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JIN30COMHbIE BONNE3HU HAKOMJIEHUA. .
conHronmnmnpoosbl = COUHTOMUENIUHOBBIU TUNUA03,
MU BONE3Hb HUMAHHA - MNMKA, BOJNIE3Hb BOJIbMAHA

© B.H. lTopbyHoBa?, H.B. byunHckas 2

! CaHkT-leTepbyprckuit rocyAapCTBEHHbINA NeaMaTpuyeckuii MeauumMHcKmin yHuepcutet, CankT-lMetepbypr, Poccus;
2 [IMarHoCTMYeCKni LeHTp (Meanko-reHetudeckui), CankT-lMeTepbypr, Poccus

[ns yumuposaHus: TopbyHosa B.H., ByunHckas H.B. JIusocomHble 60n1€3HM HakonneHns. COUHronnnmaosbl — cUHroOMUEMHOBBIN NMNNA03,
nnm 6onesHb HumarHa — Muka, 6onesHb Bonbmana // Meamatp. — 2022. — T. 13. — Ne 4. — C. 5-27. DOI: https://doi.org/10.17816/PED1345-27

MpencTaBneHbl aNUAEMMONOTUSA, KIIMHUYECKAs BMOXMMMYECKas M MONEKYNAPHO-TEHETUYECKAs XapaKTePUCTUKA MIMKOCHUHTIO-
NNNNL0308B, COMPOBOXAALWMXCH HapyLWEeHNneM MeTabonnsma 1 M3bbITOYHbIM HAKOMNEHWEM B PA3IMYHbIX NAaPEHXMMATO3HbIX
opraHax, KOCTHOM M FOJIOBHOM MO3re He TONbKO COUHTONMNUAO0B, HO U CBOBOAHOro xonectepuHa. MNpexae Bcero, 370 CHUH-
rOMUENUHOBBIA MMNKAO3, UK 6onesHb HuMaHHa — Mnuka, — KAMHUYEeCKM NonnMopdHas U reHeTUYeCcKn reTeporeHHas rpynna
pefKMX MOHOreHHbIX 3aboneBaHuit. Pasznuyatowmecs no AebTy U TAXKeCTU TedeHus Tunbl A 1 B aBngioTcs annenbHbiMK 3a-
6oneBaHMsIMU 1 06yCNOBNEHbI MPUCYTCTBUEM PeLeCCUBHBIX MYTaLMI B reHe IM30COMHOM KMCNIoM chuHroMmmenunHasbl (SMPDI).
Tun A — 370 KNlaccMyeckas ocTpas HelpoHonaTus, Npy KoTopoi B 85 % cnyyaes 6onesHb aeboTupyeT 4o 6 Mec., CMepTb Ha-
CTynaeT B BO3pacTe A0 3 neT. [puynHoi 3aboneBaHns CTaHOBATCA MyTaLMKU C NPeXAEBPEMEHHON TeEpMUHALMEN TPAHCAALMUM
WK TSXKENBIMU HaPYLUEHUSIMU KAaTaNMTUYECKON akTUBHOCTU depmeHTa. Mpu Tune B yale o6HapyXMBAOTCA MUCCEHC-MYTaLMK.
JT0 XpoHuyeckas BucuepanbHas GopMa, Npu KOTOPOM HeBPOJOrMyeckas CMMNTOMaTUKa, Kak NpaBuo, OTCYTCTBYET, U 60/b-
Hble [OXMBAIOT A0 NOAPOCTKOBOro Bo3pacta. FOHoweckne n B3pocsibie GOpMbl XPOHUYECKOW HelipoHonaTtum Tuna C reHetu-
yecku reteporeHHbl. B 95 % cnyyaes oHu obycnosneHbl MyTaumamum B reHe NPCI (tun C1) n B 5 % — B rene NPC2 (tun C2).
MpoayKTbl 3TUX reHoB — TpaHcMeMOpaHHble 6Genku, OTBevallwMe 33 TPAHCMOPT XONecTepuHa W APYrux "UMNUA0B.
BonesHb HakonneHns aGupoB xonecTepuHa, an 6onesHb BonbmaHa, obycnoBneHa HacneaCTBEHHOM HEAOCTAaTOYHOCTbIO Nin-
30COMHOM Kucnoi nunasbl A. O6CyxaaeTcs BO3MOXHOCTb paHHeN AMAarHOCTUKM 3TUX 3aboneBaHnii Ha 6ase HeOHaTalbHOro
CKPVHWHIA C LieNblo NOBbIWeHUS 3GHEKTUBHOCTM X NPODUNAKTUKM M neveHns. [1oJUepKHYTO 3HAYEHNE IKCMEPUMEHTATbHbIX
MoAene Ans usyyeHus MONeKynspHbIX OCHOB MaToreHesa 3TUX TSKeNblX HAaCNeACTBEHHbIX 3a6oneBaHuii M pa3paboTku pas-
JINYHBIX TepaneBTUYECKMX MOAXOAO0B, TaKMX KaK TPAHCMNAHTALMS KOCTHOrO Mo3ra, GepMeHTHas 3aMecTuTeNbHas Tepanus
n cybcTpaTpeayumpytolwas Tepanus. NMpeacraBneH KAMHWYeckuin npumep 6onesnn HumanHa - MNuka Tuna C.

KntoueBble cnoBa: NM30COMHble 60I€3HM HAKOMNEHMUS; CCbVIHFOJ'IVII'IIA,EI,OBbI; 60one3Hb HuMaHHa - lNuka; 6one3Hb BonbMaHa.
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LYSOSOMAL STORAGE DISEASES. SPHINGOLIPIDOSES — SPHINGOMYELIN
LIPIDOSIS, OR NIEMANN-PICK DISEASE, WOLMAN DISEASE
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For citation: Gorbunova VN, Buchinskaia NV. Lysosomal storage diseases. Sphingolipidoses — sphingomyelin lipidosis, or Niemann—Pick
disease, Wolman disease. Pediatrician (St. Petersburg). 2022;13(4):5-27. DOI: https://doi.org/10.17816/PED1345-27

The epidemiology, clinical biochemical and molecular genetic characteristics of glycosphingolipidoses with impaired
metabolism and excessive accumulation in parenchymal organs, bone and brain not only of sphingolipids, but also free
cholesterol are presented. First of all, it is sphingomyelin lipidosis, or Niemann-Pick disease, a clinically polymorphic and
genetically heterogeneous group of rare monogenic diseases. Types A and B, which differ in onset and severity, are allelic
diseases and are caused by the presence of recessive mutations in the lysosomal acid sphingomyelinase (SMPD1) gene.
Type A is a classic acute neuronopathy, which starts in 85% of cases before 6 months, death occurs before the age
of 3 years. The cause of the disease is mutations with premature termination of translation or severe impairment
of the catalytic activity of the enzyme. In type B, missense mutations are more common. This is a chronic visceral
form, in which neurological symptoms are usually absent, and patients survive into adolescence. Juvenile and adult
forms of chronic neuronopathy type C are genetically heterogeneous. In 95% of cases they are caused by mutations
in the NPC1 gene (type C1) and in 5% — in the NPC2 gene (type C2). The products of these genes are transmembrane
proteins responsible for the transport of cholesterol and other lipids. Cholesterol ester storage disease, or Wolman dis-
ease, is caused by hereditary deficiency of lysosomal acid lipase A. The possibility of early diagnosis of these diseases
based on neonatal screening is discussed in order to increase the effectiveness of their prevention and treatment.
The importance of experimental models for studying the molecular basis of the pathogenesis of these severe hereditary
diseases and developing various therapeutic approaches, such as bone marrow transplantation, enzyme replacement
therapy, and substrate-reducing therapy, is emphasized. A clinical example of Niemann-Pick disease type C is presented.

Keywords: lysosomal storage disorders; sphingolipidoses; Niemann-Pick disease; Wolman disease.
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BBEOEHUE

B npeapiaymmx HOMepax jKypHala TpeicTaBlieHa
o0Imas XapakTepUCTHKA JTM30COMHBIX O0e3Hel HaKo-
wieHus [2], 7aHO MOAPOOHOE ONMMCAaHUE MYKOIOJIMCA-
Xapua030B [4—6] u 1epedpo3ua030B, K YHCIY KOTO-
peIx oTHOCsTCS Oone3nn Padpu, [omre u Dapdepa [7].
JlanHbIil 0030p TOCBAIIEH OMUCAHHWIO TIUKOC(HUHTO-
JIUTH]I030B, COMPOBOXKIAIOIINXCA HapyIIeHHeM MeTa-
0onM3Ma M HM30BITOYHBIM HAKOIJIEHHEM B PETHKYIO-
SH/IOTEJUANBHBIX KJIETKaX HE TOJBKO C(UHTOIUIHIOB,
HO W CcBOOOAHOTO XosectepuHa. [Ipexme Bcero, 3To
C(PMHTOMHUETTHHOBBIA JIMITH03, WK 00Je3Hh Human-
Ha — [luka, — KIWMHMYECKH MomUMop(dHas W TeHe-
TUYECKU TCTCPOTCHHAS TPYIIa PEAKUX MOHOTCHHBIX
3aboneBanuil. K nerckoit popme I oTHOCATCS Kitaccuye-
CKHW OCTpBIN TUN A (HEHpOHONATHS) M XPOHUYCCKHM
BHUCIIepadbHBEIA THI B. O0a THHa SBISIOTCS alIeh-
HBIMU 3200JICBaHUSIMH U 00YCJIOBJICHBI IPUCYTCTBHEM
pa3IUYHBIX PELECCUBHBIX MyTanuii B rene SMPD]I nu-
30COMHO¥ Kuciol chuaromuenunassl (ASM) [43—45].
IOnomeckas u B3pocnas dhopma II, wim xpoHndeckas
HelipoHomnarust T C, — TeHETHYECKU TeTepOreHHAas
rpynmna 3aboneBanuii. B 95 % ciydaeB y OOJbHBIX
oOHapyxuBatorcss mytanuu B rene NPCI (tun Cl)
u B 5% — B reme NPC2 (tunm C2) [21, 30, 31].
[IpomykTamMu 3THX T€HOB CTaHOBSTCS TpaHCMEMOpaH-
HbIe OENIKM, OTBEYAIOIIME 32 TPAHCIIOPT XOJECTEepH-
Ha W JPYrux JUNUA0B. bone3Hs HaxomeHus >(QUpoB
XOJleCTepHrHa, win Ooje3Hb Boibmana, oOycioBieHa
HACJIEZICTBEHHOW  HEOCTATOYHOCTHIO  JIM30COMHOM
kucioit mumnasel A [12, 37, 53]. IloBBImIeHHBIH WHTE-
pec kK 5TUM OOJE3HSIM CBSI3aH C TOSIBICHHEM W IPaK-
TUYECKON JIOCTYITHOCTBEO METOJIOB HHJIIUBUIYaTIbHOMN
MOJICKYJISIPHOW JIHAarHOCTUKH, TPUHIIUIHAILHOW BO3-
MOYKHOCTBIO TIPOBEJCHHSI HEOHATaJhbHOTO CKPHHHUHTA
1 pa3paboTkoil O0e30macHbIX U 3((HEKTUBHBIX METOOB
HE TOJBKO CHMITOMAaTHYECKOTO, HO M IaToreHeTH4e-
CKOTO JICYCHHSI HEKOTOPBIX M3 3THUX TSDKENBIX HACIE[I-
CTBEHHBIX 3a00JICBaHUN.

BOJIE3Hb HUMAHHA - NMUKA,
COUHTOMUENMHOBbBIX NTUNNA03

Knunuka u 3nuaemMuosiorus

bonesnr Humanna — [luka, wim cduHroMuenu-
HOBBIM JINIHMJI03, — 3TO I'€HETHYECKH I'€TepOreHHast
rpynma ayTOCOMHO-PEIeCCUBHBIX 3aboieBaHuil, 00-
YCIIOBJICHHBIX ~ HACJIEJCTBEHHOH HEIOCTaTOYHOCTHIO
(hepMEHTOB, yYacTBYIOIUX B Jerpajalliid CHUHIOMHE-
JMHA, a TaKXKe B TPAHCIOPTE M METadoJM3Me XoJje-
crepura [8—10]. B ocHoBe martoreHesa 3a0oJjieBaHUS
JIGKUT HAKOIUICHWE JIMIUJIOB, TJIABHBIM 00pa3oM,
c(UHrOMHEIMHA U CBOOOIHOIO XOJIECTEPHHA B PETHU-
KYJTO3HJIOTENHAIBHBIX U APYTHX THIAaX KJIETOK, YTO
BeZIeT K WX m3dmparenbHOW rubdenn. OcoOeHHO dyB-

CTBUTEIILHBI K 3TOMY Je(EeKTy KJIETKH IICHTPAIbHOM
HepBHO# cuctemsbl (LITHC).

XapakTepHble CMMITOMBI Ooste3an Humvanna — [Tuka,
KaK Ipymrbl 3a00JIeBaHUM, — TenaTroCIICHOMEraus,
3aJiepKka (PU3MYECKOTO W YMCTBEHHOTO pa3BUTHSL.
Cepbe3Hble HEBPOJIOTMUECKUE PACCTPONCTBA BKIIIO-
YalOT NPOrPECCUPYIOUIYIO JIEMEHLHUIO, CIIaCTUYECKHE
napesbl U napajrdyd ¢ YTHETEHHUEM CYXOKHIIbHBIX ped-
JIEKCOB U CYIOPOKHBIM CHHIPOMOM Ha 0o0Jiee TO3IHUX
craausax Ooyie3HU. Y OOJBHBIX MOTYT HapyIIAHTCS
3penue u cayx. Ilpu uccrienoBanuu ra3HOro JHa He-
PEAKO OTMEYAETCSl BUIIHEBO-KPACHOE MATHO — CUM-
IITOM «BUIIHEBOM KOCTOYKM». B MyHKTaTe KOCTHOTO
MO3ra, MEYCHH, CEIIC3CHKH, TUM(PATUICCKUX Y3JI0B 00-
HapYXUBAIOTCA KPYIHbIE BaKyOJU3UPOBAHHBIC KIETKU
[Iuka, Tak Ha3bIBAEMbIE «IIEHUCTHIE» KIIETKU.

B 3aBucuMocTH OT BpeMeHH e0I0Ta BBIICISIOT
JISTCKUE, OHOIIEeCKHe W B3pocibie (opmbl. K ger-
ckuMm ¢opmam (I) oTHOcATCS Kiaccuyeckass OCTpas
HEUPOHOMATUSI — TUI A, U XpOHUYECKasl BHUCILIEpaIb-
Has (opma — Tum B. K IOHOIECKHMM W B3pPOCIBIM
dbopmam (II) oTHOCSTCS XpoHWYECKas HeHpoHOMa-
T M C ¥ HOBOUIOTJIAHACKHM Bapuant — THn D.
Bce Gopmbl oTiiHUaroTCs BHICOKUM KIMHUYECKHM T10-
JTUMOPHUZMOM.

Y 85% OompHBIX COUHTOMHETHHOBBIM JTHITHIO-
30M TUMa A CHUMNOTOMBI pa3BHBalOTCI K 4-6 Mec.,
CMepTh HAcTymaeT B Bo3pacte A0 3 jeT. Xapakrep-
HBIMH cuMIITOMamMu Oosie3an Humanna — [Tuka tuma A
CUMTAIOTCS 3a/IepKKa pocTa, ACPUINT Beca, 4acThble
pecriparopable WHOEKINH, 3aTsDKHAs HEoHATaTbHAs
runepouaupyouHemust. PouTen MOTyT NpeabsBisTh
JKaJI00bI HA PBOTY, TPYAHOCTH MIPU KOPMJICHUH, CKIIOH-
HOCTh K 3amopaM, OecHpHYWHHBIE TOABEMBI TeMIIe-
patyphl, TOTEpI0 MPHOOPETEHHBIX paHee HaBHIKOB.
IIpu ocmorpe peOeHKa MOKHO OTMETHUTH BBICTYIIA-
IOIIKN JKUBOT 3a CUET IemaToCIICHOMETaluu U clia-
00CTb MBI epeaHeil OpIomHON CTeHKH, Iuddy3-
HYI0 MBIIICUHYIO TUIIOTOHUIO, KCAHTOMBI Ha KOXKE€,
yBenuueHne JuMdarndecknx y3moB. Jma  mereit
XapakTepHa 3a7ep)KKa TICUXOMOTOPHOTO Pa3BUTHUSA
C MEPEexXOJIOM B WHTEIUICKTYyaJIbHBINA JehuiuT B Oojee
cTapiieM Bo3pacTe, OBICTPOE MPOTPECCHpPOBaHUE He-
BpPOJIOTMYECKON CHMIITOMATUKU OT MBIIIEYHONW THIIO-
TOHMUA W THUIOPE(ICKCHU K CIACTHYHOCTH, MBIIICY-
HOU PUTHIHOCTH U aTCTOUIHBIX IBUKCHUM, Pa3BUTHIO
cynopoxknoro cuuzapoma [8]. Ilpu oOcnenoBanuu oT-
MEYaloT Pa3BUTHE aHEMUU U TPOMOOIIMTOIICHUH, IIO-
BBILIEHUE TPAHCAMUHA3, TUIEPIAUNIUAEMUI0. PEeHTreHo-
JIOTHYECKH BBIBISIOT AU(Qy3HbIC TpaHyIIpHbIC WU
peTUKYISIpHbIE MHQHUILTPAThl B Jerkux [11].

[Ipu ¢opme B mnepBbie cumnrTombl 3aboleBa-
HUS OTMEYalTCs B Bo3pacTe 2—6 JIeT, a HEBPOJIO-
TUYecKas CHMIITOMAaTHKa HE XapakTepHa. Bo3mokHa
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HU3KOPOCIOCTh. XapaKTepHbI BBICTYMAIOMINA KUBOT
W TelaToCIUIeHOMeranus, JuMdaaeHOoNaTns, YacTble
pecnupatoprble nHpeKuuu. g mopakeHus JeTKUX
XapaKTepHO IOCTETIEHHOE IPOrpecCHpOBaHUE C pas-
BUTHEM MH(UIBTPALUYU aJIbBEOJ, UHTEPCTHIIUATBHBIMH
Y HOAYJSPHBIMH HM3MEHCHUSIMU M HCXOJOM B JIbIXa-
TEJIBHYI HEA0CTaToYHOCTh K 20-25 romam. Kinunu-
gecKas TUAarHOCTHKA 3TOW (OpPMBI 3a00JICBaHIS YaCTO
ObiBaeT 3arpynHeHa. [lanueHTsl ¢ Oosie3Hbt0o Human-
Ha —[luka Tuna B moXuBarOT 70 MOAPOCTKOBOTO WM
B3poCIoro Bo3pacta. lIpuyrHaMu jeTanpHOTO MCXofa
MOTYT OBITh JbIXaTelbHas HEeIOCTaTOYHOCTh, IIUPPO3
MEYEeHU U TeMOpparudeckue CUMITOMBI KaK pe3yabTaT
MEYCHOYHON HEJI0OCTATOYHOCTH U Aeduiura (HakTopoB
cBepThIBaHUs KpoBHu [51].

['pynmb! pricka i BEISBICHUS! C(OUHTOMHEITNHOBO-
ro ymnuao3a tama B: (1) kapauomorndeckue OOIbHBIC
C HU3KHUMHU YPOBHSIMU JIMIIONPOTEUHON BBICOKOM IUIOT-
HOCTH ¥ (2) SHIOKPUHHBIMU HapyIICHUSMH, COYCTa-
IOLUMHUCS C 3aepKKoi pocra [76].

bonesnp Humanna —Iuka tun C xapakrepusyercs
0ojiee TO3MHMM HadajoM, IMpeoOiaaHueM HEBPOIIO-
TMYECKONM CUMIITOMAaTUKM B KIMHUYECKOM KapTHHE.
[Ipu roHOwIECKUX (hopMax AEOIOT M CKOPOCTHb TEUCHUS
0oJIe3HN MOTYT 3HAYMTENBHO BapbUpoBarh. [Ipm pe-
TpOCTIEKTUBHOM oOcienoBannun 70 MAIMeHTOB M3 pa3-
HBIX cTpaH ¢ tunom C Goneznn Humanna — [Tuka Bo3-
pacT Hadaja KJIMHUYECKUX IpPOSBICHUN BapbUpPOBAI
OT HEOHaTaJbHOTO nepuoaa 1o 55 ner. CMepTh HacTy-
naja B Bo3pacte ot 5 o 15 ner [87]. B 3aBucumoctu
OT BO3pacTa MaHH(ECTaluu BBIICISAIOT CIEAYIOIHIe
¢dopmbr Oone3nun tuna C [9]:

* mnepuHaranpHas (Ae0roT 10 3 Mec.);

* paHHsA MIafieHuYeckas (nedror B 3-24 mec.);

°  MO3MHSA MiaaeHdYeckas (2—6 ner);

* [oBeHWIbHAsA (6—15 mer);

° MOJPOCTKOBasi Wiu B3pocias ¢opma (>15 ner).

Juis Bcex ¢opMm XapaKTepHbl TeraToCIICHOMEra-
TS, 3ajiepKKa TICHXOMOTOPHOTO Pa3BUTHUS U MBIIIEY-
Has TUMIOTOHMA. XOJEeCTa3 M CIUICHOMEeTannus 0e3 Mpu-
3HAKOB TIOPTAJIBHOW THIEPTEH3UU SIBISIOTCS PAHHUM
Y MATOTHOMOHHWYHBIM CUMIITOMOKOMILJIEKCOM OOJIC3HH
Humanna —Iluka tunma C. TeM He MeHee omMpaThbCs
Ha OTH CHMITOMBI BO3MOXXHO TOJBKO B PaHHEM BO3-
pacTe, Tak Kak MPU3HAKK XOJIeCTa3a CaMOIIPOM3BOIIBHO
paspernraroTcs K Bo3pacTy 6—8 Mec., B TO BpeMsl Kak Te-
MaTOCIVICHOMET AUl MOXKET COXPAaHSETCS IUTENBHO.
BucniepanbHbie MposiBICHUsT OOBIYHO TPEIIIECTBYIOT
CHUMIITOMaM CO CTOPOHBI HEPBHOW CHCTEMEI [9].

[Ipu pannem nedroTe HEMMMYHHAs BOJISTHKA, TeTaTo-
CIJICHOMETAJIMS U aClHT Pa3BUBAIOTCS BHYTPHYTPOOHO
WIN BCKOpE MoOciie poXIeHus peOcHKa, B JalbHEH-
[IeM TOSIBJISIIOTCS CHMIITOMBI XOJIeCTa3a, CHIDKEHHE
MBIIIEYHOTO TOHYCA, Pa3BUBAECTCS MOpaKEHUE JIETKHX

(ua¢unbsrparel). Y 10 % nanueHToB OOJNE3Hb MMEET
(hyTbMUHAaHTHOE TEYEHHE C Pa3BUTHEM I€YCHOUYHOU
HEIOCTaTOYHOCTH M JIETAJIbHBIM MCXOJIOM JIO BO3pacTa
1 roxa. [To3musist MnageHueckas Gopma XapakTepu3y-
€TCsl TOSIBIICHUEM MO3KEYKOBBIX PACCTPOUCTB (aTak-
cum), Oynmp0apHOTO ¥ TICeBI00YIIEOapHOTO (TU3apTPHs,
nucdarus), CymopoKHOTO CHHIPOMOB, HAIBSIICPHOTO
napesa B3opa.

[Mo3naue dopmbl 3a0oneBaHMsI XapaKTEPH3YIOT-
Cs MEIUICHHBIM TIPOTPECCHPOBAHUEM U JIEOIOTHPYIOT
B TTOJPOCTKOBOM BO3pacTe WM y B3pOCiHbIX. [lepBoI-
MU KJIMHHUYECKUMH CHUMIITOMaMH Yy 3TOW TPYIIIbI I1a-
LIMUEHTOB MOTYT OBbITh JUOO OOJbIINE TICHXO3bI, JHOO
O TaNTBEMOIUIETHS WM JTUCTOHUS C COXPAaHCHHEM WH-
TeJUIEKTYanbHbIX (QyHKIWH. [Ipu roBeHMIIBHON dopme
HaONIONAIOTCS  DKCTpaMpaMHUIHBIE HapyIIeHHus —
TUIEPKUHE3bI, OpaJuKUHE3Us, MBIIICUHAs JUCTOHUS,
BEPTHUKAJILHBIN Mape3 B30pa, IelacTUIecKasl KaTariek-
cus. [laneHTsI, TOKUBAFOIINE JI0 TIOAPOCTKOBOTO WITH
B3pPOCIIOTO BO3pPAacTa, CTPAAAIOT KOTHUTUBHBIMU U TICH-
XHUUYCCKUMHU HAPYIICHUSIMH, TAKMMHU KaK IICHX03bI, HMe-
IOT CKJIOHHOCTH K JICTIPECCHM M Pa3BUTHIO HIH30(pe-
HOMOJOOHBIX paccTpoicTB [9]. BeprukanbHeiii mape3
B30pa — OJWH W3 CaMBIX BaYKHBIX TUATHOCTHUYECKUX
MpU3HaKoB 3aboneBaHus. J[IsT B3pOCIHBIX TAIMEHTOB
XapaKTepHbl YMEpPEHHAs! TeMaTOCIUICHOMETANNs U OT-
HOCHUTEJILHO HEOOJIBIIIOe HAKOIUICHUE CUHITOMUEIINHA
B TEMaTOIMTAaX, KIETKaX CEIe3eHKH U KOCTHOTO MO3Ta.

Ha ocHoBanum omeiTa HaOmMrOmeHUs 3a 87 amepu-
KaHCKHMU TanueHTamu ¢ 6one3npio Humanna — Iluka
tuna Cl BBISBIEH CpeAHMH BO3pPACT AMATHOCTUKH —
10 mer (oxono 50 % mammenTtoB — g0 7 ner) [29].
CpenHuii  BO3pacT JIETaTbHOTO HCXOJa COCTaBWII
16 jet, XOTs IOJOBMHA M3 HHMX Iorubma mo 12,5 nert.
HaunGonee YacThIMH CHMITOMaMH HPU POXKICHUH
Obuta xentyxa (52 %) ¢ MoCIeayIONUM YBEITHYCHHEM
cene3eHku (36 %) u meuenu (31 %); mMeHee yacThI-
Mu — actuthl (19 %) u mpieunas runororus (6 %).
IIpn nmanmpHEHIIEM pa3BUTHH peOCHKA HEYKIIOKECTh
orMmeuaetTcss y 87 % OONBHBIX, TPYIHOCTH C OOydUe-
HueM — y 87 %, arakcus — y 83 %, mucdarus —
y 80 % u BepTuKanbHBIA mape3 B3opa — y 81 %.
OTH JaHHBIE TTOJIOKEHBI B OCHOBY JHMAarHOCTUKH 0OJe3-
uu Humanna — [1uka Il u cocTaBieHns HallMoOHAJILHOMU
KOMITBIOTEPHOH 0a3bl JaHHBIX marnueHtoB [9, 10, 65].

