYUTENbHO YMEHbLIMTb pabouyto Harpysky Ha natosioroaHatomoB. Ons ycnewHoro nonb3oBaHus CAPP
Hamu paspaboTtaH yuebHbii kypc «Digital Speech Recognition in an Anatomical Pathology Practice» nng nocneaunnom-
HOro 06pa3oBaHMs KakK OTEYECTBEHHbIX, TaK U 3apybexHbix Bpayei. Kpatkas xapakTepucTuka Kypca npuMBOAMUTCS B 3TOM
CTaTbe, @ CaM KypC LOCTYMneH B ceTu MHTepHeT.

KnioueBble cnoBa: nocnegMnaoMHoe MefUULMHCKOe 06pa3OBaHMe; CUCTEMblI aBTOMATUYECKOro pacrno3HaBaHUA peuyu;
natonorn4yeckas aHatomMum4.
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Natural language processing is one of the branches of computational linguistics. It is a branch of computer science
that includes algorithmic processing of speech and natural language scripts. The algorithms facilitate the deve-
lopment of human-to-machine translation and automatic speech recognition systems (ASRS). ASRS use is twofold:
accurately converting operator’s speech into a coherent and meaningful text and using natural language for interac-
tion with a computer. Currently, these systems are widely used in medical practice, including anatomic pathology.
Successful ASRS implementation pivots on creation of standardized templated descriptions for organic inclusion in the
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diagnosis dictation, likewise - on physician training for using such systems in practice. In the past decade, there
have been several attempts to standardize surgical pathology reports and create templates undertaken by physicians
worldwide. After studying domestic and foreign literature, we created a list of the essential elements that must be
included in the template for macro-and microscopic descriptions comprising the final diagnosis. These templates will
help in decision-making and accurate diagnosis as they contain all the imperative elements in order of importance.
This approach will significantly reduce the need for re-examination of both fixed macroscopic material and the
preparation of additional histological sections. The templates built into ASRS reduce the time spent on documenta-
tion and significantly reduce the workload for pathologists. For the successful use of ASRS, we have developed an
educational course, “Digital Speech Recognition in an Anatomical Pathology Practice”, for postgraduate education
of both domestic and foreign doctors. A brief description of the course is presented in this article, and the course

itself is available on the Internet.

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

OO0OpaboTka €CTECTBEHHOro si3blka, wiu Natural
language processing, — 3TO OOHO M3 HANpPaBICHUH
BBIYMCIIUTEIHHON JTUHTBUCTUKU. DTO paszznen WHGop-
MaTHKH, KOTOPBIH BKIIIOYAET alTOPUTMHUYECKYIO0 00-
paboTKy peud M TEKCTOB Ha €CTECTBEHHOM SI3bIKE
[1, 2, 6].

HudpoBble cHCTEMBI aBTOMAaTHYECKOTO PacIo3-
HaBaHus peun (CAPP) ycremHo ucmonb3yroT menu-
MHCKHE paOOTHUKHU BO BCeM Mupe [7]. DTH cuCTeMBI
BHEJIPSIFOTCS. B MEIMIIMHCKUX YUPEKICHHUIX TOCIe/-
Hue 20 JeT M 3a 3TO BpeMs 3HAUYUTEIbHO IIArHylu
BIIEpe/l. YK€ CeromHs »Ta TexHonorus (puc. 1) ympo-
maeT paboTy BpadeH ¢ ICKTPOHHOH TOKYMEHTAITUCH,
CHIDKAeT KOJIMYECTBO OIIMOOK U TIOMOTAeT B IPHHS-
THU PELIECHUMN.

KnroueBbIMH 3Tamamu JUIst yCIIEHIIHOTO UCTIONB30Ba-
Husa CAPP sBisroTcsi: cocTaBieHue CTaHIAPTHBIX LIa-
OJIOHOB-OMUCAHMI I aBTOMATHYECKOTO BKIIFOYCHHS
WX B JIMAarHO3 U o0y4eHue Bpaucii HaBbIKAM HCIIOJIb30-
BaHMS TaKMX CHUCTEM B MPAKTHUCCKOH JEATEIbHOCTH.

Lenv maweil pabomvl — aHANA3 COBPEMEHHOUN
auTeparypbl o ucnonb3oBanuro CAPP B mpaxTtuke
Bpaueil maroJoroaHaTOMOB WM HANWCaHUIO CTaHAap-
TU3UPOBAHHBIX MAaKpPOCKOIMYECKUX OMHCAHUN W TH-
CTOJIOTHUECKUX 3aKJIIOUYEHHI; pa3paboTKa [malbloHOB
JUTSL  CTaHJIAPTU3UPOBAHHOTO  CTPYKTYpHUPOBAHHOTO
OTHCaHus OWMOIICHIHHOTO W ONEepPaIMOHHOTO MaTepua-
Jla B OHKOJIOTMYECKOH MaToNIOTMH W JAPYTHX 3aboie-
BaHMSX PA3HBIX BO3PACTHBIX IPYII M MCIOJIB30BAHUS
ux c¢ npumeHenueM CAPP; 06o0menne coOCTBEHHOTO

e
o

Peub/
Speech

P \
_.@d_.

O6paboTka ectecTtBeHHOro A3bika/ Tekct/
Natural language Processing Text

Puc. 1. MpuHumMn pa6oTbl CUCTEMbI ABTOMATMHECKOrO pacno3Ha-
BaHUA peun

Fig. 1. General architecture of digital speech recognition
systems

MHoroJsieTHero onbita padotel ¢ CAPP u cocraBnenne
Kypca Ui MOCIEAUITIOMHOTO 00y4YeHHs Bpadeii-1aTo-
JIOTOAHATOMOB.

B macrosimee Bpemsi Ha pBIHKE CYyIIECTBYET He-
CKOJIbKO BHUJOB 3apyOC)KHBIX U OTEUECTBEHHBIX
KOMMEPYECKHAX CHCTEM, HCHOJBb3YIUX 00padoT-
Ky ecTtecTBeHHOro s3pika: [Iporpamma Voice2Med,;
Dragon Medical One, Nuance Communications, Inc.;
VoiceOver PRO. Voicebrook, Inc.; The Sayit for
Pathologists, Inc.nVoq™; Fusion Speech for Pathology,
Dolbey [16, 18, 19, 21, 22]. BHeapeH#e TaKuX CUCTEM
B MPaKTHYECKYIO JESITeIHbHOCTh MATOJIOTOaHATOMA I10-
3BOJISIET HE TOJMBKO YCKOPHUTH pabodmii mporecc u u3-
Oexxarb OmuOOK, HO M HECEeT SBHYIO SKOHOMUYECKYIO
BBITOAY [HJIsi TATOJIOTOAHATOMHYECKUX  OTICICHHI
[3, 9, 10, 12].

[loce w3ydeHWsT OTEYECTBEHHOW W 3apyOeKHOI
JUTEpaTyphl TEPBBIM JTAllOM Hamield paboThl cTaja
pa3paboTka CTaHIAPTHHIX IMIa0IOHOB, KaK JJIT MAaKpoO-
CKOTIMYECKOTO M MHUKPOCKOIMHYECKOTO OMHUCAHUM, Tak
Y JUIs HamucaHus 3akitodeHus. Clemnyer OTMETHTh,
YTO Bpaddl KIMHUYECKOW TPAKTUKH IIUPOKO TIONB3Y-
IOTCSI CTAaHJAPTHBIMU MTPOTOKOJIAMH U CXEMaMH IS Jie-
YeHMsI MAIMEHTOB. B OONBIIMHCTBE CilydaeB Teparvsl
Ha3HA4YaeTCsl ¢ y4ETOM JAaHHBIX 3aKJIOUYCHMs TaToJIo-
roanatoMa [5]. IlponyiueHHble B MaTOJIOr0aHaTOMUYE-
CKOM OITMCAHUH KIIIOYEBBIE DJIEMEHTHI MOTYT CIYKHUTh
MPUYHHOW HENPaBUILHONW (OPMYIMPOBKH JHArHO3a
U Kak CIEACTBHE NMPUBECTH K HEaJICKBATHOMY Jiede-
Huo nanueHta. C Uenblo MCKIKYEHUS TakKoro poja
CUTYyalllii BpauyaMU-I1aTOJIOr0aHATOMaMH HEOIHOKPAT-
HO OBUTH TIPEATIPUHSTHI TIOMBITKH CTaHIAPTHU3AIlNH TIa-
TOJIOTOAHATOMUYECKUX 3akKimroueHuil [8, 13—15].

B mnacrosmee Bpems B Poccuiickoir ®enepaunnn
MOPSZIOK TPOBEJCHUS MPHKU3HEHHBIX MOPQOIOTHYe-
CKHX uccinenoBaHuil onpezaensercs [Ipukasom M3 PO
Ne 1791 or 24.03.2016'. TTomoxXeHHsT MAHHOTO IIPH-
Ka3za HaxomaTcsi B COOTBETCTBHH ¢ DenepaabHbIM

! TIpuka3 Munucrepcta 3apaBooxpanenus PO ot 24 mapra 2016 1.
Ne 1791 «O npaBuiax npoBeJeHus MaTOJOr0aHATOMHYECKUX UCClIe-
IOBAHUI.
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3akoHOM Ne 323-D32 a Takxke ¢ MOPSJAKOM OKa3aHUs
MEIUMLIMHCKOM MOMOIIM Ha OCHOBE CTaHAAPTOB MEIU-
IIMHCKOW TIOMOIIM COOTBETCTBYIOMIECTO TMpodwis [4].
PacmmpeHHblii  BapuaHT JaHHOW y4yeTHOW (opMbl
MeaunuHcKkor gokymentanuu (Ne 014-1/y) BBeneH
B aeciictBue 24.03.2016 Ilpuxazom M3 PD Ne 179u
u yTBepxkaeH Muntocrom Poccun. «lIpotokon mnpu-
JKM3HEHHOI'O I1aTOJI0I0aHATOMUYECKOr0 MCCJIEIOBAHUS
OuorncuitHoro (OnepalmoHHOTO Marepuasna)» Hapary
¢ Hampaenenuem sBisieTcss 00sI3aTe€IbHON YYETHOM
(hopmoii menunrHCKOM noxkyMeHTarmu — No 014-1/y.

«IIpoToKosl TPUKUZHEHHOTO MaTOJI0roaHaTOMUYe-
CKOTO HcCie/0BaHus OWOIICUITHOTO  (OTrepaluoHHO-
ro) Marepualia» TPaJUIIMOHHO HOCUT OMUCATEIbHBIN
Xapaktep. DTO ONHCAaHWE HE MOXKET OOJIbIe TpPOu3-
BOJUTHCS B TPOHM3BOIBHON (hopMme, a JTOMHKHO OBITH
COCTaBJICHO B COOTBETCTBHHU C HAIIMOHAJIBHBIMHU I
WHTEPHAIIMOHATBLHBIMI CTaHAapTaMu. i Takux Ie-
JIe W COCTABISIOTCS IMIAONOHEI, BKIIOYAIOIIHE 0a30-
Bble Mopdoornyeckre napameTpbl. OTHUM U3 TaKuX

2 MepepanbHblii 3aK0H 0T 21 HOsOps 2011 1. Ne 323-D3 «O06 ocHOBax
OXpaHBbI 3J0pOBbs rpaxkaaH B Pocculickoit denepanum».

MPUMEPOB MOTYT CIIYXHTh I1A0JI0HBI, KOTOPBIE pa3pa-
6otansl KouremkeM aMepruKaHCKHAX TATOJIOTOB W IITH-
pOKO HWCHoJB3yloTCA 3a pybekoM. OgHako HeMaio-
BaXXHBIM SABJISICTCA TOT (baKT, YTO MJIs1 UCIIOJIb30BaHUA
SNIEKTPOHHBIX IA0JIOHOB, PEKOMEHJ0BaHHBIX Komen-
JKEM aMEpPHKAHCKHX TaToJOrOB, HEOOXOUMO HE TOIb-
KO CJIeNaTh UX TPaMOTHBIA MepeBOd, HO M MMETh pas-
pemeHue mpaBooOnaaaresns Ha ucnonb3oBanue [20].
B mpaxktuueckoil aedaTeiabHOCTH OOJBIIMHCTBO MaTo-
JIOTOAHAaTOMUYECKHUX J1abopaTopHuii MCIOIb3YIOT CBOU
cOOCTBEHHBIE MPOTOKOINBI M albmoHbl. OqHON W3 Iie-
JIel TaHHOH paboThI U cTaja pa3padoTKa TaKuX IradIo-
HOB JUI CTAHAapPTU3UPOBAHHOIO CTPYKTYPUPOBAHHOI'O
onvcaHus OMOIICUITHOTO M ONEPaOHHOTO Marepuaa
u BKIoueHHs ux B «lIpoTokon mprkn3HEHHOTO ma-
TOJIOTOAHATOMHWYECKOTO HCCIIEOBaHUS OMOIICUITHOTO
M OIEpaIiOHHOTO MaTepHalia» C FWCIOJIb30BaHHEM
CAPP.

Ha ocHoBaHMH COBpEMEHHBIX JTUTEPATYPHBIX JTaH-
HBIX OBUT COCTaBJCH IMEPEYCHb DIIEMEHTOB, KOTOPHIC
JTOJDKHBI OBITH 0053aTEIbHO BKJTFOYEHBI B IIA0JIOH Ma-
KpO- U MHUKPOCKOIMNYECKOIO0 OIMMCAaHUA W OTpPa’XCHbI
B OKOHYATEJIHHOM 3aKiIioueHuu (puc. 2).

| 2]

! Arrange by: Name -

Name *

® Manage Auto-texts - |O| X

Tung lobe gross A |Placenta diagnosis

Description
Lung wedge gross

Lymphoma gross Spoken form *

|Placenta diagnosis

Muscle biopsy gross
Content *

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

Ovarian mass gross

Pancreas whipple

preeclampsia, HELLP syndrome, prematurity.

Received fresh, labeled with the patient's name and designated on the requisition as "placenta,” is an ovoid placenta with attached
membranes and umbilical cord. The membranes are complete, and the site of rupture is 6.5 cm from the nearest placental margin.
The membranes are inserted marginally. The membranes are pink-tan and slightly opaque. The umbilical cord is inserted
eccentrically, 3 cm from margin. It measures 14 cm in length and averages 1.1 cm in diameter. The external surface is white and
there are four to five twists per 10 cm segment. Cut surface shows three vessels. Trimmed weight of the placenta is 240 grams and
the disc measures 13.5x 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:

PTLD gross

Punch 2

punch biopsy gross
Reduction mammoplast...
Salivary gland

Seizure gross

Shunt gross

Simple breast gross

Placenta diagnosis 0

X

membrane rolls

umbilical cord

maternal surface sections
-5 - full thickness parenchyma

nodular lesion

oW =

Diagnosis:

A. PLACENTA, DELIVERY:

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

VILLOUS CHANGES:

VILLOUS INFARCT, MULTIPLE OCCUPYING ~10% OF PARENCHYMA,

INCREASED SYNCYTIAL KNOTS.

FOCAL VILLOUS AGGLUTINATION.

DISTAL VILLOUS HYPOPLASIA.

NO DEFINITIVE VASCULAR LESIONS IDENTIFIED.

MILD FOCAL CHRONIC DECIDUITIS WITH PLASMA CELLS.

THREE VESSEL UMBILICAL CORD WITHOUT SIGNIFICANT ABNORMALITY.

MEMBRANES WITH MODERATELY INCREASED LYMPHOHISTIOCYTIC CHRONIC INFLAMMATORY CELLS.

Close

Puc. 2. Mpumep paboTbl ¢ nporpaMMHbIM ob6ecneueHuem Dragon Medical One ana cospaHusi NpOTOKONa MaKpPOCKOMUYECKOro

OnUcaHua U rMcTonornv4ecKkoro AuMarHosa

Fig. 2. An example of work with Dragon Medical One software for dictation of gross description and histological diagnosis
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MaxkpoCKOIHYECKOe OMUCAHKE JIOJKHO CONIEPIKATh:
1) Ha3BaHme oOpa3la, MPHUCIAHHOTO Ha HCCIEO0Ba-

HUE, €ro MapKHPOBKY, KOJIMYECTBO (PparMeHTroB,

cocTosiHue (B CBeXeM WM (DUKCHPOBAHHOM BHJIE

JIOCTABJICH);

2) KaKue aHATOMHYECKHE CTPYKTYpPBI MPHUCYTCTBYIOT,
WX aHaTOMHWYEeCKas OpHEHTalWs M IEeJIOCTHOCTH
obpasna. [lose3HbIM Ha JAaHHOM OJTare SBIseT-
Csl WCIOJb30BAaHHE XHPYPTrHUECKUX MapKUPOBOK
(pomIMBKa, METaUIMYSCKUE KIUIICHI, KPACHUTEIIH)
n 0a30BO€ 3HaHWE TOMOTpadUIECKON aHATOMHUU;

3) pe3ynbTaThl M3MEpPEHUI Beca W pa3MepoB B Mex-
nyHapomHoi cucteme enuHuly CU;

4) omucaHHe OCHOBHBIX MaTOMOP(HOJOTHYECKUX HAXO-
JIOK, X pa3MepoB, (pOpMbI, 1BeTa, KOHCHUCTCHIIUU
C YKa3aHHUEM PaCCTOSHHUSA JI0 KpaeB PEe3eKIIHH;

5) ommcaHue OTONHUTENBHBIX HAaXOMOK M (POHOBBIX
MIPOLIECCOB;

6) MapKHpPOBKY Makpolipernapara KpacUTeIsIMH B aHa-
TOMUYECKUX TUIOCKOCTSX, MPHUHATYI B TaTOJOTO-
AHATOMUYECKOM OT/IEJICHUU;

7) omucaHue COPTHPOBKH (hparMeHTOB oOpasua Juist
THCTOJIOTUYECKOTO ¥ JIOTIONHHUTENBHBIX METOI0B
WCCIeIOBaHUM (HyMmepauus KacceT C yKa3zaHHeM
WX COJepKaHHS);

8) (oTomoxyMeHTaIHIO.

MHUKpPOCKOTIMYECKOE OMTMCAHKE JIOJDKHO COIEPIKATH:
1) onmcaHue BCceX MUKPOCKOIUYECKHUX HAXOJOK B IO-

pSKe UX 3HAYUMOCTH;

2) Mpu MMMYHOTHCTOXMMHYECKOM HCCIIEIOBaHUN —
Ha3BaHWE AaHTHTENA, KOMIAHHS IPOU3BOAUTENb
C yKazaHMEM KJIOHA aHTUTENlAa M KOHTPOJS Kade-
CTBa.

[IpwKn3HEHHOE TIATOJIOT0AHATOMUYECKOE 3aKITFoUe-
HHUE JOJDKHO CONEpKaTh KPATKUH HO30JIOTHUECKHN TU-
arHo3, COOTBETCTBYIOIIUH KIacCU(PHUKAIUSIM TOCIIE]I-
HUX TEepPecMOTPOB ¢ KoaupoBkoil [20]. B oraensHBIX
cinydasix Tpebyercss (HOpMyIUpPOBKa THCTOMOJIEKYJISIP-
HOTO JuarHo3a. Torja 3akiroueHe TOHKHO COIEePKaTh
JTAaHHBIE MOJIEKYISIPHO-TEHETUIECKOTO HCCIICIOBAHUS
WIN pe3yNbTaThl aHAIN30B OHKOMAapKEPOB.

KomMmeHTapuun MOTyT BKJIIOYAaTh pPEKOMEHIAINU
M0 HAa3HAYECHHUIO JOIMOJHUTEIFHBIX METOJOB HCCIEI0-
BaHUH.

B cBoeit pabote mpu co3gaHuy M1abIOHOB MBI HC-
MOJIB30BAIM CJICAYIOIINE TIOIXO/IbI: OMMCAHUE TEKCTa
B BHUJE OTICNIBHBIX NaparpadoB, TE3UCHYIO MOJady
WHGOPMAIMH U TIPUHIIHIT KIIEPEBEPHYTON MTUPAMUIBD
[11, 13].

Hcnonp3oBanne Takux madIOHOB IOMOTAET B MPH-
HSTUU PEIICHUHA U TOYHOU (HOPMYJIMPOBKE JTMArHO3a,
TaKk Kak COACPKUT BCE KIIOYEBBIC JJIEMEHTHI B IIO-
pSAAKEe WX 3HAYMMOCTH W 3HAYUTEIBHO CHIDKACT He-
00XOIMMOCTh TIOBTOPHOTO HCCIIEIOBaHUSA, KaK (DHK-

CUPOBAaHHOTO MAaKPOCKOIMYECKOTO Marepuayia, Tak
Y JIOTIOJTHUTEIBHBIX THCTOJOTHYECKHUX CPE30B.

3aKITIOYNTENIFHEIM  dTalloM Hamiel paboThl  cTal
COCTaBJICHHBI W BHEIPEHHbIH B IMOCIEAUIIIIOMHOE
oOyuenne Bpaueli kypc «Digital Speech Recognition
in an Anatomical Pathology Practice». JlaHHbIN Kypc
BKJIIOYaeT B cebs: ommcanme 0a30Boro o006opymoBa-
HUS, TEXHUYECKHUX TPEeOOBAHWHN [UIsI OMEPaIMOHHBIX
CHCTEM, a TaKXKe COACPKUT KpaTKui oOydaroluii
KypC-UHCTPYKIMIO JUIsl MCIIOJB30BaHMs TaKoOW CH-
cteMbl. B Hem mpuBoauTcs 0a30Bas TEPMUHOJIOTHS,
00Cy»X/1af0Tcs JOCTOMHCTBA M HEAOCTAaTKH HCIIONB30-
BaHusi CAPP. B xoHie Kypca NpUBOISTCS BOIPOCHI
JUIs. TeCTUPOBaHMsI YCBOEHHBIX 3HaHWM. AHanmu3 pa-
0OTBI TIOKa3ad, YTO OJaromapss MPOXOKIECHUIO ATOTO
Kypca YpOBeHb KOMIIETEHTHOCTH Bpadel-IaTooro-
aHaToMoB B mcmonb3oBanun CAPP y mombs3oBaterneit
Bcex ypoBHeil (ucmompsyronue CAPP  exemneBHo,
nepuonndecku ucnonsdyroue CAPP u panee e uc-
nonp3oBaBie CAPP) 3HaunTensHo BhIpOC. [laHHBII
Kypc HOCTyrieH B ceTn VHTepHeT mis Bcex Kemaro-
LIUX TOJb30BaTeNed U MOXKET OBbITh WCIOJIB30BaH IS
00y4eHUs] KaK OTEYECTBEHHBIX, TaK W HMHOCTPAHHBIX
cTyneHroB [17].

Ucnonb3oBanne CAPP sBusiercss ogHuM H3 OpU-
MEpOB BHEAPEHUS IMU(POBBIX TEXHOJOTHH B padoOTy
Bpaya-1aToJIoroaHaToMa, MO3BOJISIOMINX BBIUTH Ha CO-
BPEMEHHBII YPOBEHb MEAMIMHCKOTO OOCIY)KHBaHUSI.
Hanwuue cranmaptHOW 0a3bl MIA0IIOHOB U HCIIONB30-
BaHue CAPP moryt 3HauMTENbHO YHPOCTUTH IMPOBE-
JICHHUE TIPOLEAYyPbl KOHTPOJS KauecTBa paboOTHI IMaTo-
JIOTOQHAaTOMUYECKOTO OTJENIeHUs,, COKpPaTUTh BpeMs,
3aTpayrBaeMoe Ha BEIEHUE JOKYMEHTAllM U 3Hauu-
TENBHO YMEHBIINTH Harpy3Ky Ha TaToJOr0aHATOMOB,
0CBOOOIHMB BpeMsI Ha MOBBITIICHUE UX MPOheCCHOHATh-
HOTO YpOBHS.
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JIN30COMHbIE BOJNE3HU HAKOMJIEHUA: MYKONONUCAXAPMAO3bI I U 1T TUNOB
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Mykononucaxapmpzosbl (MMNC) — 370 reHeTUYeCKM reTeporeHHasa rpynna peaknx MoHoreHHblx 6onesHei ob6MeHa, CBA3aH-
HbIX C HAaC/N1eACTBEHHOW Hef,0CTaTOYHOCTbIO IM30COMHbIX GepMEHTOB, y4aCTBYHOWMX B KaTabonM3Me rMMKO3aMUHOMTMKAHOB,
unu mykononucaxapupos. Matorenes MIMC o6ycnoBneH HakoNaeHWEM B TM30COMAX HepacCWenaeHHbIX FUMKO3aMUHOIN-
KaHOB, NpeACTaBAAOWMX Yyrpo3y Ang knetok. Ans Bcex MIMNC xapakTepHa NoOAMCUCTEMHOCTb NMOPaXKeHUs, OLHOBPEMEHHOE
BOBJieYeHMe B MNaTONOMMYeCKMii MPOLLeCC MHOTUX OPraHoB M TKaHeM, npexae BCero, COeAMHUTENbHOM, KOCTHOW U XpsLe-
BOoM. B naHHOM 0630pe npencraBneHbl 3NMAEMMONOrUS, KIIMHMYECKas, BMOXMMMUYEecKas u MONeKkynsapHo-reHeTuyeckas xa-
paktepuctuka MIMC tunos | u I, 06ycnoBneHHbIX NPUCYTCTBMEM peLEeCCUBHbBIX MyTaLMi B reHax anbda-L-naypoHnaassbl
M naypoHaT-2-cynbdaTtasbl COOTBETCTBEHHO, M HAKOMJEHWEM AepMaTaH- M renapaHcynbdata. [ns Kax[oro u3 3Tux
3aboneBaHUit XxapakKTepeH KAMHMYECKMI NoNnMMopdusM, 0Co6eHHO BbipaxeHHbIM npu MIC | TMna, KOTOpbIM Yawe npo-
ABNAETCA B TSxenon dopme cuHpopoma lypnepa, HO MOXeT nmpoTekaTb M B Bonee nerkon dGopme cuHapoma LUlente.
B HacToqwee BpeMsa B MUpe HabnopaeTcs NoBbiWeHHbIM nHTepec K MIMC B ¢BA3M € naeHTUdMKaLMER CNeKTpa M 4acToT
MyTauui B reHax IDUA v IDS B pasnuyHbix nonynsauuax, B TOM yucne u B Poccuu, U NnpakTUYECKOM AOCTYMHOCTbIO Me-
TOA0B MHAMBUAYANbHOM MONEKYNSIPHOW AMArHOCTUKK. [laHO OnMcaHWe CYLLeCTBYOLWMX SKCNEPUMEHTaNbHbIX MoAenen,
MX pONIM B MU3yYeHUU BUOXMMUYECKMX OCHOB MATOreHe3a 3TUX TIKEeNbIX HacneACTBEHHbIX 3aboneBaHui M paspaboTke
pa3fiMyHbIX TepaneBTUYECKUMX NOAXOAO0B. B nmepByk ouvepenb ob6CyXAaeTcs BO3MOXHOCTb paHHer guarHoctukm MIIC
TmMnoB | u Il Ha 6a3e HeOHaTaNbHOrO CKPUMHMUHIA C LEeblo NOBbIWEHUS IOOEKTUBHOCTU UX NPODUNAKTUKM U NeYeHus,
BO BTOPYI — MpPeMMyLLecTBa M HeJOCTAaTKM OCHOBHbIX MOAXOAOB K Tepanuu 3TUX Taxenblx 3aboneBaHuii, TakMX Kak
TPAHCMAAHTALMA KOCTHOrO MO3ra M reMomno3TMYeCKMX CTBONOBbIX KNEeTOK, PepMeHTHas 3amecTuTenbHas u cybcrpat-
penyumpylowan tepanus. lNpeacraBneH KAMHUYECKUMI NpUMeEp KOMOBUMHUMPOBAHHOW Tepanuu Tsxenon dbopMbl MyKono-
nucaxapuposa tuna | — cungpoma lypnepa.

KntoueBble cnosa: 0630p; NIM30COMHble B0NEe3HM HAKOMNEHHUS; MyKOno/mncaxapuaoosbl.

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

syndrome is presented

Keywords: review; lysosomal storage disorders; mucopolysaccharidosis.

B nmaHHOW W TOCHEIyIONMIMX CTaThsIX, OOBEIH-
HEHHBIX O0Ieil TeMOW JM30COMHBIX OoJie3Hel Ha-
xorienust (JIBH), mo eamHO#t cxeme mpejcTaBiicHa
uHpopMaya o 3a00JeBaHUSAX, BXONIIIMX B Pa3iind-
Hele kinaccsl JIBH. DTa cxema BKITIOYaeT CIIEAYIONIYIO
PyOpHYKaIuio: KIMHUKA W MHAEMHOIOTHSI;, OMOXUMU-
YeCKHe OCHOBBI MaTOreHe3a; KapTUPOBaHUE U U/IEHTH-
¢uKanys MyTaHTHOTO I'€HA; CIEKTPhl U YacTOTBHl MY-
TalWii; SKCIEpPUMEHTANbHBIE MOJIENHN; JadopaTropHas
JUAarHOCTHKA M JICYECHHE.

JlaHHbIE 0030p TMOCBAIICH HauOoOJiee YacThIM
mykonoiucaxapugozam (MIIC) tumos I u II [10].
K MIIC I otHOcaTCS annensHble cuHApoMEl ['yprepa,
Iletie n I'ypnepa—Illeite. OHM 0O0yCIOBIEHBI TPH-
CYTCTBHEM ayTOCOMHO-PELIECCUBHBIX MYTAlLMi B TIe-
He IDUA anbda-L-unypornnazsl. MIIC 11, unu cun-
npom Xanrepa [24], HacnemyeTcs Mo X-CLEIIEHHOMY
PELIECCHBHOMY THILY, U €0 HNPUYUHOM SBISIOTCS My-
Taru B TeHe /DS umypoHnar-2-cynbdarassl. Anbda-L-
WOypOHUOa3a W HIypoHaT-2-cymb(daraza — 3T0 JH-
30COMHBIE (DEPMEHTHI, YYaCTBYIOIIUE B JeTpajaiuu
mko3aMuHormukaHoB (IAD).

MYKOMNOJIMCAXAPUAO3 | TUNA, CUHOPOMbDI
T'YPNEPA, WWENE, TYPNIEPA-LLIENE

KanHuka u 3muaeMuonorus

Cunopom I'yprepa — 310 camasi yactas M TsDKenast
dbopma MIIC I [13]. Ilpu poxaeHnn OONBHBIC IETH
BBITTIAAAT HOPMaJIbHO, OJHAKO B HaﬂbHeﬁHIeM Y HHUX
MOSIBIISIFOTCS.  CUMIITOMBI, xapakTtepubele g MIIC,
Y TIEPBBIMU KIMHUYECKHMHU MPOSBICHUSIMHU 3200JieBa-
HUS 9aCTO SBJIAIOTCSA TPHDKU W TENaTOCIIEHOMETalusl.
B cpennem, Oone3Hb IMArHOCTHPYETCS B BO3pacTe
oT 9 Mec. 10 moIyTOpa JET.

Jis Bcex TunoB MIIC 1 xapakrepeH ryprieporiono0-
HBII ()EHOTHUI — rpyOble TPOTECKHBIC YePTHI JIUIIA, HITH
«TaprOWJIN3M», BRICOKHH JI00, MUPOKHe OPOBH, CHHO)-
pu3, TUIIEPTEIOPU3M, KOPOTKHUIM HOC C 3amaBuiei mnepe-
HOCHIIEH, TOJICTBIE TYOBI, MaKpOIIOCCHUs, HU3KOE pac-
MOJIOKEHHE YIIHBIX PAaKOBUH, KOpOTKas mes (puc. 1).
Co cTOpOHBI KOCTHOH CHCTEMBI — MHOECTBEHHBIN
JTM30CTO3, KOTOPBIA BKIIIOYAET B ce0sl M3MEHEHHS: de-
pemna (Makporedaus, 9acTo B COYCTAaHUHN C THIPOIIC-
(hbasuei, yToNIeHHe KOCTEH CBOJIa Yepera), TyJIOBHUIIa
(IMpOKKME KIIOYMLBI, KOPOTKHE M IIMpOKue pedpa,

Puc. 1. MoHo3urotHble 6nusHeubl ¢ cuHapomom lypnepa
Fig. 1. Monozygotic twins with Hurler syndrome
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pacroyio)KeHHbIE ~ TOPU30HTAJbHO),  ITO3BOHOYHMKA
(rumorazus 3yda C2, mucruia3us TO3BOHKOB Tpy-
JO-TIOSICHUYHOTO OTAelia ¢ GopMUpOBaHHEM Kudo3a,
Opy TSDKENBIX GopMax Kudo3 BO3HUKAET B BO3pACTe
6—8 mec., korga peOCHOK HAYMHAET CHJICTh), KOHEU-
HOCTEW (KOpOTKHE W IMHpOoKHue Auadusbl TpyOuaThIX
KOCTel, AWCIUIaCTHYHble MeTadu3bl, YIUIOLUICHHBIC
anudu3bl), KUCTeH pyk (myneBuaHbe (anaHru), Tasa
(3aKkpyIvieHHble KpbUIbsl MOAB3OIIHBIX KOCTEH, CKO-
LICHHBIC KPBIIIM BEPTIYKHBIX BOAIUH, coxa valga,
JUCIUIa3Us TOJIOBOK OCOPEHHBIX KOCTEH) M HIDKHUX
KOHEUHOCTEeH (genu valgum), TyrOMOOBIIKHOCTEL CY-
CcTaBoB. B BO3pacTe OKOJIO JBYX JIET INPOUCXOIUT
OCTaHOBKa POCTa, pOCT OOJBHBIX OOBIYHO HE TPEBBI-
maetr 110 cm. Yacto HaOMOAAOTCS COMYTCTBYIOIIUE
MIOPaKCHHUS CEPACYHO-COCYAUCTON CHUCTEMBI B BHIE
runeprpouueckoil KapANOMHUONIATUH M MUKCOMATO3-
HOM JlereHepaluy KjanaHoB. B CBf3M C OTIOXKEHH-
amu A" B MexmnpencepiHOl M MEXKeTyIOUYKOBOI
MIEPEropoAKax BO3MOXKHBI HAPYIICHUs] pUTMa CEpALa.
bosbHble TOABEPKEHBI YaCThIM OTHUTAM M PECIUpaTop-
HBIM MHQEKIMSAM W3-32 CY)KCHUSI BEPXHHX M HUKHHX
JIbIXaTeNIbHBIX IyTel BCIIECTBUE YTONIIEHUS CIU3UCTBIX
000JI04eK, HAKOIUIEHHsl I'yCTOrO, BSI3KOIO CEKpeTa, I'H-
nepTpoduu TMMEPOINUTENNATBLHOTO [FIOTOYHOTO KOJIBLIA.
Yacroii ao00i pomuTesnei sIBISIOTCS HOYHBIC aITHO?.
Co CTOpOHBI OpraHa 3peHus] — IMOMYTHEHHE POTOBHUIIHI,
a B JaJibHEHIIeM aykoMma. boibIIMHCTBO JI€TEN UCTIbI-
TBIBAIOT 3aTPY/HEHUS B PEU M3-3a perpecca pa3BUTH,
XPOHMYECKOH TYTOyXOCTH M YBEJTMUECHHOTO SI3bIKa, TOJIOC
xpuruibiid. st gereit ¢ cunapomom I'yprepa xapakrepHa
3aJiepyKKa TICHXOMOTOPHOTO pa3BUTHS HA TMEPBOM TOIY
JKU3HM, HO B mnepBble 1-1,5 roma pa3sutne mMmeeT mpo-
rpecCUBHBIN XapakTep. B nanbHelieM npu oTCyTCTBUU
Tepanuy y peOeHKa IIPOUCXOOUT MOCTETICHHBIN perpecc
MpUOOpETeHHBIX HaBBIKOB [1, 2, 5].

CMepTe MOXKET HacTynHMTh B Bo3pacTte oT 1 roma
g0 12 mer oT OOCTPYKIMH JbIXaTelbHBIX IMyTEH, pe-
CIMPATOPHBIX MH(EKLHUH, CepAeUHON HETOCTATOUHOCTH.

Cunopom Illeile, KOTOPBIM paHEe OTHOCIIH
k MIIC V [51], — camas markas ¢opmoit MIIC I [13].
Jluarso3 BBICTaBISIETCS JAOCTATOYHO IMO3THO, B OOJb-
muHCTBe cirydaeB Mexay 10 u 20 romamu. Tunnasbrit
(henorun hopmupyercst OOBIYHO TTOCIE S-IETHETO BO3-
pacta [53]. Ilpu coxpaHeHHMH MHOTHX BHEIIHHX TIPO-
ABJICHUN cuHApoMa I'ypiepa MHTEIIEKTyallbHbIE pac-
CTPOMCTBa, KaK MPaBHUJIO, OTCYTCTBYIOT MWJIH cia0o
BBIPaKCHBI. XapaKTEePHbI TYTOIIOABIKHOCT CYCTaBOB,
IIOMYTHEHHE POTOBHUIIBI, MOPAKCHUE MHUTPAIBLHOTO
U a0pTaJIbHOTO KJIAIIaHOB, 4acTO pa3BUBAeTCs Kap-
MaNbHbI TYHHENbHBI CHHIPOM B BHJIE OHEMEHUS,
NOKaJbIBaHus, clabocT manbleB pyk. [Ipornos mms
KU3HM OnaronpusTHeIi. B cpenHeM Bo3pacTe BO3MOX-
Ha MHBAJMIU3alMs MaLUEHTOB B CBSI3U C IIPOTrpeccu-

PYIOIIMM TOpPaKEHUEM CyCTaBOB (TYTOMOABUKHOCTb,
pasBUTHE KOHTPAKTYp, JIEr€HEpaTUBHBIC U JECTPYK-
TUBHBIC U3MEHEHUs CyCTAaBOB), CHI)KEHHEM OCTPOThI
3peHusi (IOMyTHEHHE POTOBHUIIBI), KApAHOXUPYprHye-
CKUMH omepauusiMu [9].

Cunopom [ypnepa—Llleiie o TAKECTH TCUCHHS 3a-
HAMAaeT TpOMexyTodHoe TojiokeHue [13]. OcHOBHBIC
KIIMHAYECKUE TIPOSBICHUS — HAHW3M, IOMyTHEHHE
POTOBMIIBI, TYTOMOABMXHOCTh CYCTaBOB, ITyHOYHAs
U TIaXOBble I'PbDIKH, IMOBTOPHOE BO3HMKHOBEHHE I'PBIK
MOCJIE TPbDKECEUCHHS, MHOKECTBECHHBIH CKEJICTHBIN
JM30CTO3, TeMaTOCIICHOMETaaus U yMEPEHHAsl OJIMI0-
(bpenHust (CHMKEHNE WHTEIUIEKTa TIPOUCXOJUT HE y BCEX
nanueHToB). PaszBepHyTas QeHOTHIIMUEeCcKas KapTHHA
3aboneBaHus (GopMHpyeTcst B BO3pacTe OT 3 A0 8§ JeT.
[Iporuo3 asist )KU3HU YIOBIETBOPUTENBHBIN [9, 53].

OnucaHbl pegkue CiIydad «IICeBROASHUIUTHOIO»
COCTOSIHUSI, TIPU KOTOPOM aKTHBHOCThH alib(a-L-uny-
poHUIA3bl CHUXKeHa, a MeTabonusMm [Al" coxpansiercs
B mIpezaenax HOpMbL. [Ipu 3TOM KIMHMYECKHX MpOsB-
neanit MIIC 1 y HOcuTenelr «mceBnoaeUIIUTHBIX)
ayeneit rena /IDUA ne naGmomaercs [72].

Yactora MIIC I — 1:100000 HOBOpOXICH-
HBIX. B3pocabie (opMbl BCTpe4aloTcsi pexe —
1:500000 HoBOpOXkAEHHBIX [10].

BuoxumMuyeckne oCHOBBI MaToreHesa

C ucnonp30BaHNEM MOHOKJIOHAJIBbHBIX aHTUTET IPO-
Be/IeHa MIMMYHOIIpeUUIHTAMs anbda-L-uayponnaassl
U3 TEYCHU YeJIOBeKa, HCCIENOBaHbl OMOXMMHYECKUE
U KaTaJUTHYeCKHue CBOICTBAa (epMEHTa, OCHOBHAs
(GYHKIMST KOTOPOTO COCTOUT B OTHICIUICHUH TEPMU-
HQJIBHBIX OCTaTKOB ajb(a-L-uaypoHOBOH KHCIOTHI
ot aByx I'Al' — nmepmarancynbegara U remapancyiib-
¢ara [31]. [Ipn HEMOCTATOYHOCTH KATAIUTHIECKON aK-
THBHOCTH aibda-L-umyporunassl y 6omsHbEIX MIIC 1
ot A’ B TOKCHYECKUX KOHIEHTPAIHSIX HaKaIlInBa-
I0TCSl B JIM30COMAaxX BCEX KJIETOK ME3EHXMMHOTO Ipo-
UCXOXKICHUS, YTO M OOBSICHSCT BHICOKO IICHOTPOITHBIN
¢dbenoTrn 3aboeBanus. TsDKECTh TEUCHHS Pa3THMUHBIX
dopm MIIC 1 HEmocpenCTBEHHO 3aBHUCHUT OT OCTa-
TOYHOW aKTUBHOCTH (DepMeHTa, KOTOopask MpaKTHYe-
CKH TOJIHOCTBIO OTCYTCTBYET IpH cuHipome ['yprepa
U MOXET JocThuratb 5—7 % 10 CpaBHEHHIO ¢ HOPMOMU
TIPU B3pOCIHBIX (hopMax 3a0oJIeBaHUS.

KaprupoBanune u ugentudpuxanus resa IDUA

MertonoM comMaTHYeCKOW TMOpUIM3alMN ObUIO TIO0-
KazaHo, 4To TeH anbda-L-ugyponumassr (/DUA) pac-
TOJIOXKEeH B obOmactu 4pl6.3, 9To B AanmpHEHIIEM OBLIO
TIOATBEPXKACHO METONOM Tubpummzaruu in situ [60].
I'en IDUA coctout u3 14 3K30HOB, pacHpeneiIeHHBIX
Ha iomaau B 19 k6 renomuoit JIHK, mpudem 13 k6
3aHUMAET OIPOMHBIN BTOPOU HHTPOH 3TOrO rexna [60, 61].
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I'en IDUA >kcrnipeccupyeTcst BO MHOTHX TKaHSIX, BKITIO-
yast (puOpoOsIacThl, TIeYeHb, TIOYKHA U TUIAICHTY, C 00-
pa3oBaHHeM TKaHecTenupuieckux m3ohopMm pepmenTa
3a CcueT albTEPHATUBHOIO CIUIAlicuHra.

Myrtauun B rese IDUA

CrekTpbl MyTanuii B TeHe anmbda-L-ummypoHnaasbl
y OompHbIX cuHApoMmamu ['ypmepa um lleite cyme-
CTBEHHO pa3inyarorcs. B mepBoM ciydae ware Bce-
ro UACHTHPULUUPYIOT HOHCEHC-MYTalUH, ABE U3 KOTO-
peix — W402X u Q70X — SBISAIOTCS Ma)KOPHBIMHU
[12, 59, 61, 62]. Ol HaIAEHB BO BCEX €BPONCHCKUX
CTpaHax M BMECTE COCTABISIIOT OoJiee MOJIOBUHBI BCEX
M3BECTHBIX MYTAaHTHBIX amneneil reHa /DUA. Omgnako
MX YaCTOThl MOTYT 3HAUUTENILHO BapbUPOBaTh, COCTaB-
nss1 Ha Cesepe EBponel 37 u 35 %, a B Utamun — 11
u 13 % coorBerctBenHo [25, 41]. Ilpu stom B Hu-
neprnannax u I'epmannm mytamms W402X Bcrpeua-
eTcs MpUMEepHO B 2,5 pa3a vale MO0 CpPaBHEHHIO
¢ mytarmerr Q70X (48 u 19 %), a B CxaHIWHABCKUX
CTpaHax HAOOOPOT, STH YacTOTHI paBHBI 17 u 62 %.
B CHIA gactoter mytammnii W402X u Q70X B rene
IDUA y 6onbabix MIIC I cocraBnsitor 39 u 30 % [48].
B Poccun cooTHOIIEHHE 3THUX YacTOT OJNMXKE K TOMY,
KoTopoe HaOmomaercss B CKaHIMHABCKUX CTpaHax, —
4 n 44 % cootBerctBenHo [12, 13].

Hapsny ¢ HOHCeHC-MyTalusMu y OONBHBIX CHHIIPO-
MoM ['ypnepa HaliieHbl TakXke JEJIELUU CO CIBUIOM
paMKH CYMTBIBAHUS M TOPA30 PEKE MUCCEHC-MYTAIHH.
OpHako YacToTa OAHOW W3 TSDKENBIX MECCEHC-MYTa-
it — P533R — nmocturaer 3 %. B romo3urorHOM co-
CTOSIHMM KayKAas M3 3THX TPeX MaKOPHBIX MyTalui —
W402X, Q70X u P533R — BcTpewaercsl y MalMEeHTOB
C CaMbIMHU TSDKETBIMH KIMHAYECKHMHU (QopMamu 3a00-
neBanus. [Ipu 3ToM akTUBHOCTH anbda-L-umaypoHnaasel
MIPAKTUYECKH TIOJIHOCTBIO OTCYTCTBYeT. TsDKenble My-
TalK, COMPOBOXKIAIOIIUECS MPEXKIEBPEMEHHON Tep-
MHUHAIMEH TpPaHCIALUUM, B KOMIIAyHAE C MYyTalUsIMHU
JIPyTUX THIIOB MOTYT TMPUCYTCTBOBATh Y OOJIBHBIX
moboeiMu popmamvu MIIC 1 m maske OOHaApYyKUBATh-
csi TpH «TceBnoAeUIMTHBIX» cocTosiHusAX [67, 71].
Tak, HampuMep, B OJHON ceMbe Yy CECTpbl OOJLHOTO
MIIC I, y koTopoii He OBIIO KIMHHUYECKUX MPOsBIIE-
HUl 3a0o0ieBaHUs, HalijieHa TeTepoaieNibHas KOMOu-
Halysg MakopHOW HOHCeHc-myTanun W402X u muc-
cenc-mytaruu A300T [18].

IIpu cunnpomax Ilerie u I'ypnep-Illeiie yacTbiMu
SIBJISIFOTCSL  MUCCeHC-MyTarmu. OfHako mepBas CHely-
¢ryeckas MyTanys, WACHTU(PUIMPOBAHHAS Y TIAIMEHTa
¢ THIMMYHON KmHHUKON cuHapoma Illeite, — G-T-Tpan-
3uiws B MHTpoHE S5 reHa /DUA, co3maromasi JTOTOHU-
TENbHBIA CalT CIUIAWCUHIA, B PE3YJILTAaTe Yero IpoMc-
XOIUT WMHCEPUHS JIOMONHHUTENBHBIX IITH HYKICOTH/IOB
B crierduaeckyro MPHK [52, 62]. [lomo6Hoe HapymieHune

COBMECTUMO C 0Opa30BaHMEM HEOOJBIIOrO 4ucia (yHK-
mroHabHO akTBHBIX MPHK, mpu sToM momHoOro Onmoka
cUHTe3a anb(a-L-umypornaassl He mpoucxomut. [1ostomy
Jla’ke B KOMIIayHJIe C MyTalusIMH HOHCEHC-THUIIA 3TOT Jie-
(ekT crutaiicunra peanusyercs B Buae cunapoma llleite.
Kpome 3Toro MyTaHTHOTO ajuiens y TMalyueHTOB C CHH-
npovow lllefie mOCHTU(DUIMPOBAHO HECKOIBKO MUCCEHC-
myTtarmii B TeHe [DUA. Takum o00pa3om, CHHAPOMBI
I'yprnepa u llleiie mpencTaBastoT coO0 KITaCCHUSCKUIA
npuMep GPEeHOTUNMUYECKOTO MoIUMopdH3Ma, 00yCIIOBICH-
HOTO CYILIECTBOBAHUEM aJIeNbHBIX cepuil [49].

Y OonpHBIX B SIMMOHMM Ma)KOpHBIC €BpOTNCHCKHE
HOHCEHC-MYTallul HE HaWJEHbI, HO YacTHIMHU SBIIS-
10TCs JBe Apyrue mytanuu B reHe /DUA — wuHcep-
uus S5 HykiaeotunoB 704ins5 w  MHCCEHC-MyTarlus
R8&9Q. Onm Bcrpewarorcst ¢ yacroramu 18 u 24 %
cooTBeTcTBeHHO [78]. MyTtamus 704ins5 HEomHOKpaT-
HO Obuta HaWjeHa takke y O6oibHbIX MIIC I kopeii-
ckoro npoucxoxkacHus [48]. Tomosurorer mo 704insS
oOHapyxuBaroTcsi y OonbHBIX cuHApoMoM [yprepa,
a mytanus R89Q uame BhIABISAETCS Y OONBHBIX CHH-
npomom Illeite.

JKcNepUMEeHTAILHbIE MOJeTH

Omnucanbl HacjaeICTBEHHbIC OOJE3HH KOLIEK M CO-
0aK, CXOAHBIE MO KIMHWYECKUM H OWOXUMHYECKHM
nposieienusM ¢ MIIC 1 [64, 65]. [omonoruuHbii TeH
anbda-L-unyponnnaszel codbak KIOHHPOBaH, U IPOBE-
JIeHa MOJIEKYJsipHasi uaeHTUHUKauus aedekra B 3TOM
TeHe, TMPUBOJAIIETO K HEAOCTATOYHOCTH (epMeHTa
Y MYTaHTHBIX KHBOTHBIX.

[lyrem HampaBneHHOTO pa3pylieHust reHa ldua
MBIIIA CKOHCTPYHPOBaHa TPAHCTECHHAS «HOKAY T»-JTHHUS
Ildua—/—, wmopenupytomas cunapoMm [ypiepa [29].
Y  (ldua—/-)-myTaHTOB  OTCyTCTByeT aKTHBHOCTb
anbda-L-umypoHnaa3sl W MOBBIMICHB! YpoBHU [AD
B Moue. HaunHast ¢ 4 Hemenu, y TakuX >KHBOTHBIX
OTMeYarTcsl paauorpaduueckue MpU3HAKH H30CTO-
3a, KOTOpbIE CTAaHOBITCS OYEBHIHBIMH K 15 Henerne.
[Iporpeccupytomme TU30COMHBIE HAKOIUICHWS CHada-
Jia TIOSIBJISIIOTCSI B PETUKYJIOOHIOTSITHABHBIX KIIETKaX,
K 8 Hejele — B remaroluTax, XOHAPOLHTAX, HEHpo-
HaxX ¥ TyOyJsIpHBIX KJIETKax IEUeHH, a B AalibHEHIIeM
BO BCEX MCCIEIOBAHHBIX KJIETKaXx. B Mozxeuke My-
TAaHTHBIX JKHBOTHBIX HAOJIOMAeTCs Mporpeccupyromas
MoTepsi HEMPOHOB, B TKAHSIX MO3Ta IMOBBIIICHBI YPOBHU
GM2- 1 GM3-raurnuo3uaos.

Bce 3t Momenu MMPOKO HCHONB3YIOTCS HE TOJb-
KO ISl M3ydeHWs OMOXMMHUYECKHX OCHOB TIaTOreHe3a
MIIC I, HO 1 A7 pa3paboOTKH crenu(pUIeCKUX METOIOB
JIeYeHHsT TIPU JTAHHOM COCTOSTHHM, TaKMX KaK TpaHC-
mwianTanus koctaoro mo3ra (TKM), ummyHocynpeccu-
pyrolas Teparusi, a Takke (pepMeHTHas 3aMeCTHTENb-
Has Teparms (D3T) u renoreparus [27, 34, 45, 46, 79].

@ [lenmarp. 2021.T. 12. Bein. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



HACNEAOCTBEHHbBIE BONE3HW OBMEHA / CONGENITAL METABOLIC DISEASES

73

JlaGoparopHasi JMArHOCTUKA U JieYeHHe

Huarnoctuka MIIC I ocHOBaHa Ha COBOKYNHOCTH
JIaHHBIX KJIMHUYECKOro o0ciieoBaHus 00JIbLHOro, OMo-
XUMUYECKOTO U MOJIEKYJISIPHO-TEHETHIECKOTO aHATN3a.
OpHuM U3 HauboJiee paHHHUX JIUATHOCTHUYECKHUX IPH-
3HakoB MIIC 1 cumTaercss MOBBILIEHHAS SKCKPELMS
¢ mouoit I'AI' m, mpexxme Bcero, AepMaTaHCyJIbdara
u remapaHcyiabdara. J[Is MOATBEpKIACHHS TUArHO3a
u omnpenenenus kmuHudeckoir popmer MIIC 1 mposo-
JUTCS aHAIIN3 (PEPMEHTAaTUBHOW aKTHBHOCTH aibda-L-
WIYPOHUA3Bl B KPOBU U MOJICKYISIpHAsl THArHOCTHKA
MaxxopHbIx (W402X, Q70X, P533R, G-T Tpanzunus
B MHTPOHE 5) M Apyrux myrtauuil B rene /DUA.

Pa3pabareiBaroTcst pa3HbIe MOXO/IbI K JICUCHUIO T1a-
uuentoB ¢ MIIC I [11, 16]. Ogaum U3 nepBbIX anpo-
OmpoBaHHBIX MeTOmoB sBisiercs TKM oT 370pOBBIX
HLA-coBMecTUMBIX TOHOPOB. OIMyOIMKOBAHEI PE3yih-
Tarel momo0Horo Neuenus 54 perer oompHBIXx MIIC I,
MPOBEICHHOIO B PaMKaX COBMECTHOTO HCCIICIOBAHUS
OonesHeil HakoruteHus [55]. s mydmiedt coBmecTu-
MOCTH TepeCakeHHBIX TKaHEH BCe MalWeHTHl TOy-
YaJu BBICOKHE J03bl XUMHUOTEPATHH C TOCIETYIOIIIM
oOy4eHrneM win 0e3 TakoBOro. BeDKMBaEeMOCTh B Te-
YeHHUe 5 JIET MOCJIe MPOBEICHHOM MpOoIeypbl COCTaBU-
na 64 %, npuyeM OHa OKa3ajach BbILIE B TOM CiIyyae,
KOTZla TOHOpaMH ObUTM T€HOTUIHMYECKH HWACHTUYHEIE
mo HLA-cucteme cuOCHI 110 CpaBHEHUIO C TaIruIOUICH-
TUYHBIMH JOHOpaMH. VHIEKC YMCTBEHHOTO Pa3BUTHS
(MDI) nereit mocie neyeHus, B CPpeTHEM, COCTABII 78,
eciu  TKM  npoBommnu 10  2-JIETHEro BO3pacTa
(1-a rpymma), u 63, ecmu TKM mpoBomuimu mo3gHee
(2-a rpynma). Y 64 % BbDKHMBIINX JeTei 1-if rpymiisl
U TONBKO y 25 % neteit 2-i rpynmbl oduiee pa3BUTHE
OBLIO OJMM3KO K HOPMAaJIHbHOMY MIJIM HEMHOTO 3aMeJICH-
Ho. Takum obOpasom, amrorennas TKM, npoBeneHHas
JI0 2-JICTHETO BO3pacTa, MOXKET 3aMEUINTh WM JTaXKe
MPEIOTBPATUTh PAa3BUTHE HAWOOJEE TSHKEIBIX KIUHU-
yeckux mposieicHuil cunapoma ['ypnepa. Ognako Ta-
Kasi Mpoleaypa MOCTyITHA JTAJIeKO He BCeM OOJIbHBIM
JETSIM, TIPEKAE BCETO, M3-3a TPYAHOCTH HAXOXKICHUS
COBMECTUMBIX JOHOPOB.

ANBTEpHATUBHBIMU TEXHOJIOTUSIMH MOTYT OBITh
NEepeNIMBaHNE MyHOBUHHONM KPOBU OT HEPOJCTBEHHBIX
0ompHBIX [32, 66] WM TpaHCIUTAHTAIUS TEMOIOITH-
YeCKHX CTBOJIOBBIX KieTok [42, 70]. Ilokazano, 49To
9TH TPOIEAYPHI, MPOBEACHHBIC JO 2 JIET, CIIOCOOHBI
YBEJIIMYUTH TPOJOKUTSIIEHOCTh KU3HH OOJILHOTO,
HO WX YCIICIIHOCTh B IUIaHE TPEAYNPEKICHUS pas-
BUTHUSI HEBPOJIOTHMUYECKUX aHOMAIHMH CYIIECTBEHHO 3a-
BHCHUT OT Bo3pacta pedenka [50, 56, 58, 68]. [locmue
MPOBECHUST MOMOOHBIX TPAHCIUIAHTAIIMMA TMAalUeHTaM
B BO3pacTe MeHee 9 Mec. UX KOTHUTHBHOE Pa3BUTHE
W aJlalTHBHOE IIOBEJICHHWE COXPAHSIOTCS B Tpezenax
HOpMBL. OHAKO B ATOM BO3pAacTe PEAKO AMArHOCTH-

pyerca MIIC 1. Corozom nemuarpoB Poccun paszpabo-
TaHbl PEKOMEHIALMU [UI PAHHETO BBIABICHHUSA OOJIb-
Heix MIIC [14]. B HEKOTOpBIX cTpaHaX MPOBOIUTCS
HeoHaranbubiil ckpuHuHr MIIC 1 [30, 54], ocHoBan-
HBI Ha onpexaenenun conepxanust Al n anbda-L-
UAYPOHMIA3bl B BBICYLICHHBIX MSATHaX KPOBH HOBO-
poXaeHHBIX [47, 57].

Bo Bcem wmwmpe Oombliue YCWIUS HAaIrlpaBJICHBI
Ha pa3pabotky metonoB reHotepanuu MIIC I. Ckol-
CTPYUPOBaHbI M ampoOMpOBaHBl B CHCTEMax in Vitro
1 Ha HKCIICPUMEHTAIbHBIX MOJEISIX Pa3INyHbIC PEKOM-
OMHAHTHBIE BEKTOPbI 171 HAIIPABJIEHHOTO IIEpeHOca HOp-
MasibHOTO TeHa /DUA yenoBeka B MyTAaHTHBIE KIETKH
C HeIOCTaTo4YHOCThIO anbda-L-unyponnaassr [35, 38].
B psine cnyyaeB npoBeAeHbl KIMHUYECKUE UCTIBITAHUS
METOJOB T'€HOTEPAIlNM, KOTOpbIE CIedyeT NPHU3HATh
YCHEIIHbIMH, TaK Kak IPH 3TOM IPOUCXOAHUT KOp-
pPEeKIMsI MHOTHUX TMAaTOJIOTUYECKHUX TMoKazareneit [45].
OpHako yiaydlleHUs HAOMIOAAIOTCS HE y Bcex OO0Jib-
HbIX. KpoMe Toro, MeToapl reHoTepanuu He CIIoCOOHbI
[IOKa IIOJHOCTBbIO IPENOTBPATUTH Pa3BUTHUE TSDKEIIBIX
MHBaNMUaU3Npyonmx npossiaeanii MIIC.

bonee ycnemmnoit okazanace @3T MIIC I, ciocob-
Has yAy4IIUTh B TOM YHCJIE MHOTHE HEBPOJOTHYECKHE
nokazarenu [1, 2, 4, 36, 37], a Takxke METOJbI Jieye-
HUsI, COUETAIOIME PAa3/INUHbIE TOIXOAbl — TPAaHCIIJIaH-
tauuio kinetok u O3T [45, 70]. [Ipounum ycnenrasie
KIIMHUYECKHUE HCIbITaHus JieueHUus: O0onbHBIX MIIC 1
¢ noMouIbio (pepMEeHTa JTapOHHU a3kl (ANbIypa3uM) Ho-
Clle TPaHCIJIAHTAalMd UM TeMOIOATHYECKHX CTBOJIO-
BBIX KJIETOK [57].

Knnanuecknii npumep komonHanuu TKM u ®@3T

[Mauwment II., manpuuk. BnepBeie rocnuTain3upo-
BaH B Bo3pacTe 11 mec. [Ipu mMOCTYIIEHHUH KaTOOBI
poauTeneil Ha 3aJE€pPXKKy MCUXOMOTOPHOTO Pa3BUTHS,
WCKPUBJICHUE TIO3BOHOYHMKA (K (]03), IIyMHOE HOCO-
BOC JIBIXaHUE, allHOd BO CHE, YacThle THOMHBIC PUHU-
ThI, OTUTHI, TEMATOCILICHOMETAIIHIO.