OKyJIOMOTOpHBIC HAPYIICHHS 3a4acTyIO SBIISIOTCS
KITFOYEBBIMH TIPU3HAKAMH, TTO3BOJISIOIIUMH  3aTI0/10-
3puth Oone3ns Hwumanna —Iluka tuma C. OOBIYHO
OHM HAUMHAIOTCS B CTapuieM MJIAQJCHYECKOM BO3-
pacte ¢ HapylIeHHUS CaKKaJIMUYECKUX NBIDKEHUN I7a3.
CHUMIITOMBI MOTYT OBITh TPOMYIICHBI TPH KIWHU-
YEeCKOM OCMOTpE, €CIM He OIICHWBAIOTCS CaMoIpo-
V3BOJIbHBIC JBIDKEHUS IVIa3HBIX s0mok. [lepBeimm
HAPYIIAIOTCS BEPTUKAJIBHBIC NBIDKCHUS TIJa3, 3aTeM
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MOSIBJISIFOTCSl HAPYIICHUS JABUKCHHUM MO TOPU30HTAIH.
Ha HauanpHBIX CTagusX HapyIIAIOTCS CaMOIPOU3-
BOJIbHBIE CAaKKaIUYECKHE TBUKECHUS, TIPU COXPAHEHHUH
HOPMAJbHBIX TUIABHBIX ABMKECHHH Tima3. C TedeHueMm
BPEMEHU TIa3HbIE CUMITOMBI IPOTPECCUPYIOT O TMOJI-
HOTO BEpPTUKAJIBHOrO Mapesa B3opa [9].

C renernyeckoil Touku 3peHHs Oone3np Human-
Ha — [luka memurcs Ha 3 tuma. Jlerckue Gopmbl chuH-
TOMHUEITMHOBOTO JUMUA03a TUIIOB A u B sBmsroTcs
AJUICNIBHBIMU 3a00JICBaHUSMU, TaK KaK OOYCIIOBJICHBI
MPUCYTCTBHEM TOMO3UTOTHBIX WJIM KOMIIAyH/I-TeTe-
PO3UTOTHBIX HWHAKTHBHPYIOIIUX MYyTAalliii B OIHOM
u ToM ke rene SMPDI nu3ocoMHOM Kucioil chuH-
romuenuHassl (ASM) [43-45].

IOnomeckue u B3pocnbie Gopmel Il reneTndecku
rereporeHssl [9, 10]. V 95 % nauueHToB C Kiu-
HudeckuM TunoM C oOHapyXHUBAIOTCS MYTaIlUH
B reHe NPCI, BOBIICUCHHOM B KOHTPOJIb BHYTPHUKJIC-
TOYHOTO TIEPEMEICHUS XOJIECTEPUHA U APYTUX JUIU-
JoB. D10 reHeTnueckui Tun Cl, kK KOTOpOMY OTHOCHT-
Cs TaKK€ M HOBOIIOTJIAHJACKANA KIMHUYECKHA Tunm D.
VY 5 % mamueHToB ¢ FOHOMIECKUMH U B3POCIBIMHU (op-
mamu Oone3nn Hwumanna —[luka oOHapyKHBalOTCS
MyTanuu B Apyrom reHe NPC2, OelkoBBIA HPOLYKT
KOTOPOTO YYacTBYET B CBS3BIBAHUM M TPAHCIOPTE XO-
necrepuHa. O10 reHeTudeckuid Tun C2. TouHble B3au-
MOOTHOIIICHUS MEXAY OeIKaMu, KOTUPYEMBIMUA TCHAMHI
NPCI u NPC2, 0o cux mop H3y4YEeHBI HEIOCTATOYHO.
Knununueckast AMarHoCTUKa IBYX T€HETUUECKUX THUIIOB
ctuaroMuenHOBOTO MUnHI03a C1 1 C2 mpakTHueckn
HeBO3MOkHA. OHAa MOXKET OBITH OCYIIECTBICHA TOJIBKO
C TMPUBJICUEHUEM JAHHBIX MOJIEKYJSIPHO-TEHETHYECKO-
ro ananusa [3, 20, 26].

bonesnp Humanna — [Iuka oTHOCHTCS K YUCITY pea-
KHX ayTOCOMHO-PEIECCUBHBIX 3aboneBaHuil. OmHAKO
B HEKOTOPBIX JTHUYCCKHUX TPyNHaxX U TCHETHUSCKUX
HA30JATax €€ YacToTa JOCTaTouHo Beanka. Tak, B 40 %
BCEX CJIy4aeB OHA BCTPEYAETCSl CpEeIu €BpeeB-alllKe-
HA30B, U B JTOW IMOMNYJAIMN €€ 4YacTOTa COCTaBJIseT
1 :40000. HeoOpraHO BRICOKAS YACTOTA BHCIIEPATHHON
(hopMbI 0OJIE3HU 3aperuCTpUpOBaHa Ha ceBepe Adpu-
ku B Mapokko, Amxupe u Tynuce [84]. B apyrux
MOMYJISIUSAX YacToTa AETCKUX TUIOB A u B Oonesnu
Humanna — ITuka onermBaetces kak 1 : 250000, a roHO-
meckux ¢opm thma C — 1:100000-120000 [10].
IOHomeckuit Tun D 3a0oseBaHus ¢ BBICOKOW YacTo-
Toi BcTpeuaercs B Hosoil Illotnanaum cpenm Hace-
neHust (PpaHIly3CKOTO TPOUCXOXKIeHHs. Tak, B OJHOM
W3 pailoHOB CTpaHBl YacTOTa OOJBHBIX TOCTHTAET
1 %, a gactoTa reTepo3uror Kojeliercs B Ipeaenax
or 10 mo 26 % [30, 91].

IIpu 0060O0IIeHNN pPe3yNbTaTOB TMapaluIeIbHOTO JK-
30MHOTO CEKBEHHPOBAHUS, BBHIMOIHEHHOTO B YETBIPEX
HE3aBUCHMBIX MCCIIEIOBAHMSX, OBLIH TTOTy4eHBI HECMe-

IICHHBIE OIIEHKM YacToThl Oone3Hn HumanHa — [Tuka
tumia C u BapuantoB C1 u C2. Onu cocrapmsior 1,12,
1,08 u 0,03 ma 100000 HOBOPOXKICHHBIX COOTBETCTBCH-
Ho. IIpu »ToM mpoucxonuT HemooueHka BapuantoB Cl
C MO3IHUM Ha4ajoM, u TpeOyeTcs UX AONOITHUTEIbHBIN
CKPUHHMHI B IpynIax BbICOKOro pucka [90].

BOJNIE3Hb HUMAHHA - MUKA |, TUNbl A N B
BuoxumMuyeckue 0CHOBBI MaToreHesa
[lepBuuHbIi OMOXMMUYECKUN e(EKT MPU IETCKUX

¢dopmax Ooneznu THIoB A U B — orcyrcTBHE MM

CHIDKEHHE AaKTUBHOCTH JIM30COMHOM COHUHIOMHENH-

Ha3bl, KaTaJU3WpPYIOIIeH paciienjeHne CcOUHroMue-

JIMHA, BBITOJHSIOMETo (QyHKIMIO cTabuinsaTopa Kiie-

TOYHBIX MeMOpaH, 10 (HocPOopHUIXoIMHa U LIepaMuia.

B pesynbrare HapyiieHus karaboau3Ma c(UHIOMUE-

Ha MPOUCXOANT €r0 HAKOIUIEHHE B JIM30COMax KIIETOK

MHOTHX OpraHoB 001pHOT0. OJHOBPEMEHHO ITPOUCXO-

JUT HaKoIUIeHHE APYrux (OcQOIMIHUIOB U XOJEeCTe-

pHUHA, TAKXKE SBJISIOMIETOCS OCHOBHBIM CTPYKTYPHBIM

KOMIIOHEHTOM MeMOpaH. ['MCTOIOrMYeckn 3TO BBISB-

JII€TCSl B MOSIBJICHUH «IIEHUCTBIX» KIIETOK.

Kapruposanue u naentuduxanus rena SMPDI1

OnpezneneHrie aMHHOKUCIOTHON TIOCIIEIOBATEb-
HOCTH (hparMeHTa 3KCTparupoBaHHON u3 mMoun ASM
MTO3BOJIMJIO MCKYCCTBEHHO CHHTE3WPOBATh CMECH OJH-
TOHYKJICOTHIOB, C TIOMOIIBIO KOTOPBIX OBLT MPOBEACH
CKPUHHUHT JBYX TKaHeclenupuyecknx OuOIMoTeK
reHoB (UOpOOIACTOB W IUIAIICHTHI YellOBeKa C Iie-
npto  wm3omsamuu  kJIHK-0BBIX mocnenoBaTeIbHOCTEH
rera ASM — SMPDI [68]. C ucmonbp30BaHHEM Me-
TOJIOB COMaTH4YeCKoi rudpunusanuu red SMPDI Obin
KapTHpPOBaH B KOPOTKOM ILIede xpomocoMsl 11 [67].
Ero noxamm3arus B oomactu 11p15 gokazana MeTomom
rubpuausanuu in situ. 'ea SMPDI pactiofioxXeH B M-
MIPUHTUPOBAHHON 00JaCTH TeHOMa U IKCIPECCUPYETCs
MPEUMYIECTBEHHO C MaTepUHCKOM XpOMOCOMBI [72].

Oto0Opannbie k/IHK-nocnenoBarenpHOCTH OBLIH
WCTIOJIH30BAHbI B JalbHEHINIEM B Ka9€CTBE 30HJIOB IS
uzossauuu renomuoit JIHK u ananuza ero skcnpeccum.
OmnpezneneHa mnojHas HYKJIEOTHJIHAs MOCIJIEA0BaTEIb-
HOoCcTh TeHa ASM, a Takke JOCTAaTOYHO MPOTSHKEHHBIX
paiioHOB, (pIaHKUPYIOMWX TeH ¢ AByX cTopoH [73].
Konupyromas gacts reHa pasaeneHa Ha 6 5K30HOB, Be-
JUYMHA KOTOPBIX BappUpyeT oT 77 10 773 map ocHOBa-
Huil. Camblil KpyIHBIN 3K30H 2 KonupyeT 258 aMHHO-
KHCIIOT, YTO cocTaBisieT 44 % 3penoro MnoJuIenTuaa.
I'en SMPDI noBceMECTHO AKCIPECCUPYETCS, TO €CTh
OTHOCHUTCS K YHCITy T€HOB <«JIOMAITHETO XO3SIHCTBa».
Oxkazanoch, 4YTO B Pa3NUYHBIX TKAHAX, B YaCTHOCTH,
B ¢uOpobnacTax M maleHTe, B pe3yJbrare ajbrep-
HAaTHBHOTO CIUIAiCHHTa 00pa3yroTCsl pa3iHyYHbIe W30-
(hopMBI CHUHTOMHUECITHHA3EI.
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Myrtauuun B rene SMPDI1

WUnentuduxanus myranuii B rene SMPDI y na-
IIUEHTOB ¢ ACTCKUMHU hopMaMu CHUHTOMHUCITHHOBOTO
JIATIHAI03a MTOCTYXHUja T0Ka3aTeIbCTBOM €ro MPUYacT-
HOCTHU K pa3ButTuio Oonesznu [43, 80]. B Hacrosuiee
Bpems onucano 6oinee 100 myrtanuii B rene SMPD].
[ToxazaHo, 9TO TsHKENble MyTallMd, TaKWe Kak He-
OoJpIINe MeJeud, NMPUBOASIINE K CIABUTY PaMKH
CUMTHIBAHMS, HOHCEHC-MYTAIlUd U aMHUHOKHCJIOTHBIC
3aMEHBI, OJTHOCTHIO Pa3pyIIAIINE KATATUTHUECKYIO
aKTHBHOCTh C(UHTOMHEINHA3BI, OOHAPYKUBAIOTCS
y MarueHToB ¢ TUIoM A Oonesan Humanna — Iuka.
V nanueHToB ¢ TUNIOM B HalileHbl MUCCEHC-MYyTaluu
U JeNeIUU, HE COMPOBOKIAIOIINECS CIBUTOM pam-
KM CUMTHIBaHUS. B ombITax mo caiiT-HampaBIIeHHOMY
MyTareHesy OBLIO IIOKa3aHO, 4YTO IPH MHCCEHC-
MYTalUsAX COXPAHIETCA OCTAaTOYHAs AaKTHBHOCTH
depmenTa.

st nerckux dopm 3a00seBaHUs XapaKTEPHO TakK-
K€ TIPUCYTCTBHAE Ma)KOPHBIX MYyTalHMid, CHEIHU(PUIHBIX
JUTSL pa3IMYHBIX 3THUYECKHX Tpymm. Tak, cymmapHas
4acToTa TPEX MYTAHTHBIX ayljiesied cpeaud OObHBIX
TUTIOM A €BpEeB-allKeHA30B CUHTOMHUCIIMHOBOIO JIU-
nujo3a jgocturaet 65 %, 4To SBISIETCS OCHOBAaHHEM
JUTSE CKPHHUHTA TE€TEPO3UTOTHBIX HOCHUTENEH MyTalui
B JTaHHOW 3THHWYeckou rpymme [43—45]. JIBe u3 3THX
myTaruii — L302P u nemenmst omHOTO HYKJIEOTHAA
B 330-i mo3uIMu reHa — IMOJIHOCTBIO pa3pylIaloT Ka-
TaTUTHYECKYI0 aKTHBHOCTh ()epMEHTa. DTU MyTalluu
He HalIeHbI y TIAIIMEHTOB HEeBPEHCKOTO MPOUCXOXKIe-
HUS WIA Yy TAIUEHTOB ¢ TUIIoM B 3abomneBanms. Tpe-
Thst MyTamusi — R496L, aBiseTcss MaXOpHOU cpeau
OOJIBHBIX C(UHTOMUCIMHOBBIM JIMITH030M THIA A,
HO W B 3TOM CJy4yae €€ 4acToTa CpeJu TalMeHTOB
eBPEWCKOTO TIPOUCXOKIeHUs cocTaBisier 32 %, a He-
eBpeiickoro — TobKo 5 % [44].

UYacroif cpemu TAaIMEHTOB C BHCIEpaTbHOU (Hop-
MOI 3a0oyieBaHMS B OTHUYECKOW TPYIIIE EBpPECB-
aIlIKeHA30B SBIISIETCS JIENIEIUsl TPEeX HYKICOTH]IOB,
TIPUBOIAIIAS K OTCYTCTBHIO apruHHHA B 608-M TI0-
noxxkenun chuaromuenuuazsl — delR608 [44]. Oty
MYTaIlAI0 TOPA3I0 PEXKE HAXOAAT y MAIUCHTOB C TH-
oM B, mpuHaIexkamumx K ApyruM HallMOHAIBLHOCTSIM,
3a OJHUM OYE€Hb BaXXHBIM HCKIIOYeHHEeM. OKa3aocs,
YTO B CTpaHaX, PACIOJIOKCHHBIX B CEBEPO-3aIaTHOM
gacti Adpuku, yacrora delR608 cpenn MyTaHTHBIX
amnenet rea SMPDI coctaBnsier okono 80 % [84].
VYIuBUTENEHBIM MOXKHO PacCMarpuBaTh TOT (axT, UTO
roMo3uroTsl Mo delR608 xapakTepr3yroTes pa3InIHOI
KaTaJIUTUYCCKOM aKTHUBHOCTHIO  C(UHIOMHEIINHA3BI
Y BapbUPYIOIICH TSKECThIO TEUEHUS C(OUHTOMHETHUHO-
BOTO JMnui03a. [lo-BuauMoMy, Ha TPOSIBICHUE 3TOM
MyTaIllid MOTYT OKa3bIBaTh BIHSHUE KaKWE-TO JPYTHe
TeHETHYECKHE WM CPEZOBbIe (DaKTOPHI.

JKcnepuMeHTaAIbHbIE MOEIH

Coznmana TpaHCT€HHas «HOKayT»-JIMHUS C Ha-
MPABJIIEHHO PAa3pyHICHHBIM T€HOM Asm Mbimu [60].
Y TOMO3UTOTHBIX MYTaHTOB HAOJFOIAIUCh MAaCCUBHBIC
HAaKOIUICHUS C(UHTOMHUENINHA B PETHUKYJIOIHIOTEIH-
aIBHON CHCTEMe TIeYeHH, CeJIe3eHKH, KOCTHOTO MO3Ta,
nerkux u LIHC. I'aarmmo3usiit cinoit kietok [lypknase
MO3KeuKka K 4 Mec. OKa3aJics MOJHOCTHIO pa3pyllieH,
YTO Ha (PCHOTUITMYECKOM YPOBHE MPOSBISIIOCH B BUJIC
TSDKEJIOTO HapyIIeHWs HeWpoMOTOpukd. B 1emom
KIIMHUYECKas KapTHHa OblIa CXOMHA C HEWpOBHCIIE-
panbHO (opMoOl CHUHIOMHEIUHOBOIO JIMIKI03a A.
AHaJOTHYHBIC Pe3yJIbTaThl ObLIM MOJYYCHBI HAa JIPY-
roit ASM-neduunuTHON «HOKayT»-TMHUH Mbliei [33].
OTH MOJIeNH YCIIENIHO UCTIONB3YIOTCS ISl pa3paboTKu
(dhepmenTHoO 3amectutenpHOU Tepanuu (D3T) marm-
eHTOB ¢ Oojie3Hpt0 Humanna — I[Tuka 1 [74].

C ucnonp30BaHUEM HOBOW TEXHOJOTUU CKOHCTPYH-
poBaHa elle OJHA TPAHCTEHHAs «HOKAyT»-JIMHUS
MBIIIIEH, B KOTOPOW CTAaOMIBLHO COXPAHSUICS HHU3KHM
YpPOBEHb (hpakmusi JTU30COMHON C(HUHTOMHUCTHHA3ZEI
(L-SM) u MONHOCTBIO OTCYTCTBOBaja CEKPETOPHAs
cunromuenunasza (S-SM) [52]. B pa3nu4HbIX opraHax
MYTaHTHBIX JKHBOTHBIX aKTHBHOCTh L-SM konebanach
B mpenenax 1-14 %, u x 8 Mec. yke MPUCYTCTBOBAIHN
MaTOJIOTMYECKHE HAKOTUICHHs c(hUHroMuenHa. B Mo3-
re aktTuBHOCTH L-SM coctasmsina ot 11,5 mo 18,2 %,
onHako kietku [lypkuHbe MO3KEUKa OBLIH IMOIHOCTHEO
COXpaHHBL. DTOTO OBUIO JOCTATOYHO, YTOOBI JaXKe TPH
OTCYTCTBUU S-SM y MYTaHTHBIX MBIIIEH HE pa3BUBa-
JIUCh TSXKEJIbIe HEBPOJIOTUYCCKUE MPOSIBICHUS C(HUHTO-
MUEIHMHOBOTO JIMIIK03a, YIy4YIlanack oOIias KU3He-
CIIOCOOHOCTh W YBEIIMYMBAJIACH IMPOIOKUTEIIEHOCTD
JKU3HU TI0 CPaBHEHHIO C Asm-MyTaHTaMHU.

JlaGopaTopHasi THATHOCTHKA M JIeYeHHE

JlmarHocTuka 3a0o0JIeBaHHS OCHOBaHA Ha OIICHKE
KIIMHUYECKHUX MPOSBICHUH CHUHTOMHEIMHOBOTO ITH-
U033 B COYCTAHUU C HAJIMYHMEM «IICHHCTBIX» KJIETOK
B IYHKTAaTe KOCTHOI'O MO3ra U TEYCHH, CHIKEHUEM
AKTUBHOCTU C(MHTOMUEIIMHA3BI B JICHKOIMTAaX W Ha-
KOIUICHHEM XOJEeCTepUHA, CUHTOMHUENIMHA U JIPYTUX
dhochomummmoB B Ouornrare nedeHu. [logTBepKacHU-
eM pauarHosza Oonesnu Humanna —I[Iuka 1 sgBasercs
unenrudukanus myramuii B rene SMPDI.

B kauecTBe TEpPCHEKTUBHOIO HANpAaBICHUS Jicue-
HUS manueHToB ¢ Oone3Hpro Humanna — [Tuxa [ on-
HOW W3 TEepBBIX ObUTa TIpemoXxkeHa (apMakoIoTHde-
CKasi IIAliepOHOTEparus, OCHOBaHHAs Ha H3yYCHUH
MOJICKYJISIPHBIX MEXaHHM3MOB KOPPEKIUH IMPOHUIIAL-
MOCTH JIM30COMHBIX MEMOpaH, BO3HUKAIONICH TOJ
BIUSHUEM pa3nuyHblXx (opm crpecca. Hapymenue
CTAa0WIBHOCTH JIN30COM — OIWH W3 TJIABHBIX Map-
KEpOB CTpecC-MHAYIHPYEMOH KJIETOUYHOW TuOenu.
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[lpu tunax A u B Oone3nn Humanna — [luka, 006-
YCIIOBIIGHHOW HACJEICTBEHHOH HEIOCTATOYHOCTHIO
ASM, Ttakke HaOIMIOmMAeTCSs 3aMETHOE YBEITUUCHHE
MIPOHUIIAEMOCTH JH30coM. [Ipu cTpecce mpoucxoauT
TpaHCJIOKAaNusi Ha JIM30COMBI HEOOJIBIIOro OejKa Te-
wioBoro moka Hsp70 u ero cBs3bIBaHUE C OIHUM
3 KO(aKTOPOB JHM30COMHOTO C(UHTOMHETHHOBOTO
Merabonmusma (BMP), 4To B KOHEUYHOM cUETEe W TIPH-
BOIUT K CTa0WIM3AIlMU JIM30COMHBIX MeMOpan [36].
HckyccTBeHHOE  MHTHOMpPOBAaHUE  B3aUMOJEHCTBUS
Hsp70 ¢ BMP ¢ nomomipto antuten k BMP wmm
BBeneHus Trp90Phe-zamensr B Hsp70, Tak ke Kak
(hapMaKoIOrHuecKoe MM TeHETHYeCKOe MHTHOMpOBa-
nue ASM, mpenorBpamnaer Hsp70-omocpenoBanHyo
CTaOMIIM3AIHIO JTU30COMHBIX MeMOpaH. DTH pe3yJbTa-
THI OTKPBIBAIOT BO3MO)KHOCTH UIsl Pa3paOOTKH HOBOM
CTpaTeTuu JIe4eHUs C(HUHOMUEIMHOBOTO JIHITHA03a
U JIPYTHX JIN30COMHBIX OOJIE3HEH HAaKOIICHHUS C TIO-
MolIbio pekoMOnHaHTHOU (opmbl Hsp70. OnHako 3TOT
MOAXOJl HE HAIleN IOKa JaJbHEHIIEero MpOIOIKEHHS.

Jlokazana Oe3omacHOCTh W 3¢dekTnBHOCTE D3T
HeHelpoHonatndeckoir  ¢opmsl  Oome3snn  Hwuman-
Ha — [Iuka TMna B ¢ MOMOIUBIO BHYTPUBEHHBIX WHbB-
eKIUH pPEKOMOWHAHTHOW KHCIOH CHUHTOMHUETUHA3HI
(thASM) — omunynaser ansda [89]. Paspaboransbr
W TIPOIUIN TIEPBYIO a3y KIMHUYECKUX HCTIBITAaHUH
ONTHMAJbHBIE CXEMbl WHIUBUAYAJIBHOTO JICYCHHS
OOJIBHBIX B OTHOIICHUH HEOOXOAUMBIX 7103 H IEPHO-
JUYHOCTH BBEICHUS Tpenapara, MPUBOISIIIE K YCTOM-
YUBOMY CHIDKCHHIO HAKOIUICHWs] CQHUHTOMHUEINHA
Y IEPUOMYECKOMY TTOSIBIICHUIO TlepaMiia — MPOIyK-
Ta Karabonu3Ma C(UHTOMHEIIHHA, YMEHBIICHUIO 00be-
Ma CEeJIe3€HKU U MEYEHU B COUYETAHUU C YIy4IlIEeHUEM
0o0ImMX ITOKa3arejeii KadecTBa JKU3HU [54].

Opnnako @3T He MoXkeT ObITh HCIONb30BaHA MAJIS
JeyeHusl HelpoHomaThdeckor ¢opmbl 6ome3an Hu-
MaHHa — [IMKa, Tak Kak BBOJUMBIE IIperaparbl He Mpo-
HUKAIOT 4epe3 remMartosHuedannyeckuii Oapbep. 10
OTpaHWYCHHE MOXKET OBITh IMPEONIOJIEHO C IOMOIIBIO
reHoTepanuy. Ha mprmarax mokazaHa Oe301acHOCTB
MPSIMOI MHBEKIIMHU B LIepeOesIIoMe Ty IIIPHYIO LIUCTep-
Hy reHa ASM uenoBeka B COCTaBe aJ€HOACCOLUUPO-
BaHHOIO BEKTOpa, ceporun 9 — AAV9-hASM [71].
Tepameprudecknii dpexT >TOW TPOIEeaypsl OBLI
OLICHEH Ha MOJCIBHON «HOKAyT»-JIUHUM MBIIIEH
ASM-KO. Tlocne BBenenus AAV9-hASM HabGirona-
U JUIMTEIbHYIO SKCHPECCHI0 TPAHCI€HAa BO MHOTHX
KJIETKaX TOJIOBHOTO M CITMHHOTO MO3Ta JKUBOTHBIX 0€3
TTOSIBIIEHUS] KaKUX-JINOO TPU3HAKOB TOKCUYHOCTH WITH
BOCIATUTENBHBIX peakiuii. CIycTs 2 Mec. TIocIe Ipo-
BEICHHOH MPOIEAYpHl B MO3Te MbIIICH He HaOIroaamu
CBOWCTBEHHBIC ATOW JIMHMU MPOSIBJICHUS HEHpoOHOIa-
TUYECKOTO C(PMHTOMHUETMHOBOTO JIMIHI03a, TAKHE KaK
yXyAlIeHrne MOTOPUKW M TaMATH, HaKOIJIeHWe C(huH-

TOMHEIINHA, YBEIIMYCHNE Pa3MepOB JH30COM H T'HOeNb
HEHpPOHOB. AKTHUBHOCTh ASM TOSIBIISIIACH HE TOJHKO
B MO3re, HO W B IJla3Me KPOBM, Hapsy C yMEHb-
HICHUEM HAKOIUICHHsI C(PUHTOMHENMHA W CHIKCHHEM
BocrajieHus1 B medeHd. Haiinena MuUHMMAalbHAs a03a
TpaHCTeHa, CIIOCOOHAs OKa3bIBaTh MOAOOHBIN Tepares-
trgeckuit 3pdext [79]. DTu pe3ynsTaTsl OKa3BIBAIOT
MEPCIIEKTUBHOCTh T€HOTEPANNU JJIs JISUeHUsT O0JIe3HH
Humanna — Iluka tuma A.

BOJNNIE3Hb HUMAHHA - MUKA I,
IOBEHUJIbHbIE ®OPMbI, TUMNbI C1 U C2

OMBITHI IO MEKAJUIETEHON KOMIUJICMEHTAITUH, BBI-
MOJIHCHHBIE HAa KYJIBTypax (QuOpo0sacToB OOJIbHBIX,
nokazanu, uro tui C 6one3nn Humanna — IMuka 11 re-
HETHUYECKH HeOomHOpoieH [78]. B HeOompmoM mporieH-
T€ ceMel MPOCIEeKUBACTCS CIIeTIeHHe 3a00IeBaHUs
C IUTOTCHETHYCCKUMH MapKepamH [IMHHOTO IuIeda
xpomocombl 14, a He 18qll.2, B KoTOpO#i pacmosno-
skeH red NPC/I [83]. HoBblil reHETUYECKUN BapuUaHT
0one3an Humanna — [Tnka ObuT 00O3HAYEH KakK THIT
C2, a COOTBETCTBYIOIINI MyTaHTHBIM TeH — NPC2,
B ominyne or tuna Cl, o0yclOBIEHHOTO MyTaIUsIMH
B rene NPCI.

BuoxuMmnveckne OCHOBBI IAaTOreHe3a

95 9% rownomeckux ¢Gopm Oonme3nn Hwumanna —
IMuka thma C ¥ HOBOMIOTIAHACKMHA BapuaHT Tun D
BMECTE COCTaBISIIOT renernueckuii Tumn Cl, o0ycnos-
JICHHBIH HAcJEICTBEHHON HEAOCTATOYHOCTHIO OOJIBILO-
ro MEMOpPaHHOIO INIMKOIIPOTENHA, JIOKAJIN30BAHHOIO
Ha MOBEPXHOCTH JIM30COM U dHAOCOM [85]. OcHOBHAS
(YHKIHSI 9TOr0 BBHICOKO KOHCEPBATUBHOTO CBS3aHHOTO
¢ MeMOpaHOi Oenka, kopupyemoro renom NPCI, —
BBICBOOOK/IGHHE XOJIECTEPUHA M IPYTUX DIUKOJIUIIH-
JIOB M3 JTM30COM W JHIOCOM, TPHU 3TOM OH JIEHCTBYET
Kak TpaHcMeMOpaHHasi MOIEKylsipHas momma [82].
Bemoxk NPC1 cocrour u3z 1278 aMHHOKHUCIIOT, CO-
nepxut 13 TpaHCMeMOpaHHBIX JIOMEHOB, 5 W3 KOTO-
pPBIX  (QOPMHUPYIOT CTEPOTIYBCTBHTEIBHYIO OOJACTB,
u 3 Oompimue TUAPODUIBLHBIC MHUTOIUIA3MATUYCCKHC
NeTIu C JAWICHIIMHOBBIMH MOTHBAMH, OIpENEsIo-
MU accorpaiuio Oeiaka ¢ sHmocomamu [20, 34].
[Ipocnexena romonorust 6enka NPC1 ¢ HeKoTOpbIME
JOpYTrUMHU O€JIKaMH, yJacTBYIOLUIMMHU BO BHYTPHKIIETOU-
HOM TOMEOCTa3e XOJIECTePHHA, a TaKkke ¢ MopdoreHe-
THYECKUM penentopoM «Patchedy, nedekTHbIM y ma-
LUEHTOB C CUHAPOMOM 0a3abHO-KJICTOYHBIX HEBYCOB.

C uCcnonb30BaHUEM METOI0B MMMYHOTHCTOXHMMH,
CBETOBOM M AIEKTPOHHOM MUKPOCKOIIMYU MTOKA3aHO, YTO
B MO3re MbImeid TeH Npcl dKcmpeccupyercs: B KICT-
Kax DIMM WU acTpPOUUTaX M €ro MpOAYKT Yy4yacTBY-
€T B MPECHHANTUYECKUX MPOIeccax, MPOUCXOASIINX
B HEPBHBIX OKOHUAHUAX [64]. [Ipuduem y TpaHCTEHHBIX
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MBIIIEH ¢ WHAKTUBUPOBAHHBIM reHOM Npcl HMMEHHO
TepMHHAJbHBIE 00JaCTH NEHAPUTOB M AKCOHOB Kak
MEepPBUYHBIC CAUTHI HEWpOoAEereHepaluu MpeecTBy-
IOT TIOSIBJIGHHIO HEBPOJIOTHUYECKUX W TIOBEIECHYECKUX
aHOMaJIUI.

CdunrommenunasHasi akTUBHOCTh Y OOJBHBIX, KaK
MPaBWJIO, CHI)KEHA W COCTaBJSIET B CPEIHEM OKOJIO
38 % HOpMBI. OHAKO TIPH CHUSIHUNA KyJIBTHBUPYEMBIX
KJIETOK, TTOJIy4YeHHBIX OT MAaIMeHTOB ¢ Oone3nbto Hu-
MaHHa — [Iuka Tuma C, ¢ KJIIeTKaMU MaIlUeHTOB TUIa A
i B TpoucXoauT BOCCTAaHOBIEHHWE CQUHTOMHUEIH-
HA3HOW aKTUBHOCTH, TO €CTh B T€TEPOKApHUOHAX IPO-
WCXOJUT KOMIUIEMEHTAIMS MCXOIHBIX JIe()EKTOB.

bonee uem y 90 % O60nBpHBIX, BKIIIOUAsl BCE TSDKE-
JBle CIIydaW, HaOMIOJaeTcs OYeHb HH3Kas CKOPOCTh
ACTepUUKAIIIN XOJIECTEpUHA, BCIIEIACTBHE 4Yero He-
ACTEPUPHUITUPOBAHHBIN XOJIECTEPUH B BBICOKON KOH-
LEHTpallui HaKalIMBaeTcs B KieTkaX. llomydeHHble
pe3ynbTaThl  ObLUTH  IOJATBEPXKACHBI B COBMECTHBIX
MEXIIA00PATOPHBIX ~ HCCIICIOBAHUSNX, BBIMOJHEHHBIX
Ha 70 mamueHtax c¢ Oone3Hpto HwumanHa — [luka
tuna C [87]. ABTOpHI MOKazajaW, 4YTO B KYJIBTHUBU-
pyembix (puOpobiacTax OOJIBHBIX PE3KO MOHWKEHA
acTepuUKaUsd  XOJIECTePUHA IPU  BBIPAIUBAHUH
ATHX KJIETOK B cpele ¢ J00aBleHHeM YHCTHIX JIU-
monpoTenHoB HU3KoW tmrotHOCcTH (JIHIT) uenoseka.
[TpomexyTouHasi CKOPOCTb 3CTepUPHUKALUN HAOIO-
JaeTcsi B KyJbTUBUPYEMBIX (GuOpobmacTax rereposu-
ror. Knmmanueckuii ()eHOTHII OYEBUAHO KOPPEIUPYET
¢ ypoBHeM Omoxmmmueckoro nedexra. Hescrepudu-
[MPOBAHHBIN XOJECTEPHUH HAKAIUIMBAETCS HE TOJBKO
B JIM30COMax, HO Ha paHHEHl cTaguu W B amnmapare
Tonpmxu [17]. Tlokazano, 4to chUHrOMHETMHA3HAS
HEJIOCTAaTOYHOCTh B (puOpoOIacTax IalUeHTOB MO-
KeT OBITh CKOPPEKTHUPOBaHA MPHU YIAJICHUU U3 KYyJb-
TypaJIbHOH Cpefibl JHUIONPOTeHHOBON (pakiuu [81].
OTU JaHHBIE COINIACYIOTCA C IPEIINOJ0KEHUEM, YTO
nepBuuHbld gedexkr npu tune C Oonesnn Human-
Ha — [luka cBsi3aH C KIETOYHBIM TPAHCIIOPTOM W/WIJIH
TIPOIIECCHTOM CBOOOMHOTO XonecTepruHa. CHIDKCHHE
AKTHBHOCTH C(UHTOMHEIMHA3bI TPOUCXOAUT BCIIE/I-
CTBHE BHYTPHKIIETOYHOTO HAKOIUICHHS XOJIECTEPHHA,
TO €CTh SIBISIETCS BTOPUYHBIM MPHU3HAKOM OOJIE3HU.
UeTKol KOppENsIIMY MEXy XapakTepoM HapyLICHUI
XOJIECTEPUHOBOTO TOMEOCTa3a M KIMHUYECKUMHU TpO-
SIBJICHUSIMU OOJIC3HU HE MPOCIICKUBACTCS, U Y HEKOTO-
PBIX MMAIUSHTOB HAOIIONAIOTCS JHIIb HEOOBIINE U3Me-
HEHUS B KIIETOYHOM TPAHCIIOPTE XOJIECTEPHHA — TaK
Ha3bIBaCMBIN BapHaHTHBINH OMOXUMHUYCCKHUH (DEHOTHTI.

[Iponyxr rema NPC2 — KOHCEpBATUBHBIA cpe-
¥ MJICKOTIUTAIOIIUX CEKPETOPHBIM IIMKONPOTEUH
C MoOJeKymsipHOl Maccoit 25-27 /I, cocrosmumii
u3 151 amuHOKHCIOT, 19 U3 KOTOPBIX NMPEACTABISAIOT
co0oit curHaneHEI ienrtu. [lpu cyoxierounoM ¢pak-

[UOHWPOBAaHUHU OBUIO TOKA3aHO, YTO 3TOT TIUKOIPO-
TEeHUH OKa3ajcs JIM30COMHBIM OENKOM, y9aCTBYIOIUM
B CBSI3bIBAaHUM XosiecTepuHa. OmpezaeneHa KpUCTalIu-
yeckas crpykrypa NPC2-0enka ¥ oxapakTepr30BaHbI
ero nurananeie cBoictBa [27]. Ilpu kxuciom u Helt-
TpasibHOM pH Oenox CBS3BIBAaeT aHAJOr XOJECTepH-
Ha — JUTHAPOIProcTepoi. B nmampHeiem ObLIO TMO-
Ka3aHo, YTO OYMIICHHBIN NpoaykT rena NPC2 — 310
CEKPETOPHBI PACTBOPUMBIN OENOK, crielu(MUIHO CBS-
3pIBatomii xonecrepur [39]. O6a OGenka — NPC2
n NPC2 — OTBeTCTBEHHBI 3a BBHIXOJ XOJECTEpHHA
U3 TIO3THUX HJIOCOM M JIM30COM.

Kapruposanue reno NPCI n NPC2

KaprupoBanuto rena NPCI 4enoBeka cIHo-
coOCcTBOBala HWICHTH(PHUKANNSI MYTAHTHOTO TEHa
B reHernueckord smumm Meimedn C57BL/Ks, xa-

PaKTepHU3YIOIIEHCS] CHUKEHHON aKTHBHOCTBIO CUHTO-
MUEJUHA3EI U BHY TPHKIIETOYHBIM HAKOIUIEHUEM H30BIT-
ka chuaroMuenmHa [57]. Ilpenmonaranoch, 9To JTHHHS
C57BL/Ks — 310 reHeTn4eckast MOZAeIb IETCKUX (GOopM
cunromuenuuosa tuno A u B. Oka3zanock, 4to 310
He Tak. Jlokyc Spm, mytantueiii B muaun C57BL/Ks,
OBLT KapTUPOBaH B XpoMocoMe 18 Mbimu B oOnacTy,
CHHTEHHOM ydYacTKaM JBYyX XPOMOCOM dYeJOBEeKa —
5u 18 [70]. Ha Gosb1110#i BEIOOPKE ceMel ObLIT POBECH
ananu3 cuemienus: rena NPC[, OTBETCTBEHHOTO 32 pas-
BuTHE c(huHromumuaosa tTumna C, ¢ MUKpOCaTeIIIUTHBI-
MM MapKepamMu 3THX JBYX XpOMOCOM 4YesioBeka [21].
Huxkakoro cuemnseHus ¢ MapkepamMud XpOMOCOMBI 5
He ObUTO HaMJIeHO, TOTIA KaK CHIIBHOE CIENJICHHE ObLIO
00HapyKeHO ¢ MapKepaMu MEepULIEHTPOMEPHOTO paiio-
Ha XpOMOCOMBI 18. DTH naHHBIE OBUTH yOEIUTEIEHO
TIOJITBEPIK/ICHBI B OIBITaX [0 BOCCTAaHOBJICHHIO XOJle-
cTepuHOBOrO Merabonu3ma B 3T3-MyTaHTHOW JTMHHUH
KJIETOK, TOJYYEHHOW OT Spm/Spm-MbIlIeH, Py Iepe-
HOCE B HUX ()parMEeHTOB XpoMOcoMbI 18 denoBeka [41].
B nmanpHEWmMX MCCIIeAOBaHUSAX OBLIO MOKAa3aHO, YTO
HauOosee BeposATHAas OOJacTh JIOKAJIM3aLUU IEHa
NPCI — 18ql1.2. MeTogoM MO3UITMOHHOTO KJIOHU-
poBanust ren NPCI Obll MACHTUQHUUIUPOBAH B 3TOU
LUTOT€HETHYECKOH O00JIaCTH, YTO IO3BOJIMIO H30JIH-
poBarb ero k/IHK u ompenenuts ee HYKICOTUAHYIO
nocnenoBarenbHocTs [16, 20]. T'em NPCI cocrout
U3 25 5K30HOB, paclpeseNeHHbIX Ha IUIOIaau Oojee
yeMm B 47 k0 renomuoit JITHK [58].

[Ipy ckpuHHHTE >UUIUAVNMAIBLHOW TKaHECIICIH-
(hrueckoit OMOTMOTEKN TeHOB YeJIOBEKAa OBLI WICHTH-
(unmMpoBaH HEM3BECTHHIN paHee TeH HEI, BblieneHa
u npokionupoBana ero kJIHK [35]. I'en HE! skc-
MIPECCUPYETCs] BO BCEX MCCIICAOBAHHBIX TKaHAX C 00-
pazoBannem MPHK pasmepom 0,9 k0 [59]. HauBbicmmit
YPOBEHB AKCTIIPECCUH 3aPETUCTPUPOBAH B TECTHC, IT0Y-
KaxX 1 NIEYEeHH, CaMbli HU3KUN — B JIETKUX U MbILIIAX.
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C ucnonp30BaHUEM METONA PAJAUALMOHHBIX THOPHUIOB
red HE] Obu1 kaptupoBaH B obnactu 14q24.3. Yuutsl-
Bas JIOKaJIU3anuio TeHa HE [ v GyHKIUH ero POayKTa
KaK JIM30COMHOTO O€IlKa, YIacTBYIOIIETO B METabOIH3-
Me XOJIECTepHHa, OBIJIO BBICKA3aHO NPEIIOIOKEHHUE,
YTO MYTAallMd B 3TOM I'€HE OTBETCTBEHHBI 3a 0OJIE3HB
Humanna — I[Muka tuma C2 [59]. Okazanoch, 4TO
nponyKT reHa HE! OTCYTCTBYeT B KyJIbTHBHUPYEMBIX
(pubpobnacrax manuentoB ¢ turom C2. Bosee Toro,
9K30T€HHOE BBeAeHHE pekoMOnHanTHoro Oenka HE1
B (hubpobnactel manueHToB ¢ TUoM C2 mpUBOXMIIO
K 3aMETHOMY CHIDKCHHIO OTJIOKEHUH XOJecTepuHa
JIHII. Takum oOpa3oM OblTa TOKa3aHa HACHTUIHOCTH
reHoB HEI u NPC2.

Myrtauuun B renax NPCI u NPC2

HawnbGomnee gacterii tTunm mytanmii B reae NPCI —
3aMCHBI HYKJICOTHU]IOB, COTPOBOMKIAIOIINECS 3aMEHOM
aMUHOKHCIIOT B O€JKEe, TO €CTh MHCCEHC-MYyTalllH
[20, 31, 32]. Tak, cpenu 13 uAEHTUPUIMPOBAHHBIX
MyTanuid 8§ OBUTM MHCCEHC-THIA, 3 — HeOOIbIINMH
JICJICLIUSAMU CO CIBUIOM DPaMKH CUMTBIBAHUS U 2 —
crutaiicuHroBeiMu. [lpu 3ToM 7 u3 8 aMHUHOKHCIIOT-
HBIX 3aMCH ObUIM KJIACTEPUPOBAHBI B OJIHOM TpPaHC-
MeMOpaHHOM JIOMEHE Oelka, YTO YKa3bIBaeT Ha €ro
BBICOKYIO (DYHKIIMOHAJIBHYIO 3HAaYNMOCTD.

B npyrom uccnemoBanmm u3 13 myrtauui, uaeH-
TUPHUIMPOBaHHBIX Y 12 GonbHBIX, 10 OKa3amuch yHH-
KaJbHBIMHU ¥ HAXOJIWJIUCh B KOMITIAYH/I-T€TEPO3UTOTHOM
coctossHUU [16]. Bpuin HaliieHbl 2 MUCCEHC-MYTAlUU
B TOMO3HWTOTHOM COCTOSIHUH Yy 4 HEpOJICTBEHHBIX IIa-
[IUCHTOB, UMEIOIIMX OJIMHAKOBBIM TaIlUIOTHII 110 BHY-
TPUTEHHBIM TOJUMOP(HBIM MapKepam, 4TO YKa3bIBa-
€T Ha BO3MOXHOCTh ydacTus «3(pdexra ocHoBaTeIls
B MX pPacrpoCTpaHEHUH.

[IpoBeneHo coOmMOCTaBICHHWE CIEKTpa MyTalluid
B reHe NPCI ¢ ypoBHEM HMMYHOPECAaKTUBHBIX (hopm
KOJMPYEMOTO ATHM T€HOM Oelika B KOXKHBIX (puOpo-
omactax 30 HEpOICTBEHHBIX ManueHToB ¢ Turom Cl
Ooonmesanm Hwumanna — [Iuka, 9 W3 KOTOPBIX HMENH
«BapUAHTHBINY OuoOXuMu4eckui ¢eHorun [55, 56].
VY 14 GonbHBIX 00HApPYKEHBI TOMO3UTOTHBIE MYTAIHH.
32 uneHTU(UIUPOBAHHBIC MYTAIlUH 3aTPAaruBaly MPaK-
THYecku Bce qoMeHbl Oeska NPC1, o 11 u3 Hux Oblin
KJIACTEPUPOBAHBI B KOHCEPBATHBHOM ITUCTEHH-00TaTOM
paiioHe LUTOIUIa3MAaTHYECKOM MeTIH. 3 MHCCEHC-MY-
Tallud, COMPOBOXIAIONIUECS 3aMEHOW aMHUHOKHCIIOT
B CTEpOJI-4yBCTBUTENbHOM JomeHe Oenka NPCI,
a Tak)Ke MYTalluu ¢ MPEXIEBPEMEHHON TepMHUHAILIMEH
TPAHCISIITUN BCTPEYANCH MCKIIOUATEIHHO y TAIlUeH-
TOB C paHHEW HEBpoJIOTHUECKOH (opMoii 3aboneBaHUs
U KIIACCUYECKHMHU, TO €CTh TSDKEJIBIMHU HapyHIICHUSIMH
B KJIETOYHOM TpPAHCIIOPTE XOJecTepuHa. Y TalneH-
TOB CO B3POCIBIMH HEHEBPOJIOTHYECKHMHU (hopMamMu

W/WIA  «BapUAHTHBIM» OHOXMMHYECKUM (PEHOTHIIOM
ObUTH MICHTU(UITIPOBAHBI IPYTHE MHCCEHC-MYTAIHH.
UYeTkol KOppEISIUU MEXy TEHOTHIIOM M (DEHOTHIIOM
B OTOM cJIy4ae He HaOJI0anoch, XOTs BCE 5 MHCCEHC-
MYTalHi{, aCCOLMUPOBAHHBIX C «BapHAaHTHBIM» OWO-
XUMHYECKAM (DEHOTHUTIOM, BKIFOYAs PEKYPPEHTHYIO
mytanuio P1007A, mpuBommiIM K aMUHOKHCIOTHBIM
3aMeHaM B LIMTOIJIa3MaTHYECKOM paiioHe Oernka.

[Ipu npoBeneHMH  MONEKYISAPHO-TEHETHUYECKOTO
aHaim3a B BeIOOpKe W3 143 HEPOACTBEHHBIX IaIlMEH-
ToB ¢ TunioM C Oone3an Humanna — [Inka MyTaHTHBIC
ajyienu Obutd wiaeHTU(HUIHMpoBaHbl B 88 % ciydaes,
n3 HUX 114 paznuunbix MyTtauuid B rene NPCI u 7 —
B rede NPC2 [62]. Haubonee yactoii Obuta 3aMeHa
I1061T, xoropast cocraBuna 18 % Bcex MyTaHTHBIX
amwteneit rera NPCI. Paiion mexmy komoramu 1038
u 1253, umeromuit 35 % roMoOJIOTUH C COOTBETCTBYIO-
MM TeHOM Patched, SBASIETCSI «ropsiueii» TOUKOH MyTa-
reHesa. «BapuaHTHBII» OHMOXUMHUYECKHH (DEHOTHIT Ya-
CTO BCTpEUaeTCsl CPeIy MOPTYTaIbCKUX OONBHBIX [69].
B arToil 3THMYECKOW TIpynne y MAalHUEHTOB C TskKe-
JBIM  «KJTACCHUECKUM» (EHOTUIIOM ObUIM HalJeHBI
2 cnnaiicuHroBele MyTanuu. Bee 3 mucceHc-myTanuu
(C177Y, R978C u P1007A), xoTOpble B pPa3IMYHBIX
KOMOMHAIHAAX BCTPEYAINCh Y TAI[EHTOB C «BapHaHT-
HBIM» OHMOXUMHYECKHM (PEHOTHIIOM, COTIPOBOXKIAINCH
AMUHOKHCJIOTHBIMU 3aME€HAaMH B IUTOIIa3MaTHYECKUX
paiionax Oenka NPC1l. B Mcnanun npu ¢opmax 6o-
JIE3HU C paHHEH HEBPOJOTMYECKOM CHMNOTOMAaTUKON
9acTo BCTpedaeTcss MucceHc-myTtanus Q775P, a mpwm
JeTCKON (opMe C MO3THUM HadaioM Mpeodiaaromas
muccenc-mytaust C177Y [25]. B Snonun MaxkopHoit
SIBISIETCS cIuialicuHroBast myrtanus 1553G-A [92].

OOHapy»XeHne y OHOTO U3 OOJIFHBIX HOHCEHC-MyTa-
mmu E20X B rene NPC2, koTopasi HapyIiaia CBSI3bIBaHIE
XOJIeCTepHHA U TOJUIEpP’KaHHE €ro HOPMAaJbHOIO BHY-
TPHUKJIETOUHOTO COAEP KAHUS, pacCMaTpPUBAIN KaK OKOH-
YaTeNbHOe JI0Ka3aTeIhCTBO MPUYACTHOCTHA 3TOTO TeHa
K passutuio 6ome3an Humanna — [luka tama C2 [38].
OTa MayKOpHasi MyTalys COCTABIISAET 10 Pa3HbIM JIAHHBIM
oT 34 110 56 % Bcex MyTaHTHBIX ajuteneit B rene NPC2
[55, 56, 88]. Unentudukarus 3T0i M JPYruxX MyTamui
B rere NPC2 1o3Boiiiia OnpeaenuTh (PyHKIIMOHAIBHO
3HauYuUMble pailoHsl Oenka [62]. M3 16 maentudmnym-
POBaHHBIX MYTAaHTHBIX ajiesield ObLIO TONBKO 5 pas-
HbIX MyTaumii — 2 HoHceHc-tuna (E20X n E118X)
u 1o omHoW — genmenms 1 Hykimeorunma (27delG),
crutaticuaroBast Mmytanus (IVS2+5G-A) u MucceHc-My-
tanus (S67P). B 7 uccnenoBaHHBIX CEMbSIX TOMO3UTOTHI
mo myrtamusm E20X, E118X u S67P, a Takke kom-
nayH-rerepo3urotsl o E20X u 27delG nmenu tsbxenoe
TedeHne 3a00IeBaHMs, KOTOPOE 3aKOHUHMIIOCH JIETaTbHBIM
WICXOJIOM HaIlle BCETO OT JIIXaTeIbHON HETOCTaTOYHOCTH
B Bo3pacte oT 6 mec. 10 4 Jer.
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JKcNepUMEHTAJIbHbBIE MOJETN

OnucaHpl CIIOHTAHHBIE TEHETUYECKUE JIMHUU MBbI-
mei ¢ (EeHOTUNMYECKHMMH AHOMAIHSIMH, CXOIHBIMH
C TeMH, KOTOpble HalOmronarorcss mpu Oonesnn Hu-
manHa — [Iuka [49]. TToka3aHo, 4TO B OJHON M3 ATUX
muauit (BALB/c) npousonuta nnaktusanus rena Npcl
3a cueT WHCepuu perporno3zona Npcl(—/—). Y romo3u-
TOTHBIX MYTaHTOB JTOW JIMHWH PAaHO pPa3BHUBAETCs He-
BPOJIOTHUECKAsI CAMIITOMATHKA, HAOIOIAeTCs 3aMEeTHAs
noTepsi Beca, CTEPUIBHOCTh M PaHHSSI THOETb KH-
BOTHBIX. TpaHCTeHHOE BBEJICHHE MBIIIAM 3TOW JIMHUH
HOpMansHOTO TeHa NPC/ denoBeka C OOECIICUCHHEM
ero uzbuparenpHOU dkcrpeccuu B [IHC mpemorsparma-
eT mpotiecc HelpoaereHepanuu [48]. YV TpaHCTEHHBIX
MBILIEH BOCCTaHABIMBACTCS IUIOJOBUTOCTh U 3HAYM-
TEJIHHO YBEIMYMBACTCS IMPOAOIDKUTEIFHOCTh JKHU3HU.
OmHAKO TTOJTHON KOPPEKITMH HEBPOJIOTHIECKOTO (DEeHO-
TUTIA HE HAOIOAaeTCsl, TaK KaKk B HEKOTOPBIX HEHpoHax
W KJIEeTKaX IIMU COXpaHseTcs N30BITOUHOE HAKOIICHHE
GM2- u GM3-raamuo3usioB. Y TPaHCTE€HHBIX KUBOT-
HBIX HAOIIOAaeTCs TaKKe KOPPEKIHsS BUCIEPaTbHBIX
HapylIICHUH B IEYEHHW W Celie3eHKe. ABTOPHI JICIAIOT
BBIBOJI, YTO HEBPOJOTMYECKHE aHOMAaJHH Mpu Ooes-
Hu Humanna — [luka nepBUYHO 0OYyCIOBIEHBI HEIO-
crarounocthio Oenka NPC1 B IHHC, a He sBusttoTcs
BTOPUYIHBIM 3((HEKTOM BHUCIIEPATBEHBIX HapYIICHUH.