AHaMHe3 XWU3HH. Mallbunk oT 3-if OepeMEeHHOCTH,
KOTOpasi MpoTekana Ha (oHe nueaoHedpuTa, aTHEK-
CUTa, MAJOBOJIUS M 3aKOHUMJIACH CPOYHBIMU POJIaMHU.
[Ipu poxnenun macca 4120 1, nmuHa 56 cM, OKpYX-
HOCTB T'OJI0BBI 37 CM, OKPYKHOCTb I'pyau 32 c¢M, OLICH-
Ka o mkaie Anrap 7/8 6amnoB. Ha yaeTpa3ByKOBOM
uccnenoBanuu (Y3M) ToNOBHOrO MO3ra TaTOJIOTHH
BBISIBJICHO HE OBLIO.

AHamHe3 OonesHu: B Bo3pacte 1,5 mec. BIepBbie
BBISIBJICHA TEMaTOMETallvs, JaHHBIE MOATBEPKICHBI
npu Y3U opranoB OpromHoil momoctu. lIpoBeneno
BHpYcCOJIOTHYECKOoe 00cie/IoBaHNEe Ha TPYIITy TenaTo-
TPOIHBIX BHUPYCOB, MATOJOTUU HE BbLABIeHO. C 3TO-
TO JK€ BO3pacTa MOSBHIOCH ITYMHOE HOCOBOE JIbIXaHUE,
pebcHOK HAOIIOMaNCcs OTOJMAPUHTONIOTaMH, TIOTydas
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MHOTOKPaTHO aHTHOAKTEPHAIBLHYIO TEPaIio 10 MOBO-
Iy THOMHBIX PUHUTOB (8 JMHM30/0B Ha MEPBOM TOAY
®u3HU). B 2 mMec. Ha HelipocoHorpadun BIEpBHIE BHI-
SIBJICHO JIETKOE pacHIMpeHHe OOKOBBIX M 3aTBUIOYHBIX
pPOroB OOKOBBIX >KEIyIOYKOB TOJIOBHOIO Mo3sra 0e3
HapyIIeHUs JUKBOpOJMHAMUKH. Ha3HaueHa nerupipa-
tupytomias Tepamusi. C 3 Mec. oTMedanach 3ajepiKka
TICUXOMOTOPHOTO pa3BuTHs. B Bo3pacte 6 mec. mMaib-
YUK OCMOTpEeH reHeTHkoM ¢ nopo3penneM Ha MIIC II
(Oome3np XanTtepa). 3akiIrOueHHE: JMArHO3 MaJIOBe-
positeH. Ha MOMEHT ocMoOTpa OTMEYalHCh: 3allepiK-
Ka TICHXOMOTOPHOTO Pa3BHUTHSA, T'eIaTOCITICHOMETAIHS
(meuens +4 cM, ceme3eHka +1 cM u3-mox pedepHOi
JyI'Ml), HACEUKM Ha MOYKax yIIeH, y3koe He0O, rpbhka
0eoil NMHMK KHUBOTA, MIMPOKOE MYMOYHOE KOJIBIIO,
BONITHKA SIMYEK, ITOJI03PEHNE Ha HEHPOCEHCOPHYIO
Tyroyxoctb. Beposaren cunapom Bunemana—bekBu-
Ta, NOKa3aHO HaOJIoJIcHWEe B JUHaMuKe. B Bo3pacrte
9 Mmec. BBISIBIEHA JIByCTOPOHHSISI CEHCOHEBpaJIbHAS TY-
royxoctb 1-2-ii crenenu. CPOpMUPOBAIICH CKOIHO3
MOSICHUYHOI'O OTHEea IO03BOHOYHMKA |-2-U creneHu
n Ku¢o3 TPyaHOTO OT/eNa.

B cBA3M cO MHO)KECTBEHHBIM MOPaKEHUEM CO CTO-
POHBI BCEX OpPraHOB M CHUCTEM pPEOEHOK ITOBTOPHO
ocMOTpeH reHeTukoM. [IpoBeseHO uccienoBaHue ak-
THBHOCTH (epPMEHTOB anbda-L-umypoHuaa3sl 1 HIypo-
HaTcyiab(arasbl, Kak HanOosee yacTeix npuuna MIIC.
[To pesynbraTtam (epMEHTHOH AMATHOCTUKU yCTAaHOB-
neH guarHo3: «Mykomonucaxapuno3 tum [» (akTus-
HOCTh anb(da-L-uayponnnaser 1,73 HM/Mr 3a 18 u
B JeWkonuTax KkpoBu, mpu Hopme 61,00-175,50),
JIMAaTHO3 TIOATBEP)KJIEH MOJIEKYJISPHO-TeHETHYECKH.
BrisBieHbl Be HOHCEHC-MyTAllMd B KOMIIAyHJ-TeTe-
PO3UTOTHOM COCTOSTHHH, XapaKTEPHBIE JJISl TSHKEIOro
¢enoruna MIIC I tuma — W47X/Q70X.

B 11 mec. mmmHa Tena cocraBujia 78 cM, Bec
10,4 K1, OKpY>XHOCTH TOJOBBI 47,5 cM. dusnueckoe
pa3BUTHE TapMOHMYHOE, Me3ocomarotun. CamocTos-
TEJIbHO CUJUT, XOAUT C MOAJCPKKON. MbIIEUHbIN TO-
Hyc muddys3Ho cHmkeH. ['yprepornonoOHsii GeHOTHI.
[TomyTHEHHE poroBullbl 00oux Tia3. KoHTpakTypsl
MEJKUX CYCTaBOB KHCTEH pPYK, KOJEHHBIX CYCTaBOB.
Bripaxkennslii rpynonoscHuuHbld  Kudo3. Hocosoe
JIBIXaHWEe 3aTPYIHEHO, M3 HOca OOMIIBHOE CIM3UCTOE
ornensemoe. TOHBI cepana 3By4YHBIE, PUTMHUYHBIE,
CHUCTOJINYECKUH IIyM BJOJIb JIEBOTO Kpas TPYIHHBI.
JKuBOT MArKWH, TUTIOTOHUS MBIIII [IEPEIHEH OproII-
Hoi cteHkH. lleuenp +4,5 cM u3-mox Kpast peOepHOi
nyru, cenesenka +1 cm. [lo mamapiM Y3U OpromHO#
MOJIOCTH: TEMaTOCIUIEHOMETalns; HelpocoHorpadwus:
TPUBEHTPHUKYIOMETAJIHS; JTUKBOPOOKKITI03Us; IDx0-KI'™:
JUIaTalys mojocTedl cepana, B OONbIICH CTENeHH
JICBOTO KENyJ0YKa, yYMEpPEHHas THUIEePTPOPUSI MEK-
KEIyJTOYKOBOM TIEPEropoNKH; COKpaTHUTENIbHAsl CIIo-

COOHOCTb MMOKap/a HOpPMaJbHAas; YTOJIIIEHHE O0EHX
CTBOPOK MHTPAJBHOTO KJjlalaHa, JBIKEHHE CTBOPOK
TUNOKUHEeTHYHOe. Jluarnos: «Mykomnoaucaxapuao3
tuna [ (cungpom ['ypnepa). OTcraBaHne B TICHXO-
MOTOPHOM M TpeApeueBOoM pa3BUTHU. OpraHudeckoe
MOpaXXKeHHE TOJOBHOTO MO3Ta, BHYTPEHHSS THIPOIe-
(hanmst. J[ByCTOpOHHSSI CEHCOHEBpAIbHAs TYTOYXOCTb
1-2-ii crenenn. [loMmyTHEHHE pPOTOBHUIIEI OOOMX TIJIa3.
Bropuunast kapawonarusi (runeprpodus Muokapaa
JIEBOTO JKEJyJ04Ka, HEeIO0CTaTOYHOCTh MUTPAIbHOIO
KJlanaHa 2-i creneHn). [ enaTonmeHanbHbI CHHIPOM.

Jna mpenoTBpamieHusi TporpeccupoBaHus 3a00-
JIeBaHMA, a TaKXKe C LENbl0 YIy4IIeHHs CcOoMaTHye-
CKOTO COCTOSIHUSI peOCHKa Ha BpeMs TOMCKa JIOHOpa
naunrpoBana 3T B noze 100 EJI/kr BHyTpUBEHHO
OMH pa3 B Henento npemnaparoMm Jlaponupaza. O3T
peOCHOK TIEPeHOCHIT YAOBIETBOpHUTENbHO. WHDY3HU-
OHHBIC peaknuu Ha 7, 8, 10-¢ BBemeHUs mpemapara:
pBota, cyOdeOpunbHas nuxopaaka. Peakumu Obun
pPaCIICHEeHbI Kak JIeTKHE W He IMOTpeOOBall OTMEHBI
Tepanuu. B nanbHeieM mpoBoIniIach mpeMeuKaris
MIPOKMHETUKAMHU W >KapOTIOHIDKAIONINMH Tperapara-
Mmu. [loOGouHble peakyyu HE MOBTOPSIIHCH. D(H(PEKThI
@3T (8 Mec. Tepanuu): COKpaleHHE Pa3MEpOB ITeYeHU
(mo +1,5 cM um3-mox pebepHOH ayru), HOpMaTH3aIlHs
pa3MepoB Cele3eHKH, YIyqIIeHHe HOCOBOTO JBIXaHuS,
MCYE3HOBEHUE HOUHBIX alHO), a TaK)Ke CTaOWIH3arius
110 MOPAXEHUIO Cep/lia.

B Bospacte 20 mec. B Kmmuuke «HUM per-
CKOI OHKOJIOTHH, T€MaroJOrMHd W TPAHCIUIAHTOJIOTHH
M. P.M. TopGaueBoii» ObUTa MpOBEACHA AaJUTOTCHHAS
TKM oT HEpOACTBEHHOro JOHOpPA. TpaHCIUIaHTaLMs
TIPOIIJIa YCMEIIHO, NPMKUBIEHNE TPaHCIIaHTara Ipon30-
1o Ha 12-i nens. Ilocme TKM nostBuiack coOCTBEHHAs
aKTUBHOCTH (pepMeHTa B TIpeseNiax HOPMAITbHBIX 3Hade-
HU. AKTUBHOCTE (epmenTa Ha 102-i genp mociae TKM
118 am/mr 3a 18 u (Hopma 61-175,5 HM/MT), KOHIIEHTpa-
st TAI' moun 31,2 am/MM (Hopma 5,6-10,6 HM/MM).

JluHaMuKa 110 OCHOBHOMY 3a00JI€BaHUIO: TIPOTPEC-
CHUBHOE TICHXOMOTOpHOE pa3BUTHE peOeHKa B BHUJE
TOSIBIICHUST PEYeBOM TpoxyKiuu (ppazoBas pedb
K 4,5 romam), mojjiepkaHHe HOPMaJbHBIX DPa3MEpOB
[IEYEHHU U CEeJEe3EHKH, HOPMaIN3alKs MEJIKOH MOTOpH-
KM B TIAJIBIIAX PYK, CTAOMIM3AIHS IOPAKSHHUSI OPTaHOB
ciyxa u 3peHuss. OTMedanocs MporpeccupoBaHme Ku-
(hoTryeckoit AedopmMannu B rpyAONOICHUYHOM OT/Ee
MI03BOHOYHUKA C CYKEHMEM CIMHHOMO3TOBOIO KaHa-
Ja (M3MEHEeHUs] Bepu(HUIMPOBAHBI MO JAHHBIM PEHT-
TeHOTpaMM, KOMITBIOTEPHOH H MarHHTHO-PE30HAHC-
HOHM TOMorpaduu), JETKU CIIACTHYSCKUM Iapamnapes.
[Tokazanmem K oOIepaTMBHOMY JIEYEHHIO CTajo Ha-
auure OypHO mporpeccupyromeid aegopmanuu mMo-
3BOHOYHHMKA TSDKEJION CTENeHW, HapacTaHue HEBPO-
JIOTHYECKOW CHMIITOMAaTHKH. BpITIOTHEHA omeparius:

@ [lenmarp. 2021.T. 12. Bein. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



HACNEACTBEHHbIE BONE3HM OBMEHA / CONGENITAL METABOLIC DISEASES

75

b c

Puc. 2. Manbuuk ¢ MykononucaxapuaosoM | Tuna B Bospacre: a — 11 mec.; b — B 3 . 5 Mec. (nepen onepaTMBHLIM NevYeHUEM);
¢ — B 4 r. 5 mMec. (pesynbTaT onepaTMBHOI Koppekuum aedopmauum) [6]

Fig. 2. Boy with mucopolysaccharidosis type | in age: a - of 11 months; b - 3 years 5 months (before surgeon);
¢ - in age of 4 years 5 months (after correction of spine deformity) [6]

KOPpeKLUsI W 3aAHsAs HMHCTpyMEHTalbHas (uKcauus
IPYIONOSICHUYHOTO OTZeJIa MHOTOOIOPHOW TpaHc-
MEAUKYISIPHOH  CUCTEMOH. 3amHuil  CIIOHAWIIONE3.
ITocneonepanuoHHbIN IEPUOJ IPOTEKAI IaK0. B He-
BpPOJIOTHYECKOM CTaTyCce YIYYIIMJICS TOHYC MBIIIII
HIOKHUX KOHEYHOCTEH M TOJEPaHTHOCTb K Harpys-
kaM. IIpu KOHTPOJIBHOM OCMOTpE uepe3 rof Iocie
orepanuu JaedopManus HE MPOrPECCUPYET, CTOSHUE
HMMIUTaHTa KOPPEKTHOE, HEBPOJIOTHYECKUH cTaTyc 0e3
yxynumenus. Ilpeacrasienst oto namuenta ¢ MIIC
I Tuma B Bo3pacte 11 mec., B 3 . 5 mec. (mepen
OTICPAaTHBHEIM JIedeHUEM), B 4 T. 5 mec. (pe3yibrar
orepaTuBHON Koppekuuu aedopmanuu) (puc. 2).

MYKOMOJIMUCAXAPUAO3 Il TUNA,
CUHOPOM XAHTEPA

Kiaunnka u 3nuaeMuoJiorus

[Ipu poxaeHun OoNbHBIE MANTBYMKA HE MMEIOT Ka-
Kkux-1m6o knuHnueckux npossiaenunit MIIC. B Bospac-
T€ OT 2 70 4 JIeT y HUX MHOSBJISIFOTCSI HEKOTOPbIE Yeper-
HO-JIAIIEBBIE OCOOEHHOCTH — TIOJNHBIE TYOBI, OObIITe
KpyIJIble IEKH, LIMPOKas MepeHOCHIa, MaKpOIIIOCCHs,
Makpouedanis B coueTaHuH ¢ ruaponedanueir. Yromi-
LIEHHE TOJIOCOBBIX CBSI30K MPHBOAMT K OrpyOJICHUIO
ronoca. [loMyTHeHHE POTOBHUIIBI HE XapaKTEpHO, XOTs
MOXKET Pa3BUBAThCA JereHepauusi cerdyarku. bosbHble
IMOABCPIKEHBI YAaCTbIM OTHTaM U PECIMUPATOPHLIM HH-
¢dexiusaM. Y HHUX paHO TMOSBISIOTCS IyNOYHbIE W Ta-

XOBBIC TI'PbDKHM, PAa3BUBACTCA TICIIATOCIIJICHOMCTAJIUA
[7, 8].

IIpu pa3BepHyTOW KapTHHE OCHOBHBIMH KIMHHYE-
ckumu nipogeiernsaMua MIIC I sBisiroTcs rpoTeckHbIe
4epThl JINLA, MHOXKECTBEHHBIH IU30CTO3 B COUYETAHUU
C HAHM3MOM, TeNaTOCIUICHOMErajus, THIepTpoduye-
CKasl KapJHOMHUOTIATHSI ¥ MUKCOMATO3Has JIereHepanus
KJIallaHOB, NPHUBOIAIINE K Pa3BUTUIO CEPACYHO-COCY-
JUCTOH HENOCTaTOYHOCTH M BBICOKOMY PHCKY Hapy-
ICHUH pUTMa CEPIIa, DKCKPEUHs ¢ MOUOH OONbITHX
KOJIWYeCTB JepMmaraHcynbdara ¥ remnapaHcyibdara.
Y HEKOTOPBIX OOJBHBIX UMEETCS XapaKTEePHBIN AUArHO-
CTHUYECKWH TPU3HAK — HAa KOXE CIMHBI WU OOKOBOI
TTOBEPXHOCTH OeJIep MMOSIBIITIOTCS JIOKATbHBIE 00pa3oBa-
HUSI CIIOHOBOTO IIBE€Ta B (hOpME MOPCKOH TajbKH.

Ha puc. 3 BuanHbl Bo3pacTHble (EHOTHITUYECKUE
0COOEHHOCTH ABYX OpaTbeB C CHHAPOMOM XaHTepa.

Hms MIIC Il xapakTepeH BbIpaK€HHBIH KIWHUYE-
ckuii nojuMopdusm. Beiensror a8e popmbl 3ad0sieBa-
HUS: TSDKETYI0 MHPaHTHIBHYI0 (opMy A ¢ mporpeccu-
pylomieii YMCTBEHHOH OTCTAalOCTBIO U Oojiee MATKYIO,
B3pociyto Gopmy B, ipu KOTOpOit HHTEIIIEKT 00BIYHO
He crpamaer [51]. OmHako YeTKOW TpaHUIBI MEXIY
9TUMH (OpMaMH HET, U CYIIECTBYeT HEIPEPBIBHBIH
P MIPOMEXYTOUHBIX cocTostHud. Popma A 1O CBO-
UM KIMHUYECKAM NPOSABICHUSAM Majo OTIMYaeTCs
ot cunapoma ['yprepa, XOTs pa3BUBacTCsl MeJICHHEE.
I[Iporpeccupytomas >HIe}aTonaTHs NPUBOIUT Ha KO-
HEYHOM CTauu OOJIe3HU K TSAKEJIOW HEBPOJOTHUECKOM
CHUMIITOMATUKE, CHIKCHHMIO JIBUTATEJIbHOH aKTUBHO-
CTH BIUIOTH JO HOJHOHW 0OE3IBMKEHHOCTH, KaXCKCHH,
OTCYTCTBHMIO PEaKLUUM Ha OKpyxaromee. s Takux
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Puc. 3.

®deHoTUn 6paTbeB ¢ CMHAPOMOM XaHTepa B pa3HOM BO3-
pacre
Two brothers with Hunter syndrome at different ages

Fig. 3.

MalMEeHTOB XapaKTepHa CKJIOHHOCTh K XPOHUYECKOH
nuapee. MokeT pasBuBaThes Tspkenas auddysHas
HEJI0CTAaTOYHOCTh  KOPOHAPHOTO  KPOBOOOpAIIEHUS.
[Torubarot GompHBIE AeTH B Bo3pacte oT 10 mo 15 jer
Yalmle BCEro OT AbIXaTeJIbHOW WIIM CEepJECYHON HENo-
crarouyHoctu [7, 8].

®opma B MIIC 11 B Gompmieii crerneHd mOXoxa
Ha cuHapoMm llleite. 3aboneBaHne AMArHOCTHUPYIOT,
00BIYHO, B KOHIIE TIEPBOTO WIJIM HA BTOPOM JIECSITHIIC-
UM Xu3HA. PaHO QOpMUpPYIOTCSI Max0OBbIC U MYIIOYHBIC
TPBDKH, MOPaKCHHE CEpPACUHO-COCYAUCTON CHUCTEMBI,
MIPOUCXOMST JIMIIEBbIE W3MEHEHHs [0 THUIY «raprou-
TU3May, TOSBIISIOTCS MPU3HAKH MHOXXECTBEHHOTO JIH-
30cTo3a (puc. 4), TYTOMOABMKHOCTH CYCTaBOB (pHC. 5),
HEHpPOCEHCOpHAsT TYroyXoCTh, PETHHOMATHS, BO3-
MOXKHa OOCTpPYKIUS JbIXaTeIbHBIX NYTEH, HOYHBIC
arHOd, KapmhajdbHBIM TyHHEJIBHBIH cuHApPOM [9].
Teyenne 3a0oneBaHMs MEIJICHHO MPOTPECCHPYIOIIEE.
[IpoaOMIKUTENIBHOCTD JKU3HU BapbUpPYEeT B IIUPOKOM
muanazone. OZHO W3 THUIUYHBIX OCIOXHEHUHM y ma-
LUEHTOB CTapIIEro BO3pacTa — CYKEHHE NPOCBETa
Tpaxeu, MPUBOIIIEe K HEOOXOJUMOCTH CTEHTHPOBa-

-
x|
X

o

Puc. 4. TMopaxeHue KUCTM Npu MyKononucaxapupose tuna Il
Fig. 4. Hands deformity in MPS Il patients

Puc. 5. Oucnnactuueckue n auctpoduyeckme nsMeHeHus Taso-
6eapeHHbIX CYCTaBOB Npu MyKononucaxapupose tuna |l
Fig. 5. Hip changes in MPS Il patients

HUS W/unn Tpaxeoctomun. Hambomee wactoil mpuim-
HOW paHHel rubenu OONBHBIX HA BTOPOM HIIM Tpe-
ThEM JIECATWIIETUN JKU3HH CTAHOBUTCS JbIXaTelbHas
WM cepAeyHas HeI0CTaTOYHOCTh. MHorma OombHBIE
JOKMBAIOT JI0 CTapuecKOro BO3pacTa.

B penkux ciyyasix cunapom XaHTepa AUarHOCTUPY-
IOT y JIEBOYEK, ITPH 3TOM Y HUX, KaK IPaBHUII0, O0HAPYKHU-
BalOTCSl HEOOJIBIIINE TETEPO3UTOTHBIE ACTEINH B JJIHH-
HOM Iieye X-XpoMocombl B oOmactu Xq27-q28 wau
X-ayTOCOMHBIE TPAHCIIOKAINHU C TOYKaMH pa3phiBa, JI0-
KaJIU30BaHHBIMU B TOM K€ paifoHe X-XpoMocombl [28].
Y Takux JeBodeK HaOMOmaeTcs MPenMyIeCTBEH-
Has WHAKTHUBAIlUs HOPMaNbHON X-Xpomocombl [24].
CrietnuvecKuii xapakTep JIaHOHM3alUKA OOYCIIOB-
JIeH, TO-BHIUMOMY, MO3IHEH peIulMKaluen aeneTH-
POBAHHOM WM TPAHCIOLUUPOBAHHONH X-XPOMOCOMBI.
J1s 0OBSICHEHUS ATOTO SIBIICHUS TIPUBJIEKACTCS TaKKe
TUIIOTE3a XPOMOCOMHOI'O UMIIPUHTHHTA. B HacTosmmit
MOMEHT B JUTeparype onucano 10 geBodex ¢ auarto-
30M «cuHApOM XaHTepay. CylecTBYIOT IUTEpaTypHbIC
JTAaHHBIE 0 MHHUMAJIBHBIX MPOSBICHUSAX Y KEHIIUH-HO-
CUTENFHUI] MyTanuu B reHe /DS.
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Yacrora MIIC II Bapeupyer B mpenenax or 1
Ha 100000 no 1 nHa 170000 HOBOpPOXIAEHHBIX Majb-
YHUKOB.

buoxnMuyeckne 0OCHOBBI MATOreHe3a

BriepBeie nayponar-2-cynegarasa Obuia BbLICICHA
B YHCTOM BHJIE U3 [IEUCHN YE€JI0BEKA, YTO MO3BOJIMIIO HC-
clIeioBaTh ee OMOXMMHUYECKHE U KaTaJuTHIEeCKHe CBOM-
ctBa [20]. B meuenu, moukax, Jerkux M IUIAICHTE 3pe-
TBIA (pepMeHT IpeacTaBieH ByMs NIaBHBIMU (opMaMu
¢ MoONeKyIsipHbIM BecoM 42 u 14 k/I. 3pensie GpopMmer
HIypoHAT-2-Cyib(arasbl 00pa3yloTCsl IyTEeM IPOTEO-
JUTUYECKOTO paclIeryieHnss Oelka MpealiecTBEeHHHKA.
®epMeHT nMeeT OO0JBLIOE CXOACTBO M0 aMHUHOKHCIIOT-
HOHW IOCJEAOBaTEeIbHOCTH C apuicyibdarazamu A, B
n C 4enoBeka W TIFOKO3aMHH-0-Cyib(]aTa3oi.

OcHoBHas (yHKIHS HIypoHAT-2-CylIb(ara3sl Co-
CTOMT B OTHICIUICHUH Cylb(para OT TEPMHHAILHOTO
ocrarka 2-cynb()onaypoHOBOM KUCIOTH B ABYX Al —
JepMaTaHcyiabdare U renapancynbgare. B pesynsrare
HempocTaTouHocTH 3Toro pepmenta rmpu MIIC I nepma-
TaHcynb(dar 1 renapancyabPar B BHICOKUX KOHIIEHTpa-
[USAX HAKalJIMBalOTCS B JIM30COMaxX MPAaKTUYECKH BCEX
KJIETOK, TKaHEH M OpraHoB OOJBHBIX. DTUM OOBSCHS-
eTcs MJICHOTpOonHbI (eHoTun 3a0o0neBaHus, TO €CTh
OJHOBPEMEHHOE BOBJICUECHUE B MATOJOTHYECKHI IPO-
[[ECC MHOTHX CHCTEM M OpraHoB OOnbHOTrO. TsKecTb
Tedenus: pazauyabix popm MIIC II HemocpencTBeHHO
3aBUCHT OT OCTaTOYHOW aKTUBHOCTU (pepMeHTa.

KaprupoBanue u ugeHTudguxanus rena IDS
Brepsrie monmnopasmepnas k/IHK rena nayponar-2-

cynbdarassl (/DS) ObUla N30MpOBaHa U3 TKaHeCHedu-
YeCKOl OMONMMOTEKH TeHOB YHIOTENAITBHBIX KIIETOK [74],
YTO MO3BOJIMJIO JIOKAJIU30BaTh TeH /DS B AMWHHOM Iie-
ge X-xpoMocombl B obmactu Xq28 [75]. I'en cocrout
U3 9 DK30HOB, pacHpeeNieHHBIX Ha TUIOmAau B 24 KO
[38,75,76]. CtpykTypa mpoMOTOpa T€Ha CBHJIETENb-
CTBYET O TOM, YTO OH DKCIIPECCHPYETCs IMOBCEMECTHO,
TO €CTh OTHOCHTCS K KJIACCY T€HOB «IOMAIITHETrO XO35H-
cTBa». B muroreneTmyeckoil o06macTu pazMepoM OKOJIO
90 k0, pacrojioKeHHOU TenomepHee reHa /DS, wjieH-
TUQUIMPOBAH €ro ICeBIOreH, oOo3HadaeMblil [DS2
[21, 39]. Iloka3aHO, YTO HHUTOreHETHYECKas 00JIacTh
JIOKaNM3aIiuy TiceBnoreHa /DS2 BOBIeUEeHA B PEKOM-
ounamio ¢ reHoM /DS mpumepno y 13 % OGombHBIX
CUHIPOMOM XaHTepa.

Mymayuu 6 cene IDS. Y 20 % OG0ONbHBIX CHHIPOMOM
XanTtepa reH /DS NOMHOCTBIO WM YaCTUYHO JENIETHPO-
BaH, JTMOO BOBJIEUEH B JIPYTHE CTPYKTYPHBIE IIEPECTPONKH
[26, 43]. ITpumepro y 13 % OoJBbHBIX IPUUUHON pazpy-
nieHus reHa /DS cTaHOBATCA WHBEPCUH, 3aTparkBaroiiye
MIepBBIE 7 DK30HOB IeHa /DS. DT nepecTpolky Mporcxo-
JIT B pe3yJIbTare TOMOJIOTMIHON PEKOMOWHAIINH MEXKTY

renoM /DS u nceBmorenom [DS2 [22]. TlokazaHo, 4TO
«TOPSYMMH TOYKAMID) PEKOMOWHAIINH B JJAHHOM CITydae
SIBJIAIOTCS. BBICOKO TOMOJIOTHYHBIE TIOCIIEIOBATEIHbHOCTH
JHK (98 % romornornn) pasmMepoM OKOJIO THICAYM Tap
OCHOBaHMH, PacIOJIOKEHHBIE COOTBETCTBEHHO B 7-M MH-
TpoHe reHa /DS u mucranpHee dKk30Ha 3 jokyca [DS2.

[IpumepHO y 23 % OOMbHBIX CHHAPOMOM XaHTepa
UACHTUDUIINPYIOTCSI OTHOCHTEIHLHO HEOOJBINNE BHY-
TPUTCHHBIC MEPECTPOUKH — SN W WHCEPIUH,
3aTparuBarolIie HECKOJIbKO HYKJICOTHAOB. B ocramb-
HBIX CITydasiX y OOJNBHBIX HAXOISAT TOYKOBBIE MYyTAIlHH
MHUCCEHC- WJIM HOHCEHC-THIIA, a TaKKe MyTalluH, Ha-
pylIaromye mpouecc CrulaiCHHra.

K uucny myTtanmii, He3aBUCUMO UACHTU(DUIIUPOBA-
HBIX B Pa3HbIX MOMYJSLUSAX, OTHOCSITCS TPHU HYKIICO-
THIHBIC 3aMEHBI B KojoHe 468 »k3oHa 9 rema IDS,
COTIPOBOXKJAIOIMECS] ~ aMUHOKHCIOTHBIMH ~ 3aMEHa-
mu — R468W, R468Q n R468L [33, 44, 72]. bons-
m1asi FeTEPOreHHOCTh MyTaluil B rede /DS 3arpynnser
MOJICKYJISIPHYIO TUATHOCTHKY CHHIpOMa XaHTepa.

JKcnepuMeHTadbHbIEe MO/EIH

EcrectBennoi SKCIEPUMEHTAIBHON MoJie-
apto MIIC 11 sBnsitoTcst koOenaw Toponsl Jabpa-
JOp-PETPUBEP, HUMCIOLIME  HACJECACTBEHHYIO  He-
JIOCTAaTOYHOCTD HAIypoHaT-2-Cynbdarassl [73].
OTa HeIOoCTaTOYHOCTh OOYCIIOBIIEHA  MYTAIlHsIMH
B TeHE HAypoHaT-2-cynb(dara3bl cOOaKH, TOMOJIOTHY-
HOoM TeHy [DS uenoBeka. Co0aku HMEIOT KpYITHBIC
TOJIOBBI C TPYOBIMH MOP(OIOTHYECKUMHU OCOOEHHO-
CTSIMH MOpZbl, MaKpOIAKTHJIHIO, TC€HEPAIM30BAHHYIO
OCTEONEHHIO, TMPOTPECCUPYIOLINE HEBPOJIOTHYECKHE
HapyLICHUS, OTHOCTOPOHHIOK TUCTPO(MHUIO CETYATKU
Y TO3UTUBHBIN MoueBod TecT Ha ['AT.