B psine pabor mokazaHo, 4yTO HapylIeHHWE BHYTPH-
kierouyHoro TpaHcnopra JIHII-xonecrepuna npuso-
JIUT K CHIDKCHHIO CHHTE3a OKCHUCTEpOJIa M CTEPOMIOB.
B cBsi3u ¢ aTuM Ha MbIHOW Npcl (—/—)-Monenn ObuIH
MIPOBEACHBI HCITBITAHNS BO3MOKHOCTH HCITOIB30BAHUS
HelpocTepoua ayutonperuanosona (allopregnanolone)
W CHHTETHYECKOTO JIMTaHJa OKCHCTepoja Ui Jede-
Hus Oone3an Humanna — [Iuka [42]. Haznauenue stux
MperaparoB MYTAaHTHBIM JKUBOTHBIM YBEJIHMYHUBAECT
MPOJOKUTETBHOCTD WX JKU3HHU M 3aMETHO OTOJIBUTAeT
MOSIBJICHUE HEBPOJIOTMYCCKOM CHMITOMATHKH.

[lyrem HampaBiIeHHOTO TPAHCI€HO3a CKOHCTPYH-
pOBaHa YCIIOBHO HyJeBasi MOJETbHAsI JTUHUS MBIIIIEH,
Y KOTOPBIX TeH Npc! WHAKTUBUPOBAH TOJIBKO B 3PEIBIX
kietkax [lypkuabe mMokeuka [25]. Y Takux >KUBOT-
HBIX HaOMIOaeTCs BO3PACT3aBUCHUMOE YXY/ILICHHE JIBU-
rareibHbIX (DYHKIHMHA, BKIIOYAsh aTaKCHIO, HapylIeHHUE
paBHOBecCHs, TIOSABIICHHE KPYTOBBIX IBIKEeHUH. OHAKO
BEC M TMPOJOJDKUTEIILHOCT KU3HHU YCJIOBHBIX MYyTaH-
TOB COXpaHSIIOTCS B TIpenieniax HopMbl. [Ipu ructonoru-
YEeCKOM HCCIIEJOBAaHUU BBISBISIETCS MPOrPECCUPYIOIAS
norepst KIeTok llypkuHbe B OIpeneieHHOW O00IacTH
MO3KEUKa, MMPHUEM MPOCTPAHCTBEHHO-BPEMEHHBIE Xa-
PAKTEPUCTUKN 3TOW CEJIEKTUBHOW HEWpOJEreHepaluu
CXOJIHBI C TEMH, KOTOpbIE HAOIONAIOTCS Y TIOIHBIX HY-
neBbIX MyTaHToB. CyOmomynsimus kietok [lypkuHbe,
PaCTONIOKEHHBIX B 3aJHEM OTJIEJIe MO3KEUKa, YCTOU-
YUBa K KJIETOYHOW THOENH, HECMOTPS Ha OTCYTCTBHE

npoxaykra reHa Npcl. Takum 00pa3om, arakCH4YeCcKUit
(heHOTHN HYJIEBBIX MYTAaHTOB Mo TeHy Npcl ormpe-
Jengercss CeJeKTHBHOM rulenbio Kietok Ilypkunbe,
a He uX AUCHYHKIHUCH.

Hekoropsie cunternueckue npemnaparbl (U18666A)
CIIOCOOHBI WHAYIIMPOBATH W3MEHEHHUS BHYTPHUKIETOU-
HOTO MeTadoJu3Ma, CXOAHBIE C TEMH, KOTOphIE Ha-
Omonatorcst npu  Oonesnn Hwumanua — [Tuka [47].
OTH U3MEHEHHA CONPOBOXKJAIOTCS  JIN30COMHBIMH
HaKOIUICHUSAMH C(UHTO3MHA W YMEHBIICHHEM YpPOB-
HA Tr30coMHOTO Kambims. CuHTro3mH cam 1o cebe
CIOCOOEH WHIYLUMPOBaTh HApPYyIIEHHS BHYTPUKIETOY-
HOTO roMeocTa3a KajlbliUsg KOHIIEHTPallMOHHO-3aBHUCH-
MbIM 0Opazom. [Ipn 3TOM HakoIUIEHHE XOJIECTEpPHHA,
c(hMHTOMHEMHA U TIUIEPOCOUHTOIUITAA BTOPUIHO.
Brenenne Npcl(—/—)-mbllllaM Tipemnapara MUPKyMHHA,
CIOCOOHOTO MOBBIIIATH COJIEPKaHUE KaJIbIUS B IIUTO-
miasme, Ha 35 % yBeNMUMBAET MPOJOIKUTEIBHOCTD
JKU3HU MYTAHTHBIX JKHBOTHBIX M HAa TPU HEAETH 3a-
MEJISIET pa3BUTHE OONE3HW. ABTOPHI IPEIOJATAOT,
yTo mpoaykT reHa NPC] y4acTByeT B BBICBOOOXIe-
HUM cuHTO3MHA W3 JHM30coM. Hakoruienue cduH-
rozuHa B Ju3ocomax npu Oome3nn Humanna — [luka
W3MEHSET BHYTPUKJICTOYHYIO KOHIIEHTPAIIAIO KaJbITHS,
YTO, B CBOIO OUYe€pe/h, MPUBOANT K HAPYIICHUIO JHO-
IIUTO3HOTO TPAHCIIOPTA.

Hnst nccnenoanust ¢ynkuuii 6enka NPC2 u ero
BO3MOXHBIX B3auMojeiicTeuii ¢ Oeaxkom NPC1 cos-
JTaHbl MBIIIMHBIE TUITOMOP(HBIE MOJENIH, B KOTOPBIX
YpOBEHb dKcnpeccuu TeHa NPC2 B pa3IHIHbBIX TKAHIX
coctapist ot 0 10 4 % [77]. @eHoTUIIBI HYJIEBBIX MY-
TaHTOB 10 onHOMY U3 reHoB NPC1 unu NPC2, Tak xe
KaK JIBOWHBIX MYTaHTOB, ObLIM CXOJHBI 110 Ha4ay 0o-
JIe3HU, €€ Pa3BUTHIO, BOBJICYCHHUIO HEPBHOUW CUCTEMBI
Y XapakTepy JUMHUIHBIX HAKOTIEHUH. DTO T0Ka3bIBAET,
4TO0 (YHKIHH 000MX OENKOB CBS3aHBI C TPAHCIOPTOM
JUMHIOB OT JIM30COM K JPYTUM BHYTPHKIIETOYHBIM
caitam.

JlaGopaTopHasi TMATHOCTHKA M JIeYeHHe

Knuandeckass u  OuoXumuyeckas AMAarHOCTHKA
Oosiesnn Humanna — [luka Il Takas xe, kak u npu
tdopme 1. Jlydmme muarHOCTHYECKHWE TECTHI, HapAIy
C perucrpanyei xapakTepHbIX HEBPOJIOTHMYECKUX pac-
CTpOWCTB, — JnedeKTHas HHIYKIUS 3CTepUPHUKALUH
XOJIECTEPHHA M HAKOIUIEHHE XOJEeCTepHHAa B BE3HKY-
JaX, peruCTPUPyEeMOe IUTOXUMUYECKH TI0CTIe OKpaIllH-
BaHMsI KJIeTOK uaumuHoM [86]. HuddepeHmuanpaas
nuargoctuka Oosnesnn Hwumanna — [Iuka tumos Cl1
u C2 BO3MOKHA TOJBKO MPH HUACHTUDHUKALUN MyTalnui
B cootrBeTcTBYyIomuX reHax NPCI unu NPC2.

[lepBoIit MpenapaT, KOTOPBIA OBLT TPETIOKEH IS
nedeHus: Ooneznun Humanna —Iluka tunma C — 310
munnycrar (Zavesca, Brazaves) — HeOONbIIOW HMU-
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HOCaxap, y4yacTBYIOLIMI B OOpPaTHOM pPETYJIMPOBAHUU
CHHTE3a TIIIOKOIIepaMi/ia, KOTOPBIH KaTalln3upyeT Tep-
BBII IIar B CHHTE3€ TIMKOCOUHTOIMMHAIOB. Muriy-
cTar crocoOeH MPOHUKATh Yepe3 remMarodHiedainue-
CKUil Oapbep U MOTEHIMAIbHO MOXET HCIOIb30BaThCS
JUIsl JIEYeHNs] HEBPOJIOTM4ecknx Hapymenui [50, 66].
Muriycrar MOXXET TakKe OTI0CPEIOBaHHO Y9aCTBOBATh
B PETYJSAINH BHYTPHKJICTOYHOTO TOMEOCTa3a KaIbIIHA
MyTeM BIIUSHHUS Ha KOHIEHTPAIUIO ITIOKO3HMJIIEpaMu-
Ja ¥ HakoIUieHHe C(UHTO3MHAa — TMPENNonaraeMoro
MycKoBoro (pakropa B maTtoreHese 3aboneBanus [9].
besomacHocTh W 3P PEKTUBHOCTh MHIITyCTaTa ObLIa
MoKa3aHa Ha JKCIIEPUMEHTAJIBHBIX MOENAX OOJIe3HH
Humanna — [Iluka tunma C, 4TO MO3BONIMIIO TepeiTH
K KJIMHWUYECKUM WCTBITAaHUSIM. B pa3mu4HBIX HE3aBU-
CHUMBIX HCCJIEIOBAaHUSAX IMOKA3aHO, YTO IIPH €KEITHEB-
HOM TIpHeMe Tpernapara MPOUCXOAWT CTaOMIH3aIus
WIN YIy4llleHHEe MHOTHUX HEBPOJOTHMYECKHX TIPOsSBIIC-
HUI 3200JIeBaHus, IPEKAE BCETO MCcUE3aeT BEPTUKAIIb-
HBIW TIape3 B30pa, KOTOPBIM CIYXKHUT OIHUM M3 MapKe-
POB TIporpeccupoBanHms 3adoneBanusi. Hanbomee gacto
NP TIpUeMe TIpernapara OTMEYAIOTCs HeKelaTesbHbIe
SBJICHUS: YMEPEHHas Juapesi, MeTeOpr3M, MoTeps Beca
u Tpemop. Bce aTu mposiBiIeHHs MMEIOT TEHICHIMIO
K CHW)KEHHIO CO BPEMEHEM U YCIICIIHO KOHTPOJIUPY-
FOTCSI.

B nocnennue roasl BO BCeM MUPE MHTEHCHBHO pas-
BUBACTCSl TPAHCISIMOHHAS MEIWIIMHA, HarpaBJCHHAs
Ha BHEIPEHHE COBPEMEHHBIX HAYYHBIX JOCTHKCHUH
B MIPAKTUKY 3/1paBooxpaneHus. Tak, B HanmmoHamsHOM
Hucturyte 3nopoBes (NIH) CILIA co3mana mporpam-
Ma JICYeHUS peKuX M 3amyuieHHbIx Oonesnelt (Thera-
peutics for Rare and Neglected Diseases — TRND),
I[EJTb KOTOPOH COCTOUT B OOBEIMHEHUH YCUIIHIA aKajie-
MHYECKON HaykH, HETPOPWIBHBIX OpraHu3aiui, dap-
MAaIleBTHUECKUX W OHOTEXHOJIOTHMYECKUX KOMIIaHUH
Ul pa3pabOTKH HOBBIX TEPANEBTUYECKHUX ITOIXOI0B
W JICUCHHS TSDKENBIX HACJEICTBEHHBIX 3a00JICBaHHM.
OpHO# W3 TepBBIX 3a7la4 3TOW MPOTrpaMMbl OBLT ITO-
WCK W WCTIBITAHWE TPEnapaToB IS JICYCHHUS TarreH-
ToB ¢ Oone3npto Humanna — [Iuka tuma C [61]. Oc-
HOBAaHHEM JUIsI UCCJICJOBAHHS CIIYKHIIUM PE3YJbTaThl
YCIICIIHOTO MPUMEHEHUS] HeWpOCTeponaa ajulonperHa-
HOJIOHa M €T0 CHHTETHYECKOTO JINTaH/a OKCHUCTepoia
JUIST KOPPEKIIMM CBOMCTBEHHBIX MBIIIAM TpPaHCTCHHOU
muHuU  Npcl(—/—) HEBpOJIOTUYECKUX HapyIICHHH,
CXOHBIX C KIMHUYeCKMMH TposiBieHusiMu Thma Cl
oonesnn Humanna — [Iuka [42]. Oxazanock, 4To mpH
WCTIONB30BAHUN TOJIBKO OJHOTO JIUTaHAa — 2-THAPOK-
cunpormi-6era-mukinonekcrpuna (HPBCD) — meue-
HHE TPOUCXOAUT Oonee A(PPEKTHBHO TO CPABHEHHIO
¢ KoMOWHHpoBaHHOW Tepanuelt [22]. [Ipu cucremaru-
yeckoM BBeneHnn HPPCD wmblmam, Momenupyrommm
el Cl1 u C2 Oone3un Humanna — ITuka, Habmromna-

eTCsl 3HAUUTEJIbHOE CHIDKCHHE BO MHOTHX OpraHax
MYTAHTHBIX >KUBOTHBIX JTM30COMHOI'O HAKOILJIEHHUS XO-
JIecTeprHa, 3aMeJIeHHe Tpoliecca HelpoaereHepauu
W 3HAYMTENILHOE YBEJIMYCHHE NPOAOIIKHTEILHOCTH
ku3HH. [lpu BBeneHHMH mpemnapara HEMOCPEICTBEHHO
B IHHC Npc(1-/-)-mpleii mporiecc He#pojereHepa-
MY TIOTHOCTBIO Tpekpamaetrcs [46].

Onucan HOBbIM Onomapkep — N-IaJIbMUTOUI-
O-dpochoxomunazepun (PPCS) — s nuarHoctuku
6onesnu Humanna — [Iuka tuna C u ouenku 3¢ dex-
TUBHOCTH JICUCHHS TOTO 3a00JIEBAHUSI C UCIOJIb30Ba-
HUEM mpernapara 2-THIpOKCHIPOINMI-0eTa-IuKIONeK-
crpuna (HPBCD) [75]. Jlnst onpeiesieHus: CoaepKaHust
HPBCD B mna3mMe W CIMHOMO3TOBOM JKHIKOCTH pa3-
paboTaH BBICOKOUYBCTBHUTEIbHBIH METO/ >KUAKOCTHON
XpomMarorpauu — TaHIEMHOH MacC-CIEKTPOMETPHH.
[Mpu comepxannu PPCS B mmaszme Bbimie 248 Hr/mi
YyBCTBUTEJIBHOCTh JAHAarHocTuku coctasnsger 100 %
u crnemuduanocts — 96,6 %. [lpu Goneznn Human-
Ha — [Tuka tuna Cl coxepxanue PPCS B cnimHOMO3-
TOBOM JKHJIKOCTH JIOCTOBEPHO TMOBBINICHO W 3TO TO-
BBIIIICHNE KOPPETUPYET C TSKECTHIO HEBPOJIOTUICCKHX
nposiBlieHnd 3aboneBanus. [Ipu jedeHnHM myTeM HH-
TparekansHoro BBeneHuss HPBCD conepxanune PPCS
HE MEHSETCs, B TO BPEMS KaK IIpH BHyTPUBEHHOM BBE-
nennn (IV kmuHHYEcKHe UCTIBITaHus) y BceX OOMBHBIX
r1asMenHble ypoBHH PPCS noctoBepHO cHMKaroTcs.

Kunnnuyeckue npumepbl 0osie3nn Humanna —
Huxa Tana C

B wHacrosmmii MOMEHT B MEIUKO-TEHETHYECKOM
uentpe Cankrt-IletepOypra HabiromaroTcss 4 manueH-
Ta ¢ OonesHpto Humanna — [luka tuma C B BO3pacte
ot 13 go 24 ner (cMm. TabmuILy).

[TonpoOHO MBI OCTAaHOBHUMCSI HA OIHMCAHWH IIa-
nuenta Ne 2. Dt1o momnonoit myxkuuHa 24 net. Ilep-
BBIC CHMIITOMBI 3a00JIC€BaHUS OTMEYaJNCh C BO3pac-
Ta 2 nmer. Manpunka OecroKomSM OOJIM B MBIIIIAX.
B cBs3m ¢ HecemUPUIHOCTHIO KAI0O MOIPOOHOTO
WCCJIENOBAHUs TPEANPUHITO HE ObUT0. B Mumammem
IIKOJILHOM BO3PAacTe BO3HUKIIU TPYAHOCTH B O0yUYCHUH
(co 2-ro kmacca). B 13—-14 ner oOpammanu Ha ce0ds
BHUMaHHE «pPACTSHYTas pedb», HEIOBKOCTH JIBIKE-
HUHU, cIuleHOMeranus (10 MaHHBIM YIBTPa3BYKOBOTO
uccnenopanusi). C 16 ner Hauanu OECHIOKOUTBH: TOJO-
BOKPY)KCHUSI, 3alPOKHJILIBAHUE TOJOBBI, HEIOBKOCTH
JIBIKEHUH. B CBSI3M ¢ JaHHBIME Kai00aMy WHHIIAHU-
POBaHO HEBPOJOTHYECKOE O0OCIEeIOBaHHE, BBITOJHEHA
MarHUTHO-PE30HAHCHAsT TOMOTpadusi TOIOBHOTO MO3-
ra, Ha KOTOPOH BBISIBWIM YMEpPEHHbIE aTpOopUUeCKUe
W3MCHECHMSI BEIIECTBA TOJIOBHOTO MO3ra, IPU3HAKU
TUTIOTUTa3UH YepBs MOKEUKa. MampuuK OBLT KOH-
CYNETHPOBaH B MeNWKO-TeHETHYECKOM IEHTpe, Tep-
BOHAuUaJgpbHO OBUTAa 3amojo3pena arakcus Dpuapeiixa.
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Tabnuya / Table
XapakTepucTuka naumeHToB ¢ 6onesHbto HumaHHa - Muka tuna C
Characteristics of patients with Niemann-Pick type C disease
[IepBbie Bospact
JIAarHo-
CHMIITOMBI OCOOEHHOCTH KJIMHUYECKUX .
[Tanuenr, CTHUKH, o JuddepennnanbHbrit
3aboseBaHusI, MNpOsIBICHHUI Ha MOMEHT ycTa- | MOJeKyJIsIpHO-TeHEeTH-
BO3pact / net / JUar’os /
. BO3pacT / . HOBJICHHS UarxHosa / YecKoe MCCleIOBaHue / . .
Patient, . Time of . . . Differential
Time of first . Symptoms at the time of diag- Genetic base . .
years diagnos- . diagnosis
symptoms, | . nosing
ears old 1ng, years
Y old
IMammenTt Ne 1 ATraxcusi, u3apTpus, BEPTHU- 20/22 dx3ombt
L;3 ol | 2 romay e - apef; o ap/ rena NPCI (c.3019C>G/
Jer rox 8,5 JIPHBIM TIAPE3 B3Opa ¢.3325delA) / ~/NA
Patient 1, 2Y0 Ataxia, dysarthria, vertical

13 YO aSe DATESIS 20/22 exons NPCI gene

gasep (€.3019C>G/c.3325delA)

Araxcust @puapeiixa.
Juszaprpusi, ckaHIUpOBaHHAs PesunyanbHo-opra-
peub, nu3rpadus, CHUKEHUE HHAYECKOE MOPAKCHHE
MaMsATH U BHUMaHUA, aTaKCHs, Ox30HHI 19/12 LEHTPaIbHOW HEPBHOM
MBbIIIeYHasl TUIIOTOHUS, UHTEH- | TeHa NPCI ¢.2861C>T CHUCTEMBIL: aTpodu-
LUOHHBIA TPEeMOp, OpaiuKu- (p-Ser954Leu)/ YeCKHe U3MECHCHHS
IMamment Ne 2, He3Wsl, BepTUKAJIbHBIN Tape3 c.1883A>G COJIOBHOI'O MO3Ta,
24 rona / 2 rona / 20 B30pa, MICUXO03BI, HAPYILICHUE (p.Tyr628Cys) / TUTIOTLIIA3U s YEPBS
Patient 2, 2 YO noxonku / Dysarthria, scanned 19/12 exons MO3KeuKa /

24 YO speech, dysgraphia, decreased | NPCI gene c.2861C>T Ataxia Friedreich.
memory and attention, ataxia, (p-Ser954Leu)/ Residual organic lesion
muscle hypotonia, intentional c.1883A>G of the central ner-
tremor, bradykinesia, vertical (p.Tyr628Cys) vous system: atrophic

gase paresis, psychosis, gait changes in the brain,
disturbance hypoplasia of the cer-
ebellar vermis
ATakcusi, nepuoauIecKue
najgeHus, Hepa3oopuuBas cma-
Hacnencreennas
3aHHas peub, Aucharus. M-
MOTOPHO-CEHCOPHAs
meyHas cnabocTs. BepTukais- o
HBII mape3 B3opa. OxHUBICHHE neiponatus (Gonesin
CYXOXHUITbHBIX e.(l)HeKCOB na Ten NPCI llapxo —Mapw).
ITanuent Ne 3, Y p ’ p.Gly992Arg/p. CnacTtuueckas napa-
TOJIOTHYECKHE CTOIHbBIC 3HAKH,
23 roma / 5-6 et/ 20 ehopMalus CToM, HapylIeHUe Argl059Term / merus LTprommerns /
Patient 3, 5-6 YO fiebopman 1, Hapymel NPCI gene Hereditary motor-
noxoaku / Ataxia, intermit-

23 YO p.Gly992Arg/ sensory neuropathy

tent falls, slurred speech, .,

. . p-Argl059Term (Charcot—Marie’s
dysgraphia, muscle hypotonia, disease)
vertical gase paresis, increased NN

. Strumpel’s spastic
tendom reflexes, pathological arapleia
foot reflexes, foot deformity, paraplg
gait disturbance
ATaxcust HESICHOTO
Jucoarus, nuchonus, nusap- Ten NPCI, reHesa, CIuHoIepe-
Tpust. Atakcus. Beptukaib- OesnsipHast aTakcus?
HBIN Mmape3 B3opa. [loBbilieHne oKson 0 ¢.3019C>G [Ipu MmarHuTHO-pE30-
[Manuent Ne 4, P pa. (p.Prol007Ala) B romo- P . P
26 et / 15 ner / CYXOXKIIBHBIX PEIICKCOB. AHrOTHOM Cocrosmm / | HAHCHOH ToMOrpapuu
i, | 1svo | 2| e o B | pae™ | e e
26 YO phagia, Cyspionia, ¢y | exon 0 ¢.3019C>G P P

ataxia, vertical gase paresis,
increased tendom reflexes, gait
disturbance

(p.Prol007Ala) in the
homozygous state

Ataxia of unknown
origin, spinocerebellar
ataxia? MRI picture of

cerebellar atrophy
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B 20 ner ximHUYECKas KapTHHA COCTOSIA B CIEIYIO-
IIeM: U3apTpusi, CKaHIWPOBaHHAs pedb, Au3rpadus,
CHIDKEHHE TaMSITH W BHUMAHHA, IIATKOCTh TOXOIKH,
WHTEHIIMOHHBI TpPEMOp, «IOJbIe CTOMBI», Yy MOJIO-
JIOTO 4YeJloBeKa MOSBUIMCH TICHUXO3bl (MEPUOTUUECKU
cTan «3a0bIBaTh, Kak JKEBAaTh THIY», IOSBUIACH
mucdards TpU TOMBITKE MPOTIIOTUTH TUIOXO TIepeske-
BaHHYIO THINY, 3aMKHYTOCTb, CTPaxH, pPacCHIMpPEHHE
3paukoB). [Ipu ocMoTpe OTMeyannch: BepTHKAIbHBIN
napes B30pa, pelkue Muranus, Tudy3Has MpIIICUHAS
TUTIOTOHUS, TIIYOOKHE CYXOXKHMIIbHBIE pedieKchl ObLTH
OXKUBJICHBI, C PACIIMPEHHBIMH 30HaMH. bpanuknHe-
3usl, IBMKEeHUS pa3marnuctoie. [loxonka aTakTrnyueckasi.
Koopaunanmonnsie mpoObl — rpyOble MHTEHIIMOH-
Hble nBWKeHus. s uckirodenus Oonesnn Human-
Ha — [luka tnma C mpoBeneHO wucclenoBaHue: OHO-
XUMWYEeCKas JHArHOCTHKA JU30chuHTOMHIETHH-509
6,23 MoM (unopma 0,15-3,7 MoM), 7-KeTOXOIEeCTEPUH
181 ur/mn (mopma 10-75 mr/mi), Tpuon 76,6 Hr/miu
(HOpMa 2—-50 Hr/min). B cBsi3u C MONOXKUTENBHOW OHO-
XUMHYECKOW AMAarHOCTUKOW MPOBEIEeHA MOJIEKYISPHO-
TCHETHYECKasl TIMarHOCTUKA. BhIsSBIICHBI 2 MaTOreHHBIX
BapuanTta B reie NPC/ B KoMIayHJ-T€TepPO3UTOTHOM
cocrostHum: B 3k30He 19 ¢.2861C>T (p.Ser954Leu)
u ak30He 12 ¢.1883A>G (p.Tyr628Cys). C Bo3pacta
20 7eT MoNomol YeoBEK Hadall MojydaTh CyOCTpar-
penyIHpPYIONIyI0 TEpanuio MpernaparoM MHUDIYCTar.
OCHOBHBIM TOOOYHBIM 3(H(PEKTOM Tepanuu SBISIETCS
NepUoAnYecKas TPOMOOLMTONEHUSI ¢ OBICTPBIM BOC-
CTaHOBJICHHEM TIPH TPOIYCKE HECKOJIbKUX TPHUEMOB
npenapara. K Bospacty 24 ner (4 roma cyOcTpar-
penynupymomeil Tepanuy) B KIMHUYECKOH KapTHHE
COXpaHSAIOTCS: U3apTpHUsl, CKaHJUPOBaHHAs peub,
mu3rpadus, TU3IEKCHSI, IaTKOCTh ITOXOAKH, TPEMOp.
Ilcuxo3pl Ha (OHE Tepammul CTajl peke, BOSHUKAIOT
TOJILKO B BECEHHUU W OCEHHUU TEPUONbI, HE TPEOYIOT
CHeUaTbHOW MeTUKaMEHTO3HOH Koppekunu. CHU3UII-
Csl yPOBEHb TPEBOXKHOCTH, MTALUEHT MOXKET OCTABAaTHCS
moMa omuH. IIpm 0OBEKTHBHOM OCMOTpEe HE OTMeua-
€TCS TeTaTOCINICHOMETAJIHs, COXPAHAETCS BEPTHKAIb-
HBIH TIape3 B30pa, aTakchs, IIATKOCTh TOXOAKH, He-
TOYHOCTb IMPU BBIMOJHEHUH KOOPAMHALMOHHBIX MPOO.
VY Mononoro yenoBeka opopmiieHa 2-s1 TpyIa HHBa-
JUIHOCTH, HO OCTalOTCA TPOOJIEMBI C TPYIAOyCTPOH-
CTBOM B CBSI3M C HEBO3MOXXHOCTHIO CAMOCTOATEIHHOTO
MIEPEBIKEHUSI 110 TOPOAY, PEeYeBBIMU MpoOIeMamu,
HapylIEHUSIMH MEIKOH MOTOPUKU (TIHCbMO, TOY-
HOCTh JBWKeHUH). CoXpaHseTcsl aTakcus, MOBBIIICHA
TpaBMaTH3anus B OBITy. B HacTOsSImMiA MOMEHT IIO-
Jy4yaeT JIeYeHHWE THIICOBOW JIOHTETOW M3-3a MaJleHUs
JIOMa W TIOJIY4EHHUs TPaBMbl CBSI30K T'OJIEHOCTOITHOTO
cyctaBa. Takum 00pazoM, MO)KHO OTMETHTBH MpooOie-
MBI paHHEH IUarHOCTHKU Oojne3Hu HwumanHa — [Iuka
turma C B KIMHUYECKOH TpakTHKe. TOIBKO Yy OIHOTO

MalMeHTa JUarHo3 ObLI YCTAHOBIEH B JETCKOM BO3-
pacte. Kpome TOro, KIMHUYECKH MbI HE BUIUM 3Ha-
guMOro 3QQexra cyocTpar-peAylupyroIiel Tepamu.
CocTosiHUE TMAIUEHTOB B IIEJIOM CTa0WJIM3HPOBAIIOCH,
HO HEJOCTAaTOYHO JI OCYIICCTBICHUS COIUATBLHON
MHTETPAIMH B OOIIECTBO U BO3MOKHOCTH TIOJIHOM He-
3aBUCUMOCTHU OT YyXaXMBAIOUIUX POJCTBECHHHKOB.