Co3znaHa TpaHCTEHHAs «HOKAyT»-JIMHUS MBIILIEH C OT-
CYTCTBHEM aKTHBHOCTH HIypOHAT-2-Cyib(]ara3bl y caMm-
11oB — Ids-null [40]. C 4-Hene/ibHOTO BO3pacTa U Ha po-
TSDKSHUH BCEH JKM3HH Y MyTaHTHBIX CaMIIOB HaOIIoa1ach
noBbIlLIeHHAs dKckpelmsa Al ¢ MOYOIl U HakoIIeHUE
I'Al" B TKaHsIX HauuHasg ¢ 7-U HeAenau. Y HYJEBBIX My-
TAHTOB pa3BHBAJIACH TEMATOCIUICHOMETaINs W HaOmo-
JIaJI0Ch YBEJIMUYCHHE JPYrHX OpraHoB. Jpyrumu QeHo-
TUITMYECKUMH OCOOCHHOCTAMH ObUTH TpyOasi IIEpCTb,
Cropaanyeckas ajomenys, HICKPUBJICHNE NAJIbLIECB KOHEY-
HOCTCH, aHOMAJIMU B Pa3BUTUM 4Yepera, YMEHbILCHHAs
JIBUTaTeNNbHAsl aKTUBHOCTh M 3HAUUTENILHOE COKpAIleHHE
MPONOIDKUTENBHOCTH KU3HH. [Ipu rucronornyeckom 00-
CIIZIOBAaHUHM BO MHOTHX OpraHax BBIABISUTHCH AU(dy3HO
pacrperiesieHHbIE IEHUCThIC BaKyOIN3UPOBAHHbIC KIICTKH.

OTu Mozpenu MOryT ObIThb HCIIOJIb30BAaHBI Ul H3-
YYEeHHS MOJEKYJISpHBIX MEXaHH3MOB IIaToreHes3a
cuHApoMa XaHTepa M MPOBEACHHS JTOKIMHUYECKUX
WCTIBITAHUI METOIOB TEPAlUKM 3TOr0 TSHKENIOro 3a0o-
neBanus, Bkmoyas TKM, ®@3T u renorepanuto.
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JlabopaTopHasi AMATHOCTHKA M JiedeHHe

Huarnoctuka MIIC II ocHOBaHa Ha COBOKYITHO-
CTH JTaHHBIX KIMHUYECKOTo O0CIIeq0BaHMs TMAIMEHTa,
OMOXMMUYECKOTO M MOJICKYISPHO-TEHETHYECKOIO aHa-
mu3a. OgHUM U3 HauOosee PaHHUX JMArHOCTHYECKHX
npusHakoB MIIC II MOXXHO cyMTaTh MNOBBIIIEHHYIO
skckpenuio ¢ Mouod I'AlT u, mpexie Bcero, Jaepma-
TaHcynb(ara W remapancyinbgara. Jns TonTBepk-
JCHHsl JMarHo3a MPOBOMASAT aHaNW3 (epMEHTATUBHOU
AKTUBHOCTH MIypoHar-2-cynbdaTassl B JeHKOLUTaX
WIN BBICYLICHHBIX MATHAX KPOBH, a TAKXKe MOJICKYJISIp-
HYIO JTUAarHOCTHKY HPOTSDKEHHBIX JeNelUi, MHBEpPCU
U Ipyrux myTanuii B reHe /DUA.

[Ipu perpoBupycuoit Tpancaykuuu kJIHKoBoit
rmocliefioBaTeIbHOCTH TeHa [DS B muM{QoOIacTo3HbIe
JIMHUU KJIETOK OOJIBHBIX CUHAPOMOM XaHTEpa IOCTHUT-
HyTa KOppeKIus MeTadonmaeckoro aedekra [23]. Ypo-
BEHb JKCIIPECCHUH HypoHar-2-cyibdara3zpl B TpaHC-
JyLIIMPOBAHHBIX KJIETKAX OKa3aJCs O4YeHb BBICOKUM,
B 10-70 pa3 mpeBbluaromuM HopMmy. [lokazaHo, yTO
PEKOMOWHAHTHBIN ()EPMEHT aKTUBHO yYacTBYET B Me-
tabomm3me ['Al. Otu uccnenoBanus MOTyT paccMaTpu-
BaTbCsl KaK HauyaJbHBIH IIar B pa3padoTKe Mporpamm
reHorepanuu MIIC II.

OnyoOnukoBanbl pe3ynbrarbl TKM, BbITONHEHHBIC
y 10 GompHBIX cuHApoMoM XaHTepa [69]. Tombko
Tpoe MpOXWUIM Oojiee 7 JIET mMocje TpaHCIJIaHTAalWH,
MpUyYeM OJUH M3 HUX ymep uepe3 11 yer mocne mpo-
BEICHHOH mpouenypsl. BBICOKYI0 CMEpTHOCTb 0O0Ib-
HBIX aBTOPbI OOBSICHAIOT IUIOXUM I0Z00POM JOHOPOB.
VY 0omHOro M3 BBDKMBIIMX IALMEHTOB MHTEJIEKT ObLI
MOJHOCTBIO COXpaHeH, HO HaOmromanach HeOonbImas
3ajiepkka (u3nyecKoro pa3BuTHsa. B HacTosiee Bpe-
Ma TKM mpu MIIC II B Poccum He HCHONB3YIOT,
HO MMEIOTCSI PEKOMEHIALMU acCOLMALUU MEIULMH-
CKMX IreHeTUKOB 1o nposeneHuro TKM npu Tskenbix
Bapuantax MIIC II, accoumupoBaHHBIX C MHCCEHC-
myTamusmu [15].

B CIIIA u psine eBponeicKkux cTpaH JIMLEH3UPOBaH
U TIpoIIeN KIMHUYECKHE HCIBITAHUS Ipernapar uayp-
cynbbhasza (pekoMOMHAHTHAs UAypaHar-2-cyiabdaraza
YeJNoBeKa), WM JJamnpasa, MPenIoKeHHbIN I Jede-
Hus cuHapoMa Xantepa [77]. CymiecTByeT elie ofuH
npenapar st O@3T MIIC II — Xanrepaza, Takxe
YCIICIIHO TPUMEHAEeMbI B MHUpoBOW U Poccuiickoi
npaktuke. O0a mpemnapara 3aperucTpUpOBaHbl Ha Tep-
putopuun P®. Bo3MoxkeH mepexoj C OJHOro Ipena-
para Ha APYrodl mpM HaJUYuU HETEPEHOCHMOCTH W/
WIA Pa3BUTHUM TSDKEJIBIX aJUIEPTUUECKUX Peakuui
y mnamuenToB. llpu pannem nawame P3T nabmona-
eTcsl yAy4IlIeHWe MHOTMX MaTOJOTMYeCKHUX IpOsBIIe-
HUi 3a0oneBanus. Hopmannzyrorcsi pa3Mepsl Ie4eHH
U CEJIC3CHKH, HE HapacTaeT CTEeNeHb MOPaXKEHUs cep-
JIEYHO-COCYIUCTON CHCTEMBbl, YBEINYHMBACTCS 00BbEM

JBIOKCHUH B TMOpPaXeHHBIX cycraBax [2, 3]. Jas o6-
JIeTYeHHs TIPOBEACHNS BHYTPUBEHHBIX MH(]Y3UH y Ta-
mueHtoB ¢ MIIC B crammoHape MOTYT HCIOIH30BaTh
UMIUTAHTUPYEMBIC BEHO3HBIC CHUCTEMBI, 3HAYUTEIHHO
oOeryatomue BeHO3HbIH goctyi [17]. Ho HegocraTok
DOnarpa3sl 3aKIIOYAETCS B TOM, YTO OHA HE MPOHUKA-
€T CKBO3b TremarodHIehamnIeckuii 0aprep, TO ecCTh
He Tomnajaer B Mo3r. [l mpeoponenust 3Tol TpyAaHO-
CTH Tipeniapar OblT MOAM(UUIUpPOBaH IMyTeM aobaBiie-
nus cneunduueckux anturen (AGT-182). Pesynbrars
neuenud nanueHTos ¢ MIIC I ¢ ucnons3oBanueM 31o-
ro MOAU(UIMPOBAHHOTO Tperapara IMoKa HEM3BeCT-
Hel. [lepecaaka reMOMOAITHYECKUX CTBOJOBBIX KIIETOK
oonmpabiM MIIC I Takke oOKa3bIBaeTCsl YCICIIHOM
TOJILKO TIPY PaHHEH TOCTAaHOBKE JMarHo3a B BO3pac-
Te 10 2 ner wiu pansuie [19, 63].

ITepcniextuBHOM Mt neuenwnst pu MIIC I u 11 Tumos
MOKET OBITh CyOCTpaTpenylUpyoIas Teparus, 0OCHO-
BaHHas Ha mojaBiieHuu BbipaboTku Al C artoif me-
abt0 Ob11 pa3paboran npenapar ['enucrenn (Coiidem),
KOTOPBII XOPOIMIO ceds MoKa3aj B OMbITaX Ha HKCIEpPH-
MEHTaJIBHBIX MoneisaxX. [Ipu panHeM Hadaje JICUCHHUS
y JKUBOTHBIX YIaBaJlOCh MPUOCTAHOBUTH PA3PYIICHHE
KJIETOK I[CHTPAJIbHONH HEPBHOU CUCTEMBI.

OnHy w3 mepBbIX NanueHToB B Poccum, momyvas-
mue 3T mpu MIIC I, Taxke momydanu [eHuCTEHH.
[lepenocuTcs mpemnapar XOpoIIo, HO 4acTO MPUBOIUT
K M30BITOYHOMY BECy, TaK KaK II0 CBOCH CTPYKType
SIBJISICTCSL AHAJIOTOM JKEHCKHX TIOJOBBIX TOPMOHOB.
SBnsercs mpemnaparom BbeiOopa mpu MIIC III, mms
KOTOpPOTO B HACTOSIIIMN MOMEHT HET TOCTYIHOTO TIpe-
napara st O3T.

B wnacrosmee Bpems B Poccum nedenue monyda-
o1 okoio 80 GompHBIX MIIC 1 u 11 TumoB. bombmas
JacTh W3 HHX HaXOOuTcsd Ha mnoxkuzHeHHor O3T,
a 25 — mponum TKM. HM3-3a BBICOKOW CTOMMOCTH
JIEKapCTB, KOTOpBIE CIENyeT BBOAUTH OOJNBHBIM e€Ke-
HEJIeIbHO, PacXoJbl HA 3TU 3a00JCBAHUS JTHIUPYIOT
B OO/KETax, BBIJICICHHBIX TOCY/IaPCTBOM Ha JICUCHHUE
ophannapx 60me3neii. Tak, CTOMMOCTH OIHOTO (TaKo-
Ha Omampassl Komebnercst or 175 mo 185 TthIc. pyo.
Jlyis jieueHus: OHOTO OOJIBHOTO CHHAPOMOM XaHTepa
exeHenensHo Tpedyercs or 300 mo 500 TeIc. pyo.
Tem He MeHee HET COMHEHHsS, YTO YK€ B OJrDKai-
IIMe TOABI TIOSBSTCS aJbTEpPHATHBHBIC TEpareBTHYE-
CKHE TOAXOJbl B MPO(UIAKTHKE M JICUCHUM IalUCH-
toB ¢ MIIC u Oynyt pa3spaboranbl Oojiee JCIICBEIC
METOIbI ITPOU3BOJICTBA HEOOXOAUMBIX JIEKAPCTBEHHBIX
MIperaparos.

Myxkononucaxapuao3bl TunoB I u Il B Hacrosiee
BpeMsl 3aHMMAIOT BRXXHYIO HUIILY B CTPYKType opdaH-
HBIX 3a0o0neBanuii. HecMOTpst Ha PEIKOCTh MMATOJIOTHUH,
3HAHUS O JIaHHBIX 3a00JICBaHUSX aKTyallbHBI JUIS Bpa-
yell NepBUYHOIO 3BeHAa. FIMEHHO Ha 3TOM 3Tarne Hayu-
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HACTCS JUArHOCTUKA 9TOW PENKON MaToNoruu. PaHHss
MOCTAHOBKA JIMArHO3a — JTO BKHBIN dTam Ha MyTH
Teparuu, MO3BOJSIONIUA MOTYYUTh JOCTYI K OOJbIIe-
MY KOJIMYECTBY BAPUAHTOB JICUCHHUS, & CIICAOBATEIBHO,
VAYYIIUTh OTAAJICHHBIC PE3YJIbTaThl U KaUeCTBO KH3HU
nanuenTos ¢ MIIC.
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OMOUMUOHAJNIbHBIE N NOBEAEHYECKMUE KOMMNOHEHTbI B CTPYKTYPE CTPECCA
MHOEPTUNIBHOCTU Y XEHLWMWMH C BECNNOAUNEM
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Ansa yumuposarus: Kapronb WU.B., 3emnsHbix M.B. IMoLMOHaAbHbIE M NOBEAEHYECKME KOMMOHEHTbI B CTPYKTYPE CTpecca MHGepTUIb-
HOCTM Y XeHUWMH ¢ 6ecnnoavem // Neauatp. — 2021, — T. 12. — Ne 3. — C. 85-91. https://doi.org/10.17816/PED12385-91

Mocrynuna: 19.04.2021 Opobpena: 25.05.2021 MpuusTta Kk nevatu: 23.06.2021

CraTbs MOCBALLEHA MCCNEAO0BAHUID CTpecca MHGOEpPTUNbHOCTU Yy XEeHWMUH c becnnoaueM. MccnepnoBanucb Takue co-
CTaBAsolWME cTpecca MHOEePTUNbHOCTU, KaK TpeBOra, Aenpeccus, KOMUHr-CTpaTeruu, 3MOLMOHa/bHble CXEMbl, @ TaKXe
NCMXONOrMyeckas COCTaBAAOLWLAA KayecTBa XU3HW. Llenbo nccnepoBaHus 6bi10 M3yunTb OCOBEHHOCTU OTAENbHbIX CO-
CTaBNALWMX CTpecca MHOEpPTUNbHOCTU, TaKMX KaK TpeBOra, Aenpeccus, a TakXe 3MOLMOHasbHble CXeMbl MALMEHTOK
M cnocobbl COBMafaHUs CO CTPeCCOM. B kauyecTBe MeToauk uccriepoBaHus 6binu BbibpaHbl: Llkana Tpeeoru A. beka,
LWkana penpeccun A. beka; onpoCHWMK MCCNef0BaHWS KadvecTBa >u3Hu npu Becnnogmun FertiQoL J. Boivin; onpocHuk
«Lllkana amoumoHanbHbix cxeMm P. iuxu» (LESS 11); onpocHuk konuHr-ctpateruit COPE B apantaumu T.0. lopaeesoit, E.H. OcuHa,
E.A. PacckasoBoi, O.A. CbiueBa, B.1O. LLieBaxoBoi. MiccnenoBaHbl 33 XeHLWMHbI ¢ 6ecnnogmem (0CHOBHas rpynna) U 33 xeH-
WWHbI, HE MMelWwKe Becnnoaus M He NnaHupywwme GepeMeHHOCTb B Baukaiwee Bpems. PesynbtaTthl uccnenoBaHus
BbISIBUIM TakMe OCOOEHHOCTU XKEHLLMH C 6ecnioaneMm, Kak HeloCTaTOYHas yA0BAETBOPEHHOCTb KAauYeCTBOM XM3HMU, Cy6b-
€KTUBHO OLLYyLIAaEMble 3MOLIMOHANbHbIN AMCKOMDOPT, HELOCTAaTOYHAs COLManbHas NMOALEPXKA M HEKOTOopas HeynoB/eT-
BOPEHHOCTb CYMPYXXECKMMU OTHOWEHUAMU. [TpU 3TOM CYOKIMHUYECKME YPOBHU TPEBOXHO-LEMNPECCUBHOW CMMNTOMATUKK
COMPOBOXAATCA 06LLEeM HANPSXKEHHOCTbIO 3MOLMOHANbHbIX CXEM, NpeobnagaHueM cxeM «HyBCTBO BMHbI 33 COOCTBEHHbIE
aMouuny», «HemoctaToyHas OCMbICIEHHOCTbY», «MHBanMaaumMsa aMouuun Apyrumus, «fporHosnpyemas LNMTENbHOCTb 3MO-
uni», «CKNOHHOCTb K pyMUHALMAM», «YNpOLLEHHOE npeacTaBneHme 06 amounsx». [loBeneHveckme cTpaTternm B CTpECCOBOM
CUTYaLMKU Y XKEHLWMH CO CTPECCOM MHPEPTUIBHOCTU OTIMYAIOTCS HETMOKOCTbIO, CKOHHOCTbIO K M36EeraHuio U oTpULLaHMIO,
peaKoMy MCMOb30BaHUIO MO3UTUBHOMO nepedopMynMpoBaHms 1 toMopa. [poBefeHHOe UCC/IeA0BaHME BbISIBUNO Hanuuue
pas3fMyHbIX NoaAepXuBawWwmnx GakTopoB cTpecca MHPEPTUNBHOCTM, XapaKTEPHbIX A5 XEHLWMH, cTpajalowmnx decnio-
OVMEeM: HefoCTaTO4YHas YAO0BETBOPEHHOCTb KAYeCTBOM XM3HM, CYObEKTUBHO OLLYLLAEMbIE IMOLMOHANMbHLIM AMCKOMDOPT,
HefoCTaTOYHAs couManbHas NoAAEPXKKA M HEYAOBNETBOPEHHOCTb CYMPYXeCKMMU OTHOLWEHUSIMU. Tpn 3TOM CyOKIUHUYE-
CKMe YPOBHM TPEBOXHO-LEMNPECCUBHOW CUMMNTOMATMKM COMPOBOXAAKTCSA 0OWEN HANPAXKEHHOCTbIO IMOLMOHANBHBIX CXEM
M OFPaHUYEHHOCTbIO NOBEAEHYECKMX CTPATErMUii B CTPECCOBOW CUTYyaLUK.

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

limited behavioral strategies in a stressful situation.

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

BBEAOEHMUE

PoauTenscTBO MM pOb POTUTENSI 3aHHUMAET IICH-
TpaJbHOE MECTO B CAMOMJCHTUYHOCTH MHOTHX JIFOJCH
W MPEJCTaBISIETCsl ONHOW M3 Haubosiee BaXKHBIX COLM-
aJBHBIX poJieil. BonbIIMHCTBO TrONEl paccMaTpuBarOT
POINTENHCTBO KaK E€CTECTBEHHBIM JTall XU3HEHHOTO
MYTH W CYUTAIOT, YTO MOTYT CTaTh POJUTEIISIMH, KOT-
na OynyT rotoBbl. Takum oOpa3oM, ombIT Oecruioaus
9acTO CTAHOBUTCSI HEOKUJAHHBIM U HEXKEJIATEIbHBIM.

[Tockombky Oecriofye MpeacTaBiIsieT coOOW He-
CIOCOOHOCTH JIOCTHYB JKEJAeMOro CTaryca, OHO dYa-
CTO BOCIPHHUMAETCS Kak yrpo3a sl JIUYHOCTH
[7, 19, 24, 25, 32], uTo mpUBOAUT K (HOPMUPOBAHUIO
OIIlYIIEHUS] COOCTBEHHOU Ne(PEKTHOCTH M CHUKCHUIO
OIICHKH CBOEH KOMIIETEeHTHOCTH, OCOOEHHO AJIsl JKEH-
mwH [22, 23].

[Icuxonornueckuii aucTpecc U Oecioane IUPKY-
JSIPHO B3aMMOCBSI3aHbI, TUCTPECC MOXKET CTaTh IMPH-
YUHON OECIUIOMUS W CHHU3UTH BEPOSTHOCTh HACTY-
IJICHUST OCPEMEHHOCTH, U B TO K€ BpeMs OccCIUIoame
MOJKET BBI3BATh ICUXOJOTHYECKUN muctpecc [14, 33].
BrionHe BeposiTHO, 4TO CTpecc W JIpyrue HeraTWBHBIC
SMOLMOHAJBHBIE COCTOSHUSI MOTYT CHHU3UTH BEpPOST-
HOCTh OepemenHoctu [21, 26, 27, 30]. B nmrepary-
pe TomOOHBIE COCTOSHHUS 0003HAYAIOTCS KaK CTPEcC
undeprunpHocT [8, 20, 28].

B nuTepaTypHBIX HCTOYHHKAX OTMEYAETCsl POIIb CTPEC-
ca MH(EPTHILHOCTH TPH BO3HHUKHOBEHHH OECILIONM,
a TakkKe BIHSIHUE TICMXOJIOTHYECKHX (haKTOPOB HA ITOKa-
3aTeNy YCHENIHOCTH SKCTPAKOPIIOPaIbHOTO OILIONOTBO-
penust (OKO) [15, 16 18, 33]. MHorouncneHsble nccie-
JIOBaHMs TOKA3aJM, YTO OCCIUIONHE U JICYCHHUE OT HEro
BBI3BIBAIOT CTPECC W SIBIBIIOTCSA (pakTopamy pHCKa st
Pa3BUTHS CUMITTOMOB TPEBOTH U Aernpeccu [12, 29, 31].

Kpome Toro, Oecruiomme — XpPOHHYECKH CTPECCO-
Basg curyanusa. CoIlacHO MOJENW OIEHKH cTpecca
Jlazapyca, mpearnonaraercs, 4YTo JIIOIU IEPEKUBAIOT
CTpecC Kak pe3yJbTaT OIICHKH BHEIIHETO JaBJICHHUS
(cTpeccoBoii), KOTOpOMY OHH MPOTHBOCTOAT [28].
Mopnenb sMolMOHaNIBHBIX cxeM P. JIuxu mpeanosaraer,
YTO JIOIM MOI'YT OTJIMYAaThbCs B TOM, KaK OHH OLICHH-
BalOT CBOU OIBIT MEPEKUBAHMSI CTPEcca. JTH OLCHKH,
TO €CTh AMOIIMOHAJBHBIE CXEMbl WM TPEICTABICHUS
00 5MOIHAX, MOTYT BO3BpAIaThCS B BUJAE PEAKIMHA HA
cTpecc, KOTopasi YBEJTMYMBAET WM YMEHBIIaeT HHTEH-
CHUBHOCTH €ro mepexuBaHus [3].

[To HEkOTOPBIM JaHHBIM, HE CaM CTPECC SBISCTCS
MIPUYMHON Heyclexa B JICUSHHH OT OeCILIOWs, a CIIO-
coOBI coBmamanms ¢ HUM [9].

B oredecTBeHHOW nMTEpaType HEJOCTATOYHO HC-
CIIC/IOBaHUH, TOCBAILICHHBIX MNpolieme cTpecca HH-
¢deprunsHOCTH [1, 2, 6].

Lenv uccredosanus — W3YYUTH OTIEIBHBIE OCO-
OCHHOCTH cTpecca WH(EPTHIHPHOCTH, B YaCTHOCTH,
TaKhe ero COCTAaBISIONINE, KaK TpPeBOra, Jempeccus,
a TaKXKe SMOIIMOHAJIBHBIC CXEMbl TAIIMEHTOK U CIIO-
cOOBI COBNAIAaHUSI CO CTPECCOM.

ChopmynupoBaHbl Clenyromye 3a1a4m:

1) nccnmemoBaTh conmManbHO-IeMorpaduaecKue xa-
PAKTEPHCTUKH TMAIMEHTOK ¢ OeCIuionneMm;

2) BBIABUTH YpOBEHb 3MOLMOHAIBHOIO JAMCTpecca
MaIMEHTOK ¢ OeCIIoauEM;

3) mccnenoBark Ka4eCTBO JKM3HU MAIMEHTOK C Oec-
TJIOANEM;

4) OIEHUTh OCOOCHHOCTH ASMOIIMOHAIBHBIX CXEM
MMAlMEHTOK ¢ OECIUIOMHUEM;

5) U3y4YUTH UCIIONIb3yeMbIe KEHIIIMHAMHU C OeCIlIo-
JTMeM KOIIMHT-CTPaTervH.
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MATEPUANbI U METOAObl UCCNEAOBAHUA

B cooTBeTcTBHY € TOCTaBICHHO 11eNTbI0 OBLTN BBI-
OpaHbl METOIWKHU:

1) A7t OIEHKU 3MOIIMOHATIBHOTO JAUCTpecca — IIKa-
na TpeBoru A. beka, mkana nenpeccun A. beka [33];

2) ans WCCleNoBaHHs KavyecTBa JKM3HHM TpH Oec-
mrogun — FertiQoL J. Boivin [10, 11];

3) onpocHUK «l1Ikama sMorMoHATBHBIX cxeM P. JImxwm»
(LESS 1) [5];

4) onpocuuk komnuur-crpareruii COPE B aganra-
uuu T.O. Topneesoii, E.H. Ocuna, E.A. PacckazoBoii,
O.A. CrrueBa, B.IO. IllessixoBoii [4].

Henapamerpuueckuii U-xputepuii MaHHa—YUTHH
UCIOJIb30BaH JJI1 CTAaTUCTHUECKOTO aHaln3a.

B wccnenmoBaHMM TPHWHSAIM y4acTHUE SKCHIIMHBI
B Bo3pacTe oT 24 nmo 47 ner, u3 HuX: 1-1 (OCHOBHAas)
rpymmna — >KCHIMUHBI ¢ OecrmomueM (33 denmoBeka);
2-s1 (KOHTPOJIBbHAS) TPyMIa — (EePTUIbHBIC KEHIIUHBI,
HE TUTAHUPYIOIINE OEPEMEHHOCTh B OJIMKaiiiiee BpeMs
(33 genoseka). Kputepun BKIIOYEHHS B HCCIIEHOBA-
HUE: BCE JKEHIIWHBI OIHOTO BO3PACTHOTO HAIla30Ha,
npoxuBaromue Ha teppuropun P®. Hccienoanue
NPOBOAMIIOCH HA 0a3e MEIMIIMHCKOTO IeHTpa «310po-
Bbe cembr U Opaka» (benropon), B CBSI3U ¢ KapaHTHH-
HBIMHA MEPOTIPUSATHAME OIPOC MPOBOIWICS OHJIAMH.

PE3Y/IbTATbl UCCNIEOOBAHUS
CounozneMorpaguyeckie XapaKTepPUCTUKUA OCHOB-
HOW TpYMNIBL JKEHIIUHBI 3aMyxkeM — 30 uyenoBek,
B TpakJaHCKOM Opake — 3. Y 25 pecroHIIeHTOK Tep-
BUYHOE Oecruionne, y 8 — BropudHoe. Y 11 >xeHImMH
OecIiione HEesICHOIO reHesa, Y 7 — MYKCKO# (hakTop.
20 MCIBITYEMBIX Ha JaHHBI MOMEHT MPEKPaTUIIH Jieye-
Hue, 13 HaxomsATcs Ha pa3HbIX dTamnax jedeHus (11 mpo-
XOIIIT KOHCEPBATUBHOE JIEUCHHE, 2 HaXOIATCS B IPO-
toxone DKO). B monasnsroniemM OOMBIIMHCTBE CITy4dacs
(26 yenmoBek) malMEHTKaM HE TpeJylarajd IOyYUTb
MICUXOJIOTMYECKYIO TTOMOIIb B YUPEXKICHUSX, I1€ OHU
TIPOXOJIAT JieueHue, Oolee moaoBuHE (21 4emoBek) co-
obmmmm, 9to XoTenw Obl ee MmoydnuTh. CoIraibHO-
JneMorpaduuecKue NmoKa3arelid B KOHTPOJIBHOW TPyIIIe
CYIIECTBCHHO HE OTIIMYAIOTCSI OT OCHOBHOW TPYIIIIBI.
[lpn wu3yueHun BiMsIHUA Oecryiomusi W MpoIec-
ca JICYCHHs HAa KaueCTBO JKU3HHU, COIIACHO CaMOOT-
YeTaM JKCHIIUH, BBISBICHBI CIEAYIONINE TEHICHIINU.
JKeHImMHBl JTOCTATOYHO YIAOBJIETBOPEHBI Ka4eCTBOM
*u3Hu 1o ¢akropy Mind/body (60,48 +9,7 Gamra),
TO €CThb KOTHUTHBHBIE M (U3MUYECKUE >KANOOBI, BBI-
3BaHHBIE PEMPOMYKTHBHBIMH MPOOIEMaMH, BBIPaKEHBI
yMepeHHO. B To BpeMs, Kak OTpulLIaTeTbHBIE SMOLIUH,
CBSI3aHHbIE C OCCIJIOAMEM, CYNIECTBEHHO BIHSIOT
Ha KadecTBO ku3HU (46,72 + 14,6 Gamma). He or-
MedYaniach BBICOKAas VIOBIETBOPEHHOCTh IO INKAaJe
«OtHOomenus» (54,85 + 13,1 Gamna), 4T0, BEPOSTHO,

CBUJICTETILCTBYET O HAIPSIKEHHOCTH, BO3HUKAIOIICH
B CBs3U ¢ MH(MEPTUIHHOCTHIO B CYIPYKECKHUX OTHO-
meHnax. BocnpuHuMmaemasi conmanbHas TOAIEPIKKA,
COLIMAJIbHBIC OXKUIAHUS, YYBCTBA COLMAIBHOU H30-
JSIUM W CTHIIa B pe3yjbrare OeCIUIONUs BBIPAXKCHBI
ymepenHo (53,89 + 8,4 Oanna).