BONNE3Hb BOJIbMAHA, BOJIE3Hb HAKOMNJIEHUA
S®UNPOB XONECTEPUHA

KanHuka u 3muieMuonorus

bone3ur Bonbmana — 3T0 pelnkoe ayTOCOMHO-
perieccuBHOE 3a0o0yieBaHUE, OOYCIOBICHHOE HACIEMI-
CTBEHHOW HENOCTAaTOYHOCTHIO JIM30COMHON KHUCJIOMN
nmuna3bl A. OCHOBHOW MaTOTCHETUYECKUA MEXaHH3M
CBs3aH C HApyIICHHEM TroMeocTa3a JUIHIOB U OT-
JIOKEHHEM OOJBIIOTO KOJIHYECTBA HEPACTBOPUMBIX
3pUPOB XONECTEPUHA W TPHUIIMIICPHIIOB B IJIM30CO-
Max KJIETOK OoJybIIMHCTBA TKaHed. [Ipu 3ToM pas-
MEpbl U KOJIMYECTBO JHM30COM PE3KO BO3PACTAIOT, YTO
MPUBOANT K THOENN KJIETOK M HApYIICHUIO (YHKITHHA
COOTBETCTBYIOIIMX TKaHeil. Ilpu rucroisoruyeckom
aHanmu3e B OONBIIMHCTBE TKaHEH HAOIIOMaeTcsl BaKyo-
JIU3alusl KIETOK, TMOSBICHUE «IICHUCTHIX» KIICTOK.
JloToTHATEIHPHO Pa3BUBACTCS KaJbIM(UKAIUSI HaJl-
moyedHuKoB. OCHOBHBIE KIMHHYECKHE TMPOSBICHUS
3a00eBaHusl BBIPAXKAIOTCI B AUCPYHKINN TIEYCHH
U JUCIUNUJICMUUA BCJICICTBUE HAKOIUICHHS S(UPOB
XOJIECTepUHA ¥ TPUIIMIICPUAOB TPEUMYIIECTBCH-
HO B TI€YCHH, COCY/IaX M PETUKYJIOIHIOTEIHAIHLHOU
cucteme. OcoOEHHO YyBCTBHUTEIHHBI K HAKOTUICHHIO
JIUIIU 0B TICYCHb, IIOYKH, CCJIIC3CHKA, HaIIIOYCYHU-
KH, JII/IM(I)OI/I,[[HaH TKaHb, CTCHKHM TOHKOI'O KHIIICYHHKA
U COCY/IOB, a B HEPBHOW cHCTeMe — 00JacTH ak-
TUBHOW MuenuHM3anmu. HaOmromaercss wmaccuBHas
WHOUIBTPAIUS 3TUX OPTaHOB Makpodaramu, Harpy-
YKCHHBIMU 3(PHUpaMH XOJIECTEPUHA U TPUTIHLEPUTAMH.
B 3aBucumoctu OT Hawana 3a0O0JCBaHUS BBIJEISIFOT
JIBe KIIMHUYEeCKUe (GOpMBbI — HEOHATaJIbHYIO B OoJee
TTO3/THIOI0, KOTOPYIO Ha3bIBAIOT OOJIE3HBIO HAKOTIIICHHS
3pUPOB XOIECTEPHHA.

[Ipu kmaccuueckoit HeoHaranbHOU (hopMme OO0JIC3Hb
pa3BHUBaETCsl BCKOpE IMOCIIC POXKJICHUS WM B TEYCHUE
MEPBOTO TONYTOAMS KU3HU W TIPOSBISETCS B BHUJC
TeMaToCIUICHOMETAINH,  HEePCUCTHPYIOMEH  PBOTHI,
JIaper, CTeaToped, MPOrPeCcCUPYIOIIeH aHEeMHH.
Bo3MoxxHBI TIpUCTYTBI  CyO(QeOpHUIbHON JTHXOpPAJKH.
HaGmromaeTcst BbIpaKeHHAs 3aJepiKKa (PUINIECKOTO
W TICUXOMOTOPHOTO pa3BUTHs. PeHTreHoIorndecKu
BBIABIISICTCA KaJII)I_[I/I(l)I/IKaHI/ISI U YBCIWYCHUC HAAIIO-
YEeYHHUKOB. boNbHEBIE qalme BCEro IMOTHOAIOT B nepBoM
MOJIYTO/IMM JKWU3HU, WHOTNA B Hayalle BTOPOrO roja
OT KaXeKCHH, PEeKyppPeHTHBIX HMH(EKIHiA, Mporpeccu-
PYIOIINX HEBPOJIOTHYECKUX PACCTPOMNCTB.
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Bone3np HakoruieHus: 3PUPOB XOJIECTEPUHA XapaK-
TEepHU3yeTCs TIO3HIUM Ha4aJioM, BapbUPYIOLIUM B JHa-
ma3one oT 2 xo 10 jyiet, a uHoraa o 6osee yem 20 jer.
Teuenue 3a00NeBaHUSI MPOTPEIUCHTHOE, MEUICHHO
nporpeccupyromiee. HeBponornueckas CHUMOTOMAaTH-
Ka, KaK MpaBWiIO, OTCYTCTByeT. OCHOBHOE, a WHOTJIa
€IMHCTBEHHOE TPOSBICHHE 3a00JIeBaHUs — TeMaTo-
Meranwsi, OOyCIIOBICHHAs WH(WIBTpANECH ICUCHH
Makpodaramu, Harpy>KeHHbBIMH >(QUpaMU XOJECTEpH-
Ha. ClIeCTBUEM rermaToMeraan MOXET ObITh (PuOpo3
Y [Uppo3 redeHu. [lanmeHTsl MOTYT TIPEbsIBISATh JKa-
700BI Ha penHuIuBUpYIOME 00iu B kuBOTe. [ 'mmep-
XOJIIECTePHHEMHUS HAONIOMaeTCsl MPAaKTHUECKH Y BCEX
OoNbHBIX. Y 4YacTH OONBHBIX Pa3BUBAIOTCS CIUICHO-
Meraiusi, BapHKO3HOE pacCHIMpPEHHE BEH IMUIIEBOJIA,
HOCOBBIE WJIM KHWIIIEYHBIE KPOBOTEUEHHS, MOYECUHAS
HEJI0CTaTOYHOCTh. HakorseHne HeHTpajabHbIX KUPOB
1 3QUPOB XOJIECTEPHHA B apTEepHsX Mpelpacronaraet
K Pa3BHUTHUIO aTepOCKiIepo3a. XOTsI OOIIUH BUTAIBHBIN
MPOTHO3 OJarONpPUATHBIN, HEKOTOPBIC MAIMEHTHl MO-
TYT MMOTH0AaTh BO BTOPOW WIIM TPEThEW NeKaje KU3HH
OT OCTPOM MOYEYHOU HEIOCTATOYHOCTH.

Cymmapnast yactora Oone3nun Bonmbmana He mpe-
Boimaet 1 : 35000 HOBOPOXACHHBIX.

BuoxumMuyeckue 0CHOBBI MaToreHesa

Kucmas numasza A — opHa W3 JIM30COMHBIX TH-
npona3. Ee ocHOBHasg ()yHKIMS COCTOHMT B THIpPOJIH3E
B JIM30CcOMax 3(HUPOB xoJecTeprHa, cBsizaHHbIx ¢ JIHIL
BricBoOOXKIEHHE XONIECTEpUHA CYTIPECCUPYET €T0 allb-
HEHIMI CHHTE3 W CTUMYIHPYET ICTEPUPUKAITHIO.

AKTHUBHOCTb KHCIION JIMMa3bl A TOJHOCTBIO OTCYT-
CTByeT WJIM CHWXeHa Oosiee yem B 200 pa3 y manu-
€HTOB C HEOHaTalbHOUW (opmoii Oonesnu Bonbpmana
u ot 50 mo 100 pa3 mpu Gose3HN HAKOTUICHUS (UPOB
xonectepuna [18]. Takum oOpazom, pazmuuus B Xa-
pakTepe TEUCHHUs ITUX JBYX aJUICNbHBIX 3a00J1eBaHUI
ONpPEaEIsIOTCS 0OCTAaTOYHON aKTUBHOCTBIO (hPepMEHTA.

KaprupoBanue rena LIPA

MeTonoM coMaTW4ecKoW THOpUAM3AIMUA TEH JIH30-
COMHO# KMCJI0# Jinmna3sel A yenoBeka — LIPA — ObuI Kap-
THUPOBaH B JUIMHHOM Iuteue Xpomocombl 10 [39]. B nanb-
HEHIIIeM C WCIOJIb30BaHHEM MeTofa (IyopecIeHTHOM
rHOpUAn3anuu in situ OBLIO TMOKa3zaHO, 4To TeH LIPA
pacnonokeH B obmactu 10g23.31 [13]. On cocrtout
n3 10 3K30HOB, pacrpeNe/ieHHbIX Ha IUIOMAau B 36 KO
renomuoi JIHK [14]. M3omsuus u CeKBEeHUpOBaHHE
kJIHK rena LIPA mo3Boiwid ONpeAesiuTh aMUHOKHC-
JIOTHYIO TTOCJIEAOBATEILHOCTh KUCION Juma3sl A [12].

Myrtauuun B rene LIPA
OKoHUaTeNBHBIM JIOKA3aTeIbCTBOM AIICTBHOMN TPH-
ponBl HeoHaTambHOW Oone3Hn Bombmana w 0ose3HH

HaKOIUIEHHS (PHUPOB XOJECTEpPHUHA CTAI0 OOHApYKEHUE
MyTarnuii B TeHe LIPA y TMalueHToB ¢ KOKIBIM M3 3TUX
IByX 3abomeBanuii. M3 6 waeHTHOUIIMPOBAHHBIX
B reHe LIPA myTauuii 3 mpHUBOJAT K MPEKAEBPEMEHHO-
My TIPEKPAIICHUI0 CUHTEe3a OeKa, 2 HapyIIarT MPOIECC
CIulaiicuHra u 1 conpoBOXKIaeTcsl 3aMEHOM aMHHOKHC-
JIOTHI, Pa3pyIIAOIeH CTPYKTYpY aib(a-crupany Oenka
[1, 12, 15, 28, 37, 53]. Ilpuduem mocnemHssi MyTaIus
Leul79Pro, Tak e Kak MHCEpLHUs OJHOIO HYKICOTHUIA
1-BP INS, 634T, B koMnayHje ¢ IpyTUMH MYyTalUsIMH
OblTa HaiileHa Kak MPU HEOHATAILHOW Ooie3rn Boib-
MaHa, TaKk M IpU OOJIE3HU HAKOIUICHUS 3()UPOB XOJIe-
crepuHa. OfHa U3 CIUTAMCHHTOBBIX MYTAIlH, COMPOBO-
xpatoriasacs B 97 % ciydaeB omMOOYHBIM BBIPE3aHUEM
9K30HA §, MO-BUINMOMY, SIBIISIETCSI Ma)KOPHOM, TaK Kak
4acTo OOHApY)KUBAETCS y HEPOICTBEHHBIX TAIMEHTOB
¢ 0OoJsie3HbI0 HakoruieHus 3(UpoB XojecrepuHa [15].
B 3 % cnydaeB cralicCHHT OKa3bIBaeTCs HE HapyIlICH-
HBIM, U CHHTE3UpYyeTCsi HOpMallbHbIN (epmeHT. Ocra-
TOYHAs aKTUBHOCTh KHUCJIOW Jmma3bl A y OONBHBIX,
HECYIIMX 3Ty MYTaIMio, MOXET aocturatb 9 %, d9ro
U OOBSICHSIET MATKOE TeueHue 3a00JIeBaHMSsI.

JKcnepuMeHTaATbHbIE MOJEIH

ITyTem HampaBIIEHHOTO pa3pylieHus reda Lipl co3-
JlaHA TPAHCTCHHAS «HOKAYT»-TUHUS MBIIIEH C HyJe-
BOM aKTHMBHOCTBIO JTU30COMHOM KHCJIOW JUMA3bl A —
Lal(—/~) [23]. V¥V reTepo3UroTHBIX J>KUBOTHBIX aK-
TUBHOCTb KHCIIOH Jnmasbl cocTaBisuia okoio 50 %
¥ HE HaAONIONANOCh HAKOIJICHHWS JHIMUAOB. | oMo3u-
TOTHBIE MYTaHTHl Pa3BUBAIMCH HOPMAJIBHO, HECMO-
Tpsi Ha MaccuBHbBIE, B 30 pa3 mpeBOCXOASIINE HOPMY
HaKOIJICHUS 3(HPOB XOJECTEpUHA W TPUTIUIEPHIIOB
BO MHOTMX opraHax. B Bo3spacte 21 1Hs neuyeHb Ku-
BOTHBIX ObLJIa BIBOE OOJBIIE HOPMBI M MIMEJA JKEITO-
OpaHXKeBYIO OKpacky. [Ipm 3TOM MyTaHTHBIC CaMIlbl
U CaMKH COXPaHsUIM TUIOJOBUTOCTh. JTa JIMHHUS MBbI-
meit Lal(—/—) deHOTHIHUECKH MonmenHupyeT OOJe3Hb
HaKOIJIeHHS S(HUPOB XOJeCTepuHa YeIOBEKa, XOTs
OMOXMMHYECKH M THUCTOMNATOJOTHYECKH OHa B 0OJIb-
el CTeNeHu Toxoxa Ha Ooiie3Hb Bombmana.

Ha »T0if Mozenu moka3zaHa BO3MOXHOCTb T€HHOU
KOPPEKIIMH OCHOBHBIX KIMHUYECKHX TPOSBICHUI
0oe3HN HaKOTUIeHUS A(PHUPOB XoJecTepuHa. Bse-
JeHWEe 2-MECSYHbIM MyTaHTHbIM Lal(—/—) wmblam
IIyTEM HMHBEKIUU B XBOCTOBYIO BEHY HOPMAaJIBLHOTO
reHa LIP4 4enoBeka B COCTaBE 3KCIPECCUPYIOLIETO
BekTopa (phLAL) u obGecreuenne ero JOCTaBKH B JIH-
30COMBI C TIOMOIIIBIO perenTopa M6 IPUBOIIIIO TTOCIE
30 mgHE# MedeHus K MCUE3HOBEHUIO JKEITO-OPAHKEBOM
OKpacKu MEYEHU U CHIKEHUIO ee Beca Ha 36 % [24].
[Ipu sToM conepxanmne >UPOB XOJECTepUHA M TPH-
IMIAPHUIOB B TTEY€HN yMEHbIIIIOoCh Ha 50 %, B cene-
3eHKe — Ha 69 % u B ToHKOM KumiedyHuke — Ha 50 %.

@ Tlegmarp. 2022.7. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

ISSN 2079-7850



MEPEAOBAA CTATbA /EDITORIAL

19

JlaGopaTopHasi THATHOCTHKA W JIeYeHHE

Juarsnoctuka 3a0oiieBaHWS OCHOBaHa Ha OIpe-
JIEJICHUA aKTUBHOCTH KHUCJIOM JM30COMHOM JIMMA3bl
B COYCTAHWU C KJIMHHUYCCKUMHU TIPOSBICHUSIMH 3a-
OoneBaHuss U OMOXMMHUYECKMMH IIOKa3aTelisiMUA Ha-
KOIUICHUsI 3(QUPOB XOJECTEPHHA U TPUIIHIICPUIOB.
C mpuBIEYCHHEM CIICNHAMCTOB PA3IMYHBIX MEIH-
MUHCKHUX Mpoduiied — KIMHWYECKUX TeHETHKOB, Te-
MaTOJIOTOB, TAaCTPOIHTEPOJOTOB, KapAUOJIOTOB U Ta-
CTPO3HTEPOJIOTOB — pa3paboTaHa MEXIyHapOaHas
mporpamMma JJiss PaHHETO BBISBICHHS OOJBHBIX C He-
JIOCTAaTOYHOCTBIO KHUCJIOW JIM30COMHOM JMIA3bl, UX
MOHHUTOPHHIA U OMNPEICACHHUS KIMHHUYECKUX KpHUTeE-
pueB mporuosa 3adonesanusi [40]. Llenp sToit mpo-
rpaMMbl — Pa3BUTHE MEXJIUCIUILTMHAPHOTO MOAX0a
JUISL OKa3aHUS MHTETPUPOBAHHON MEIUIIMHCKOW IT0-
MOIIIXA B3POCIBIM TAIIEHTaM C HaKOIUIEHHEM 3(HpOB
XOJIECTepUHA.

[Ipennoxena u mpouria 3-10 (azy KIMHHYECKUX
ucneiTanuii @3T st gereid U B3pOCHBIX C HENo-
CTaTOYHOCTHIO KHCJIOM JM30COMHOM Jumasel [19].
OHa oCHOBaHA Ha HWCIOJB30BAaHUH PEKOMOWHAHTHOTO
(hepmenTa — cebenunasbl anbha. Mcnpranue mpomos-
*anock 20 Hex., B HEM MPUHAIM yvyacTHe 66 maiu-
eHToB. Habmonanu jpocTtoBepHOE YIydIlIeHHE COCTOS-
HUE TICYCHHU, OIEHHBAEMOE IO COMAEPKAHUIO YPOBHA
aJlaHMHAMUHOTpaHc(epasbl U HEKOTOPBIX APYrUX Iia-
TOJIOTUYECKUX TMPOSIBIECHUN JUCIUNUAEMUU. Takum
oOpa3zomM, cebenumasza anbda paccMaTpUBacTCA Kak
TIEPCTIEKTUBHBINA TIperapar s JiedeHus: OOJIe3HH Ha-
KOTUTeHUsT dUPOB XonecrepuHa [63].

OOMONHNTENbHAA NHOOPMAL NS

Bxkiax aBTopoB. Bee aBTOpBEI BHECHIH CYyIIECTBEHHBIN
BKJaJ B pa3paOOTKy KOHIICIIIMH, HPOBEACHHE HCCIEeI0Ba-
HUSI ¥ IOATOTOBKY CTaTbH, MPOWIN U 0100pmIN (PUHATBHYIO
BEPCHIO TIepe]] MyOnuKaiueii.

Kondummkr nHTepecoB. ABTOPBI JEKIApUPYIOT OTCYT-
CTBHE SIBHBIX W TOTCHIMAJIBHBIX KOH(JINKTOB HWHTEPECOB,
CBSI3aHHBIX C ITyONUKaIMell HaCTOSIICH CTaTbu.

HcTtounuk d¢uHAHCUPOBAHHMS. ABTOpPBHI  3asBISIOT
00 OTCYTCTBHMHM BHEIIHEro (PMHAHCHPOBAHMUS MPH IIPOBEJIE-
HUM UCCIIEIOBAHUS.

NundopmupoBanHoe corjiacue Ha nyOJauKanuio.
ABTOpBI NONYYUIN MMCHbMEHHOE COIIACHE TAIIMEHTOB M HX
IpescTaBUTeNe Ha ITyOIMKAIMI0O MEIUIMHCKUX JIaHHBIX.
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OHnauH Kypchl

1.

[y6nukauum B MeXAyHapoAHbIX HAY4HbIX JKypHanax,
WHTeNNeKTyanbHoe npaso.

20 aKkapemuyecKkux Yacos. YhocToepeHue roc. 0bpasua 0 MoBbILLEHUM
KBanmuKaumm + CepTUduKaT yyacTHUKaA.

. Mybnukaumm B MeXXAYHApOAHbIX HAYYHbIX XKypPHanax.

16 akapeMuyeckux vaco. CepTdMKaT y4aCTHUKA.

. OcHOBbI aKajeMu4eckoro nucbMa (Ha aHIMIMICKOM SAI3bIKe).

10 akapemuyeckux yacos. CepTUMKAT yyacTHUKA.

. lLkona HayyHoro pepakTopa, MHTENNEKTyabHOE NpaBo.

20 aKafeMW4ecKux 4acoB. YnoctoBepeHue roc. 0bpasua 0 NOBbILLIEHWM
KBanmuKaumm + CepTUdmKaT yyacTHMKa.

. lkona HayyHoro pepaktopa.
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AKTYyanbHOCTb. XOPMOAMHUOHUT, UAN BHYTPUAMHUOTUYECKAS MHDEKUMS, — 3TO MHDEKLMS NNoAHbIX 0060/104eK U aMHUOTH-
4YecKoM MoNoCTH, BbI3BaHHAs MOAUMMKPOOHBIMU accoumaumsamu, B TOM yucne Streptococcus agalactia (CTPeNTOKOKKM rpyn-
nel B — CIB), npenMyLecTBEHHO NOKaNU3yOWMECS B HWXHEM OTAene reHutanbHoro tpakta. Kononusaumsa pebenka CIB
NPOUCXOAUT B pe3ynbTaTe BOCXOASLLEr0 MHOULMPOBAHUS OT MaTepu, B MHTPAHATalbHOM Nepuofe BO BPeMs NMPOXOXAEHUS
yepes ecTeCTBEHHble POAOBble MyTM MaTepu. KONOHM3aLMs KOXM U CIM3UCTBIX 0b6onoyek pebeHka B nogasnsiowem 60nb-
WIMHCTBE C/ly4aeB npoTekaeT 6e3 KAMHUYECKON peanusaumm MHOEKLMOHHOro npolecca, nuwb y 2-5 % MHOULMPOBAHHbIX
HOBOPOXAEHHbIX pa3BMBaeTca MHPeKLMs, accounmnpoBaHHas co CIB.

Uenb — nccnenoBaHve MMKpohaopbl BNaraamiLa U NoaoCcTU MaTkU Y KEHLLMH C XOPUMOAMHUOHUTOM U OnpejesieHne CTeneHn
KONOHM3aLUM HOBOPOXAEHHbIX.

Matepuanbl u Metopabl. [lpoBeneHbl Mukpobuonormyeckne obcnepnosanua 113 nap matb — pebeHok. OcHoBHasg rpynna
(I rpynna): 6epeMeHHble C LOHOLIEHHbIM CPOKOM 6epeMeHHOCTU (237 Hepn.), Y KOTOPbIX OblN AMArHOCTUPOBAH KJIMHUYECKUI
XOPMOAMHUOHUT M Ha3HauyeHbl aHTMOaKTepuanbHble npenapaTtbl, U UX HOBOPOXAEHHble AeTn (n=77). [pynna cpaBHeHus
(Il rpynna): 36 6epeMeHHbIX 6€3 KIMHUYECKOrO XOPMOAMHOHUTA C reCTaLMOHHbIM BO3PacTOM 237 Hell. U UX HOBOPOXIEHHbIE
[netn ¢ GU3MonornyecknuM TeYeHMeM paHHEero HeoHaTanbHOro nepmoaa. KnmHnyeckum matepuanom Ans CCnefoBaHUs CTanm:
oTLeNseMoe 3afHero CBOAA BNaranulla M BHYTPEHHEN MOBEPXHOCTU CTEHKM MAaTKWM MPU OMEepaTMBHOM pofopaspelleHun
Yy POXEHUL, C KIIMHUYECKMMU NPU3HAKAMU XOPMOaMHUOHUTA (I rpynna) u 6e3 KAMHUYECKOro MpOosSIBNEHUS XOPUMOAMHUOHUTA
(Il rpynna). Matepuan nonyyanu npu NOBbILWEHHOW TeMnepaType Tena poXeHul B | rpynne U B nepBom nepuoae poaos —
Bo Il rpynne. KnuHnuecknum maTepuanom Ans ucCnefoBaHUs Y HOBOPOXKAEHHbIX CIYXUAW MYNOBUHHAS KPOBb, MOBEPXHOCTb
KOXW 3ayLIHOM CKNafKW, OTAeNseMoe NofoCTU pTa U OTAeNnseMoe TpaxeobpoHXManbHOro Aepesa (B C/iyyae pecnupaTopHoWn
Tepanuu C NOMOLLbI UCKYCCTBEHHOM BEHTUNALMUMU NErKMX).