[Ipyu ananmuze mokaszaresieid SMOIMOHAIBHOTO JIHC-
Tpecca 00HAPYKUBAKOTCS JOCTOBEPHBIC PA3IUUMS B IO~
kazaressix genpeccun (p < 0,05), cpenHue mokazarenu
JIeNpeccuu B 0OCHOBHOM rpymme — 13,0 £ 7,1 6aiia mo
mkane beka, 4To CBHIIETENBCTBYET 00 SMOIIMOHAIBHOM
HEOJIaronoIyYuH CyOKIIMHNIECKOTO YpoBHs. [lomydeH-
HbIC PE3yJIbTaThl COMIACYIOTCS C JaHHBIMU psijia OTe-
YEeCTBEHHBIX M 3apyOeHbIX HcciepoBareneid [1, 13,
17, 18, 20]. Iloka3arenu TPEBOTM HECKOJIBKO BBIIIE
(12,0 + 6,8 Gamnma mo mkane beka), ueM B KOHTPOIb-
Hoit rpymme (10,0 £4,5), HO CTaTUCTHYECKH 3HAYUMBIX
pasznuunii He HaOmromaetcs. Takum oOpa3om, HaOIIO-
JTACTCS TEHJICHIUS K TOBBIIICHUIO TPEBOXHO-JIEIpPEec-
CHUBHOW CHUMIITOMATHKH Ha CYOKIMHUYECKHX YPOBHSX
B OCHOBHOW TpyIIe, 4YTO, MPEANOIOKHUTEIHHO, MO-
KET CBHJICTCIILCTBOBATh O €€ CUTYaTHBHOCTU B CBSI3H
¢ mpoOieMoi HHPEPTUITLHOCTH.

AHanu3 pa3iauuuil Mo CTPYKType U 0OLIel Harmpsi-
JKEHHOCTH YMOIMOHAJBHBIX CX€M TIAllMeHTOK ¢ Oec-
TUTOIEM BBISIBHIL, YTO JJIS KEHIIMH B OCHOBHOI TPYTI-
e B OOJbIIEH CTCNEHU XapaKTepHa BhIPAKEHHOCTH
cxeM «YyBCTBO BHHBI 3a COOCTBEHHBIC 3MOIIMHY,
«Hemocratounass OCMBICIIEHHOCTBY, «HBanmmnamms
sMoLMHU IpyruMmy», «lIporHo3upyemas IIUTENEHOCTD
smonuiy, «CKIOHHOCTh K PYMUHAIMSIMY, « YIIPOIIIEH-
HOE TIpeZicTaBIeHne 00 aMonusax» u «O01uil ypoBeHb
BBIPQXCHHOCTH AMOLIMOHAIBHBIX cxeM» (Tadm. 1).

Takum 00pa3oMm, JKEHIIUHBI, CTPAJAIOIIHE OeCILIO-
IueM, B OOJbIIEH CTENneHW CKIOHHBI KPHUTHUKOBATh
ce0s 3a SMOILMH, TPATATh MX OT JIPYrHX, OECIOKO-
UTBCS M TPYCTHTh IO TOBOJY HCIBITBIBAEMBIX 3MO-
nuii. B To ke BpeMs BbIpaX€HHas WHBAIMJAIMS Ha
3TOM (OHE CITOCOOCTBYET OIMYIIEHUIO, YTO JPYTHe
TaKk K€ HEe MOHMMAIOT YyBCTBA PECIIOHACHTOB W HE
3a00rsATCs 0 HuX. JKeHIMHBI ¢ OECIUIONUEM B MEHb-
e CTEMEHU CKIIOHHBI aHAJIM3HPOBATh, OCMBICIISITH
COOCTBCHHBIE TEPESIKUBAHUS, B CBS3U C YEM MOTYT
YyBCTBOBATh Ce0s 3aIlyTaBIIMMHUCA W OECIIOMOITHBI-
mu. [larmmenTkam ¢ GecrogueM Ka)eTcs, 9TO SMOIIHS
OyZeT AINThC OSCKOHEUHO M CTAHET HEBBIHOCHUMOM.
OHu yOeXJIeHBl B CBOMX HETaTUBHBIX YYBCTBaX M CO-
CpenoToYeHbl Ha HUX. VM He Npucyly CMeIIaHHbIE
YyBCTBA, TaK KaK OHHM YBEPEHBI, YTO IO TOBOMY TEX
WJIM WHBIX BEIIEH JOJKHBI MCHBITHIBATH YTO-TO OIHO.
Takum 00pa3oMm, JUisl JIaHHOW KaTeropuu IalueH-
TOB XapaKTEPHbI OOIIUEe MEXaHWU3Mbl (HOPMUPOBAHUS
U TOJJICPKaHUS TICUXO-dMOIMOHAILHON TATOJIOTHH,
onmcanusie Podeprom Jluxu [3].
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Tabnuua 1 / Table 1

0OCob6EeHHOCTM 3MOLMOHANBHBIX CXEM MauUeHTOK ¢ 6ecnnoauMeM B CPaBHEHWMM CO 340POBbIMU UCMbLITYEMbIMU MO
OMPOCHUKY 3MOLMOHaNbHbIX cxeM P. Jluxu
The peculiarities of emotional schemes of patients with infertility and the control group (Leahy Emotional Schema Scale I1)

IlIkamna /
Scale

ITarmenTtku ¢ Gec-
wtoauem / Infertility

patients (M)

CranpapTHoe
oTKJOHeHHe / Stan-
dart deviation (SD)

310pOBBIC UCIIBI-
tyembie/ Healthy
respondents (M)

CranpapTHoOe
oTKJIOHeHHe / Stan-
dart deviation (SD)

YpoBeHb 3HAUUMO-
ctu / Significance
Level

2. UyBCTBO BUHBI
3a COOCTBEHHBIC
smoruu / Guilt

3*

1,8

2*

1

0,026

3. HemocrarouHas
OCMBICJIEHHOCTD
amonuit / Incompre-
hensibility

3,6%*

1,9

2,2%

0,9

0,000

6. NuBanuganus
IMOIuil ApyrumMu /
Invalidation

3,4%%

1,1

2,6%%*

0,6

0,001

8. [Iporuosupyemas
JUTMTEIBHOCTD IMO-
nuii / Duration

3,3%*

2 3%k

0,8

0,000

12. CkJIOHHOCTB
K PyMUHAIUSAM /
Rumination

3,5%

1,5

2,5%

0,9

0,002

14. YnpomenHoe
NpeAcTaBIcHUE 00
smonusx / Simplistic
View of Emotion

4,5%

1,1

3,6

1.4

0,012

15. O6wmwmit 6an

88,7%*

17,9

73,4%*

12,5

0,000

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

Tabnuuya 2 / Table 2

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

ITanuenTku ¢ 6ec-

CranjapTHoe

310pOBBIE UCTIBI-

CranpapTHoe

YpoBeHb 3HAUUMO-

LHSIZ?:/ monueM / Inferti- | orknonenne / Stan- | Tyemsble / Healthy | orxionenne / Stan- | crtu / Significance

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

1. TTo3utuBHOE TIEpE- 12% 2,6 14* 1,9 0,006

¢dhopmynrpoBaHue

¥ JINYHOCTHBIH pocT /

Positive reframing and

personal development

2. MBICIICHHBIH yXO.I 9,8* 2,5 8,5% 2 0,023

oT npobnemsl / Men-

tal escape the problem

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

Denial

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

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

N3ydeHune KOMUHT-CTpaTerui

MTO3BOJIIJIO OOHApY-

KUTb OCO6eHHOCTI/I, JAaHHBIC O KOTOPBLIX OTPaAXKCHBI

B Tabi. 2.

JKeHmmHbI, cTpanarone 0ecruioareM, pexke UCTIONb-
3yIOT TIO3UTHBHOE Tepe(OpMyaHpOBaHUE ISl PEIICHUS

mpoOsieM ¥ IOMOp, Halle MBICICHHO YXOIIT OT TIpo-
0JIeM M OTPULAIOT MX. DTO 3HAYMT, YTO OHU HE CKJIOH-
HbI TIEPEOCMBICIINBATh JAHHYIO CTPECCOBYIO CUTYAIIHIO
B TO3WTHBHOM KIIIOYE W IIYTHTh HAJ HE. DTo, Tipel-
TIOJIOKUTENTFHO, MOJKET BIUATH HA CIIOCOOHOCTH K TO3H-
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THUBHOMY MPOTHO3UPOBAHUIO, 3aTPYAHITH (POPMUPOBAHHEC
MO3UTUBHOTO BHJCHUS OY/IyILIErO B CBETE paspelicHHs
nipoOneMsl Gecrutoayst. CBsI3aHHBIN ¢ TO3UTUBHBIM TIEpe-
(hopMyaHpoBaHHEM JIMYHOCTHBINM POCT MAIMEHTOK TAKKE
OrpaHUYEeH, YTO, B CBOIO OYepEab, MOXKET MOIICPKHBATH
HEraTUBHOE BUJICHUE OyTyIIIero, He CrocOOCTBYOIIee OC-
Ta0JIEHHUTO SMOIMOHATBHBIX TIepeKuBaHni. UTOORI cripa-
BUTBCSL CO CTPECCOM, OHH YaIlle MCTIONB3YIOT Pa3IHYHbIe
BUJIbl aKTHBHOCTH JIJIsI OTBJICUCHHUS OT HEMPHSATHBIX MBIC-
JIed, CBS3aHHBIX C MpoOIeMoi, Hampumep (aHTasupo-
BaHUE, COH; OTKA3bIBAIOTCS BEPUTh B CIYUUBIICECS WA
MBITAIOTCSL OTPHIATH €ro PEabHOCTh. B 11e1oM, MOXXHO
TOBOPHUTH 00 OTPAaHWYCHUH CIICKTpa KOIWHT-CTPATeTHi
y JKCHIIMH ¢ OecruionueM U ero oquooOpasuu. B cBoro
odepeqb, UIMEHHO OTCYTCTBHE Pa3sHOOOpasusi MCIOJb3Y-
EMBIX KOIMHIOB CYIIECTBEHHO OIPaHMYHMBAET CHOCO0-
HOCTh K CHIDKCHHUIO TPEBOTH.

BbiBO bl

1. CommanbHo-neMorpadudecKkue XapaKTePUCTUKH
JKEHIIUH ¢ OecriogneM He WMEIOT 3HAYMMBIX pPa3iiu-
YUH 110 CPABHEHUIO C TPYNION KEHUINH, HE UMEIOIUX
Oecrutonusi. B mccnenyeMpix rpymmax Bce JKEHIMHBI
3aMy’KEM WA COCTOSIT B IPaKaaHCKoM Opake. JKeHIu-
HBI OCHOBHOH TPYTITBI TIPOXOAAT JIUeHUE M HE TOy-
Yaid TICUXOJOTHYECKON TTOMOIITH.

2. YpoBeHb 3MOIMOHAIBHOTO AMCTpecca y >KEeH-
mMH ¢ OecruiogueM BbIIIE 32 CYET JOCTOBEPHO 0O-
Jiee BBICOKUX TMoOKazareneil genpeccun (13 0Oaiios).
ITokazarenu TpeBorm Heckoibko Bbime (12 Gaios),
9eM B KOHTpodsHOUW Tpymme (10 6ammoB), HO craTu-
CTMYECKH 3HAYMMBIX Pa3InYMi HE BBISBIICHO.

3. Kenmune!l ¢ OecriogueM B MEHBIIEH CTEIEHH,
4yeM (epTUIIbHBIE KEHIIUHBI, Y/IOBJIETBOPEHBI KAY€CTBOM
JKU3HH W3-32 OTHOIICHWH B CEMbE M OTPHIATEIbHBIX
SMOIMH, CBSI3aHHBIX ¢ OecrutogueM. CorlacHO camo-
OTYETaM JKEHIIUH ¢ OECIUIONUEeM, OTMEYAeTCs BIUSHUE
Oecruiofnsi M MpoLecca JICUSHNS! Ha KadeCTBO >KU3HH.
B ocHOBHOM MeHsieTCsl TICHXOJIOTHYECKasi COCTaBIISIO-
masi Ka4ecTBa JKU3HU, OCHOBHBIMH XapaKTEPUCTHKaMHU
KOTOPOH SIBIISIFOTCST HEYJIOBIETBOPEHHOCTh M HATIPSIKEH-
HOCTH CYNPY)KECKHX OTHOLICHHIA, YMEPEHHO BBIPasKCH-
HbIC YyBCTBA COLMAIILHON M3OJSIMHA M CTHINA.

4. O0muii ypOBEHb BBIPAKEHHOCTH IUCHYHKIIHO-
HaJBHBIX IMOIMOHAJIBHBIX CXeM ITalMeHTOK ¢ Oec-
IUIOJIEM JIOCTOBEPHO BBIIIE, Ye€M B KOHTPOJIBHOH
rpynme, Ui HUX XapaKTEePHBI CICAYIOUINE CXEMBbI:
«UyBcTBO BUHBI 32 COOCTBEHHBIE sMormm», «Hemo-
CTaTo4YHasi OCMBICICHHOCThY, «VIHBamMmaus >MOIIH
npyrummy, «lIpormosupyemast AIUTENBHOCTH 3MO-
iy, «CKIOHHOCTh K PYMUHAIMAMY, «YIPOIIEHHOE
NpeACTaBlIeHHE 00 DMOLMSAXY.

5. CoBnajarommuye CTparernd S>KEHIIWH, CTPajiaro-
X OecTuoeM, 3HAYMMO OTIMYAIOTCS OT KOHTPOIIb-

HOU TpYIIBI: OHU PEXKe HCIOIb3YIOT MO3UTHBHOE I1e-
pedopMynupoBaHUe U PELICHUs MpoOieM U 0MOD,
Yalle MBICIIEHHO YXOIST OT IpoOJieM U OTPULAIOT UX.

3AKNKOYEHUE
[IpoBeneHHOE WcCCIEeOBaHNE BBISBUIO HAIAYHE
pa3IMYHBIX TOAJEPKUBAIOMINX (AKTOPOB cTpecca
MHQPEPTUIIBHOCTH, XapaKTePHBIX ISl KEHIUH, CTpa-
JAIOIIUX OecIuIofueM: HeJI0CTaTOuHas YIOBJICTBOPECH-
HOCTh KaueCTBOM >KHM3HH, CYOBCKTHBHO OIIyIIaeMbIC
SMOLMOHAIBLHBIA JTUCKOM(OPT, HEJ0CTATOYHAsT COIH-
ajbHAs TIOAJIEPKKA W HEYIOBIETBOPEHHOCTH CYIIPY-
KECKUMH OTHOIICHUSIMH. [Ipu 3TOM CyOKIIMHUYECKHE
YPOBHH TPEBOXKHO-JIENPECCUBHON CHUMITOMATHKH CO-
MPOBOXKAAIOTCS  OOIIEH HANpsHKEeHHOCTHIO 3MOIIHO-
HAJIBHBIX CXEM WM OTPAaHWYCHHOCTHIO TOBEICHUYECKUX
cTpareruii B cTpeccoBod cutyauuu. lIpencraBieHHble
BBIIIIE JaHHBIC YKa3bIBAIOT Ha HEOOXOAMMOCThH pas3pa-
OOTKH TIPOTPaMMBbI TICUXOJOTHYECKON MOMJCPKKU 10
(dhopMupoBaHHUIO YPPEKTHBHBIX MEXaHU3MOB COBIAJA-
HUSL CO CTpeccoM HH(EePTHIBLHOCTH. MHUINEHIMH IS
TaKOW IPOTrpaMMbl MOTYT SIBJISITHCS:
* HecTaOWJIbHAsI SMOLMOHANBHAS cepa ¢ TeHIICHIIU-
el k (uKcaluu Ha HETaTUBHBIX 3MOIMSIX;
*  IUCQYHKIMOHAIbHBIE SMOIIMOHAIBHBIE CXEMBI;
* CcoIHWajJbHBIE U CEMEHHbIE OTHOIICHUS;
* HeaJanTUBHBIC CTPATETHH COBIAJIAHUS CO CTPECCOM.
Pa3zpaboTka u BHeIpeHHE TaKOH MPOrpamMMbI CIIO-
cOOCTBYET BBIPa0OTKE THOKUX MOJCICH IOBEICHUS,
YTO HE TOJNHKO YIYUYIINT KA4eCTBO KU3HU JKEHIIWH,
cTpamaromux OecruronueM, HO W OyaeTr crmocoOcTBO-
BaTb COXPAaHEHHIO W YKPCIUICHUIO HX ICHXHYECKOTO
COCTOSIHUSI M 37I0pPOBBSI B LIEJIOM. B CcBOIO ouepens,
9TO MOXET TOBBICUTH 3(P(PEKTHUBHOCTH MPOBOIUMBIX
TIedeOHBIX TPOIIEyP, HANPABICHHBIX HA 3adaTHe.
Kpome Toro, mosydeHHbIe TaHHBIE MOTYT OBIThH HC-
MOJIb30BaHbl MEJUIIMHCKUMH PaOOTHHKAaMH, paboTaro-
IIMMHA C JJAHHOH KaTeropueil MalUeHTOK, IS OILICH-
KH YW TIOHUMaHHS WX TICHXOJIOTUYECKOTO COCTOSHHUS,
VAyYIIeHUs] B3aMMOJICHCTBUS B CHCTEME «Bpad — Me]l-
CecTpa — MalUeHTKaY.
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ANIbBEPT BA3FEHOBMY MAMASIH — BblOAKLWMACS V‘-lEHbIl71, NEAUATP, NEAATOr
(K 85-JIETUIKO CO OAHA POXOEHUA)
© [O.0. MesaHos, H.[. CaBeHKkoBa

(enepanbHoe rocyfapcTBeHHOe OtomKeTHOe 0bpa3oBaTenbHOe yupexaeHue Boiclwero 06pa3oBaHus
«CaHkT-MNeTepbyprckuii rocyAapCTBEHHbIA NeAMATPUYECKMIE MELULIMHCKMIA YHUBEPCUTETY MUHUCTEpCTBA
3npaBooxpaHenns Poccuickoit Oepepaumn, CankT-leTepbypr, Poccus

Ans yumuposarus: WeaHos [.0., CaseHkoBa H.[. AnbbepT BasreHosuy [ManasH — BblgaloWMIACA yYeHbld, NneauaTp, negaror
(k 85-netuio co aHa poskaeHus) // Neaunatp. — 2021. — T. 12. — Ne 3. — C. 93-100. https://doi.org/10.17816/PED12393-100

Moctynuna: 15.04.2021 OpobpeHa: 11.05.2021 MpunsTta K nevatu: 23.06.2021

B ctaTbe npenctaBneHa BpayebHasn, HayyHas, neparorMyeckas AeATeNbHOCTb 3aCNYXXEHHOro AedTens Hayku Poccui-
ckon @epepaumn Anbbepta BasreHosuua [lanagHa (1936-2002), 3aBepytowero kadenpoit GakynbTeTCKOW nepuMatpuu
(1974-2002), pekaHa MHOCTPaHHbIX cTyaeHToB (1969-1985), npopekTopa Mo MexAyHapoAHbiM cBa3aMm (1999-2002)
JNleHuHrpaackoro nepuaTpuuyeckoro meauuuHckoro uMHctutyta (JIMMU), nanee CaHkT-lMeTepbyprckoi rocynapCTBeH-
HOM nepuaTpuyeckon MeauumHckoi akagemum (CTBITIMA). 3aBepytowmii kadenpoi dakynbtreTckoi neauatpum JINMMU,
CMN6IrmMMA npodeccop A.B. MNManasH Bowen B UCTOPUIO KaK BbIAAOLWMIACSA yyeHbld, chopMupoBaBlunii B cTeHax JINMMU,
CM6IMMA KpynHeWlwyo negMaTpuyeckyto HeponorMyeckyo LKoY, Kak OCHOBOMOMOXHUK U3Y4YeHUS CUCTEMbI reMocTasa
npu 3aboneBaHMsAX Mo4vek y [eTeil, Kak Neaaror, BOCMMTABLIMIA HECKONbKO MOKONEHWI nesuMaTpoB M Hedponoros, Kak
Bpay, BEPHYBLUMI 340poBbe TbicuyaM 6onbHbiX aeTeit. MNpodeccop A.B. ManasH — asTop cBbiwe 400 HayyHbix paboT,
u3 Hux 14 moHorpacdwmin u rnas B 14 pykosoactsax. [loa pykosoactsoM npodeccopa A.B. MManasHa BbiNOMHEHbI M 3a-
WwuLeHbl 62 aucceptauum KaHAMAATa MEAMUMHCKMX HayK, MPM HAaYYHOM KOHCYNbTMpOBaHuMM — 1 auccepTauma OoKTopa
MeIAMUMHCKMX HayK. 3aciyXXeHHbld peatenb Hayku Poccuiickoit Mepepaumm Anbbept BasreHoBuy [ManasH — ropaocTb
0TeYeCTBEHHOM MeaMaTpUUYecKon Hayku, 06pa3oBaHMS U 34PaBOOXPaAHEHMS.

KntoueBble cnoBa: BbifaOWMIACA AeaTeNb; oTedecTBeHHas neanatpus; AnbbepT BasreHosuy ManagH.

ALBERT VAZGENOVICH PAPAYAN - OUTSTANDING SCIENTIST, PEDIATRICIAN,
TEACHER (TOWARDS 85th ANNIVERSARY)

© D.O. Ivanov, N.D. Savenkova
St. Petersburg State Pediatric Medical University of the Ministry of Healthcare of the Russian Federation,
Saint Petersburg, Russia

For citation: lvanov DO, Savenkova ND. Albert Vazgenovich Papayan — outstanding scientist, pediatrician, teacher (towards 85th anniversary).
Pediatrician (St. Petersburg). 2021;12(3):93-100. https://doi.org/10.17816/PED12393-100
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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 AV. Papayan is the author of over 400 scientific
papers, including 14 monographs and chapters in 14 manuals. Under the guidance of Professor AV. Papayan completed
and defended 62 dissertations of the Candidate of Medical Sciences, with scientific advice — 1 dissertation of the Doctor
of Medical Sciences. Honored Scientist of the Russian Federation Albert Vazgenovich Papayan is the pride of the national
pediatric science, education and health care. The editorial presents medical, scientific, pedagogical activity academician of
the Russian Academy of Medical Sciences, Honored Scientist of the Russian Federation.

Keywords: outstanding figures; national pediatrics; Albert Vazgenovich Papayan.
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4 teBpans 2021 1. UCHONHUIOCK 85 JIET CO JIHS POXK-
nennst AnpOepra Basrenosuua [lamasHa (1936-2002)
(puc. 1), BBIaromerocs ydeHOro, Teauarpa, Iea-
rora, 3acily’KCHHOro zesreiis Hayku P®, akaneMuka
PAEH, 3aBenyromero xadeapoii GpaxkyasTeTCKONW Mean-
arpun (1974-2002), nexkaHa WHOCTPAHHBIX CTYICHTOB
(1969-1985), nexana (hakyJIbTeTa TOBBIIICHUS KBaJIH-
¢ukammu npenogaBareneit (1986—-1992), mpopekropa
Mo MeXAYHapoaHeM CBsi3siM  (1999-2002) Jlenun-
IPafiCKOT0 MEeIUaTpUIeCcKOro MEIUIIMHCKOTO MHCTUTY-
ta (JIIIMU), nanee Cankt-lIleTepOyprckoit rocynap-
CTBEHHOM TNeAUaTpUYeCcKOM MEIMIIMHCKON aKaJeMuu
(CIIGI'TIMA), mnpe3uaeHTa MeEXperdoHalbHOM oOIme-
ctBenHol opranmzaimu (MOO) «Accouumarus mneaua-
TpoB-HedponoroB Cesepo-3anana Poccum» (1996-2002)
[2-11].

Anr0ept BasrenoBuu mocie okonuanus JIIIMU
paboran memuaTpoM B neTCkoil OombHuile T. ChIK-
teiBKapa Komun ACCP (1960-1963), 3arem oOyuancs
B aclupaHType Ha Kadeape rocnuTaibHON NeJuaTpun
JIIIMU  (1963—-1966), Bo3rIaBiIsieMoil Mpodeccopom
Anexcangpom @enopouueM Typom. A.B. Ilanasu
YCHEIIHO 3alIUTUI JUCCEPTAIMI0 Ha COMCKaHHUE yue-
HOI CTeneHu KaHAuJaTa MEeIULMHCKUX Hayk «M3yue-
HHUE CBEPTHIBAIOIICH M AHTHCBEPTHIBAIOLICH CHCTEMbI
KPOBHU Y 30pOBBIX AETEH M NpPH HEKOTOPBIX 3a0oiie-
BaHUSAX cHCTeMBl KpoBm» (1966), HaydHBIE pPYyKOBO-
mutenn — npodeccop A.D. Typ, kaHI. Med. HayK
M.A. Korosumkosa. 3a srot Tpya Ilpesunnym AMH
CCCP npucyousi €My NOPEMHI0 HMEHH akKaJeMHUKa
AMH CCCP Muxauna Crenanosuua Maciosa.

B 1967 . A.B. Ilanasin 6511 M30paH Ha JOKHOCTD
accuctenTta Kadeapsl (QaKymbTETCKOW TeauaTpuu
JIIIMU, BosmmamiseMoit mpodeccopoM AJeKCaH PO
AntonoBHoi BanentnHOBHY, a B 1969 . Ha mOmK-
HOCTH JIOIIEHTA.

B mononom accucrente kann. med. Hayk A.B. Ila-
nasHe 3aBenyromas kagenpoil mpodeccop AnekcaH-
Ipa AHTOHOBHA yBHENa OONBLIOIO Y4E€HOIO, OLICHUB
(yHIaMEHTaJIbHOCTh €0 HAayYHOIO HCCIIEIOBAHMS
CBEPTHIBAIOIECH U AHTUCBEPTHIBIOLIEH CUCTEMBI KPOBU
npu 3a00JeBaHUSIX MOYEK Yy JeTed U TOAJep’KaB ero
B COMCKAHHMU yYEHOW CTENEeHM JOKTOpa MEAMLUHCKUX
Hayk (puc. 2) [12]. dyHmameHTaIbHOE UCCIIEIOBaHHE
OIpeleNIo MPUOPUTET HOBOTO HAyYHOI'O HAIpaBIIe-
HUS B M3YYCHHUU I'eMOCTa3a MpH 3a00JIeBaHUAX TTOYEK
y nerteil. B oTedecTBeHHO# meauarpum mpodeccop
A.B. IlanasH siBnsieTcs OCHOBOIMOJIOKHUKOM Hay4dHOTO
HalpasJIeHUs 110 UCCIICAOBAaHNIO HApyLICHUH reMocTa-
3a mpu 3abojeBaHUAX Mmodek y mererd [11, 13].

C 1974 1. xadenpy (axkyJIbTETCKOM MEIUATPUH BO3-
1aBUI A-p Meq. Hayk A.B. IlanassH — BepHbI yueHHK
U OpOAOJDKATeNb HAayyHOM Iikonbel akaneMuka AMH
CCCP A.®. Typa. Ilon pyxoBoactBoMm A.B. Ilanas-

Ha Kadenpa, OEpPeKHO COXpaHssd TPAIUIUN HAYYHOH,
MearOrMYeckod W KJIMHUYECKOHM IIKOJBI aKaJeMHuKa
M.C. MacnoBa, coxpaHuia CTaTyC OJHOW W3 BEIYIIHX
B CTpaHe MeuaTpuieckux kadenap oOydeHus: cTyaeH-
TOB W TOBBINICHUS KBAJIN(UKAIIUN TPEIOIaBaTeleH.

CBou 3HaHusg W OoJjplIOH NpodhecCHOHATBHBIN
ombIT Tpodeccop A.B. Ilamasa menpo mepemaBa
CTy[IeHTaM, OpANHATOpaM, actupanTam. Cuiia >KHBOTO
cioBa u nena negarora A.B. IlanasHa Bena 3a co0oi
YYEHUKOB M TmocienoBateneii. Jlekuuun npodeccopa
A.B. Tlanasina nnst cTyAaeHTOB, Bpaued W Ipernojana-
TeJled OTIMYaINCh HAyYHOM HOBU3HOM, CO/epIKaTesb-
HOCTBIO, OPaTOPCKHUM MacTepCTBOM, OJecTsIe pac-
KpBIBAJIU MPOOIeMbl TEOPUU U MPAKTUKH TETUATPUU.

[Ipodeccop A.B. Ilanasin Bo3miaBis padoTy neka-
HaTa WHOCTpPaHHBIX cTyneHTOB (1969-1985) (puc. 3),
(baxynpTeTa TOBBIIICHUS KBAJHM(HUKAIIUK TPENoaaBa-
tener (1986-1992), mpopekTopara TO MeEXTyHApPOI-
HbIM cBs3saM (1999-2002) JITIMU/CIIGI TIMA. Pabora
C MHOCTPaHHbIMM yuaiumucs pounenrom A.B. [lanas-
HOM ObLIIa TIOCTaBJIeHa Ha BBICOKWI OpraHW3aIllMOHHBII
U METOAMYCCKUAN ypOBEHb. BBemeHBI B mporpaMMmy 00-
yYeHHs M HayYHO-HMCCIIEN0BATEeNLCKYI0 paboTy HWHO-
CTpPaHHBIX CTYACHTOB U3y4YeHHE TPOMUYECKUX OoJe3Hel
C ©KETOJIHBIMU UTOTOBBIMU CTYACHYECKHMH HAyYHBIMH
koH(pepermusivu. [lo manmMaTnBe AnpOepra Basreno-
BUYa OBUT OTKPHIT MHTEPHAIIMOHATLHBINA CTYICHICCKHIA
KIIyO, TUIOAOTBOPHO PAOOTAIOIINI B HACTOSIIEE BpPEMs
kak Kiay0 «['mnmokpar» [11]. Accucrent xadeapsl da-
kyasrerckord neauarpun [LT. Illupuna B cBOMX BOC-
MMOMUHAHUAX cKazana: «Hamo ormeTrnTh ero pesyinbra-
TUBHYIO JIeITEJbHOCTh B TeueHune 17 JeT Kak jJeKkaHa
WHOCTPAHHBIX CTYIEHTOB, KOTOpbIE C JFOOOBBIO Ha3bl-
Bamu ero [lanma An» [11]. Bemyckuuna JIIIMU 1979 1.
Yan Txum Xoa u3 BberHama Hamucana: «YBaxaembli
Amrbept Basrenosuu! S Bce BpeMs BciomuHA0 0 Bac,
MHOIO YBa)KaeMOM, MPEKpPacHOM JeKaHe, O MOMX He3a-
OBIBAGMBIX IPEIIOJABATENAX, O HAIlleM JFOUMOM HH-
CTUTyTe, 0COOEHHO O Topoae JIeHWHrpane, KOTOpHIA
CTall YK€ POTHBIM JUIA MeHA. Sl Bce BpeMs MeuTaro
Y CTPAcTHO XO4y BEepHYThCS B JIeHUHTpaj, 94TOOBI Jaiib-
e yuuTbes B uHCTUTYTE». A.B. IlanasH Haxomui Bpe-
Ms OTBEYaTb Ha MUChbMa MHOCTPAHHBIX BBITYCKHHUKOB,
KOTOpbIe npuxoAuiau nocie 1985 r., gaxe Koraa oH yxe
He ObuT mekanom JITIMU [11].

3a ycnexu, JOCTUTHYTBIE B OpraHU3aIlH padOTHI
C MHOCTpaHHbIMHU yuammmucs, A.B. [lanasu narpax-
JICH MOYETHBIMU IpaMoTaMyd MUHHCTEPCTBA BBICIIETO
U cpefHero cnenuaibHoro oopazoBanns CCCP, Munu-
crepctBa 3apaBooxpanenus CCCP, «Opnenom [lpyx-
051 HapomoBy» (1983). [lekaH HHOCTPAHHBIX CTYJACHTOB
npodeccop A.B. [NanasiH HarpaxkieH menaibio MoH-
rosnbekoit Haponnoit Pecryonuku «IlepenoBas uaTen-
murennust» (1985) [11].
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IIpodeccop A.B. INamasa npoBowst OOMBIIYIO KOH-
cynmsraruBHyI0 padoty B kimHuEKax JIITIMU/CIIOI TIMA,
OTICNEHUSIX ACTCKUX TOpoAckux OompHUIl Ne 1,2, 5,
JETCKOM MHOronpodmisHoM caHatopun «CoTHEIHOEY.
Kmunnyeckne o0xompl npodeccopa A.B. [lamasna
YUWJIM MOJIOZBIX Bpadel, BCTyMaromux B mpodeccro-
HAJIBHYIO KHU3Hb, TIEUATPUH, BpadeOHOMY JIONTY W Ma-
CTEpPCTRBY, MILTOCEPANIO. ATLOepT BazreHOBUY TOBOPWT:
«B denoBeke s IEHIO JyIly €ro U YMEHHE COTEPEkKHU-
BaTh ApPyromy 4enoBeky. OcTaibHble BCE KadecTBa, BB
3HaeTe, MPUXOIIT W yxomar. Ho mymma gemoBedeckas,
MHUPOOIIYIIEHHE €€ — JTO €MKOe MOHATHE, 0COOCHHO
coctpananue. Coctpajganue K 00OJILHOMY — 3TO, HaBep-
HOE, CaMblii INIABHBIM KPUTEPUH, 110 KOTOPOMY MOYKHO
OLICHMBATh ACATEIBHOCTH Bpayay.

CnaBa 0 3HAMEHHUTOM Ieauarpe-Hedposore AJb-
O0epre BasrenoBuue IlamasHe mura mo Bcel cTpawe,
Ha «C€Tro HUMsA» NpHUE3KaIu NAlMCHTLI B KIMHHUKY HE-
(ponoruu (puc. 4).

C 1974 mo 2002 r. mpodeccop A.B. Ilanasn Obin
IJIaBHBIM BHEIITATHBIM JIETCKUM Hedposorom JleHnH-
rpana/Cankr-IlerepOypra [9, 10]. [maBHBIM BHemTar-
HBIM JIeTCKUM Hedposorom JleHnHrpaaa npodeccopom
A.B. IlanasHoM ObUTM TMpOBeNEHBI pa3padbOTKa IMOJIO-
JKEHUH W OpPraHM3allMOHHOIN CXeMbl AeTCKol Hedpoio-
THYECKOM CITy>KOBI, TIpeIyCMaTpUBAIONIEH ATAIHOCTb
U TIPEEeMCTBEHHOCTh BCEX 3BEHBEB: MOIMKIMHUKA, CIIe-
LUaJTM3UPOBAHHEBIA CTAlMOHAP, CAHATOPHH, OTAEICHHE
reMO/INaN3a; OTKPHITHE CIEHHAIN3UPOBAHHON AETCKON
Hedponoruueckoi kiuHukn B JIIIMU (1974-1976)
Y JTHEBHOTO OJIHOJTHEBHOTO HE(DPOIOTMIECKOTO CTAIHO-
Hapa (1987), ogHOTO M3 MIEPBBIX B CTpaHe; OIMpenene-
HUe (YHKIUOHAIBHBIX OOS3aHHOCTEH IeAnaTpoB-He-

Puc. 2. A.B.lanasiH — poLEHT, B LeHTpe — 3aBeayowas Kadenpoi
dakynetetckoi nepuatpumn JINMU, pa-p men. Hayk, npo-
¢eccop A.A. BaneHTMHOBMY, C/ieBa — npodeccop Kadeapbl
rocnutanbHoi neguatpum B.U. Kanunuuesa (197 3)

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

Fig. 2.

Puc. 1. Anb6eptBasreHoBuu ManasH (04.02.1936-10.08.2002)
Fig. 1. AlbertVasgenovich Papaian (04.02.1936-10.08.2002)

($posoroB Bcex 3BEHBEB HE(POIOTUUECKON CITYKOBI,
BBEJICHUE €AMHOW OTYETHOCTH IO CTAaTHCTHYECKOH
Ki1accuukanuu OoJe3HEH TpaBM M NPHUYHH CMEPTH
Bcemmupnoii opranmzamun 3npaBooxpaneHus (1980)
Ul He(pPOJIOTroB MOJUKINHUK, CTallMOHApOB M ca-
HATOPUEB; OIpPEe/eNIeHHe 4acoBOH Harpy3ku Hedpo-
JIOTOB; OpraHM3alysl HAayYHO-METOJMYECKOTO COBETa
N0 He(pOIOTHH TpPU TJIABHOM YIIPABICHHU 31PaBO-
oxpaHeHusi JleHwHrpamga; pa3paboTka HpPOrpaMMBI
U TEXHOJIOTHU aKKpeAUuTaluluu BCEX 3BCHLCB IICTCKOfI
Hedponoruyeckoil ciryk0br (1995-1996).

Puc. 3.

Boictynnenue A.B. ManasHa Ha 3acepaHuu pekTopara,
NOCBSILLEHHOr0 O6Y4YEeHUI0 MHOCTPAHHBbIX CTYAEHTOB.
B ueHte — pekrop JINMMU, npodeccop InA. KaiicapbsiHy,
(1973)

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

Fig. 3.
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Puc. 4. A.B. ManasH — Bpauy, BepHyBLIWIA 300pPOBbE ThiCAYaM
60/bHBbIX AeTelr

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

B 1974 1. ocymectBneHo npeobpasosanue 1-it da-
KyJIbTETCKOH NEeIUaTpUYeCKOd KIMHHUKH B CHELHAIIN-
3UPOBaHHYI0 Hedponorudeckyro. [log pyKoBoacTBOM
npodeccopa A.B. Ilanasna kadenpa dakynbrerckoi
NeIuaTpuy ¥ CHelraln3upoBaHHas Hehposoruueckas
KJIMHUKA CTaJIN JIe4eOHO-KOHCYIbTaTUBHBIM U Hay4HO-
KOOPAMHAIIMOHHBIM, y4eOHBIM LEHTPOM IO BOIPOCaM
netckoit Hedposoruu [2—11]. IIpodeccop A.B. Ilamna-
aH (1974-2002 rr) B crenax JIIIMU/CIIOI' TIMA co3-
JlaJl KPYIHEHIIyI0 B CTpaHe 00pa30oBaTeNbHYIO IIKOTY
[0 TeANaTpUIecKor Hedposoruu (MepBUYHAS CHELH-
anmu3anus / mpodeccHoHaNbHAs TIEPENOAroTOBKa Tie-
JIMAaTPOB, KYPChl YCOBEPIICHCTBOBAHMS, KIMHUYECKAs
opauHarypa) [2—11]. CoBpeMeHHass Hay4dHasl Tequa-
Tpuyeckas Hedposornyeckas IIKoJIa 3acIy>KEHHOTO
nesarenss Hayku Poccuiickoil ®enepaiuu, akaaeMHuKa
PAEH A.B. Ilanasna npusHana B Poccuu u 3a pyOe-
KOM, JTaJIbHEHIee pa3BUTHE MONy4YHia MO PyKOBOJ-
CTBOM MpojobKaTens mkonbl, npodeccopa H.J. Ca-
BeHKoBOM [9—13].

B momxxocTH 3aBemyromiero kademnpoii mpodeccop
A.B. Ianasa (1974-2002) pa3pabaTeiBal HECKOIHKO
Hay4YHBIX HalpaBICHUH, BEAYHIUXCS OIHOBPEMEHHO.
[Tox ero pykoBOACTBOM Hay4HbIE HCCIeIOBaHHS Kade-
Ipbl (aKkyabTETCKONW MEeIuaTpuy MO aKTyaJbHBIM IPO-
01eMaM reMaToJIOrMH IPOBOAWINCH B IUIOJOTBOPHOM
COTPYAHUYECTBE C JTabOpaTopueil CBEpThIBAaHHUS KPOBU
«Poccuiickoro Hay4HO-HCCIIEIOBATENBLCKOTO HHCTHTY-
Ta TeMaToJIOTUH U TPaHC(Y3HOJOTHMW», BO3IVIaBIIsie-
Mmoit mpoeccopom 3.JI. Demoporoii, mpodeccopom
JLII. IMamasiH. B oTedecTBeHHON memuaTpuul ATn0epT
BasreHoBrY ObIT OCHOBOIOJIOKHUKOM HAy4HOTO Ha-
MpaBJIeHUs M0 MCCIICAOBAHUIO HAPYLICHUH reMocTa-
3a mpu 3a0oneBaHusaX modek y aereil. [IpuopurerHs
U CYLIECTBEHHO 3HAYMMBbl PE3yJIbTaThl HCCIIEIOBAHUS

POIM COCYIUCTO-TPOMOOLIUTAPHOIO U IJIa3MEHHO-Koa-
I'YJISILMOHHOTO 3BEHBEB FEMOCTAa3a y 30POBBIX U 0OJIb-
HBIX JieTell ¢ TeMOJINTUKO-yPEMUYECKUM CHHIPOMOM,
[JIOMEPYJIOHE(YPUTOM, KOTOPBIE MTO3BOJIMIH TO-HOBOMY
pemuThy npobieMy maroreHe3a, 000CHOBAaTh TAKTHKY
AHTUKOATYSIHTHOW M aHTHArperaHTHoi tepamuu. Ha-
y4Has IIKOjJa [0 HM3YYEHHIO MaToJIOIMU IeMocTasa
npu 3a00JIeBaHUU MMOYEK, cHOPMHUPOBAHHAS B CTEHAX
JIHIMU/CIIOITIMA u Jlenunrpaackoro HUU rema-
TOJIOTUU W TIEpeNUBaHUsl KpOBH, HbIHE Poccuiickoro
HUWN remaromoruu u TpaHC]y3UOIOTUH, SBISETCS
Benyuieid B Poccuu.

Henb3st He OTMETUTH MCCIEIOBAaHUS IO STHOJIOTHH
U TIaTOreHe3y TOKCHKO30B Yy JIeTell paHHero Bo3pac-
Ta, KOTOpPBIE TPEEMCTBEHHO MPOJOJIKAIN HANpaBICHUE
Hay4yHOHU wmikoibl akagemuka M.C. Macnosa. 3aBeny-
romuM Kadenpoit dakymsrerckoit meawarpun JITIMU,
npodeccopom A.B. [lamasHoM u KaHI. MeJ. Hayk,
JIOLIEHTOM Kypca TeIUaTpU4ecKoll aHeCTe3HOJIOTHH
u peannmauuu kadenpsl nerckoit xupyprun 2.K. Lpi-
OymbKHHBIM OblTa onyOnkoBaHa MoHOTpadust «OcTpble
TOKCHKO3BI B PaHHEM JETCKOM Bospacte» (1979), B ko-
TOPOI N3IO’KEHBI SBOJTIONHS TPEICTABICHHMA, 3THOJIOTHS
U Tmarorenes, Mop(hoJorus, KIMHUYECKHE MPOSBICHUS
1 CTENEHH TOKCHUKO3a, MPUHIMIBI MaTOreHETHYECKON
U HEOTIOKHOW Tepanuu OCTPBIX TOKCHUKO30B y JeTei
panHero Bo3pacta. Kuura Obuia nepeBesieHa Ha Ooirap-
ckuil s3p1k (1981) n mepensmana (1984) [2-11].

C momenra yupexaenus JIIIMU u xadenpsr da-
KynpreTckoid memuarpuu npodeccopom M.C. Mac-
JIOBBIM M COTPYIHUKAMU OILyOJIMKOBaHBI COOPHUKU
«Hedpomaruu nerckoro Bo3pacta» (1935), «Hedpo-
MaTUM JIETCKOIO BO3pacTa B CBETE HOBBIX HCCIIEHOBA-
Huit» (1935), masel u3 «Kparkoro yueOHHKa IETCKUX
6omnesneit» (1933), pyxoBozactsa mo neauarpun «Oco-
OCHHOCTH ITaTOJIOTUH MOYEIOJIOBOM cdeps» (1938),
«bone3nu mouek y mereit» (1963) [2-11].

Ha xagenpe daxynprerckoit neguarpun ¢ 1940 no
2016 . coTpymHHKaMH OBUTH BBITIOHEHB M 3allHIIIe-
HBl JUCCEPTalMK 10 HE(PPOIOrMM Ha COMCKAHHE yue-
HOW CTEeNeHH MOKTOpa MEAWIMHCKHX HayK: JIOLUEHTOM
N.0. dpunmanom «O0 0COOCHHOCTSX JKUPO-YITICBOIHOTO
obmeHa nipu Hedponarusax» (1940) u morentom A.A. Ba-
nentuHOBHMY «KnmHuka HedpuroB y nerei» (1965)
TIPY HAy9IHOM KOHCYJIETHpOoBaHNH akamemuka M.C. Mac-
noBa; noueHToM A.B. Ilanmasnom «BryTpucocynucroe
CBEpThIBaHME B MaroreHese 3a0o0JjeBaHMi MMOYEK y Je-
teit» (1974) npu HaydHOM KOHCYJIBTHPOBAaHHM aKaie-
muka A.®. Typa, mpodeccopor A.B. Iluuzepnun-
ra u 3.JI. ®enoposoii; gomentom H.J[. CaBeHKOBOIA
«Hedpornuecknii CHHAPOM B IETCKOM BO3pacTe: 3THO-
JIOTMYECKHE, KIMHUKO-MOP(OIOTHIeCKre, TUarHoCTH-
YeCKHe, TePaIleBTUYECKHE acleKThl, BOIPOCHI KJIACCH-
¢ukarum» (1996) mpu HaydHOM KOHCYJIBTUPOBAHHUH
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mpoeccopa A.B. Ilanasna; momentom A.A. Ky3He-
noBori «CoyeTaHWe OHTOTEHETHYECKOTO W KIMHHYe-
CKOTO METO/IOB 3BOJIFOIIMOHHON (PM3MOIOTHN B aHAIN3E
MexaHu3Ma peryasinuu ¢yHkiuu mnodek» (2006) npu
HAay4YHOM KOHCYJbTHpoBaHMM akaaemuka [O.B. Ha-
tounHa; goneHtra JK.I. JleBnamBumu «TyOymomaruun
C BEYIIMM CHHIPOMOM paxWTa, MOYEYHOTO KaHallb-
[IEBOTO aIi/103a M ajlkajo3a, PeaKue CHHIPOMBI y Jie-
tei» (2016) mpu HaydHOM KOHCYJIBTHMPOBAHUHU MPO-
¢eccopa H.J. CasenxoBoii [2—11].

[IpuoputeTHBIM HampaBIIEHUEM HAYYHON IIKOJIBI
A.B. Tlamasaa OBUTO WCCIIEOBAHHWE IO aKTyaJbHBIM
mpoOiieMaM OCTPOH W XPOHWYECKOM TOYCUHOH He-
JIOCTaTOYHOCTU y JeTell. Ycnexu B H3YYEHUM re-
MOJHUTHKO-ypemuueckoro cunapoma (I'VYC) y ne-
TEl B CTpaHE CBSI3aHBI C HOBAaTOPCKUMH padoTaMu
A.B. Ilamasma (1969-1995), B KOTOPBIX IOKa3aHBI
pOJIb BHYTPUCOCYAMCTOTO CBEPTHIBAHUS B MATOTEHE3E,
BO3pPAcTHbIE OCOOCHHOCTH 3THOJOTUYECKOW CTPYKTY-
pBl, TETEPOTEHHOCTh THUIIMYHBIX W ATHITMYHBIX BapH-
aHTOB, pa3zpaboranHa Kiaccuukanys, HaydHO 00OCHO-
BaHbl JUArHOCTHKA HAPYIIEHWH CHUCTEMBI IeMocTasa
W CcTpaTerusi aHTHKOaryasHTHOM Tepamuu [2—-11].

[InogoTBOpHOE MHOTrOJIETHEE HAYYHOE COTPYIHHYE-
cTBO Kadeapsl (haKyabTeTCKOW TeTUaTpUH, BO3IIIABIS-
€MOM BBIJIAOIIMMCA Tenuarpom, akajgemukom PAEH
A.B. TlanasiHom, u naboparopuu (HU3HUOJIOTUU TTOYKU
U BOJHO-CONIEBOr0 oOMeHa «MHCTHTyTa 3BONIOLMOH-
HOW (pusmonorun u O6moxumuu uMm. .M. CeueHoBa»
PAH, Bo3mnaBisieMoil BeIIarOmmMcst (PU3HOIOTOM, aKa-
nemukoM PAH 1O.B. HaroumnbiM, oOorarmiio orede-
CTBCHHYIO HAayKy W NPAKTHKY BBIITYCKOM MOHOTpadHi,
Hay4HBIX paboT, JUCCepTalUil U ONMpeaesnIo IpUopH-
TET MeTepOypPrcKoii MIKOMIBI. B Nt MuccepTarmoHHbIX
paboTax BHepBbIE MCCIIEOBAHBI BO3PACTHBIE 0COOCH-
HOCTH JKCKPEUWW HATPHs, KalWs, KaJbIUi, MarHus,
peryasiui KUCIOTHO-OCHOBHOTO COCTOSIHUS IOJ| BIIH-
STHUEM TUYPETHKOB PA3JIMYHOI0 MeXaHU3Ma JAeHCTBUSA
y 370POBBIX U JIeTel ¢ MaTOJNOTHEH MOoYeK B BO3pacTe
or 1 mo 14 ner [3-11].

OpHO W3 HampaBlieHUI HayYHOM IIKOJBI Tpodec-
copa A.B. IlamagHa — 3T0 u3yueHHWEe HWMMYHOIEHe-
THYECKUX acIeKTOB 3a00JeBaHUH MMOYEK Yy JeTeH.
B 6 gmccepranmsax moJ PYKOBOACTBOM HM3BECTHBIX
yaeHbIX mpodeccopoB A.B. Ilanasua u JI.JI. CepoBoit
(1979-1995) npencraBieHb IMMYHOTCHETHUECKUE UC-
CJIEJIOBAaHUS paclpesieleHus aHTUT€HOB JIOKYyCcOB A, B,
C, D cucrembr HLA npu rmomepynonedpure, Hehpo-
TUYECKOM CHHJIIpOME, TTHesIoHeppuTe U OpOHXUATBHOM
actme y mere [3—12]. IIpuopuTeTHRIM HayIHBIM Ha-
MPaBJICHUEM CYHUTAIOT MHOTOIUIAHOBOE H3Y4YEHHE HM-
MYHONATOTeHe3a, KIWHUKH W JIEYEHUs TMEePBUYHOIO
U BTOPUYHOTO HEPPOTHYECKOTO CHHIPOMA, TIIOMEpPY-
nounedpura, Backynuta lllenneitna—lenoxa y meren.

[Ipobnemam BpOXICHHBIX M HACIEACTBEHHBIX Oo0ne3-
HEH mo4ek, OOCTPYKTUBHOW Hedporaruu, HOYHOMY
dHYype3y, MUEIOHEMPUTY y ACTeH OBUIM IOCBSIICHBI
WICCIIEZIOBAHUS, BHITIOJTHEHHBIE 110]T PYKOBOJICTBOM ITPO-
¢deccopa A.B. IlanasHa.

A.B. [lanasiHoM B 7 quccCepTallMOHHBIX UCCIEI0BA-
HUSAX TOJIy4€HBl HOBBIE PEIICHUS aKTyaJbHBIX BOIPO-
COB 00JIe3HEH OpTraHOB NBIXaHUA Y ACTEH, MPOIOIKAT0-
IIUX HampaBlieHue KONkl akagemuka M.C. MacioBa
u ero yudenuusl npodeccopa M.I. UyxiaoBuHOH.

[Ton pyxoBoacTBOoM mpodeccopa A.B. IlanmasHa
MOATOTOBJIEHBl M 3aIUINEHBl 62 IuCcepTanuu KaH-
JUaTa MEAMIMHCKAX HAayK W MPU HAYYHOM KOHCYIIb-
THpoBaHMM — | jaMccepranys JOKTOpa MEAMIIMH-
CKUX HayK (M3 HUX |l BBIMOMHEHBI MHOCTPAHHBIMHU
actimpantamu). OH aBrop Oomee 400 Hay4HBIX paldoT,
n3 HUX 14 MoHorpadwuii u maB B 14 pyKoBOICTBax.
Ha ero Tpyaax BOCHUTBHIBAIOCh HECKOJIBKO MOKOJICHUI
CTyIeHTOB U Bpaueii-nenuarpos B JIIIMU/CIIGI TIMA.

Ceemblii 00pa3 y4yeHOro, nejarora W KJIWHHUILHU-
cTa, 3aMmedarejbHOro uenoBeka AnpOepra Basreno-
Brya [lamasHa BOCCO37alOT BOCIOMHHAHHSA KOJUIET
U YYCHHUKOB. Brimarommuiics yueHsi, akagemuk PAH
10.B. Harounn ormerui: «AnpOepT Basrenosuu cro-
cOOCTBOBAJI COXPAHECHHUIO U Pa3BUTHIO JIyUIINX TPaau-
U KIMHUYECKUX W HAyYHBIX IIKOJI IEeIUaTPUIECKOTO
nHCTUTYTa. OH OCTaBWJI Ham TPYIBl MO TeEAUaTpPUH,
Hedponoruu, remaroyioruu. Cynp0a mojgapuina eMy jap
KJIMHUIMCTA B COYETAHUM C HCTHHHBIM HHTEPECOM,
WCKPEHHUM YBa)KEHHEM M OJaroroBeHuUeM Iepen Bbl-
COKOU MHCCHel HayKH, HeOOXOMUMOCTRIO OCYIIeCTBIIe-
HUSL BO ONlaro MalMeHTOB W CTYJCHTOB TECHOM CBSI3U
(byHIaMEHTaIbHOM HAyKHd M KIMHHUYECKOH MPAaKTHUKH.
Ocobyto pamocts AnbOepty Basrenosuuy nocrasiisi-
JIM yCTIEXU KIMHUKO-(DU3HNOJIOTHIECKUX UCCIICIOBAHUM,
KOTOpBIE 3aBEPLIAIINCH HE TOJIBKO INPOHUKHOBEHHEM
B MEXaHU3MBbl 3a00JI€BaHUsA, HO M TOSBICHHEM HOBO-
ro u 3QPeKTUBHOTrO criocoba neueHus» [5, 11].

Pextop CIIGITIMA npodeccop B.B. JleanoBuu
mucan: «Mwuitocepaue, MeQUIWHA, KyabTypa — 3TH
CJIOBA SIBIIIOTCS, B OTPEEIEHHOM CMBICIIe, CHHOHNMA-
Mu. Ho, Kak JIerko OHM COBMECTHJIUCH B OJJHOM YeJo-
Beke — AubOepre Basrenosuue Ilamasne. Moii apyr
u yuutens Anp0ept Basrenosud [lanasa obmaman 60-
’KECTBEHHBIM JJAPOM BpadeBaHHUsA, KYJIBTYPOH HAay4YHBIX
WCCIIEZIOBAaHUI ¥ BHYTPEHHHUM MAarHeTHU3MOM, IIpH-
BJIEKaBIIMX K HEMY COpPaTHHUKOB, YYEHHMKOB U Jpy3ei.
B AnbGepre BasrenoBuue ropen HeyracHMMblii OTOHb
MaMsITH O CBOMX YUHTENSX, OH MO-O0TEYECKH 3a00THIICS
0 CBOMX YUYCHMKAaX, OCCKOPBICTHO OKa3bIBas I1OMOILb
U monaepxky» [2—11].

[Iponomxkarens mkonsl npodeccopa M.H. Ycosa,
Hay4YHOTO €IWHOMBIIIeHHKa podeccopa A.B. Ila-
nmasiHa, axkaJeMHK HanmoHalbHON akaJeMHH Hayk
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Y 3aCIyKEeHHBIH JiesiTenb Hayku Pecriyonuku benapych
A.B. Cykamo B cBOeM BBICTYIUIEHHM Ha KOH(eEpeH-
nuu, nocesamenHord namsatu A.B. Ilamasza, oTMeTuHi:
«Tpynel Bemaromerocs Poccuiickoro menuarpa, mpo-
¢deccopa AnvOepra Basrenosuua Ilamasna mmpoko
W3BECTHBI W SIBJSIOTCS HACTOJIBHBIMHU KHUTaMu be-
JopycCcKuX memuarpoB. Mms Anpbepra BasrenoBnua
[lanastra 3070TBIMH OyKBaMM BIIMCAHO B HCTOPHIO
nerckoii Hedpomorum» [11].

3acmykeHHbI JnesaTens Hayku P®, mnpesugeHT
MOO «TBopueckoe oObenHHEHUE NETCKUX HepoIo-
roB» npodeccop M.C. IrnatoBa B HCKpEHHUX CIIOBaX
namsaTyd K 75-netuto co aHs poxnaenuss A.B. [lamasnHa
ckazana: «CrneuuansHO ciieAyeT oOpaTUTh BHUMaHHE
Ha Hay4HYI0 LIKOJNy HE(POJOroB, KOTOPYIO CO3Aall
mpodeccop A.B. Ilamassa (Cankr-IlerepOypr), cBs3as-
U TETCKYI0 TeMaToJIOTHIO U Hedposoruto. Anpdept
BasrenoBuu MHOTO cienai /i pa3BUTHS U CTaHOBIIE-
HUs Aerckod Hedpomoruu B Poccum» [11].

[Ipodeccop I'M. Jletudor — 3aBemyrommii Ka-
dbenpoit megmarpuu ¢ KypcoMm Heonatoioruu OIIK
u II1C Pocrosckoro I'MY moguepkuyn: «Cynpba mo-
Jlapuia MHE HCKJIIOYMTEIbHYI0 BO3MOXKHOCTH CONpHU-
KOCHYTBHCSI C ICTOYHUKOM 3HAHUH, MPOXoas oOydyeHue
Ha 0Oa3e neTckoil Hedposornyeckod mikoibl CaHKT-
[TerepOypra, co3maHHONW MHOTOJIETHUMH CTapaHUSIMH
Bpada, y4eHoro u memarora Anpbepra BasrenoBuua
[Manasina. Mimest 00JIbIION )KU3HEHHBIN OTIBIT, TITyOOKHE
HayyHbIC 3HAHHMS B PA3IUYHBIX O0JACTIX MEAMLIUHBI
Anpbept BasreHoBWu mpenBHjeN MyTH W OCHOBHBIE
HaIpaBJICHUS Pa3BUTHS NeTcKoil Hedpoioruu. OTpa-
HO, YTO CO3JIlaHHAsh MM IIKOJIA JIETCKHX HE(PpPOIOroB
ceromHsi moj pykoBoacTBoM mpodeccopa H.JI. Ca-
BEHKOBOH TIPOJIOJDKAET CJAaBHBIC TPATUIMH IIIKOJIbI,
MIPETBOPSS B JKM3Hb HAyYHBIC W3BICKaHWS, (GopMupy-
€T HOBBIE TNPHOPHUTETHBIC HarpaBieHus. l[losBnenue
AnbOepra BazreHoBn4a Ha KOHrpeccax, CUMIIO3UyMax
BCErZia BHOCHJIO 0CO0YI0 aTMocdepy cBeTa, IpyKelto-
OWst ¥ B3aUMOYBaYKSHHSI, [T JIETCKOTO Hedposornye-
CKOTO COOOIIeCTBa OH OBUT HETpepeKaeMbIM aBTOPH-
TETOM M MCTOYHMKOM 3HaHuil. Heuccsikaemblil TamaHT
Y4EHOTro, Y4MTENs, Bpaua, >KU3HEYTBEpiKJaromas IMo-
3ULIMS 110 MHOTHM CJIOKHBIM BOIIPOCaM U IMPH 3TOM
JIOCTYITHOCTh OOIIEHUS] — BOT JAJIEKO HE TIOJHBIE MPO-
SBIICHUS] XapakTepa 3TOTO YAMBHUTEIHHOTO YEIOBEKa,
3aIMIOMHUBIIUECS MHE Ha JoiTHe romeby [11].