Pesynbratbl uccnepoBanus. [pn 6akTeprMonornyeckom nccaefoBaHnmM y XXeHLWMH | rpynnbl 4acToTa BblAENEHNS U3 OTAENSEMO-
ro BnaranuiLia MMKpOOPraHM3MoB cocTaBuna: Enterococcus faecalis 31,8 %, S. agalactiae (CI'B) 30,3 % w Escherichia coli 24,2 %.
Lons S. agalactiae B konnuectee 10% KOE/Mn 6bina B 70 % cnyvaes. [lons E. coli B koHueHTpauuu 10 KOE/mMn — 75 %, nons
Candida albicans — 72 %. Cpean MWKpOOPraHW3MOB, BbIAENEHHbIX M3 MONOCTU MaTku, fona S. agalactiae B KOHUEHTpaLuu
106 KOE/Mn coctaBuna 60 %, E. coli — 100 %. Mpu 6akTepunonoruyeckom nccnenoBaHun obcnenoBaHHbix aetelt S. agalactiae
6bIN1 BblAENEeH NPaKTUYECKU U3 BCEX MCCNeLyeMbIX JTOKYCOB HOBOPOXAEHHbIX. [1pu npoBeaeHUM CpaBHUTENbHbIX UCCNefoBa-
HWI MOKa3aHo, YTO KOJIOHM3aLMsA HOBOPOXAEHHbIX AeTel Hambonee yacto Gbina Bbi3BaHa S. agalactiae, E. faecalis v E. coli.
YacToTa nepenayn 3TMX MUKPOOPraHM3MOB MJIOAY U HOBOPOXAEHHOMY MpWM Hanuuuu ux y mMatepu coctasnsiet 100 % nns
S. agalactiae n 18-50 % nna E. faecalis v E. coli. Y Bcex o6cnepnoBaHHbIX AeTelt OCHOBHOW rpynnbl U € HanuuueMm S. agalactiae
B MOJIOCTU MATKMU UX MaTepen (n=5) 3TM MUKPOOPraHM3Mbl ObiNU BblAeNEeHbl U3 pa3HbIX TOKYCOB (BO BCEX C/yYasx — C MNo-
BEPXHOCTM KOXMW 3aYLIHOM CKNAAKM U M3 OTAENSEeMOro monocTU pTa, U B Tpex CayyYyasx — M3 MyNoBMHHOWM KPOBW), OAHAKO
KNIMHWYecKme nposBieHns MHDEKLMOHHOIo NpoLecca He pasBua HU OAWMH pebeHOK.

3aknoueHue. HecMoTpsl Ha aHTMOaKTepUanbHY Tepanui XOPUOAMHUOHUTA Y XEHLLMH, YacTOTa BblAENEHUS MUKPOOPraHu3-
MOB KaK M3 Bflaranuia, Tak U U3 noaoCTU MaTKM OCTAEeTCS BbICOKOW. B 6onbWMHCTBE Cly4yaeB HOBOPOXAEHHbIE OT MaTepei
C XOPMOAMHUOHUTOM, KOJIOHU3MPOBAHHbIE MUKPOOPraHWM3MaMu, B TOM uucne S. agalactiae, He pa3BMBAIOT KJIMHUYECKYHO Kap-
TUHY MHPEKLMOHHOTO npouecca. HeobxoamMmbl AanbHenwme nccnefoBaHns no pa3paboTke NpoPuNakTUYeCKMX MeponpuaTui
B OTHOLWIEHWU MepPUHATANbHbIX U HEOHATANbHbIX MHGDEKLMUIA.

KntoueBble c/10Ba: KNIMHUYECKMI XOPUOAMHUOHUT; BHYTPUAMHUOTHYECKAS UHDEKLMS; HOBOPOXKAEHHbIN; aHTUOaKTEpHUanbHas
Tepanus; CTPENTOKOKK rpynnbl B.
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RISKS OF MICROBIAL COLONIZATION IN NEWBORN BORN TO MOTHERS

WITH CHORIOAMNIONITIS
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BACKGROUND: Chorioamnionitis, or intra-amniotic infection, is an infection of the membranes and amniotic cavity caused
by polymicrobial associations, including Streptococcus agalactiae (SGB), predominantly localised to the lower genital
tract of women. The colonization of a infant with GBS occurs as a result of ascending infection from the mother, in the
intranatal period during passage through the natural birth canal of the mother. Colonization of the skin and mucous
membranes of the infant in the vast majority of cases proceeds without the clinical implementation of the infectious
process, only 2-5% of infected newborns develop an infection associated with GBS.

AIM: The aim of the study is to investigate the vaginal and uterine microflora in women with chorioamnionitis and to
determine the degree of neonatal colonization.

MATERIALS AND METHODS: A microbiological examination was undertaken in 113 mother-child pairs. Main group (group I):
pregnant women with full-term pregnancy (237 weeks’ gestation) who were diagnosed with clinical chorioamnionitis and
prescribed antibacterial agents, and their newborns (n=77). Comparison group (group Il): 36 pregnant women without
clinical chorioamnionitis with a gestational age of 237 weeks’ gestation and their newborns with a physiological course
of the early neonatal period. Clinical specimens: secretions from the posterior vaginal fornix and the inner surface of
the uterine wall at surgical delivery in women in labour with clinical signs of chorioamnionitis (group 1) and without
clinical manifestations of chorioamnionitis (group Il). Material was obtained at the height of body temperature in group |
and during the 1% period of labour in group Il. The clinical materials were umbilical cord blood, skin surface of the
occipital fold, discharge from the cavity, and discharge from the tracheobronchial tree (in case of respiratory therapy
with ventilator therapy).

RESULTS: At bacteriological examination in women of Group | the frequency of microorganism isolation from the
vaginal discharge was: Enterococcus faecalis — 31.8%, S. agalactiae (SGB) — 30.3% and Escherichia coli — 24.2%.
The proportion of SGB at 10¢ CFU/ml was 70%. The proportion of E. coli at 10° CFU/ml was 75% and that of Candida
albicans 72%. Among microorganisms isolated from the uterine cavity, the proportion of SGB at 10® CFU/ml was 60%,
E. coli 100%. Bacteriological testing of the examined children showed that S. agalactiae (SGB), E. faecalis and E. coli
were isolated from almost all neonatal loci studied. Comparative studies have shown that the colonisation of newborn
infants was most frequently caused by S. agalactiae (SGB), E. faecalis and E. coli. The frequency of maternal transmission
of these organisms to the foetus and the newborn is 100% for S. agalactiae (SGB) and 18-50% for E. faecalis and E. coli.
In all examined children of the main group and with the presence of S. agalactiae (SGB) in the uterine cavity of their
mothers (n = 5), these microorganisms were isolated from different loci (in all cases from the skin surface of the auricular
fold and from oral discharge, and in three cases from umbilical cord blood), but clinical manifestations of the infection
process did not develop in any child.

CONCLUSIONS: Despite antibiotic therapy for chorioamnionitis in women, the incidence of micro-organism isolation
from both the vagina and the uterine cavity remains high. In most cases, newborns from mothers with chorioamnionitis
colonised with micro-organisms, including S. agalactiae (SGB), do not develop a clinical picture of an infective process.
Further research is needed to develop preventive measures in terms of perinatal and neonatal infections.

Keywords: clinical chorioamnionitis; intra-amniotic infection; newborn; antibiotic therapy; Streptococcus agalactiae (SGB).
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AKTYAJNIbHOCTb

XopuoaMHHOHUT (XA), WIM BHYTpUAMHHOTHYE-
ckas mHpeKnws [110 MeXIyHapoIHOH KilacCu(hUKAINH
6onesneit X nepecmorpa (MKb-10) — undexmnus am-
HUOTHYECKOH MOJIOCTH U IUIOAHBIX 0000YeKk]| — BOC-
MaJeHue IUIOAHBIX 00O0JI0YEeK (XOpHOHA W aMHHOHA),
SBIISIIOIICECS] PAaCIpPOCTPAaHEHHBIM W KOMITJIEKCHBIM
MaTo(U3NOTIOTUIECKIM CHHIPOMOM, CBSI3aHHBIM C Oe-
peMeHHOCThIO U ponamu [4, 7, 15]. Haubonee wacto
XOPUOAMHHOHHUT BBI3BIBAIOT MUKPOOPTaHHU3MBI, JIOKa-
TU3YIOIIUECS B HIDKHEM OTJIEIe TeHUTAJIhHOTO TpaKTa
JKEHIIUH, KOTOpPbIE MPEUMYIIECTBEHHO BOCXOISIIUM
MyTeM PacrpoCTPAHAIOTCA Ha IMOJIOCTh MAaTKH C IIO-
paXEHUEM ILUIAICHThI U IUIOAHBIX oOoJouek [19].

Ilo nuteparypHelM naHHBIM, B 9-62 % ciydaeB
y JKEHIIUH C JUarHOCTUPOBAHHBIM XOPHOAMHHOHUTOM
TIPH MUKPOOHUOIOTHYECKOM MCCIIEOBAaHIH OTIEISIEMO-
IO HIDKHUX OT/ICJIOB TEHUTAJILHOTO TPAaKTa W aMHHO-
TUYECKOH JKUIKOCTHU BhIIENsIOTCS Mycoplasma genita-
lium, Ureaplasma urealyticum n Mycoplasma hominis,
B 1-37 % — Gardnerella vaginalis, u 8 30 % — Oax-
tepounansl [13, 14, 17, 19]. Bmecte ¢ Tem BcTpeua-
IOTCS U JIpyrue BO3OYIUTEIH BHYTPUAMHHOTHYCCKOM
WHEKIUY, BKIIOYAroNe (hakyIbTaTUBHbIC aHA3POOBI
(Streptococcus agalactiae — CTPENTOKOKKH TPYIIIIBI
B, CI'B) — B 7-19 % cny4aeB, a Takxe TrpaMOTpH-
narensHble Oaxkrepun (Escherichia coli — 5-8 %
u Klebsiella pneumonia), KOTOPbIM B MOCIICHEE BPEMS
yaensiercst MHoro BHuManus [1, 9, 14, 17, 19, 20].

XOprOaMHUOHHUT Y MaTe€pH TPEAIoiaraeT BBHICOKUI
pHUCK 3a007€BaeMOCTH KaK y HEJOHOIICHHBIX HOBO-
POXXACHHBIX, TaK M y Oojee 3pelbIX JieTeil CO CPOKOM
recranuu >36 Hen. [2, 11, 12, 16, 18]. HeonaranpHas
3200J1€Ba€MOCTh BKJIFOYAET B ce0sl pecrrpaTopHbIe Ha-
PYIICHUS, HEBPOJOTHYECKYIO ITaTOJIOTHIO, HEKPOTH3HU-
PYIOIINI SHTEPOKOJIUT, PETHHOMATHIO HEOHOIICHHBIX,
paHHUI U TO3HUIM HEOHATAJIBHBIN CEICHC, Yalle acco-
UUPOBaHHEIN co S. agalactiae (CI'B) [6, 8, 10, 11, 16].

YuurteiBas HEOONIBIIOE KOIUYECTBO OTEUECTBEHHBIX
paboT, MOCBAIMIEHHBIX H3YYSHNI0 XOPHOAMHUOHHUTA Ma-
TepU W €ro BIMSHUS HA PAaHHUM HEOHATalbHBIA Tie-
PHOA Y HOBOPOXKICHHBIX, Obllla MOCTaBJICHA yerb UC-
cedosams MUKPOMIOPY BIIarajviia ¥ MOJIOCTH MaTKH
y KEHIUH C XOPHOAMHHUOHHWTOM W OIIPENIENUTh CTe-
TIeHb KOJIOHHM3AITUH HOBOPOXKICHHBIX.

MATEPWANbI U METObl

HUccnenoBanne mpoBonmwiioch Ha 0aze pPOAMIIBHO-
ro OTAEJICHUS, aKyLIepCKO-(OU3NOIOIHIECKUX OTAETIe-
HUM, OT/AEIECHUS peaHUMallui U MHTCHCUBHON Tepanuu
HoBOpOoXkeHHBIX CIIOI'BY3 «Pommmbubrit mom No 18
(B Hacrosimee Bpems — CIIOI'BY3 «lopoackoii me-
puHaTtanbHbI meHTp Ne 1»). JlaGopaTopHbie METOIBI
WCCIIeIOBaHUsI NPOBOAMWINCH Ha Oasze jabopaTopuu

AO «Cesepo-3anagnsiii Llentp mokazarenbHONU Mequ-
[IUHBD).

B nccrnenoanue Opimm BKITFOUSHHI 113 map marts — pe-
OeHok. Kpurtepun BKIIOUEHHUS B HCclienoBaHue: Oe-
pEeMEHHBIE C JOHOUIEHHBIM CpPOKOM OEpEeMEHHOCTH
(>37 Hen.) m WX HOBOpPOXKIACHHBIE neTH. Kpurtepuu
WCKITFOYCHUS: POKEHUIIBI U WX HOBOPOXKIICHHBIE JIETH
C CHHJIPOMOM acCIHpaIy MEKOHHS/KPOBH, BPOXKICHHBI-
MH TOPOKaMH{ Pa3BUTHS], TEHETUYECKHUMU aHOMAaJIHSIMHU.

OcunoBnyto rpynny (I rpynna) cocraBunu 77 eH-
IIMH C JOHOIIEHHBIM CPOKOM OEpPEeMEHHOCTH, y KO-
TOPBIX OBIT JMATHOCTHPOBAH KIMHUYECKUH XOpHOaM-
HUOHUT W Ha3HAYEHbI aHTHOAKTEpHaJIbHBIE MTPETaparhl
B cooTBeTcTBUM ¢ [TucbMoM MuHuCTEpCTBA 34paBOOX-
panenuss PO «Centuueckue OCIOXKHEHUS B aKyllep-
ctBe KnmHuueckne pexomeHmanuu (TIPOTOKON Jieue-
HUS)» *, TAKKE MX HOBOPOKIECHHBIE JICTH.

[Iytem omepannm KecapeBa CE4eHHUs pojopa3pere-
Ha 51 jKeHIIMHAa OCHOBHOM TIpyHNbl (YTO COCTABHJIO
66,2 %).

I'pynmy cpaBrenus (I rpynma) cocraBunm 36 Gepe-
MEHHBIX 0e3 KIMHWYEeCKOTO XOpPHOaMHOHHUTa C TecTa-
[IMOHHBIM BO3pacToM >37 Hel. U UX HOBOPOXKICHHBIE
JIeTH ¢ (U3UOJIOTHUYECKUM TEUEHHEM pPaHHEro HeoHa-
TaJbHOTO MEePUOAA.

Kputepusimu auarHoza «XopuoaMHHOHHTY y Oepe-
MEHHBIX CIY>KWJIM COYETaHHE OCHOBHOTO (TIOBBINICHHE
TeMIepaTypsl Tena y skeHmuHel >37,8 °C) u ogHoro
WIM HECKOJIBKUX JONOIHUTEIbHBIX MPHU3HAKOB:

1. Taxukapausi po>KeHUIIBI (4aCTOTa CEPICYHBIX CO-
kpamenauit >100 B MUHYTY).

2. Taxukapaus miaoga (4acToTa CepledHbIX COKpa-
meHuid >160 B MUHYTY).

3. JlelikoiuTO03 POXEHUIILI HA ()OHE MOBBIIICHUS
Temrmeparypbl tena (>15 - 10%m).

4. 310BOHHBIE OKOJIOTIJIOAHBIE BOJIBI.

5. IloBbllIEHHE TOHYCA MaTKH, ONpPEAEISIONEee KaKk
0O0JIe3HEHHOCTh TP MaNbIAMKA MPU OTCYTCTBHU Ma-
TOUHBIX COKpAILEHUH.

6. [loxazarensr C-peakTuBHOTO Oenka >5 Mr/i y po-
KEHWIIbI Ha ()OHE TOBBIMICHUS TEMIIEPaTyphl Teja
(>37,8 °0).

B kauecTBe KIMHMUYECKOro Marepuana ajs Hhccie-
JIOBaHUS y JKEHIIMH OBUIM TIIONyYEHBI: OTIEIIeMOe
3aJHETO CBOJla BIIAraJIMIIa y BCEX POXEHHIl U BHY-
TPEHHSISI TIOBEPXHOCTh CTEHKHW MAaTKH TIPU OIepaThB-
HOM pOJIOpa3pelIeHNH y KEeHIIMH C KINHUYECKUMHU
MpU3HAKAMH XOpHOAMHUOHHUTA. Matepuan mnonyya-
JU TIpY TIOBBIIIEHHOH Temrieparype Tena B 1 rpymme
U B NEpBOM Iiepuojie pojoB Bo Il rpymre.

* [IucsMo MunHCTepCTBa 3ApaBooxpanenus PO ot 6 ¢pespans 2017 1.
Ne 15-4/10/2-728 «CenTuueckue ocilokHEHHs B akyuepcrse Kiu-
HHUYECKHE PEKOMEHAAIUU (TPOTOKOM JeUCHU)» [DIEeKTPOHHBIHN pe-
cypc]. MunucrtepcTBo 31paBooxpanenus PD, 2017. 45 c.
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Knuanueckumu marepuanamMu y HOBOPOXKIICHHBIX
CIIYKWJIM: MYNOBUHHAsI KPOBb, IMOBEPXHOCTb KOXKHU
3ayIIHOM CKJIAJKH, OTIEISIEMOE MOJOCTH pTa, OTIE-
JsieMoe TpaxeoOpOHXUATBLHOTO NepeBa (B ciiydae pe-
CIIUPATOPHOM TEpanuu € IOMOUIbIO HMCKYCCTBEHHOU
BEHTWISALIUU JIETKHX).

KinHnueckuii marepuan, NOJYyYEHHBIH C IOMO-
LIbI0 JTAKPOHOBBIX TAaMIIOHOB, IOMEIIAJIN B CTEPUIIb-
HYIO IOJUIPOIHICHOBYIO MTPOOUPKY C TPAHCIIOPTHOM
cpenoii Diimca. [lynoBuHHYO KpOBH cOOMpalii Ha UC-
CJEeIOBaHUE JO0 POXKICHUS MOCNENa MOCHE mepeceye-
HUA TynoBHHBL. OTaenseMoe TpaxeoOpOHXHATLHOTO
iepeBa y HOBOPOXKIIEHHBIX, KOTOpBIE TpeOoBamHm pe-
CIIMPATOPHOW TEparuh C MNOMOLIbIO HMCKYCCTBEHHOM
BEHTWIALIUU JIETKUX, COOMpAM OIHOPA30BBIM Kare-
TEPOM JUIS aclUpaluy JbIXaredbHbIX myTed Trachea
Set B mpo3pauHbIii KOHTEWHEP B MEPBBIN Yac KU3HU
JI0 Ha3HAYCHHsI aHTHOAKTEepHaIbHOM Tepamuu. TpaHc-
MIOPTUPOBKY MOIYYECHHOTO KIMHUYECKOTO Marepuaia
B J1a00OpaToOpuI0 OCYIIECTBISUIM MPU KOMHATHOH TEM-
neparype B Te4eHue 2 4.

HccnenoBanne MpOBOAMIIN MTOCIIE TIOTYUCHUS TTHCh-
MEHHOI'0 HMH()OPMHUPOBAHHOIO COIVIACHSI POMKCHHULIBI
B POJOBOM OTAENICHUU.

PE3YNbTATbl NCC/IELOBAHUA

W3 113 pokeHntl, BKIIIOYEHHBIX B aHAU3, OaKTEPHO-
JIOTHYECKOE HCCIIEJOBAaHUE OTAEISIEMOro Biarajuiia
W BHYTPEHHEH MOBEPXHOCTH CTEHKH MaTKH OBbLIO Mpo-
BEJICHO COOTBETCTBEHHO Y 98 u 41 >KEHIIUHBI, YTO
cocraBuio 86,7 u 36,3 %.

[Ipu MUKPOOHOIOTHYECKOM HCCIEIOBAHUN OTAETIS-
emoro piraraymma B I u II rpynmax poxeHHI[ Kakue-
1100 MHUKPOOPIraHU3MBI BBIJACISUINCH C YacToTon 95,5
n 87,5 % coorBercTBeHHO, p = 0,152. C BHyTpeHHEH
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MpoueHThl / Percents

MOBEPXHOCTU MATKHU BO BpeMsl KecapeBa CEUeHHUs MoyY-
TH y TIOJIOBUHBI OOCIIEIOBAaHHBIX JKEHIIWH OCHOBHOM
Tpynmel ObUTH OOHApPYKEHBI pa3IMIHbIE MHKPOOpTa-
HusMmbl (48,8 %, 20/41).

[Ipu GakTeprOIOTUYECKOM HUCCIICIOBAHUU Y JKEH-
IIUH OCHOBHOW T'PYIIIBI TIPH TOBBIIICHHON TeMIIepa-
Type Teia W3 OTAENSIeMOro BJarajuiia rpaMIoIoKH-
TeNbHBIC OAKTepUU BBIACISUTHCH C YacToTou 65,7 %,
rpaMOTPHIIATEIIFHBIE MUKPOOPTAHU3MBI — C YacCTo-
Toit 28,6 %, apoxokenonoOHkie rpudsbl pona Candida
OblIM BBIAENEHBI ¢ YacToTod 5,7 %. VY IKeHIIMH
B TPYIIIe CpaBHEHHS NpH OaKTEPHUOIOTHYECKOM HC-
CJICIOBAaHUU OTACIISICMOTO BIlarajuiia (B MepBOM Iie-
pHUoJie POJIOB) TPAMITOJIOKUTEIbHBIC OaKTEpUK ObLIN
BbIZENIEHBl B 71,4 % ciiydaeB W IpaMOTpHUIATEIb-
Heie — B 28,6 %.

Bakrepuonornueckoe ucciaeqoBaHUE BHYTPEHHEH
MOBEPXHOCTU CTCHKH MAaTKH, TPU POAOPaA3PEIICHHUH
JKEHIIIMH MyTeM KecapeBa CEUEHHUs, T0Ka3ajIo CIeayIo-
1ee: TPaMITOJIOKUTENbHbIE OaKTepUH OBLTH BBIIEICHBI
B 54,5 % cmy4aeB, rpamoTrpunarensasie — B 36,4 %
mpo0b, apoxokenonoOHsie rpudsl pona Candida —
B 9,1 % (cM. pucyHok). [laHHBIE MUKpOOHOIOTHYE-
CKOTO HCCIIeIOBaHMS OOCIICIOBAHHBIX KCHIIMH IPEI-
CTaBieHBl B Tabm. 1 u 2.

Yacrora BbIZENIEHUS] MHUKPOOPTAaHU3MOB W3 OT/E-
JSIeMOTo Biaranuina Obuta ciemnyromei: Enterococcus
faecalis — 31,8%, CI'B — 30,3% u E. coli —
24,2 %. B otagenseMoM Blaranuiia KOHUEHTPALMS
CI'B B xommuectBe 10° KOE/Ma B oOHapy»KeHHBIX
MuKkpoopranmsmax cocraBuia 70 %. [pyrue Bumbt
CTPENTOKOKKOB OBUTH BBIZCIICHBI B €IUHUYHBIX CITY-
yasx, HO MX KOHIIGHTpAIUsl TaK ¢ OblIa BBICOKOM.
Hons E. coli B Tako#l ke KOHLEHTPAaLUH COCTaBHIIA
75 %, nonst Candida albicans — 72 %.

W Orzensemoe Bnaranuwe / Vaginal discharge

BHYTpEHHSA NOBEPXHOCTb CTEHKM MaTKu /
Inner surface of the uterine wall

[paMnonoxuTensHble
MUKPOOPraHu3Mbl /
Gram-positive bacteria

[pamoTpuLiaTeNbHble
MUKPOOPraHu3Mbl /
Gram-negative bacteria

JpoxokenogobHble rpubbl

poza Candida /
Candida albicans

PucyHok. YacToTa BblAeNneHU MUKPOOPraHU3MOB U3 OTAE/IIEMOr0 BNArasimiLa U C BHYTPEHHE MOBEPXHOCTU CTEHKU MATKM Y XKEHLLMH

OCHOBHOM Fpynnbl

Figure. The frequency of isolation of microorganisms from the vaginal discharge and from the inner surface of the uterine wall

in women of the main group
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Tabnuuya 1 / Table 1

Hanbonee 4acto BCTpeyaeMble MUKPOOPraHM3Mbl MpU MUKPOBMOIOrMYECKOM MCC/IEA0BAHMM OTAEISEMOrO BRaramwa obcieno-

BaHHbIX XXeHLNH

The most common microorganisms in microbiological examination vaginal discharge of the examined women

. I rpynma / Group I (n = 66) II rpynma / Group II (n = 32)
Briaenenuslit
MHKPOOPTaHH3M / KOHIIEHTpalus, KOHIIEHTPALHs,
Isolated abc¢. yucio / o KOE/mi, n/ abc. yucio / o KOE/mu, n /
microorganism absolute number 0 concentration, absolute number 0 concentration,
CFU/ml, n CFU/ml, n
10— 4 10 —2
Enterococcus faecalis 21 31,8 103-10* — 8 9 28,1 10° —6
10°-10° — 9 105-10° — 2
10 —2 105 — 1
Streptococcus agalactiae 20 30,3 10°-10* — 4 5 15,6 106 — 4
10°-10° — 14
Staphyl 10 —4 10 —3
az Y ozgccus 16 242 10°-10% — 8 9 28,1 10° — 4
epidermidis 105-106 — 4 10°—2
o . 10°-10* — 4 10° —1
Escherichia coli 16 24,2 10°-10° — 12 7 21,9 10°-10° — 6
10 — 1
Candida albicans 11 16,7 103-10* — 2 - - -
10°-10° — 8
. . 10° — 1
Klebsiella pneumoniae 6 9 10°-106 — 6 3 9,4 106 — 2
5104
Lactobacillus spp. 4 6 1010107 3 ! 5 15,6 10°-10® — 5
Staphylococcus 10°-10* — 2 10— 1
haemolyticus 4 6 10°—2 3 94 100 —2
10 — 1
Staphylococcus hominis 4 6 103-10* — 2 1 3,1 10° — 1
10°-10° — 1
- 10°-10* — 2
Prevotella bivia 4 6 105 — 2 - - -
<3 _
Corynebacterium spp. 3 4.5 11%5 - 12 - - —
10 — 1
Staphylococcus aureus 3 4,5 10° — 2 - - -

Ipumeuanue. 10 — cxyanbiit poct; 10°~10* — ymepennsiii poct; 10°-10° — o6unbHbIl poct. Note. 10 — meager growth;

10°*-10* — moderate growth; 10°~10° — abundant growth.