Mae, H./l. CaBeHKOBOIA, BbITIAJIa YECTh OBITh CPEIH
YYEHUKOB M TOCJEI0BaTeNel BBIAAIOIIETOCS YUEHOrO,
3acily’keHHOro zestens Hayku Pocculickoit denepa-
nmnn Anpbepra Basrenosmua Ilamasua. [lemmarpuue-
ckas mkona mnpodeccopa A.B.IlamasHa He mpocTo
npodeccroHanbHa, HO M IIKOJIA XU3HH. MHOro Mo-
JIOABIX CEpAell, BCTYIMAKNINX B MPO(eCcCCHOHAIEHYIO
KU3HBb Bpada W YIEHOTO, 000TPEIT ero mearoruaecKuii

TananT. Mel Onarogapusl Ansbepry BasrenoBuuy 3a
Iepo TepelaHHble HaM 3HaHUS M OIBIT, J0OpOTYy
¥ BHUMaHHE, HEOLEHUMYIO IOMOIIb B paborte, ore-
yeckoe oTHouieHne. CBeTias maMsaTh O NMPEKPacHOM
YeNoBeKe, JIOporoM yumresne Anbdepre BasreHoBuue
[lanasHe, Ha mMIe4yax KOTOPOTO MBI — YYEHUKH BO3BBI-
CWJINCh, HAaBCeTma OCTaHETCs B Hamux cepamax [11].
Ans0ept Basrenosuwu llamastH B TeueHHME MHOTHX
JICT OCYIIECTRIISI OOJIBIIYI0 HAyYHO-OOIIECTBEHHYIO
pabory kak wieH Bcepoccuiickoil mpoOiaeMHON Ko-
MHUCCHUH TI0 He(DPOJIOTHH, YWICH MPOOIEMHON KOMUCCHH
«bone3nun nouek y aerei» HaydyHoro coBeta PAMH,
MIPE3UIICHT «Accomuanuu neauarpoB-Hedposoros Ce-
Bepo-3anana Poccumn» (1996-2002), unen peakonierun
bonpmioit MenuuuHckol DHUMKIONEANH, *KYPHAJIOB
«Poccuiickuii BECTHUK MEPUHATOIOTAN U TIEANATPHNY,
«Hedpomorusy, anen npe3uanyma «Coro3a eanaTpoB
Poccumy», miaBHBIM BHEMITATHBIA ACTCKHI Hedposor
Jlenunrpana/Cankr-IletepOypra, wieH crenHaIn3u-
poBanHOro YueHoro CoBeTa MO 3alIUTE JTOKTOPCKHX
n xaHaunarckux auccepranuii B CIIGITIMA.
IIpodeccop A.B. INamastH SBISUICS YICHOM MEXKITY-
HaponHbix accouunanmii: The European Society for Pae-
diatric Nephrology (ESPN), The International Pediatric
Nephrology Association (IPNA), The International So-
ciety for Nephrology (ISN), mpesunearom MOO «Ac-
conmanus neanaTpoB-HedpomoroB Cesepo-3anama Poc-
cum» (1996-2002). YdeHukaMu W MOCIEAOBATEIISIMH,
MPEACTaBUTEISIMH 8§ PErMOHOB CTPaHBI, YYpekKIeHA
(2003) u mromotBOpHO padoraer MOO «Accommarys
rieauaTpoB-HedpomoroB umeHu mpod. A.B. [lamasmay.
Ansbeptr BasrenoBuu I[lamasH ObUT  aKTUBHBIM
YYACTHUKOM M OpPraHHU3aTOPOM POCCHHMCKHX M MEX-
JlyHapOJHBIX KOHIPECCOB, HAyYHBIX KOH(EpeHIUH, Ha
KOTOPBIX JIOCTOHHO TPEACTaBISI OTEYECTBEHHYIO Tie-
IUATPpUIO U He(POIOTHIO.
3acayru npodeccopa A.B. [lanasHa B gene pas-
BHUTHUSl OTCYCCTBCHHOM TMeMATPUU, TOATOTOBKU Ha-
YYHBIX M TMPAaKTHYECKUX KaJapoB OBUIM BBICOKO OIlle-
HeHbl. OH HarpaxnaeH «OpueHoM JlpyxObl HapomoB»
(1983), ymoctoeHn 3BaHUN «3acITy>KCHHBIH JESATENb
Hayku Poccuiickoit @eneparun» (1997), unena-xop-
pecnionnenta (1996) u akanemuka PAEH (1998), na-
rpaxaeH cepeOpsiHol menanpio PAEH «3a passutue
MEITUITMHEI U 3npaBooxpaneHus» (2001) [1, 2,4, 7, 11].
10 mapra 2016 r. Ha KOH(EpPEHIUH TMeaUaTPOB-He-
¢ponoroB Poccum, mocesimeHHoit BeemupHOMy 1HIO
ouku, npodeccop Ansbept BasrenoBuu [lanasH Ob1
MTOCMEPTHO HarpakiaeH «XpycTaabHOH IMOYKOI» B HO-
vuHanmn «[InoHep Hedposormm» 3a BBICOKHHA TIPO-
(dheccroHan3M 1 BBLIAIOUIMNCS BKJIAJl B OPraHU3aIHIO
Y pa3BUTHE OTCYCCTBEHHOM JeTcKor Hedponoruu [11].
B wucropum ynuepcurera 4 despans 2020 r.
MPOIIIO 3HAMEHATEeNbHOE COOBITHE: OTKpPHITHE Me-

@ [lenmarp. 2021.T. 12. Bein. 3 / Pediatrician (St. Petersburg). 2021;12(3)

ISSN 2079-7850



tOBMJTEN / ANNIVERSARY

99

MOpHUAJIBbHON JIOCKH 3aCIIy’)KEHHOMY JESTEN0 HayKh
Poccwmiickoit ®Denepannu, 3aBemyromeMy Kkadempoit
(hakynpreTckoit memuarpun Anpbepry Basrenosmuy
[Namasiny, Amst KOTOpOro meauarpus ObUIa HE MPOCTO
npodeccuelt, a nenom Beelt xu3nau (puc. S5). Iloptper
AnbOepra BasreHoBnua pasmenieH B aynutopuu Ne 3
PAZOM € OPTPETaMU BUIHBIX M MOYUTAEMBIX YUEHBIX
¥ KJIMHUIMCTOB, BHECIINX OOJNBIION BKJIJ B Pa3BUTHE
JIIMU/CII6I TIMA.

Nma A.B. [lamasHa ocTaioch YyBEKOBEUEHHBIM
B €0 Hay4YHBIX TPyJaX M B BHICOKOABTOPUTETHBIX Ou-
onmorpadudecknx m3maHusx o HeM. O BBITAIOMIEMCS
y4eHOM, Tiearore, neauarpe npodeccope A.B. [Tanas-
e nanucana kuura H.JI. CaBenkoBoii [11]. U3nanubIit
K.A. Baprausaom u A.JI. MepyxansHom OuOmuorpa-
(hnyeckuii cipaBoYHUK «BumHbie Bpaun u Ononoru ap-
MstHCKoTO Tiporcxoknenust B Cankt-IletepOypre» [1]
NpPEACTaBISIeT YUTATEISIM BBIIAIONINXCS YUEHBIX, OJn-
CTaTeNbHBIX I€aroros, co3iaBmux B Poccun asTo-
PpUTETHBIE HAy4YHO-TIEarOrMYeCKHe KOl U LEHTPBI
MIPaKTUYECKOTO 3PABOOXPAHEHHSA, YbH HUMEHA 30JI0-
ThIMH OyKBaMH BIHCaHBI B UCTOpHio Poccuu n Apme-
Huu. Ha crpanunax 184—185 3Toil kHUrM HamucaHoO:
«IlanastH AnpOept BasrenoBuuy — BblAaloOLIMiics Iie-
Juarp, y4eHblil ¢ MUpOBBIM MMeHeM. OIMH U3 CTOJ-
OB POCCUHCKON memmuarpudeckor Hayku. CosmaTenb
OIIHOM W3 BEAyUIMX HAy4YHBI MNeAuaTpU4YeCcKux He-
(ponoruueckux mmkon Poccuu. 3aciyKeHHBIH Jesi-
Tenb Hayku PO A.B. IlamasH BHec BeCOMBIN BKJaJ
B HayKy, B BbICIlee MeIUIMHCKOe oOpa3oBaHue Poc-
cun U Apmerun» [1].

A.B. Ilamasgss — apmMsanuH, ponuBimiicsa B [py3un,
MOJYYHMBLIMK BBICIIEE MEAWIMHCKOE 00pa3oBaHHE TI0
CHEIMAIBHOCTH Tienuarpuss B JleHuHrpane, Bepoi
W TIpaBAOH CIy)KHBIIUI BBICIIEMY MEIUIIMHCKOMY
obpasoBaHunio, Hayke W 31apaBooxpaHenuto B JIIIMU/
CIIGI'TIMA, Poccuiickoii denepanum.

3aBenyromuii kadenpoit pakynsTeTcKol meanaTpun
JIIMUW/CIIOI TIMA Anbbept Basrenosuu IlanasiH Bo-
IIesl B MICTOPHIO KaK BBIIAIONIMINCS YUYEHBIN, CO3aTeNb
COBPEMCHHON Hay4YHOW Ieuarpuieckoi Hedpoioru-
YECKOM IIKOJIBI, KaK T€JIaror, BOCIUTABIINN HECKOJIBKO
MIOKOJIEHWH TeIuaTpoB M HayyHBIX KaJpoB, KaK Bpad,
BEPHYBIIIUI 37I0pOBbE THICSIYAM OOJILHBIX JeTei. BoI-
TATOTIMIACS YYEHBIN, TICIUaTp, Imeaaror, o0IeCTBCHHbII
nesrenb AnpOepr BasreHoBuu [lanasH siBisiercst Top-
JIOCTBIO POCCHICKOM HayKH, 00pa30BaHuUs, 3paBOOXpa-
HEHMS.

Tpaguumu Hay4dHOH, 00pa30BaTeNbHOW W KIWHU-
YECKOW MeIMaTpUYECKOW IIKOJI 3acily>KeHHOro JesiTe-
s Hayku P®, mpodeccopa Anbbepra BasreHoBuua
[lamasiHa Oepe’KHO COXPaHSIOTCA M HPOJOIIKAOTCS
€ro y4eHWKaMH W TOCJIEI0BATENIAMH, COTPYIHUKAMH
kadenpsr daxynsrerckoii nenuarpun CIIOITIMY.

Puc. 5. OTkpbiTUE MeMopHanbHol Aocku AnbbepTy BasreHoBuuy
ManasiHy — A-py MeA. HayK, npodeccopy, 3aBeayoemMy
kadenpoii pakynbrerckoit neguatpun JIMMU/CNGIMMA
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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NMPABUNIA ONY ABTOPOB
HACTOAME MPABWUIA ANA ABTOPOB ABAKNTCA W3AATENbCKUM JAOrOBOPOM

VYcenosust Hactosimero [loroBopa (manee «/loroBopy)
ABISIFOTCSL IyONMM4YHONW 0OQepToil B COOTBETCTBHM C
m. 2 c1. 437 I'pakmanckoro komekca Poccuiickoit De-
Jnepauuu. JlanHelid JloroBop onpenesnsieT B3auMOOTHO-
HICHUsI MKy peaakuueit xypHaia «[leguatp» (manee
mo Tekcry «XKypHamy), zapeructpupoBaHHoro dene-
paJIbHOM CcTy>K00H MO HaI30py B chepe MacCOBBIX KOM-
MYHUKAIU{, CBSI3M M OXpaHbl KyJBTYPHOI'O HacJeAus,
MMEHYeMOI B JalibHeieM «Penakuus U sBistoencs
CcTpyKTypHbIM noapazaeieHueM OO0 «Oko-Bektopy, u
ABTOPOM H/MJIM aBTOPCKUM KOJUIEKTUBOM (WJIM WHBIM
npaBooOagarTeneM), UMEHYEMbIM B JajbHEHIIEM «AB-
TOp», IPUHSIBIIMM TTyOJIHYHOE Tpeuiokenue (odepTy)
o 3akiroueHun JloroBopa. ABTop mepenaer Pemaxium
JUTSL U3aHKSI aBTOPCKUHM OPUTHHAI MM PYKOIHCh. YKa-
3aHHBII aBTOPCKUI OPUTHHAM JOJKEH COOTBETCTBOBATh
TpeOoBaHUsAM, yKa3aHHbIM B paszenax «IIpencrasie-
HHUE PYKOITUCH B KypHai», «OdopmiieHre pyKOITUCHY.
[lpy paccMOTpeHHH MONYYEHHBIX ABTOPCKHX MaTepH-
anoB JKypnan pykoBoacTByercs «EauHBIMEH TpeOoBa-
HUSIMU K PYKOIMCSIM, HPEACTABIEMbIM B OMOMEIUIINH-
ckue kypHanb (Intern. committee of medical journal
editors. Uniform requirements for manuscripts submitted
to biomedical journals. Ann Intern Med. 1997;126:36-47).

B Xypnane newaraiorcs paHee He ONMyOJIMKOBaH-
Hble paboThl Mo mpodunto XKyprana.

MHOXeCTBEHHbIE U AyOIHUpYyIONNe MyOIrKaud —
9TO MyOJIMKAIIMK CTaThU, MaTepHaIbl KOTOPOH BO MHOTOM
COBIIAJAIOT C Y)K€ ONHAKABI OMyOnrMKoBaHHBIMH. JKyp-
HaJl HE paccMaTpuBaeT padOThl, Pe3yJIBTAaThl KOTOPBIX IO
OOJIBITICH YacTH yke ObUTH OITyOTMKOBAHBI FUTH OITUCAHBI
B CTaThsIX, IPEJICTABICHHBIX WM MPUHSATHIX JUIS ITyOIH-
Kalliy B JIPyTHE TEYaTHBIC MM SJIEKTPOHHBIE CPEICTBA
MaccoBoii uH(popMauuu. I[lpencraBisis crarbio, aBTOp
BCErza JOJDKEH CTaBUTh PEJAKLHIO B M3BECTHOCTH 000
BCEX HAIPABJICHUSX ATOM CTAaTbU B II€4aThb U O NPEbl-
JQYHIMX ITyOIUKAIUSIX, KOTOPbIE MOTYT PaccMaTpHBAThHCS
KaK MHO)KECTBEHHbIC WJIM AyOIUpYIOIe MyOIuKauu
TOH e caMOoi WM O4eHb OJNM3KOW paboThL. ABTOP J0J-
KEH YBEIOMHTbH PEAAKLMIO O TOM, COACP)KUT JIM CTaThsl
y’Ke OIlyOJIMKOBaHHBbIE Marepuasibl. B TakoMm ciryuae B
HOBOH CTaThe JOJKHBI OBITh CCBUTKM HA MPEAbIIYIIYIO.
Konmu Takux mMaTreprasioB AOMKHBI IPUIIAraThesl K mpes-
CTaBJISIEMOM CTaThe, YTOOBI 1aTh PEAAKIIMU BO3MOKHOCTh
HPUHATH PELEHHE, KaK MOCTYIHUTh B JAHHOM CUTYaLlUH.

He mpuHUMaroTCs K Tie4aTd CTaThd, MPEICTABIISIONINC
co00¥1 OT/IEBHbIC ATATBI HE3aBEPIIICHHBIX UCCIICIOBAHUI,
a TaKkXKe CTaTbu C HapylueHuem «[IpaBuia u HOpM Ty-
MaHHOTO OOpaIeHus: ¢ OMOOOBEKTAMHU UCCIICIOBAHUIN.

Pasmemenne myOnuKamuii  BO3MOXKHO — TOJIBKO
MOCIIE TIOYYCHUsI TOJIOKUTEIBHON PEICH3UU.

Bce cTtaTbu, B TOM 4HCje CTATbH ACHHPAHTOB
U JTOKTOPAHTOB, MyOJHKYIOTCSI GecriaTHO.

NMPEOCTABNEHUE PYKOMUCH B XKYPHAN
ABTOpPCKHMII OpPUTMHAN MPUHUMACT  PEIAKITHSL.
[lopmucanHast ABTOpPOM PYKONHUCH JIOJKHA OBITH OT-
npaBlicHa B PEAAKIUIO B JJCKTPOHHOM BapuaHTE Ha
ANIEKTPOHHBIN anpec penakiuu nl@eco-vector.com
I 4epe3 oOHialH-GopMbl http:/gpma.ru/science/
pediatr/, http://journals.eco-vector.com/index.php/
pediatr/about/submissions#onlineSubmissions.

CONMPOBOAMUTENDbHbBIE LOKYMEHTDbI
K aBTOpckoMy opurnHaity HEOOXOIUMO MPHIIOKHUTH

AKCIIEPTHOE 3aKIIOYEHHE O BO3MOYKHOCTH OITYOJIMKO-

BaHUS B OTKPBITOW medarn (OJaHK MOXHO TONYyYHTh

o 3ampocy Ha ajapec nl@eco-vector.com uind Cka-

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

php/pediatr/about/submissions#onlineSubmissions).
JKCNepTHOE 3aKJII0YeHHe JODKHO COICPIKaTh:

1) Ha3BaHWE CTaThbU, KOTOpPOE JOIKHO OBITH Kpart-
KHM, HO MH()OPMATHBHBIM;

2) ¢daMuuio, UMl M OTYECTBO Ka)KJOTO aBTOpA C yKa3a-
HHEM BBICIICH N3 MMEIOIIMXCS y HErO YYEHBIX CTere-
Hel (3BaHWil) M WICHCTBA B Pa3IMUYHBIX OOIIECTBAX;

3) Ha3BaHue oOTHAeNa (OTHACNEHHS) W YUPEKICHUA,
B KOTOpPOM BBITIOJIHSIACh JaHHas paboTa;

4) oTKa3bl OT KaKMX-THOO MpaB, €CIIM TAKOBBIC UMEIOTCS;

5) uH(pOPMAIHUIO O MPENNISCTBOBABIINX WIIH ITOBTOP-
HBIX MyOJIMKANMAX WIM O MPEACTaBICHUHU B APY-
ro¥ KypHal 000 JacTu 3TOH paboTHI;

6) 3asBiieHUE 00 OTCYTCTBUU (UHAHCOBBIX MpPETEH-
3Uil aBTOpa K JIPYTMM aBTOPaM W HM3IaTeIbCTBY;

7) 3asBIEHHE O TOM, YTO CTaThsl MPOYUTAHA U O0OpeHa
BCEMH aBTOpPAaMH, YTO BCEe TPEOOBAaHMS K aBTOPCTBY
COOJIONIEHB! U YTO BCE aBTOPHI YBEPEHBI, UTO PYKO-
MHCh OTPaKaeT ACHCTBUTENBHO MPOJIETIAHHY0 padoTy;

8) mms, aapec, TeneoHHBII HOMEp U e-mail aBTopa,
OTBETCTBEHHOT'O 32 KOPPECIIOHJCHIINIO U 32 CBS3b
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C JApYyTUMHU aBTOPaMH IO BOIPOCAM, KacaroIlUM-
cs mepepaboTKM, UCIIPABJICHHUS U OKOHYATEITHHOTO
010OpeHusT TPOOHOTO OTTHCKA;

9) K pyKomucH HEOOXOAMMO IpHJIararth BCE Pa3peliCHUsI
Ha BOCIIPOM3BEICHHE YKE OITyOIMKOBaHHOTO MaTepHa-
JIa, WCTIONTb30BaHNE WJLTIOCTPAIMH WM WH(OpMAITHFo,
M0 KOTOPOW MOYKHO YCTAaHOBUThH JIMYHOCTb JTHONIEH,
MPE/ICTaBICHHBIX Ha (oTorpadusix, a TaKKe Ha yKasa-
HUE (haMITHUI JIUL], BHECIIIUX BKJIAJ] B IAHHYIO paloTYy.
Pyxonuce cunrtaercs nocrynusiield B Pegaknuro,

€CI OHa TMpEACTaBJICHa KOMIUJIGKTHO W Odopmiie-

Ha B COOTBETCTBHU C OINHUCAHHBIMH TPEOOBAHUSIMHU.

[IpenBapuTensHOEe paccMOTpeHHE PYKOMHUCH, HE 3a-

ka3aHHoW Pemaknueit, He sBisieTcs (AKTOM 3aKJIFO-

YeHHUs1 MEXJY CTOPOHaMM H3Jareiabckoro Jlorosopa.
[Ipu npeacraBnenun pykomnucu B XKypHasn ABTOpPbI

HECYT OTBETCTBEHHOCTH 3a PACKPBITHE CBOMX (HHAH-

COBBIX W JPYTUX KOH(QIUKTHBIX MHTEPECOB, CIIOCO0-

HBIX OKa3aTh BIHUSHME Ha WX pabory. B pykomucu

JIOJOKHBI OBITH YIOMSHYTBI BCE JIMIA U OpPraHU3allny,

OKazaBIve (GUHAHCOBYIO TIOMNEPIKKY (B BUJIC TPAHTOB,

000pyIOBaHUs, JEKAPCTB WM BCETO JTOTO BMECTE),

a TakXxe JIpyroe (MHAHCOBOE HIIM JIMYHOE Y4acTHe.

ABTOPCKOE NPABO

Penaxmms orOnpaet, TOTOBUT K IMyOIUKAIIUN | 1TY-
ONMMKyeT NMpUCIaHHble ABTOpaMH MaTepuaibl. ABTOp-
CKO€ TpPaBO Ha KOHKPETHYIO CTaThi0 NMPUHAIJICKUT
aBTOpaM CTaTbU. ABTOPCKHI TOHOpap 3a MyOIuKauuu
crareil B JKypHasie He BbIIIauyuBacTCs. ABTOp mepe-
naet, a Pegaknunst mpuHUMaeT aBTOPCKHE MaTepHAaJIbI
Ha CIEeNYIOUIUX YCIOBUSIX:

1) Pemakumm mnepemaeTcss mpaBo Ha OQOpPMIICHHE,
u3ganue, nepenady JKypHana ¢ OmyOJUKOBaHHBIM Ma-
TepuanoM ABTOpa IS Tenel pedepupoBaHus crareit
3 Hero B PedeparuBHoMm sxyprane BUHWTU, PHUILL
u 0a3ax NaHHBIX, pacnpocTpaHeHue JKypHaia/aBTOPCKIX
MarepuajoB B IEYATHBIX M 3JEKTPOHHBIX H3IaHUSIX,
BKITIOYAsl pa3MelIeHe Ha BBIOPAHHBIX JTHOO0 CO3IaHHBIX
Penaknueit caiitax B cetu MHTepHeT B LieisiX AOCTyIa
K IMyONUKalMd B MHTEPAKTUBHOM PEXHME JIF000ro 3a-
WHTEPECOBAHHOr'0 JIMIA M3 JII0OOr0 MecTa W B Jr000e
BpeMsl, a Takke Ha pacnpocTpaHeHue JKypHana ¢ omy-
ONMMKOBaHHBIM MaTepuaioM ABTOpA IO TIOJIIHCKE;

2) TEPPUTOPHS, HA KOTOPOH pa3perracTcss UCTIOb-

30BaTh aBTOpckuil Marepuas, — Pocculickas Dene-
pauus u cetb MHTEpHET;
3) cpok neiictBusi orosopa — 5 ser. Ilo wuc-

TEUEeHUHU yKa3aHHOTO cpoka Pemakmus ocTaBiseT 3a
co0o0if, a ABTOp TOATBEPKIACT OECCPOUHOE IMPABO
Penakuuu Ha pOJOIKEHUE Pa3MEIICHUSI aBTOPCKOTO
Marepuana B cetu MHTepHeT;

4) Pemakuus BIpaBe MO0 CBOEMY YCMOTPEHHUIO 0e3
KaKUX-JIMOO COTJIacOBaHUN ¢ ABTOPOM 3aKJIIOYaTh

JIOTOBOPBL M COIJIALIEHUSI ¢ TPETbUMH JIMIAMHU, Ha-
MpaBJIeHHBIE Ha JIOTIOJIHUTENIbHBIE MEpPHI 1O 3allHTe
ABTOPCKUX M W3JIATEIHCKUX IPaB;

5) ABTop rapaHTHpyeT, YTO HcIojb3oBaHHe Pe-
JaKIUel TMpPeJOCTABICHHOI0 MM IO HACTOSIIEMY
JloroBopy aBTOpPCKOTO MarepHajia HE HApYIIUT IIpaB
TPEThUX JINII,

6) ABTOp OCTaBIISIET 3a COOOI TTPaBO UCIOIL30BATh
MPEeNOCTaBICHHBIN 110 HacTosuemMy JloroBopy aBTop-
CKUI MaTepuall CaMOCTOSITENIbHO, MepeJaBaTh ImpaBa
Ha HEro 10 JIOTOBOPY TPETHUM JIMIAM, €CIId 3TO He
MPOTUBOPEUHUT HacToAmemMy [loroBopy;

7) Pemakmus mpenocTaBisieT ABTOPY BO3MOX-
HOCTH 0€3BO3ME3THOTO MOTYyUYEHHUS OJTHOTO aBTOPCKO-
ro 3K3eMIUIsIpa U3 BBIIIEAUIETO TUPaka IEYaTHOrO
n3naHus ¢ MyOiWKamued MarepuajoB ABTOpa WM
MOJTYYEHU ST CIIPABKH C DIIEKTPOHHBIMHU aJpecamMy ero
oduIuanpHONW NMyOJUKAlMU B ceTH MHTEpHET;

8) mpu mepemneyaTke CTaThbU WM €€ YACTH CChIIKA
Ha TepByl myonukanuio B JKypHaie o0s3aTenbHa;

9) Penmakmus BrpaBe m3maBaTh JKypHana JTIO0BIM
THPAKOM.

noPAA0OK 3AK/NIIOYEHNA AOFOBOPA
M USMEHEHUSA ETO YCJIOBUW

3akmroueHneM JloroBopa co cTopoHBI Pemakmun
ABJISAETCA ONMyOIUKOBaHUE PYKOMHUCH JAaHHOTO ABTO-
pa B xypHaie «llenmatp» u pasmelieHue ero Tek-
cta B cetu MHTtepHer. 3akiroueHueM Jlorosopa co
CTOPOHBI ABTOpA, T. €. MOJHBIM U 0€30rOBOPOUYHBIM
MPUHATHEM ABTOpPOM ycioBuii JloroBopa, SIBISETCS
nepenaya ABTOPOM PYKOMHUCH M 3KCIEPTHOrO 3a-
KJTIOYEHU .

O®OPMIJIEHUE PYKOMUCHU

[Ipn HampaBieHUW CTAThH B PEHAKIUI0 PEKOMEH-
JNYeTCsl PYKOBOICTBOBAThCS CIEAYIOUIMMH IPaBH-
JaMH, COCTaBJICHHBIMH C ydeToM «PexoMmenmanuii
K PYKOIHCSIM, MPEIOCTABISCMbIM B OMOMEIHIIMHCKHE
xyprane (http://www.icmje.org/recommendations/),
pa3zpaboTaHHbIX MeXIYHApPOIHBIM KOMHTETOM pe-
JaKTOPOB MeIUIUHCKUX KypHanoB (International
Committee of Medical Journal Editors). boxee mon-
poOHyto nHpOpManHo A1t 0POPMIIEHUS CTaTHU B CO-
otBercTBUU ¢ 'OCToM M MEXIyHApOTHBIMHU TIPABU-
JaMH Bbl MOXETE HAWTH TIO 3JEKTPOHHOMY aJpecy
http://journals.eco-vector.com/index.php/pediatr.

1. Pykonuch. HanpansieTcs B pegakuuio B dJ€K-
TPOHHOM BapHaHTE Ha DJICKTPOHHBIH ajJpec penakiuu
nl@eco-vector.com mim yepe3 online-popmsr http:/gpma.
ru/science/pediatr,  http://journals.eco-vector.com/index.
php/pediatr. 3arpyxaemblii B cuctemy (aiin co crarbei
JIOJDKEH OBITH TIpe/icTaBlieH B ¢opmare Microsoft Word
(mmeTh pacmmpenue *.doc, *.docx, *rtf).
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1.1. O0beM MOJHOrO TEKCTa PYKONHUCH (OpUTH-
HajJbHBIE HCCICOOBAaHUS, JEKIHUH, 0030pbl), B TOM
Yyuciie TaONHUIBI M CIUCOK JUTEPATYphl, HE JIOJDKEH
npesbimate 7000 cnoB. OObeM craTeid, MOCBSIICH-
HBIX OMHMCaHWIO KIMHUYECKUX CllydaeB, — He Ooiee
5000 cioB; KpaTkue COOOIICHHS M MHCHhMa B pelak-
o — B npeaenax 1500 cinos. KomuuecTBo cioB B
TEKCTE MOXHO y3HATh depe3 MeHio Word («Daitm»y —
«IIpocmoTpeThs cBoiicTBa AOKyMeHTa» — «CTaTHCTH-
Ka»). B ciydae ecnu mpeBblaomnii HOpMaTHBBI 00b-
€M CTaThH, 10 MHEHHUIO aBTOpa, ONPABIaH U HE MOXKET
OBbITh YMEHBILICH, PEeLICHHE O MyOJUKaLUK PUHUMA-
eTcsl Ha 3acellaHW{ PEeAKOJUIETHH I10 PEKOMEHaluH
peLeH3eHTa.

1.2. ®opmaT TekcTa pyKomucH. TekcT momKeH
OpITh HamewaraH mpudrTom Times New Roman,
UMETh pa3Mmep 12 pt W MEXKCTPOYHBIA HHTEPBAI
1,5 pt. OTcTynmsl C KaXJOW CTOPOHBI CTPAHUIIBI
2 cM. BpimeneHus B TEKCT€ MOXKHO MPOBOAUTH
TOJIBKO kypcuBOM MM MOXYXKUPHBIM HadepTaHU-
eMm OykB, Ho HE momuepkmBanmem. M3 Tekcra He-
00X0AMMO YJaIuTh BCE MOBTOPSIOMIHMECS TPOOEITHI
U JIUIIHUE Pa3pbIBBl CTPOK (B aBTOMAaTHYECKOM pe-
xuMme udepe3 cepsuc Microsoft Word «Haiitu u 3a-
MEHHTBY).

1.3. @aiin ¢ TEeKCTOM CTaTbU, 3arpyxaeMmbii
B opMy IS IOauM pyKOIUCEH, TOTKEH COIePKATh
BCI0 MH(OpMaLW0 sl MyOIuKauuu (B TOM 4YHUCIE
PUCYHKH W TaOJIMILIBI).

2. CTpyKTypa pPYKONMCH [0JKHA COOTBETCTBO-
BaTh NMPHUBEICHHOMY HIKE MAOJOHY (B 3aBUCHMOCTH
OT THUIA PabOTHI).

2.1. Pycckosi3pluHasi aHHOTAIU s

* HasBanue crarbu.

* ABTopbl. [Ipy HanucaHuU aBTOPOB MHHUILIUAJIBI
HMEHH W OTYeCTBa CTaBsATCA mepen (pamunuei
(I.C. UBanos, C.U. Iletpos, U.II. Cunopos).

* Yupexaenus. Heobxogumo npusect opuiu-
anpHoe IIOJIHOE na3Banume yupexnaeHus (6e3 co-
kpameHuii). Ilocme Ha3zBaHUS YUPEKICHUS UYepes
3amsaTyl0 HEoOXOAMMO HamucaTh Ha3BaHHE TOpPO-
na, cTpaHel. Ecniu B HamuMcaHUM PYKONMHUCH TMpH-
HUMaJU y4acTHE aBTOPbI U3 Pa3HbIX YUPEKJICHHM,
HEOOXOIMMO COOTHECTH Ha3BaHUS YUYPEKICHUN
u 1. O. ®. aBTopoB myTeM H00aBICHUS MHUGPOBBIX
WHJEKCOB B BEPXHEM pErucTpe INnepes Ha3BaHUSIMHU
YUPEXKACHUN U GaMHUIUSIMHU COOTBETCTBYIOIIHUX aB-
TOPOB.

* Pe3tome cTarbu JOMKHO OBITH (ecimm pabora
OpUTHHAIBHAS) CTPYKTYPHUPOBAHHBIM: aKTyaJIbHOCTH,
1eJb, MaTepUaJIbl U1 METOABI, Pe3yJbTaThl, 3aKJioye-
HHe. Pe3toMe MOJIKHO MOJHOCTBIO COOTBETCTBOBATH
coaepkanuio paboTsl. O0OBEM TEeKCTa Pe3roMe TOJKEH
ob1Th 0T 100 no 300 cnos.

* Kawuesbie ciaoBa. HeoOxonnumo yka3aTh KITIO-
4yeBble ciaoBa — OT 3 1o 10, oHM CITOCOOCTBYIOT WH-
JIEKCUPOBAHUIO CTAThU B TIOMCKOBHIX cucTemMax. Kiro-
YeBbI€ CJIOBA JIOJKHBI MOMApHO COOTBETCTBOBATH Ha
PYCCKOM M aHIVIMICKOM SI3BIKE.

2.2. AHrnosg3pl4Has aHHOTALUAS

* Article title. Aarmos3praHOe Ha3BaHWE AOIHKHO
OBITh TPAMOTHO C TOYKH 3PEHHUS aHTJIMICKOTO S3bIKa,
MpU ATOM IO CMBICIY IMOJHOCTBIO COOTBETCTBOBATH
PYCCKOSI3BIYHOMY Ha3BaHUIO.

* Author names. U. O. ®. HeoOXoaUMO mHCATH
B COOTBETCTBHH C 3arpaHUYHBIM TACIOPTOM HIIH
TaKk e, Kak B paHee OMyOJHWKOBAaHHBIX B 3apyOex-
HBIX KypHaJjiaX cTaThsix. ABTOpaM, Iy OJIUKYIOIUMCS
BIIEPBbIE W HE HMMEKIIUM 3arpaHHYHOTO NaclopTa,
CJeyeT BOCIIONIB30BATHCA CTAaHIAPTOM TPAHCITHUTE-
paunmu BGN/PCGN http://ru.translit.ru/?account=bgn.

» Affiliation. Heobxonumo ykaseiBath O®DU-
LUAJIBHOE AHIJIOA3BIYHOE HA3BAHUE
YUPEXJIEHWSI. Hanbomee MOMHBIA CIHCOK Ha-
3BAHUU YUpEKACHUN W UX O(DUIIMAIBLHOW aHTIION-
3BIYHON BepcHU MOXXHO HaWTu Ha caiite PYHOB
eLibrary.ru.

* Abstract. AHrnoA3bsIYHas BEpPCUsl pE3IOME CTaThU
JIOJDKHA IO CMBICITY W CTPYKType (Aim, Matherials
and Methods, Results, Conclusions) moiaHOCTBIO CO-
OTBETCTBOBATh PYCCKOSI3BIYHOM W OBITH T'PaMOTHOM
C TOYKHU 3PEHMS aHIJIMICKOro S3bIKa.

* Keywords (B momaBisitomiemM OOJBIIMHCTBE 3a-
MaJHBIX cTaTel mumeTcs ciuTHO). s BeIOopa Kitro-
YEeBBIX CJIOB HAa AHTJIMMCKOM CJIEIyeT HCIOJIb30BAThH
Te3aypyc HalmoHallbHOM MEIMITMHCKOW OMOIHMOTEKH
CIIA — Medical Subject Headings (MeSH).

2.3. TlomHBI# TEKCT (Ha PyCCKOM, aHTIIMHACKOM FLITH
00oux f3bIKaX) JOJDKEH OBITh CTPYKTYPHPOBAHHBIM
mo paznenaMm. CTpyKTypa TOJHOTO TEKCTa PYyKOMH-
CH, TOCBSIIICHHOM ONHCAHUIO pPE3yJIbTaTOB OpPHUTHU-
HaJbHBIX HMCCIICIOBAHMM, JOJKHA COOTBETCTBOBATH
o0menpuHATOMY IAaOJOHY W COAEpXkaTh pas3/ieibl:
BBEJICHHUE (AKTyaJdbHOCTB), IIeJIb, MAaTepHAIBl U Me-
TONBI, PE3yNbTAThl, 00CYKIECHUE, BHIBOJIBI.

Bce TepMuHBI Ha JaTMHCKOM SI3bIKE BBIAEIAIOTCA
B CTaTbe KypCHUBOM (Hampumep, in vivo, in vitro, rete
venosus superficialis), a Tak)ke TaTHHCKUE OyKBBI, KO-
TOpbIE UCTIONB3YIOTCA 11 0003HAYECHHS TIEPEMEHHBIX
u (usndecknx BeanuuH (Harpumep, n = 20, p < 0,05).

I'pedyeckue OyKBBI HAOMPAIOTCS TPSMBIM LIPUPTOM.

2.4. JlononnutenbHas uHpopManus (Ha pycCKOM,
AHTIIMACKOM WM OOOMX SI3BIKAX)

* Undopmanusa o KoH(IUKTE HHTEPECOB.

ABTOpDBI IOJKHBI PACKPBITH TTOTEHIIMAIBHBIC U 5IB-
HbIE KOHQJIMKTBI HHTEPECOB, CBSI3aHHBIC C PYKOIHCHIO.
KoH]muKTOM HHTEPECOB MOKET CYUTATHCS JIF00as CU-
Tyanus (pUHAHCOBBIC OTHOIIECHUS, CITyk0a niu pado-
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Ta B YUPESKICHUSIX, UMCIOIINX (PMHAHCOBBIA HIIM TO-
JUTHYECKUH MHTEpeC K MyOJMKyeMbIM MaTepuajiam,
JIOJKHOCTHBIE 00513aHHOCTH | JIp.), CIIOCOOHAs TOBIIHU-
ATh Ha aBTOpa PYKOIUCH W NPUBECTH K COKPBITHIO,
WCKa)KEHUIO JAHHBIX, WM H3MEHUTh HX TPaKTOBKY.
Hanuune KOH(IMKTAa MHTEPECOB Y ONHOIO HJIM He-
ckonbkux aBTopoB HE sABnseTcst moBomoM aiist oTkasa
B MyOJUKanuu CTaThbU. BEBIABICHHOE pemakiueil co-
KpBITHE MOTEHIIUANBHBIX U SIBHBIX KOH(QJIMKTOB HHTE-
PECOB CO CTOPOHBI aBTOPOB MOXKET CTaTh MPHYMHON
OTKa3a B PACCMOTPEHMM M IMyOIMKALUU PYKOIHCH.

* Uudopmauuss o ¢punancupoBannu. HeoOxo-
JIMMO YKa3blBaTh HMCTOYHWUK (UHAHCUPOBAHUS Kak
HayyHOW paboThl, Tak M mporecca MNyOIHKauu
ctaThk (POHJ, KOMMEpUECKas HJIM TOCYAapCTBEHHAs
OpraHmsanus, 4aCTHOE JINLO M Ip.). YKa3bIBaTh pa3-
Mep GUHAHCHPOBAHUS HE TpedyeTcs.

* baaromapHocTH. ABTOPHI MOTYT BBIPa3uTh Oa-
TOAAPHOCTH JIIOASM U OpraHu3alMsM, CIOCOOCTBO-
BaBIIUM IMyOJMKALMM CTaTbU B )XypHaje, HO HE SB-
JSIOLUIUMCS €€ aBTOPaMHU.

2.5. Cnucoxk Jureparypnl. B Oubnmnorpaduu
(mpucTaTefHOM CIHCKE JIUTEepPaTyphl) KaxJblil uc-
TOYHUK CIIeyeT MMOMENIaTh ¢ HOBOM CTPOKH TOJ MO-
psiakoBbiM HoMepoM. TlonpoGHble mpaBuia odopmie-
HHUS OmMOMmorpadum MOXXHO HAWTH B CIICIIHAITHEHOM
pasnene «Odopmienne Oudauorpadum». Hanbosee
Ba)KHBIE M3 HHUX CIEIYyIOMINE.

* B cnmcke Bce paboThl mepeuncisiorces B anda-
BUTHOM TIOPSIJIKE.

» KonnuectBo mutupyembix paboT: B OpUTHMHAIb-
HBIX CTaThSAX U JIEKIUAX mormyckaercs mo 30, B 0030-
pax — 1o 60 mcrounukoB. JKenaTeabHO LHUTHUPOBATH
MPOM3BEACHUS, ONyOIIMKOBaHHBIE B TEUYECHHE IOCIEA-
HUX 5—7 JeT.

* B TekcTe cTaThH CCHIIKHM HA MCTOYHUKH ITPUBO-
JISITCSL B KBaJPaTHBIX CKOOKax apaOCKuMu Iuppamu.

* ABTOpBl LUTHUPYEMBIX HCTOYHHMKOB B CITHCKE
JUTEPaTyphl TOJDKHBI OBITH YKa3aHbl B TOM K€ IIO-
psiAKe, YTO M B NEPBOMCTOYHHMKE (B ClIydae €CiIH y
nyonukanuu Oonee 4 aBTOPOB, TO TMOCiE 3-TrO aBTO-
pa HEeOOXOIMMO TIOCTaBUTh COKpAIMICHUE «... , U JIP.»
uin “.. , et al.”). HemomycTumo cokpamarb Ha3BaHUE
ctaTbi. Ha3BaHue aHINIOSA3BIYHBIX KYPHAJIOB CIEAyeT
IPUBOAUTH B COOTBETCTBUM C KaTajoroM Ha3BaHUH
6a3bl qanHbIXx MedLine (B Ha3BaHUX JKypHaAJa TOUKH
B COKpalleHUsX He craBsrcs). Ecnu >xypHan He WH-
nekcupyetcst B MedLine, Heo0X0AMMO yKa3bIBaTh €ro
nojHoe Ha3BaHUe. Ha3zBaHue aHINIOSI3BIYHOTO JKYypHA-
Jla JOJDKHO OBITh BBIIENCHO KypcuBoM. Ilepen Ha3Ba-
HUEM XypHaya Ha PYCCKOM sI3bIKE CTAaBUTCS 3HAK //,
KOTOPBII OTHeNsieT Ha3BaHWE CTAaThH OT Ha3BaHUS
KypHajia. Ha3BaHue oTe4ecTBEHHOIro >KypHaja CO-
KpaliaTh Helb3sl.

* OdopmieHue cnucka JUTEPAaTypbl JOJKHO
yAOBIETBOPATH TpeboBanmsiM PUHI] m mexmayHa-
ponHBIX 0a3 JAaHHBIX. B cBs3M ¢ 3TUM B ccbUIKax Ha
PYCCKOSI3bIYHBIE UCTOYHHKHA HEOOXOIUMO JOMOTHU-
TEJIbHO YKa3blBaThb MH(OpPMALUIO ISl TUTHPOBAHUS
Ha JaTuHHULE. TakuMm oOpazom:

— aHMJIOSI3bIYHBIE UCTOYHUKHU clieyeT 0hopMIIsATh
B (hopmare Vancouver B Bepcun AMA (AMA style,
http://www.amamanualofstyle.com) — mogpo6Ho Ha
crpanune «Odopmienue oubarorpadum»;

— PYCCKOSI3bIYHBIE ~ HCTOYHMKH  HEOOXOIUMO
opopMIISITE B CcOOTBeTCTBUM ¢ TmpaBmiamMu ['OCT
P 7.0.5-2008; mocie yka3aHHs CCBUIKM Ha IEPBOMUC-
TOYHUK Ha PYCCKOM S3bIKE B KBaJpaTHBIX CKOOKax
JOJDKHO OBITH YKa3aHO ONMHMCAaHUE STOr0 UCTOUYHUKA Ha
JaTHHULE — MoApoOHO Ha cTpanuue «OdopmieHne
oubmrorpadmmy.

[NPABUJIA TIOAT'OTOBKU JIATMHOA3bBIY-
HOI (AHIJIOSI3bIYHOM) YACTH BUBJIMOIPA-
®UYECKWX OITMCAHU HE AHTJIOSI3bIYHBIX
NCTOYHUKOB (B POMAHCKOM AJI®ABUTE)

Ecau ctaTes HanucaHa Ha JaTUHULE (Ha aHTIUH-
CKOM, HEMEUKOM, (MHCKOM, JaTCKOM, HTaIbsSHCKOM
U T.7.), OHa JOJKHA OBITH MPOIIUTHPOBAHA B OpH-
THHAIIEHOM BHJIE:

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

Ecnu crarps nanucana HE Ha natunuiie — Ha Ku-
puuaile (B TOM YHCIIE Ha PYyCcCKOM), mMepormudamMu U
T.71., ecin y cratbu ecth ODUIIUAJIBHBIN TTEPE-
BO/1 HA3BAHUV L, ero Hy>KHO BCTaBUTh B KBaJIpaTHBIX
CKOOKax IocJie OPUTHHAIBHOTO HamucaHus OuOimorpa-
(bugeckoil ccplTkM Ha MCTOYHHK. [Iporie Bcero mpose-
PUTh HanMU4YMe O(PUITHAIFHOTO TIEpeBO/a Ha3BaHUSA CTa-
ThH MOYKHO, OTBICKaB CTaThi0 Ha eLibrary.ru. Hampumep:

 I'puropsia O.P, lllepemetreBa E.B., Anapeesa E.H.,
Henos N.N. IlnannpoBanue OEpeMEHHOCTH Yy >KSHIIUH
¢ caxapHeIM auaberoM // BecTHHK penpomyKTHBHOTO
3mopoBbsa. — 2011. — Ne 1. — C.23-31. [Grigoryan OR,
Sheremet'eva EV, Andreeva EN, Dedov II. Planning of
pregnancy in women with diabetes. Vestnik reproduk-
tivnogo zdorov'ya. 2011;(1):23-31. (In Russ.)|

Ecnu y craten Het OOPUILMAJIBHOI'O ITEPEBO-
HA, To nyxno [IPUBECTU TPAHCJIIMTEPALIMIO
BCEH CCBUIKM B KBaJpaTHBIX CKOOKax cpasy IMocie
MPaBUIBHO O(GOPMIICHHON CCBHUIKH B OPHUTHMHAIBLHOM
HalMcaHWW. AHTIOS3bIYHAS 4YacTh OmbOImorpacduye-
CKOTO ONHWCAHWS CCBUIKM Ha PYCCKOS3BIYHBIA WC-
TOYHUK JIOJDKHA HAaXOJUTHCS HEMOCPEICTBEHHO TIO-
ClIe PYCCKOSI3BIYHOW YacTH B KBaJpPaTHBIX CKOOKax
( [...] ). ®amunuu u MHUNKAIBI BCEX aBTOPOB Ha Jia-
TUHWIIE W Ha3BaHWE CTaThU HA AHTJIUHCKOM S3BIKE
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CJIeIyeT MPUBOAUTH TaK, KAK OHU JJaHBI B OPUTUHAJb-
HOW myOnukanuu. TpaHCITUTEPAIUIO CIeAyeT TPUBO-
nuTh B ctannapTe BGN (aBToMaTtnuecku TpaHCIHTE-
pauus B crannapte BGN npon3BoauTcs Ha CTpaHULE
http:/ru.translit.net/?account=bgn) ¢ coxpaneHuEeM
CTUIIEBOTO O(GOPMIIEHHS PYCCKOS3BIYHOTO HCTOYHH-
ka. Jlamee crmemyeT TpaHCIUTEPHPOBAHHOE HA3BAHIIE
PYCCKOSI3BITHOTO JKypHanma B crtanmapte BGN, na-
Jiee — BBIXOJHBIC JJAHHBIC: T'OJ;TOM(HOMED):CTPaHUIIBI.

B camom KoHIle aHTJIOS3bIYHON YacTH Oubauorpa-
(hrueckoro ommcaHWs B KPYIJIble CKOOKH ITOMEIIa-
0T yKa3aHWe Ha WCXOMHBIN S3BIK MyONWKaIuu, Ha-
npumep: (In Russ.). B xonme 6ubanorpaguyeckoro
onucaHus (3a KBagpaTHOHW CKOOKoil) momemator doi
CTaThH, €CIIM TaKOBOW uMmeeTcs. Hampumep:

» AnekceeB JLIL, lenoB NL.U., Xautos PM., u np.
NmvmvyHorenetnka caxapHoro muabera | tmma — ot
(dyHIaMeHTaIbHBIX UCCIIeIOBaHUI K KinHKKe / Bect-
HUK Poccuiickoil akageMuM MEIMIMHCKUX HayK. —
2012.— T. 67. — Ne1— C.75. [Alekseev LP, Dedov I,
Khaitov RM, et al. Immunogenetika sakharnogo diabeta
I tipa— ot fundamental’nykh issledovaniy k klinike.
Vestnik  Rossiyskoy —akademii  meditsinskikh — nauk.
2012;67(1):75. (In Russ.)]. doi: 10.15690/vramn.v67il.114.

[Ipumepbl TpaBUIBHOTO OQOPMIICHUS CCHIJIOK
B CITUCKax JIUTEpaTypbl

CTATBbU B XXYPHAJIAX

OObIyHas KypHaJIbHAs CCHUIKA (€CTh MEPEBOIHOM
BapHaHT HAa3BaHUS)

* [llecrakoBa M.B. CoBpemMeHHas caxapOCHUKAFOIIast
teparust // [IpoGnemsr sug0KprHONOrMH. — 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.

KHUTU 1 MOHOI' PA®U I

Y KHUTH OJUH WM HECKOJIHKO aBTOPOB

e T'mnsapesckuit C.P. MuokapauThel: COBPEMEH-
HbIC TOAXOABI K IMArHOCTUKE W JIEYeHWI0. — M.
Menua Cdepa, 2008. [Gilyarevskii SR. Miokardity:
sovremennye podkhody k diagnostike i lecheniyu.
Moscow: Media Sfera; 2008. (In Russ.)]

e Murray PR, Rosenthal KS, Kobayashi GS,
Pfaller MA. Medical microbiology. 4th ed. St. Louis:
Mosby; 2002.

* Ringsven MK, Bond D. Gerontology and
leadership skills for nurses. 2nd ed. Albany (NY):
Delmar Publishers; 1996.

VYV KHUTH OJJUH WMJIH HECKOJbKO PEIAKTOPOB

* UHbeknuu, neperaBaeMple IMOJIOBBIM TyTeM /

I[Tom pen. B.A. AxosOsna, B.U. [Ipoxopenkosa,
E.B. CokonoBckoro. — M.: Menua Cdepa, 2007.
[Infektsii, peredavaemye polovym putem. Ed by
V.A. Akovbyan, V.I. Prokhorenkov, E.V. Sokolovskiy.
Moscow: Media Sfera; 2007. (In Russ.)]

* Gilstrap LC, Cunningham FG, VanDorsten JP,
editors. Operative obstetrics. 2nd ed. New York:
McGraw-Hill; 2002.

Marepunansl KoHGEpEHIIHH

» [lapxomenko A.A., [leiixanoBa B.M. Oxa3anue
MEIUIIMHCKON IMOMOIIM OOJBbHBIM, MEPEHECHIMM HH-
(bapKT TOJIOBHOTO MO3ra, Ha aMOyIaTOPHO-TTIOTUKITHHH-
geckoM dtare / Beepoccuiickas HayqHO-TTpaKTHUSCKas
koH(pepernus «llyTn pa3BUTHS TIEPBUYHOH METUKO-
canuTapHoii momomuy; Hos6ps 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.)]. Hdoctymuo 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 5th Germ Cell
Tumour Conference; 2001 Sep 13-15; Leeds, UK.
New York: Springer; 2002.

Tesucel B MaTepuanax KoOH(pepeHINU

e Christensen S, Oppacher F. An analysis of Koza's
computational effort statistic for genetic programming.
In: Foster JA, Lutton E, Miller J, Ryan C, Tettamanzi AG,
editors.  Genetic programming. EuroGP  2002:
Proceedings of the 5th European Conference on Genetic
Programming; 2002 Apr 3-5; Kinsdale, Ireland. Berlin:
Springer; 2002. p. 182-91.

Huccepranuu

* by3zaes I.B. IIporao3upoBanue M3BMEHEHUIN LEH-
TpajJbHON TeMOJMHAMUKH M BBIOOP METO/Ia MIACTHKH
JIEBOTO JKEIYJO0YKa MPH XPOHUYECKUX aHEBPU3MAaX
cepama: uc. .. KaHI. MeA. HaykK. — HoBocuOmpck,
2006. [Buzaev IV. Prognozirovanie izmenenii
tsentral'noi gemodinamiki i vybor metoda plastiki
levogo zheludochka pri khronicheskikh anevrizmakh
serdtsa. [dissertation] Novosibirsk; 2006. (In Russ.)].
Joctymao mo:  http:/www.buzaev.ru/downloads/
disser.pdf. Ccbuika 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 IMPABUJIBHOCTbH BUB-
JUOT'PAOUYECKUX JAHHBIX HECET ABTOP.

2.6. Nudopmarmst 06 aBtopax. I[locienoBarensHo
yKa3bIBatOTCs Bce aBTOpbl pykormck: . M. O. (momHO-
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CTBIO), YU€Hasl CTEIeHb, YUCHOE 3BaHHE, JIOJDKHOCTh, Me-
CTO paboTHI (BKITFOUYAst TOPOI M CTpany). OTAETRHO Ciemy-
€T BBIJITIUTH (3HAUKOM *) aBTOpa SISl CBA3M C aBTOPCKUM
KOJIJIGKTHBOM M TOJIBKO JIJIsl HEro yKa3aTh KOHTaKTHBIN
e-mail. Anpeca u TenedoHbl, a Taroke e-mail gpyrux as-
TOPOB B TIOJTHOM TEKCTE PYKOIHCH YKa3bIBaTh HE CIICIYET.

AHTIHACKUHN S3BIK U TpaHcauTeparus. [lpu myOmm-
Kalli¥ CTaTbu YacTh WM BCS WHQOpMaIUs JOKHA
ObITH NyOnMMpoOBaHA HA aHTIMHMCKWHN SI3bIK WM TpaHC-
JUTEpPUpOBaHa (HalMcaHa JTaTUHCKUMU OykBamu). [Ipn
TpaHCIUTEpPAllMU CIIeMyeT WCIOIb30BaTh CTaHIApPT
BGN/PCGN (United States Board on Geographic
Names /Permanent Committee on Geographical Names
for British Official Use), pekoMeHI0BaHHBINA MEXTyHa-
ponubiM m3garenseTBoM Oxford University Press, xak
“British Standard”. Jlyist TpaHCIHTEpaK TEKCTA B CO-
OTBETCTBHH €O cTaHmapToM BGN MOXHO BOCIOJB30-
BaThCs CChUIKOM http:/ru.translit.ru/?account=bgn.

Tabnuusl ciaeqyeT MoOMemaTh B TEKCT CTaTbH, OHU
JIOJDKHBI UMETh HYMEPOBAaHHBIH 3aroJIOBOK U YETKO
0003HaYeHHBIE Tpadbl, yIOOHBIE W TOHSATHBIC IS
YTEHUS. 3aroJI0BKH K TadauIaM JT0KHbI ObITH NMPH-
Be/IeHbI Ha JIBYX SI3bIKAX — PYCCKOM M AHIJIHICKOM.

Jlanuple TaOMUUBl JOJKHBI COOTBETCTBOBATH
nudpam B TEKCTE, OJJHAKO HE JOJKHBI AyOIUpOBaTh
MIpeACTaBIeHHyI0 B HeM wmHpopmarnio. CCBIIKH Ha
TaOIHUIBI B TEKCTE 00s3aTEIbHBI.

Pucynku (rpaduku, 1uarpaMMbl, CXeMBbl, YePTEKHU
U Apyrue WIIIOCTPAalMK, PUCOBaHHBIC CPEICTBAMHU
MS Office) nomxHBI OBITH KOHTPACTHBIMU W YETKU-
Mu. O0BeM rpadudecKkoro Marepraia MUHIMaJbHBIA
(3a wmckIOuUeHHeM paboT, B KOTOPBIX ITO OIpaBiaa-
HO XapakTepoM wuccienoBanus). Kaxaslli pUCYHOK
JIOJKEH OBITh TIOMEIIEH B TEKCT U COMPOBOXKIATHCS
HYMEPOBAHHOM MOAPUCYHOUHOU MOAMUCHIO. CChUIKU
Ha PUCYHKH B TEKCTE OO0S3aTEIbHBI.

Monpucynounble MOANMUCH [TOJLKHBI ObITH HA
ABYX SI3BIKAX — HA PYCCKOM M AHIJIHMHCKOM.
Hanpuwmep:

Puc. 1. Bec nnaneHTsl y Jgereid NalueHTOK OCHOB-
HOH M KOHTPOJIBHOM TPy

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

dororpaduu, oOTHEYATKH DSKPAHOB MOHHTOPOB
(CKpUHIIIOTHI) ¥ IPyTHE HEPUCOBAHHBIE MILTIOCTPAIINH
HEOOXOIMMO 3arpy’aTh OTICIBHO B CIEIHAILHOM
pazaene GopMBl AN MOAAYM CTaTbu B BHIE (ailyioB
¢dopmara *jpeg, *.bmp, *.gif (*.doc u *.docx — B ciuy-
Yae, eclii Ha M300paKeHHe HaHECEHBI JOMOJHUTEIb-
HBIE TOMETKH). Paspermenune n300pakeHUS TOKHO
obiTh > 300 dpi. Daitnam u3z00paskeHHd HEOOXOAHU-
MO IPHUCBOUTH Ha3BaHUE, COOTBETCTBYIOIIEE HOMEPY
pUCYHKa B TekcTe. B ommcanum (aiina ciemyer oT-
JIEBHO TIPUBECTH MOJPUCYHOYHYIO MOJINCH, KOTOpas

JOJDKHA COOTBETCTBOBaTH Has3BaHHIO Qororpaduu,
roMeraeMoil B TekctT. (mpumep: Puc. 1. MiBan Mu-
xaimoBud CedeHOB).

Coxpamenns. Bee ucnonbs3zyemblie ab0peBHaTy phl U
CHMBOJIbI HEOOXOIUMO PacIIMpOBaTh B IPUMEUAHUSIX
K TaOJIMIaM M MOAINUCAM K PUCYHKaM C yKa3aHHEM Ha
HCTIONb30BAHHBIE CTATUCTUYECKUE KPUTEPHH (METOIBI)
W MapamMeTpbl CTATHCTHYECKOW BaprHaOeIbHOCTH (CTaH-
JapTHOE OTKJIOHEHHE, CTaHAapTHas OUIMOKa CpeJHEro
u 1pod.). CTaTHCTHYECKYIO I0CTOBEPHOCTH/HENOCTO-
BEPHOCTb PA3NUYMM JAHHBIX HPEACTAaBJICHHBIX B Ta-
omIax, peKoMeHAyeTcs 0003HAa4YaTh HAIACTPOYHBIMU
cumBonamu ¥, ¥ f 9 I, I mw T m

CootBeTcTBUE HOpMaM A3TUKH. JlJis myOnukaruu
pe3yJIbTaToOB OPUTHMHAJIBHOW padOThl HEOOXOAWMO YKa-
3aTh, MOAMUCHIBAIM JM YYaCTHUKH HCCJICIOBAaHMS WH-
(dbopmupoBanHoe cornacue. B ciryuae mposeneHust uc-
CJ'ICI[OBaHI/Iﬁ C Y4aCTUEM KHUBOTHBIX — COOTBETCTBOBAJI
JM TPOTOKOJ HCCJIENOBAaHMSA AITUYECKHM HNPUHIMTIAM
1 HOpMaM IPOBEJCHUS OMOMEANIIMHCKUX HCCICI0BAHUN
C ydJacTueM XHMBOTHBIX. B 00omx ciyuasx HeoOXomu-
MO yKa3aTh, ObUT JI TIPOTOKOJ MCCIIENOBAHUS O0O0peH
3THYCCKUM KOMHUTETOM (C IMPUBCACHUEM Ha3BaHHA COOT-
BETCTBYIOIIEH OpraHu3allly, €€ PACIONOKEHHS, HOME-
pa IpoTOKONA U JaThl 3aceqanusi komutera). [logpobHo
O IPUHLHUIAX MyOIMKALMOHHON 3THKH, KOTOPBIMH IIPU
paboTe pyKOBOACTBYETCS PEIaKIvs KYpHANa, H3JI0Ke-
HbI B pa3aeiic «DTHYECKHE MMPUHIOUIIBL XYpHAJIa».

PELEH3UPOBAHMUE

CraThH, OCTYITUBIIHE B PENAKIINIO, 00S3aTEIIBHO pe-
ueHsupyrorcs. Ecnu y pereH3eHTa BO3HHKAIOT BOITPOCHI,
TO CTaThsi C KOMMEHTAPUSIMU PEIICH3EHTa BO3BPAIaeTCs
Agropy. JlaToii mocTyIIIeHNs CTaThU CYATAETCS JaTa Mo-
nydeHus Pemakiveld OKOHYATETPHOTO BapHaHTa CTAThH.
Pemakmmst ocraBisieT 3a co0oi TpaBO BHECCHUSI pelak-
TOPCKMX M3MEHCHUH B TEKCT, HE HMCKaXKAIOIIUX CMBIC-
Jla CTaThbu (IUTEpaTypHas W TEXHOJOTHYECKAs MPaBKa).

ABTOPCKUE 3K3EMNNAPbI XKXYPHANA

Penpakums o0s3yeTcs BbIAaTh ABTOPY 1 3K3eMILISAp
XKypnana ¢ onyOJIUKOBaHHOW PYKOIHUCHIO. ABTOPHI,
npoxuBatomue B Cankt-IleTepOypre, mnomydaror
aBTOpCKUIl 3k3eMIiAp JKypHalla HENoCpenCTBEHHO
B Penaknuu. MHoropomHum ABTOpaM aBTOPCKHUU
sk3eMIusIp JKypHana BbICHIIaeTCA Ha aJpec aBTopa,
OTBETCTBEHHOTO 3a TOJYYeHHE MPOOHBIX OTTUCKOB
U aBTOpPCKOro sk3emIusipa JKypnana.

ALPEC PEOAKLUU

191186, Canxkrt-IletepOypr, Anrtekapckuil mep.,
n. 3, mutrepa A, nom. 1H. E-mail: nl@eco-vector.com.
Caiit xypnana: https:/journals.eco-vector.com/pediatr,
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