Cpenn MUKPOOPTaHU3MOB, BBIIICJICHHBIX U3 TIOJO-
ctu Mmatku, jonss CI'B B xonnentparmu 10 KOE/Ma
cocraBuina 60 %, E. coli — 100 %.

BreinonHeH cpaBHUTENbHBIN aHATIU3 CIIEKTPa MUKPO-
OpPTraHU3MOB OTJACIISIEMOTO BIATAININA W BHYTPECHHEH
CTCHKH MAaTKU KCHIUH | rpymibl, pogopa3penicHHbIX
KecapeBbIM ceueHueMm (Tabnm. 3). MukpoOuosoruue-
CKO€ FWCCIIEeIOBaHHEe OTMEISIeMOro Biarajidiia IMpoBe-
JeHo y 45 JKeHIWH, C BHYTPEHHEW CTEHKHU ITOJIOCTH
Markn — y 40. Kak u3 otaenseMoro Biarajuiia,
TaK U C BHYTPCHHEH MMOBEPXHOCTU MATKH ITHX >KCH-
IIMH BBIICISUINCH Pa3HOOOpPa3HBIE MUKPOOPTaHU3MEI,
HO ¢ HamOombImed uvactotoi — E. faecalis, E. coli

u CI'B. CnenoBano oXuaaTh, 4TO 3TH MHUKPOOPTaHH3-
MbI Yallle BBISBISUIUCH B OT/ACISEMOM BIarajuiia, YeMm
u3 nonoctu Matku [33,3 u 17,5 % — E. faecalis; 28,9
n 12,5% — E. coli; 31,1 m 12,5 % — S. agalactiae
(CI'B)], onaHako crarucThdecKkas 3HAUUMOCThH ObLia
JocTUrHyTa Juiib 1o BeieneHuto CI'B (p = 0,040).
3nech caeayeT MOTUepKHYTh, uTo S. agalactiae (CI'B),
KaK CaMbIii 9acThIi BO30OYIUTEh HEOHATAFHOTO Cel-
cHuca, BBIJCISJICS U3 TOJOCTH MAaTKH y KaKIOW Tpe-
ThEeH KEHIIMHBI, BJarajuiile KOTOpo KOJOHU3UPOBAHO
STUM MUKPOOpPraHu3MoM. CTaTucTuyeckasi 3HaYMMOCTb
ObUTa JOCTUTHYTA IO BBIICJICHHIO TAKUX MHUKpPOOpra-
HU3MOB, Kak S. epidermidis nu C. albicans (p <0,05).
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Tabauuya 2 / Table 2

Pe3ynbTaTbl MUKPOBKUONIOrMYECKOrO UCCIEA0BAHUS BHYTPEHHEN NMOBEPXHOCTU CTEHKM MATKM XEHLUMH OCHOBHOM rpynmbl
The results of microbiological examination of the inner surface of the uterine wall of women of the main group

BryTtpennss moBepxHOCTh cTeHKH MaTKu / Inner surface of the uterine wall (z = 40)
BeiieneHHbI MUKPOOPTaHu3M /
Isolated microorganism a0c. aucio / % koHneHTpanus KOE/mi, n /
absolute number ’ concentration, CFU/ml, n

10 —2

Enterococcus faecalis 7 17,5 10°-10* — 4
106 —2
o . 10 —1

Escherichia coli 5 12,5 105106 — 5
10 —1
Streptococcus agalactiae 5 12,5 10° —2

10°-10¢ — 3
10 — 1
Staphylococcus aureus 2 5 10° — 1
. 10 — 1
Lactobacillus spp. 2 5 106 — 1
. . 10 —1
Klebsiella pneumoniae 2 5 104 — 1

Candida albicans 2 5 10>-10* — 2
Prevotella bivia 2 5 10° —2
Peptostreptococcus anaerobius 1 2,5 100 — 1
Gardnerella vaginalis 1 2,5 106 — 1
Streptococcus anginosus 1 2,5 104 —1

Ipumeuanue. 10 —
10°~10* — moderate growth; 10°-10° — abundant growth.

[Ipu momapHOM CpaBHEHUH BBIIEICHHBIX MUKPOOP-
FaHU3MOB U3 Bjarajuina ¥ mosoctu marku B 60,8 %
cinydaeB (n = 13) ObUIO COBHAJICHHE MO OaKTepUAIb-
HBIM BHUJIaM.

[Ipu obcnenoBaHMM HOBOPOXKIEHHBIX OBLTO OTME-
YeHO, YTO NpHU OaKTEPHOIOTHYECKOM HCCIIETOBAHUH
MyIMIOBUHHOW KPOBH BCE MHKPOOPTaHWU3MbI OBLIM BbI-
JICJICHBI CO Cpe/bl 00OTaIlCHHS, TO €CTh B HE3HAYU-
TEJIHHOM KOJIUYECTBE.

B Tab:1. 4 mpencraBiaeHbl JaHHBIC 110 YaCTOTE BBIZC-
JIEHUST MHKPOOPTAaHU3MOB TIPU MHKPOOHOIOTHYIECKOM
WCCICNOBAaHUN KIMHUYCCKUX MAaTepUajioB, B3STHIX
y 00CJeIOBaHHBIX HOBOPOXKICHHBIX.

CI'B ObL1 BBIJENICH MPAKTHYECKU W3 BCEX HCCIIEe-
JYEMBIX JIOKyCOB HOBOPOXJIEHHBIX M 3TH MHUKpOOpTa-
HU3MbI 3HAUUTEJILHO 4Yallle BBISABSUINCH B OCHOBHOM
IpyMIe OTHOCUTEIBHO TPYIIbI CPAaBHEHHS KaK C I0-
BEPXHOCTH KOXKH 3ayIIHBIX cKIagok (32,3 u 11,4 % co-
OTBETCTBEHHO, p = 0,022), Tak W W3 OTAEIAEMOTO T0-
moctu pra (28,8 u 11,1 % cootBercTBeHHO, p = 0,044).
Uro kacaetcs Oaktepuii cemeiicTBa Enterobacteriaceae,
a uMmeHHo E. coli n E. faecalis, TO CyIIeCTBCHHBIX
pasiuuuil B 4acTOTe WX OOHApY>KEHHs y JAeTed cpaB-
HUBAEMBIX TPYII BBIABICHO HE OBLIO.

ckyaublii poct; 10°-10* — ymepennsiit poct; 10°-10° —

obuibHbIA poct. Note. 10 — meager growth;

Hons S. agalactiae (CI'B), BbIICICHHBIX B KOH-
neHtpanun 10°-10° KOE/Mi, cocraBuna 48 % ¢ mo-
BEPXHOCTH KOXKH 3ayIIHOW ckiaaku, 59 % — u3 or-
JIeTIIeMOro IOJOCTH pra. M3 MynoBUHHOM KpOBHU
U OTIENSIEMOr0 TPaxeoOpPOHXHAILHOTO JlepeBa O3TH
MUKPOOPTaHU3Mbl BBIJICISIIUCH B HEOONBIIMX KOJH-
YEeCTBaX CO CPeIbl 00OTaICHHS.

YV HOBOPOXKJAEHHBIX | rpyIIbl ¢ MOBEPXHOCTU KOXKHU
3aymHON cknanaku S. agalactiae (CI'B) Bwimemsuics
B 32,3 % cnyuaeB (21/65), u3 OTAEISIEMOro MOJOCTH
pra — B 28,8 % (17/59), u3 nmynoBUHHOH KpoBH —
B 19,6 % (11/56), n3 acnmpara TpaxeoOpOHXHATHHOTO
nepesa — B 33,3 % (2/6), uTo OBLIO CYIIECTBEHHO
BbilIe, yeM y aeredd I rpynmbl.

Mpbl TpoBeNH IOMAPHOE CPAaBHEHHE BBIACICHHBIX
MHKpPOOPTaHU3MOB y Marepu U pebeHka (tabm. 5).
AKTIeHT OBUI cIelaH Ha MHKPOOPTaHM3MaxX — BO3-
MOYKHBIX BO30YIUTENSIX XOPHOAMHHOHHTA, & WMEHHO
S. agalactiae (CI'B), E. faecalis u E. coli.

Takum 00pa3oM, pe3yabTaThl CPABHUTEILHBIX UCCIIe-
JIOBaHUI CBUJETENBCTBYIOT O BBICOKOM 4YacCTOTE KOJIO-
HU3aIlUN HOBOPOXKICHHBIX neTel S. agalactiae (CI'B)
IPY HAJIMYUHM DTOTO OpraHu3Ma y MaTepu M JOCTH-
raer 100 %, B Oonee penkux cnyuasx E. faecalis
u E. coli — B 18-50 %.
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Tabnuua 3 / Table 3
MuKpoOpraHu3Mbl OTAENSEMOrO BAaraava U BHYTPEHHEN CTEHKM MATKM KeHLWMH | rpynnbl, poaopaspeLleHHbIX KecapeBbiM
ceyeHnem
Microorganisms of the discharged vagina and the inner wall of the uterus of women of group |, delivered by caesarean

section

Br1ie1eHHEI MUKPOOPTaHu3M / Bnaranume / Vagina Cremxa marii /
Isolated microorganism (n=45) The wall (f the uterus p
(n=40)
Enterococcus faecalis 15 (33,3 %) 7 (17,5 %) 0,096
Staphylococcus epidermidis 14 (31,1 %) - 0,000%*
Streptococcus agalactiae 14 (31,1 %) 5 (12,5 %) 0,040*
Escherichia coli 13 (28,9 %) 5 (12,5 %) 0,065
Candida albicans 10 (22,2 %) 2 (5 %) 0,023*
Klebsiella pneumoniae 5 (11,1 %) 2 (5 %) 0,306
Lactobacillus spp. 5 (11,1 %) 2 (5 %) 0,306
Streptococcus anginosus 4 (8,9 %) 1(2,5%) 0,211
Prevotella bivia 4 (8,9 %) 2 (5 %) 0,485
Staphylococcus hominis 3 (6,7 %) - 0,097
Staphylococcus haemolyticus 3 (6,7 %) - 0,097
Corynebacterium spp. 3 (6,7 %) - 0,097
Haemophilus influenzae 2 (4,4 %) - 0,178
Streptococcus viridans 2 (4,4 %) - 0,178
Streptococcus oralis 12,2 %) - 0,343
Streptococcus salivarius 1(2,2%) - 0,343
Candida glabrata 12,2 %) - 0,343
Staphylococcus aureus 1(2,2%) 2 (5 %) 0,488
Proteus mirabilis 12,2 %) - 0,343
Raoultella ornithinolytica 1(2,2%) - 0,343
Peptostreptococcus anaerobius 12,2 %) 1(2,5%) 0,933
Gardnerella vaginalis 1(2,2%) 1(2,5%) 0,933
Bacillus thuringiensis 1(2,2 %) - 0,343
Anaerococcus tetradius 1(2,2%) - 0,343
MukpoopraHu3Mbl HE BbIICIICHBI 1(2,2 %) 21 (52,5 %) 0,000%*

*p < 0,05 cTaTUCTHYECKU 3HAUMMBIE Pa3JIMYUS.

Beuio ycraHoBIEHO, YTO y BCeX JeTed, pOIUB-
MIUXCSI OT Marepeil ¢ XOPHOAMHHUOHUTOM U HaJINYHEeM
S. agalactiae (CI'B) B monoctu markum (n =15), 3TH
MHUKPOOPraHU3Mbl OBbLIM TAKXKE BBIJCICHBI M3 Pa3HBIX
JIOKYCOB (BO BCEX CiydYasX C Marepuajia 3aylIHON
CKJIIQJIKM U OTJAEISEMOTO TOJIOCTH pTa U B TPeX CIy-
yasX W3 IyMOBUHHOW KPOBH), OJHAKO KIMHUYECKHE
MPOSIBIICHNST MH(EKIIMOHHOTO IMpoIlecca HE pa3BuUIl
HU OJIMH PEOCHOK.

WudexnuonHbIil mporiecc B BUAE UATHOCTHPOBAH-
HOM BpOXICHHON NMHEBMOHUM HUMEJ MECTO y 3 neTeid
ocHOoBHOH Tpynmsl (3,9 %). Y Marepu ogHOro pebeHka
BJIarajuiie ObIJI0 KOMOHM3UPOBaHo S. agalactiae (CI'B),
a'y ee peOCHKA ITOT K€ MUKPOOPTaHU3M ObUI BBIJICIICH
C MOBEPXHOCTHU KOXKH 3ayIIHOW CKJIAJKH U U3 acrupara
TPaxeoOPOHXUAIBHOTO JIepeBa, TOTna KaK MpH MHKPO-

OMOJIOTUYECKOM HCCJICAOBAHUM IYNOBUHHOW KPOBH
y 3TOro pedeHka He ObLIM BBIIEIeHBI HUKAKUEe MUKPO-
opranusmbl. Enie y AByX jaereil ¢ BpOXKJIEHHON MHEB-
MOHHUEH U3 OTJIEJIIEMOr0 BJlarajidiiia uX Mareped ObLIu
BBIJIENICHBI E. faecalis n npoxoxenonoOHble rpulbl poja
Candida. Y pebGeHka oT MarepH, KOJOHHU3UPOBAHHOU
E. faecalis, n3 WccnemoBaHHBIX JIOKYCOB MHKPOOpTa-
HU3MBI HEe OBbUIM BbIICIICHBL. A y peOcHKa OT Mare-
PH, KOJOHHM3UPOBAHHOH APOXOKENONOOHBIMU I'pruOamMu
pona Candida, ¢ XKoXW 3aylIHOW CKIAAKH U POTOBOM
nonoctd Obut BhIETeHBl S. hominis (10 KOE/mn)
u S. epidermidis (10° KOE/MI) CcOOTBETCTBEHHO,
a M3 acrupara TpaxeoOpOHXHAIBHOTO JIepeBa MUKPOOP-
raHu3Mbl He ObUIM BbIZeTeHBl. ClienyeT OTMETUTb, YTO
BCE JICTH C JAWArHOCTHPOBAHHON BPOXKICHHOH ITHEBMO-
HUEH POTUIINCH Yepe3 €CTECTBEHHBIE POJOBBIC IMyTH.
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Tabnuuya 4 / Table 4

YacToTa BbleNIEeHUSI MUKPOOPraHU3MOB C MOBEPXHOCTU KOXM 3ayLUHOM CKNALKM, OTAENSEMOr0 NOAOCTU PTa, MYNOBUHHOM KPOBMU,
COLEPXKMMOrO TPAXeu Y HOBOPOXAEHHbIX AeTeN
The frequency of isolation of microorganisms from the surface of the skin of the behind-the-ear fold, oral discharge, cord
blood, tracheal contents in newborns

I rpynmna / Group I Il rpynma / Group 11
HccnenyeMslit ToKyc HOBOPOXKJICHHOTO /
Investigated locus of the newborn abc. uucio, n / o abc. uucio, n / v p
absolute number, n absolute number, n

IToBepXHOCTH KOXKH 3ayNIHON CKIaIKH / _ _
The surface of the skin behind the ear n=65 n=35
Escherichia coli 6 9,2 9 25,7 0,028*
Streptococcus agalactiae (CT'B) 21 323 11,4 0,022%*
Enterococcus faecalis 10 154 14,3 0,884
Staphylococcus epidermidis 8 12,3 12 343 0,009*
Escherichia coli 6 10,2 9 25 0,055
Streptococcus agalactiae (CT'B) 17 28,8 4 11,1 0,044*
Enterococcus faecalis 8 13,6 4 11,1 0,728
Staphylococcus epidermidis 7 11,9 6 16,7 0,509
Escherichia coli 7 12,5 2 5,7 0,292
Streptococcus agalactiae (CI'B) 11 19,6 2 5,7 0,065
Enterococcus faecalis 14,3 1 2,8 0,076
Staphylococcus epidermidis 6 10,7 5 14,3 0,612
Tracheal discharge. n=6 n=0
Escherichia coli 1 16,7 0 0 -
Streptococcus agalactiae (CI'B) 2 333 0 0 -
Enterococcus faecalis 1 16,7 0 0 -
Staphylococcus epidermidis 1 16,7 0 0 -

*p < 0,05 cTaTUCTHYECKU 3HAYMMBbIE Pa3JIMYUs.

Tabnuua 5 / Table 5

OpnHoBpeMeHHOe BblaeNeHNe MUKPOOPraHM3MOB OCHOBHbIX BO30yauTENEl XOPMOAMHUOHWTA 13 OTAENSNEMOro BAaranumiia MaTepm
M PasHbIX JIOKYCOB MX HOBOPOXAEHHbIX AeTeN
Simultaneous isolation of microorganisms the main causative agents of chorioamnionitis from the mother’s vaginal dis-
charge and different loci of their newborns

Mukpoopranusm, BelACICHHBIN
13 OTIENAEMOr0 BlarajIuiina
Marepu /

Uccnenyempie nokycel HOBopoxkaeHHOTO/ Studied loci of the newborn

MTOBEPXHOCTH KOXKHU
3ayIIHOW CKIAIKH /

OTHACIISACMOC TIOJIOCTHU

ITyHOBUHHAs KPOBB /

acIupaT TPaxeoOpoH-
XHUaIBHOTO JiepeBa /

A microorganisrp iSOI'f‘ted from | the surface of the skin| pra/oral discharge cord blood tracheobronchial tree
a mother’s vaginal discharge behind the ear aspirate

Streptococcus agalactiae (CI'B), 15 (83,3 %), 11 (73,3 %), 8 (50 %), 2 (100 %),
n=20 n=18 n=15 n=16 n=2
Enterococcus faecalis, 7 (36,8 %), 5 (29,4 %), 6 (35,2 %), 1 (50 %),
n=21 n=19 n=17 n=17 n=2
Escherichia coli, 3 (25 %), 2 (18,2 %), 3 (30 %), B
n=16 n=12 n=11 n=10
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OBCYXOEHUE

JlmarHoCTHPOBAaHHBI XOPUOAMHUOHUT Y IKSHIIUH
TIperoiaraeT Ha3HauYeHHe aHTHOAKTepHaTbHBIX TIpe-
naparoB. Haie wuccrnenoBanue Tmokasano, 4Tro He-
CMOTpsl Ha aHTHOAKTEpPHAJbHYIO TEPAIUI0 XOPHUOAM-
HUOHHTA y POKEHWUI] OCHOBHOW rpynmsl B 95,5 %
CITy4aeB MHUKPOOPTaHW3MBI OBUIM BBIJICICHBI U3 BIla-
ramumia u B 48,8 % ¢ BHyTpeHHEH MOBEPXHOCTH MarT-
Kd. Y KEHIIMH 0e3 XOpHOaMHHOHHWTA W3 Biaraiuina
MHUKPOOPTaHU3Mbl BBIIEISUINCE € YacToTo 87,5 %.
[IpyueM mOCTaTOYHO YACTO BBIACISIINCH TPAMIIONO-
kuTenbHBIe Oaktepun (B ocHoBHOM CI'B). Yacrora
uX BblAeNneHus npuommkanack K 70 % Kak B OCHOB-
HOHW, Tak ¥ B rpymnmne cpaBHeHHs. Cleayer OTMETHUTh
YacTOTYy BBIIEJNCHUSI TPaMOTPHLATEIbHBIX OaKTepuit
(E. faecalis, E. coli), cocranstomyto 30 %. Ilpuuem
3HAYUTEIbHBIE KOJIMYECTBA ATHX MHKPOOPTaHHU3MOB,
npebimaronme 10° KOE/mi, ObutM BBISBICHBI Kak
B OTJEJISIEMOM BJIarajuiia >KEeHIIUH, TaK U B IOJO-
CTH MaTKH.

CrnenoBarenbHO, WCIONB3YeMble TIPH  XOPHOAM-
HUOHWTE aHTHOaKTepHalbHBIE Tpenaparbl HE BCET-
na 3¢ ¢extuBHbl. Tem 0osiee 4YTO MAIlMEHTKAM eIe
JI0 TIOJTyYeHHS PE3YJIBTaToOB OaKTEPUOIOTHYECKOTO HC-
clIeIoBaHUsl OB HA3HAYEHbI B OCHOBHOM aHTHOMO-
TUKA TICHUIWIITMHOBOTO psAa, XOTS W COAepIKalue
WHTUOUTOPHI OeTa-akramas. B Hacrosmiee BpeMs ya-
cTo (GopMHpyeTCs aHTHOMOTHKOPE3UCTEHTHOCTH BBI-
JeTICHHBIX MUKPOOPTaHH3MOB.

Juis ycraHOBIIEHUS BIUSHHS MHUKPOOHOTO (PaKTo-
pa Marepu Ha KOJOHW3AIMIO HOBOPOXKICHHBIX HAMHU
OBUIO TIPOAHAM3UPOBAHO, HACKOJIBKO YaCTO BBIJIEIsI-
I0TCSI T€ WM MHBIE MUKPOOPTraHM3MbI KaK y Marepw,
Tak ¥ B Pa3HBIX JIOKycax y peOenka. IIpoBexeHnHoe
WCCIIEZIOBAaHUE TI0KA3aJl0, YTO YacTOTa KOJOHH3AIHH
HOBOPOXKICHHBIX S. agalactiae (CI'B), npu Hammann
9TOT0 MHKpoopranuszMa y marepu, gocturaet 100 %,
E. faecalis u E. coli — 18-50 %. Tem He MeHee B 10-
JIABJISFONIEM OOJBINIMHCTBE CIIy4aeB HOBOPOXKICHHEIC
OT Marepeil ¢ XOPMOaMHHUOHUTOM, KOJIOHH3HPOBAHHEIE
MUKpPOOPTaHU3MaMH, B TOM uucie S. agalactiae (CI'B),
HE pa3BUBAIOT KIMHUYECKYIO KapTUHY HH(EKINOH-
HOro mponecca. MHpEKIMoHHBIN Mporecc B BHIE
JUaTHOCTHPOBAHHOW BPOXKIEHHOW ITHEBMOHHU HMeET
MecTo y 3 mereit ocHOBHOM rpymmsl (3,9 %). 910 Mo-
XKeT OBITh CBS3aHO HE TOJNBKO C IOJMYYCHHUEM >KCH-
HIMHAMH B POJiaX aHTHOAKTepHalbHBIX IPENapaToB,
HO M C MOIIHBIM 3aIUTHBIM OapbepoM — IUIAleH-
TOH, KaK BO3MO)XHOW MPErpasoil Ha MyTH BOCXOAUICH
OaxTepuaNbHON WH(pEKINH.

Ilo nutepaTypHbIM AaHHBIM, S. agalactiae ABnsieT-
Cs OfIHUM M3 YacThIX BO30OyOHUTENEH HEOHATALHOTO
cercuca U BpOXKIAEHHOM mHeBMoHuu [3, 5, 21, 22],
B CBSI3M C YeM MBI OOpaTHJIM BHUMaHHWE W Ha 9acTOTY

€ro BBIJCIICHUS U3 ITyNOBHUHHON KpoBH (19,6 %) u co-

nepxxkumoro Tpaxen (33,3 %). Cnenyer oTMETHTD, YTO

W3 TYTOBUHHOM KPOBU W OTJIEISIEMOTO TpPaxeoOpOH-

XHMaJbHOTO JIepeBa STH MUKPOOPTAaHU3MBbI BBIJIEIISUINCH

B HEOOJNBLIMX KOJIMYECTBAX CO Cpelbl 0OOTaIIeHHs.
B cBsa3u ¢ Beicokor uvactoroil xosnoHusauuu CI'B

KaK pPOXXEHHUI], TaK W HOBOPOXKIEHHBIX, HECMOTPA

Ha TPOBOJUMYIO aHTHOAKTEPHAIBHYIO TEpPaIHio XO-

pHOaMHMOHMTA, HA HAll B3DIAJ, HEOOXOIWUM Tepe-

CMOTp CYUIECTBYIONIMX CTpaTeruii MpOQUIaKTHKH

CI'B-undexmmii. B cBs3u ¢ pacrymieil aHTHOMOTHKO-

PE3UCTEHTHOCTBIO MHUKPOOPTaHH3MOB BaXKCH MOUCK

QJIBTEPHATHBHBIX CIIOCO00B TPOQHIAKTUKN TIEpHHA-

TaabHBIX W HEOHATabHBIX HH(pekiwmid. [IpoBenenue

aaTuOnotukonpopmrakruku CI'B-urdexnuii B pomax

pu 00CJIeNOBaHUHN KCHIMUH B 35-37 Hem. OepeMeH-

HOCTH HE CHIDKaeT ypOBEHb 3a00JeBaeMOCTH HOBO-

POXKICHHBIX.

HccnenoBanue nokasano:

1. Hecmorpss Ha aHTHOAKTEpHANBHYIO TEpaITHio
XOpPMOAMHHOHHUTA Y JKEHIIWH, YacTOTa BBIETIe-
HUSI MHKPOOPTaHM3MOB KaK W3 BIArajuiia, Tak
U W3 TMOJIOCTH MAaTKH OCTAaeTCs BBICOKOH.

2. HaumGonee wacto Beiaensitorcs S. agalactiae (CI'B),
E. faecalis n E. coli n3 Bnaraimiia ¥ 13 TOJIOCTH
MaTKH JKEHIIMH C KIMHUYECKMM XOPHOAMHHOHH-
TOM.

3. Yacrora mepenadyu 3TUX MUKPOOPTaHU3MOB ILIOLY
Y HOBOPOXKJIEHHOMY TIPY HaJIMYUHU UX Y MaTepy CO-
craBmser 100 % mns S. agalactiae (CI'B) n 18—
50% — nna E. faecalis u E. coli.

4. B mopassitonieM OONBIIMHCTBE CIy4aeB HOBOPOXK-
JICHHBIE OT Mareped C XOPHUOAMHUOHHUTOM, KOJIO-
HU3WPOBAaHHBIE MUKPOOPTaHU3MaMH, B TOM YHCIE
S. agalactiae (CI'B), He pa3BHBAIOT KIMHUYECKYIO
KapTUHY MHQEKIMOHHOTO Tpouecca. Jlumb y 3 ne-
Tel ocHOBHOU Tpymmbl (3,9 %) Obla AMAarHOCTH-
pOBaHa BPOXKJCHHAS ITHEBMOHUSI.

5. HeoOxonmuMbl nanmpHEHIINE WCCIEAOBAHUS IS
BBISICHGHHUS 11€JIeCO00pPa3HOCTH TPUMEHEHHS aH-
THOAKTEpUANBHON Tepanuu B CBSI3U C KOJIOHM3a-
nuel HamOoJee YacTO BCTPEYAEMBIMH MHUKPOOP-
ranmsmamu (S. agalactiae, E. faecalis v E. coli)
Y HOBOPOXJICHHBIX JIETEH OT Marepeu ¢ Xopuoam-
HUOHHUTOM.

OOMNOJIHUTENIbHAA MHOOPMALUA

Bkian aBTopoB. Bee aBTOphEI BHECIH CyIE€CTBEHHBIH
BKJIaJ B pa3pabOTKy KOHIICTIIIMNM, NPOBEACHHUE HCCIEI0Ba-
HUSI M TIOATOTOBKY CTaTbU, MPOWIN U 0100pmIN (GHMHAIBHYIO
BEPCHUIO Tiepe]| MyOnuKaimei.

Kondummkr uHTepecoB. ABTOpHI NEKIapUpPYyIOT OTCYT-
CTBHE SIBHBIX U ITOTCHIMAIBHBIX KOH(IMKTOB HHTEPECOB,
CBSI3aHHBIX C IyONMKanued HACTOSIIEeH CTaThH.
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HUcrounuk ¢unHancupoBanusa. ABTOpbl 3asBISIOT
00 OTCYTCTBMM BHEIIHETO (PMHAHCHPOBAHMUS IIPU TIPOBEJIC-

HUHU UCCIIEOBAHNSI.
HNudpopmupoBanHoe corjiache Ha MYOJHKALHUIO.
ABTOpBl TMOMYYMJIM MHUCBMEHHOE COINIaCHE MalMEeHTOB

Ha MMyOJIMKAIIMIO MEIUITUHCKUX JTAaHHBIX.
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CPABHUTE/IbHOE UCCNIEAOBAHUE MMKPOBHOﬂ KOJNOHU3ALMU KATETEPOB
ana nPOANEHHON PETMOHAPHOW AHECTE3WUU NMPU PA3HbIX CMTOCOBAX
X OUKCALUUN

© E.C. fkoBneBal, A.B. Anopames?, E.A. AokmHal, P.B. lWarypun?, C.B. flkoBnes?,
tO.M. KynarnHa!, H.A. TonoBuHckas

! HayyHo-npaKTUyeckuii LeHTp AeTCKOM ncuxoHeBponoruu [lenaptaMeHTa 34paBooxpaHeHus ropofa Mocksbl, Poccus;
2TlepBblit MOCKOBCKMIA TOCYAAPCTBEHHDIN MeAMUMHCKMIA YHuBepcuTeT uM. M.M. CeyeHoBa (CeueHoBCKMit YHMBEpCUTET),
MockBa, Poccus

Ana yumuposaHus: Axkosnesa E.C., Ouopaves A.B., Agkuua E.A. Warypun P.B., Axkosnes C.B., KynarnHa tO.M., TonosuHckasa H.A.
CpaBHUTE/IbHOE WCCef0BaHWE MUKPOOHOW KOMIOHM3aLMM KaTeTepoB A/1A NPOLNEHHOW PErMoHapHOM aHecTe3nn Mpu PasHbIx Cnocobax
ux dukcaumm // Neamatp. — 2022. —T. 13. — Ne 4. — C. 41-52. DOI: https://doi.org/10.17816/PED13441-52

AKTyanbHOCTb. MHDEKLMOHHbIE OCNOXHEHUS MPOAJEHHONM 3NUAYPaNbHOM U Nepudepuyeckoi perMoHapHoOi aHecTesun —
[IOCTaTOYHO peaKoe siBeHUe, YTO He MCKoYaeT HeoBXOAMMOCTU CTPOroro CobntofeHus Mep, HanpaBlneHHbIX Ha MpefoT-
BpaLLEHME MUKPOBHOM KOMOHM3ALMM KaTeTePOB ANf pernoHapHoi aHecTesun. CaMm hakT MUKPOGHOM KONOHM3aumMK KaTeTepa
He BCerna COMpoBOXAAETCS PAa3BUTUEM MHMDEKLMOHHBIX OCNOXHEHWHA, HO YBESIMYMBAET BEPOSITHOCTb UX BO3HMKHOBEHMUS.

Llenb uccnepoBaHua — onpenennTb YacTOTy KOMOHM3ALUMM, KAYECTBEHHbIM M KONMYECTBEHHbIA COCTAaB BbiCEBAEMOM MUKPO-
¢dnopbl NpU pasnuyHbIX cnocobax Gukcaumu KateTepa U LAUTENbHOCTU €ro0 UCMOb30BAHMS.

Matepuansbl u MeToabl. B cpaBHUTENBHOE NPOCNEKTUBHOE PAaHAOMU3MPOBAHHOE OLHOLEHTPOBOE UCC/iefoBaHMe OblNo BKO-
4yeHo 76 naumeHToB OT 2 g0 18 neT, KOTOpbIM NPOBOAMIACH NPOANIEHHAS 3NMAYPANbHANA MU Nepudepuyeckas permoHapHas
aHecTe3us. NauuneHTbl BblAM pacnpeneneHbl Ha rpynnbl Mo cnocoby gukcaumMu kateTepa: aaresuBHas Hakneika (PH), aa-
resMBHasi Hakneka U aHTUMUKpobHoe nokpbiTne Oe3uton B (PH+[) n TyHHenusaums (PT). MukpobHyto ob6ceMeHeHHOCTb
KaTeTepoB OMNpefenssiv C NOMOLLbI KNaccuyeckux BakTepuonoruyecknx UccienoBaHui.

Pesynbrathl. HM y ofHOro M3 76 nauMeHTOB He ObiO 33aperucTpupoBaHO MPM3HAKOB JIOKANbHOMO WM CUMCTEMHOIO WH-
dbeKkuMoHHoro npouecca. PasHuua B yactoTe KonoHusaumm mexay rpynnamu ®OH u OT 6Gblna cTaTUCTUYECKM A0CTOBEpPHA:
x? (1, n=54)=5,5381 (p=0,018), mexxay rpynnamu ®H u GH+[ — HepgocToBepHa. OTHOCKUTENbHbIA PUCK KONOHM3ALMMU KOXK-
HoM yacTu katetepa npu ®H B 2,14 pasa Bbiwe, YeM Mpu TyHHenusauun katetepa: RR = 2,14, p=0,05 (95 % OMN 1,0-4,49).
B rpynne ®H+ KoNoOHM3aLMA KAK KOXHOW, TaK M BHYTPEHHEN 4acTU KaTeTepa OTMevanacb Ha AOCTOBEPHO Honee paHHUX
cpokax, 4em B rpynne O®T: koxHas yactb — U=5,5; U, =8 (p=0,02);, BHyTpeHHaa yactb — U=5,5; U, =6 (p=0,04).
Mpu nonoxutenbHbix pe3ynbTatax bakTepuanbHOro aHanusa Hambonee 4acto Oblna BbiISBNEHA KynbTypa Staphylococcus
epidermidis (48,3 %) v Staphylococcus aureus (20,7 %).

3akntoueHune. TyHHenM3aumus SBASETCS NPeAnoYTUTENbHBIM MeTOA0M (GUKCaLMK KaTeTepa, eCau NAaHUpyeMblid CPOK Mo-
cneonepaumMoHHoro obesbonusaHus 6onee 3 cyT.

KntoueBbie cnosa: KaTeTep, perMoHapHasa aHecTe3nd, VIHdJEKLI,IAOHHbIe OC/TOXXHEHMUA.

Moctynuna: 20.06.2022 Opobpena: 22.07.2022 Mpunsta k nevatu: 30.09.2022
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COMPARATIVE STUDY OF MICROBIAL COLONIZATION OF CATHETERS
FOR PROLONGED REGIONAL ANESTHESIA WHEN USING DIFFERENT FIXATION
METHODS
© Ekaterina S. Yakovleval, Andrey V. Diordiev?, Elena A. Adkina!, Roman V. Shagurin?,
Sergey V. Yakovlev?, Yuliya M. Kulagina !, Nadezhda A. Golovinskaya?!

! Research and Clinical Center of Pediatric Psychoneurology Moscow Department of Public Health, Moscow, Russia;
2 Sechenov First Moscow State Medical University, Moscow, Russia

For citation: Yakovleva ES, Diordiev AV, Adkina EA, Shagurin RV, Yakovlev SV, Kulagina YuM, Golovinskaya NA. Comparative study
of microbial colonization of catheters for prolonged regional anesthesia when using different fixation methods. Pediatrician
(St. Petersburg). 2022;13(4):41-52. DOI: https://doi.org/10.17816/PED13441-52

BACKGROUND: Infectious complications related to prolonged epidural and peripheral regional anesthesia are quite rare.
However, this does not exclude the necessity of strict adherence to measures aimed at preventing microbial colonization
of catheters for regional anesthesia. Microbial colonization of the catheter is not always accompanied by the develop-
ment of infectious complications but increases the likelihood of their occurrence.

AIM: To determine the frequency of colonization, the qualitative and quantitative composition of the microflora depen-
ding on the various methods of fixing of the catheter and the duration of its use.

MATERIALS AND METHODS: 76 patients from 2 to 18 years old with prolonged epidural or peripheral anesthesia were
included in an comparative, prospective, randomized, single-center study. Patients were divided into the groups according
to the method of catheter fixation - adhesive sticker (AS), adhesive sticker and antimicrobial coating Desitol B (AS+D)
and tunneling (T). Determination of microbial contamination of catheters was carried out using classical bacteriological
studies.

RESULTS: None of the 76 patients had signs of a local or systemic infection. The difference in the frequency of colo-
nization between the AS and T groups was statistically significant: y? (1, n=54)=5.5381 (p=0.018), between the AS
and AS+D groups it was not significant. The relative risk of colonization of the skin of the catheter with adhesive
fixation was 2.14 times higher than with catheter tunneling: RR = 2.14, p=0.05 (95% Cl 1.0-4.49). In the AS+D group,
colonization of both the skin and the inner part of the catheter was observed significantly earlier than in the T group:
skin part: U=15.5; U, =8 (p=0.02); inner part: U=5.5; U, =6 (p=0.04). The growth of Staphylococcus epidermidis (48.3%)
and Staphylococcus aureus (20.7%) was fixed mainly when positive results of microbiological culture takes place.
CONCLUSIONS: Tunneling is the preferred method of fixation of the catheter when the postoperative pain relief period
is more than 3 days.

Keywords: catheter; regional anesthesia; infectious complications.
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AKTYAJIbHOCTb

Meroauka NpoaeHHOW PErHOHApHOM aHecTe3uu
obecrieunBaeT 3PdekTBHOE 00e300MMBaHEE B IIO-
CJICOTIEPAIlMOHHOM TIEPUOJE, CHIKAET MOTPEOHOCTH
B MPUMEHEHHH HAPKOTUYECKHX aHAJBI€THKOB, a TaK-
e CIOCOOCTBYeT Ooyiee paHHEMY BOCCTaHOBJICHHUIO
MAI[MeHTOB IIOCNIe XHUpyprudeckoro jedenus. OmHa-
KO KaTeTep, M0 KOTOPOMY OCYIIECTBISETCS BBEICHHE
MECTHOTO aHECTETHKa, KaK W JIF00OH Apyrol karerep,
CIIPABEINBO OTOXJIECTBIISIETCA C BO3MOKHBIMU BXO/[I-
HBIMH BopoTaMu jiisi mH(ekmuu [1]. Xors uHbpeKknu-
OHHBIE OCIIOKHEHHSI TPU TPOBEICHUH PErHOHApHON
AQHECTE3UH PE/IKH, TEM HE MEHEE B CITydae X Pa3BUTHA
MOTYT TPHUBECTH K HEXKelaTeJIbHBbIM IOCIE/CTBUSM,
BIUIOTH JI0 KaTacTpo(HUUECKUX, KaK MpH HCIOIb30Ba-
HUU NPOAJICHHOU hIUAypalibHON aHanre3uu [8, 11, 17].
Hawmbomnee ys3BHMBI C TOYKM 3pEHUS Pa3BUTHS WH-
(heKIIMOHHBIX OCIIOKHEHHUH MAIIMEHTHI CO CHUKEHHBIM
MMMYHHBIM cTarycoM (TIallMeHTHI ¢ caxapHbIM janade-
TOM, OHKOJIOTHYECKUMH 3200JIEBAaHUSMHU, MHOKECTBECH-
HBEIMH TpaBMamMu W T. A.) [1, 8]. B cBoro odepenn,
y HAalHUEHTOB C HEBPOJOTMYECKOM NaToJIOrMe pHCK
WHQHUIMPOBAHUS KaTeTepa IMOBBIIIACTCS B CIIydae HX
MaJIONOABMKHOCTH. YacTo 310 b0 Nekayue nanueH-
ThI, THOO XOJT4YKe, HO UMMOOMIIN30BaHHbBIE Ha TIEPHO]]
BOCCTAHOBJICHHUSI TIOCIIE OTEPAl{ 3a CUET THUIICOBBIX
MOBSI30K. MHOTMM TalMeHTaM TakxKe TpeOyeTcs -
TEJILHOE TI0CIIe0NepalnoHHoe 00e300IMBaHNE 32 CUET
BBICOKOM TPaBMaTWUYHOCTH PEKOHCTPYKTHBHOTO OIlepa-
TUBHOTO BMEIIATEIhCTBA M COMYTCTBYIOMIEH TII00alh-
HOW CHACTUYHOCTH MBIIIIII.

Llenv uccneoosanus — cpaBHEHHE HaCTOTHI KOJIO-
HU3AIHUU SMUAYPATEHOTO WM NepU(epUuecKoro Ka-
TeTepa JUIsi PerHOHAPHON aHECTe3WH B 3aBUCHMOCTH
OT METOJOB €ro (UKCAIMM M UINTEIBHOCTH TpHUMe-
HEHHUs M OIIpeleIeHne MPEeBATUPYIOIIETO BHOBOTO
COCTaBa BBIJICJIEHHBIX MHKPOOPTaHU3MOB TIpU IOJ-
TBEPXK/ICHUH KOJIIOHU3ALMH KaTreTepa MHUKPOQIOPOil.

MATEPWANbI U METOAbI

B Hayuno-npaktuaeckom 1ieaTpe (HIIIL) metckoii
TICUXOHEBpoJioruK JlemapraMeHTa 37paBOOXpaHEHUS
ropona Mockssl ¢ sHBapst 2020 r. mo ampens 2022 1.
NPOBEJCHO CPaBHUTEIFHOE MPOCIEKTUBHOE PaHIOMU-
3MPOBAaHHOE OIHOLIEHTPOBOE HCCIIEIOBAHUE, B KOTOPOE
OBLIO BKIIIOYEHO 76 marnueHnToB oT 2 110 18 net ¢ ouen-
KOH 10 KJaccudukamm AMepHKaHCKOTro 00IecTBa aHe-
cre3unonoroB (American Society of Anesthesiologists,
ASA) II-1II kitacca ¢ BpOXIEHHOW HEBPOJIOTUYECKOM
narosnorueil. MccnenoBanue sSBIsI0Ch MHULMATUBHBIM,
(uHaHCUpPOBaHUE OCYIICCTBISIIOCH 33 CYET OHOJIKET-
HBIX CpEJACTB YUYPEXKACHHs, HalpaBICHHBIX Ha Jede-
HUE TOCHUTAIM3UPOBAaHHBIX OonbHBIX. Ilanmentam
HPOBOAMIIOCH KOPPUIHPYIOIIEE OPTONEAOXUpPYpruye-

CKO€ JIEYEHHE — OMepali Ha KOCTAX U CYXOXKHIUAX
BEPXHUX ¥ HWKHUX KOHEYHOCTEH C IEThI0 KOPPEKITHH
nedopmanmii. O0beM, 00JACTh W THTEIHHOCTDh XH-
PYPTHUECKOTO BMEIIATENLCTBA JTUKTOBAIN HEOOXOIH-
MOCTh TPOBEICHUS AHTUMHKPOOHOH NpOo(UIaKTUKU
B COOTBETCTBHHU C IporpamMmmoit CTpareruu KOHTPOJIS
aatumukpoonoit tepammm (CKAT) [4] m xiuHHYe-
CKUMHU peKoMeHaanusMu HairoHallbHOM accouuaiun
crienuanucToB o koHTpoiro uHpekmin (HACKN) [2].
[MpodunakTuka HHOEKIUOHHBIX OCIOKHEHHH TPO-
BOAMJIACH COINIACHO BHYTpeHHeMy mpotokony HIII]
JIETCKON TICHXOHEBPOJIOTHH, CO3JaHHOMY Ha OCHO-
BaHUM BBHINIEYKa3aHHON MPOTPaMMbl U KIMHUYECKUX
peKoMeHaluii, U 3akKiodajgach B OJHOKPAaTHOM BHY-
TPUBEHHOM BBEJCHUHU Pa30BOM J03bI aHTUMHUKPOOHO-
ro npenapara 3a 30-60 MuUH 10 Hayajga XuUpypruye-
CKOTO BMeIIarenbcTBa. B KauecTBe aHTHMHKPOOHOTO
npenapara ObUT BHIOpaH Ieda3onuH, 103a Tpernapara
cocTaBisia 25 MI/KI, NpU Bece NauueHTa OoJblie
80 xr — 2 r. [loBTOpHOE BBEACHHE YKA3aHHOU A03bI
AHTHOMOTHKA OCYIIECTBIISIIOCH MPU yBETMYCHUH Bpe-
MEHHU ONepaTHMBHOTO BMeMIaTenbcTBa Oornee 4 4.

TpaBMaTUUHOCTH ONEPATUBHOIO JICYEHUS ONpeessiia
MOKa3aHUsl A1l NPUMEHEHHs] TOW WM MHOW METOIMKH
MIPOJUICHHOW pernoHapHO! anecte3nd. [Ipu mpoBeneHuu
XHPYPrHYECKOTO BMEIIATENIhCTBA B OOJACTH Ta30BOTO
KOJIbIla M Oeliep OCYIIECTBISUIACH SIUIYypaibHas aHe-
CTe3Ms, IPH BBIMOJIHEHNUH PEKOHCTPYKTUBHBIX OTEpaLUii
B 001acTH CcTOIbI — Tepudepuveckas aHeCTe3Hsl.

B kadecTBe TakTHKM HMHTPAOIEPAIIMOHHOTO 00€3-
OonuBaHusl ObUTa BBEIOpaHA COYCTAHHAS AHECTE3US
C MCKYCCTBEHHON BeHTWwisuuen serkux. Ilocnme un-
OYKIAW aHECTe3MH W O00eCHeYeHHs NPOXOAUMOCTH
JIBIXaTeNbHBIX TYTEH MPOBOAWIACH JHMOO ITyHKITUS
W KaTeTepu3alus dUIypaJbHOTO MTPOCTPAHCTBA, JTHO0
JIOKOpETHOHapHasi aHeCTe3Ws ¢ YCTaHOBKOW KareTepa
K HEpBHOMY CTBOJIY MJIM CIUIETEHHIO C MPUMEHEHHEM
yABTPa3ByKOBOW HaBurauuu [3].

[Ipu mpoBeneHNN perrmoHapHBIX OJ0Kaj coOIroIa-
JUCH CIIEAYIONINE MPUHIUIBI ACENTHKH M aHTHCEII-
tuku. I[lepen BbIoIHEHHEM OJIOKaABI AHECTE3UOJIOT
MPOBOAMI JAE3MH(PEKIHUIO PYK, KOTOpas 3aKIoyuanach
B JIBYKPaTHOM MBITbE PYK MBUIBHBIM pacTBopoM 0,8 %
aTKAIAUMETIIIOCH3mIaMMoHus  Xiopuaa  (Jle3adiiop,
Medlex, Poccusi) B Teduenue 1 MUH, BBICYIIUBAHUU
CTEpUJIBHOHN candeTkoil u mocienyroiei 00padoTkoi
pactBopom Codracent H (3tmnoBerii cnimpr 74,1 T,
m3onponuioBeld cnupt 10 r Ha 100 r roroBoro pac-
TBOpa, BBraun, I'epmanwms) mBaxasr mo 1,5 MuH.
O0s13aTETLHBIM YCIIOBUEM OBUIH KOPOTKO CTpPHIKEHBIE
HOT'TH, a TaKXe€ OTCYTCTBHE HAKJIaJHBIX HOI'TEH, KOJIell
u yacoB. Bo Bpemst BeinomHeHUs1 OJI0Ka bl aHECTE3UO-
JIOT SKUATIUPOBAJICS B CTEPUIIBHBIN XaJaT, MEJUIIMHCKYTO
MacKy, METUIIHCKYIO IIaNKy ¥ CTepPUIIbHbIEC TepYaTKu.
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MenuuuHCKast cecTpa-aHeCTe3UCT IBaKABI 00pa-
OarpiBasia KOXKy manueHTta pactBopom Codracent H
B MPEAINoaracMoM MecTe KareTepusanuu. Ilocie BbI-
CBIXaHUS KOXXKM AaHECTE3HOJIOI OTPAHWYMBAI MECTO
IyHKLIUA OJHOPA30BOH CTEPUWIIBHONM XUPYPrU4YECKOU
MPOCTBIHEH C OTBEPCTHEM M aJre3UBHBIM CJIOEM BO-
Kpyr Hero. CTepuibHBIH OIHOPA30BBIA HAOOp LIS
SMUAYPATHHOW WIH Tepru(epudecKorl TPOATICHHOM
aHEeCTe3UH, IUMPHIl JUII MECTHOTO aHEeCTeTHKa, CTe-
pUIBHBIE caneTKH paclakoBbIBala MEIUIMHCKAsS Ce-
CTPa-aHECTE3UCT W BBIKJIA/bIBAJIA HA TOATOTOBIEHHBIN
CTEPWJIbHBIM CTOJIMK C COOJIFONEHHEM IPaBWJI ACENTHU-
KH. YIBTPa3ByKOBOW JaTYMK MPHU UCTIONB30BAHUH YiIb-
Tpa3ByKOBOW HaBHUTAllUM YHAKOBBIBAJIU B CTEPUIILHBIN
YeXOJI.

[Tocne mpoBeaeHNs KaTeTepU3aluu MUY PaTbHOTO
WM NEPUHEBPAIBHOIO MPOCTPAHCTBA NPOU3BOANIACH
(ukcaius Karerepa, U M0 CrocoOy (UKcalMy Ialu-
SHTHI OBUTM pa3liesieHbl Ha TP TPYIIIbL:

-4 rpynmna — ManueHTsl, Y KOTOPBIX IMPUMEHSIICS
¢ukcarop karerepa W3 aAre3MBHBIX MAarepuanoB —
anresuBHas Hakieika (PH — dukcanms Hakiekoil,
n=24);

2-g rpynma — TMalueHTbl, KOTOPbIM Iepes INpH-
MEHEHHEM aJir€3MBHOTO (huKcaTropa Karerepa 00JacTh
MYHKUUH 00pabaThIBaii TPEXKOMIIOHEHTHBIM AHTH-
MUKpoOHBIM mOKpbiTHeM (PH+]] — dukcanus nHa-
kielikou + Jlesuron, n = 22);

3-s1 rpynmna — ManueHThl, KOTOPBIM ObLIa BBITION-
HeHa TyHHenu3anus karerepa (T — ¢uxcamust TyH-
Henem, n = 30).

B 1-it rpynme mamueHToB mpuMeHsuics (ukcarop
katerepa [lepuduxc (BBraun, I'epmanms), cocros-
mMKA W3 JBYX 4YacTed — aAre3sMBHOE (UKCHPYIOIIEe
MOJIMYPETAHOBOE KOJNBLIO W HAKJIEHKa W3 Mpo3pad-
HOM IMJIEHKH C HEeaJre3MBHOM IEHTPaJbHOW YacThblo.
OnuaypalbHBId KaTeTep YKJIaJIbIBaJCA MNeTIed oA
aAre3suBHOEC (PUKCHUPYIOIIEE KOJIBIO TaKUM 00pasoM,
9T0OBl MECTO BBIXOJA KareTepa M3 KOXKM pacrosara-
JIOCh B LIEHTPE KOJIBLA, a METIA KareTepa — TOA al-
re3UBHBIM KOJIbIIOM. CBEpXy (PMKCHPOBajach HaKJICHKa
W3 OPO3PAYHON IUICHKH.

KpatmansHbiit Bbixog
ToHHens / Cranial exit
site

Puc. 1. TyHHenusauus katetepa
Fig. 1. Catheter tunneling

Bo 2-ii rpynme mepen HakjewmBaHUWEM (hUKCATO-
pa KareTepa TNPUMCEHSIIH aHTHUMHUKPOOHOE TMpodu-
JAKTHYECKOe TOKphITHE C KpacurteneMm (llesuton B,
Dezitall, Poccus; coctaB — H30NPONHIIOBBIA CIUPT
70 %, KOMIUIEKC YETBEPTHYHBIX AMMOHHMEBBIX CO-
enuHeHu#, Jl-maHTeHON) M3 CTePUIIBHOTO [03aTopa.
Jesnton B — 5T0 BsA3Kas KUIKOCTb, MJIS €T0 HaHe-
CEHUs HCIIOJIb30BAJIN OJJHOPA30BbIN MOJUMEPHBIN CTE-
punbHBIN mmarens. [Inomans HaHeceHHs cocTaBisia
OKOJIO 9 cM? M MOKphIBaja 00JAaCTh BBIXOJA KareTepa
13 KOKH U 4acTh KaTeTepa, YJIOKEHHYIO B METII0 Ul
rocienytomei pukcarmnu. B nanpHEWeM (QUKcauro
MeTJIM KaTeTepa OCYMIECTBISIN TOCJe IOJHOTO BBI-
CBIXaHHWA aHTUMHMKPOOHOTO MOKPBITHS, YTO MOJTBEPXK-
JIaJI0Ch OTCYTCTBHEM JIMIIKOCTH MOKPBITHS (BpEMS BbI-
CBIXaHHS B CPEIHEM 2—3 MUH).

B 3-i1 rpynmne maiueHToB KaTeTep TYHHEIU3UpPOBa-
mu (puc. 1). dns hopMupoBaHUS TOAKOKHOTO TYHHE-
JIs1 MCTIOJIB30BaM TieprQepryecKuii BEHO3HBIN KaTeTep
Ha urie (I1BK), xoTopelii IpOBOOMIN MOJKOXKHO, OT-
CTyns Ha 3 CM KpaHHMajJbHEC MECTa BbIXOAa SIHIY-
PaJIbHOIO/IIEPUHEBPAIIBHOIO KaTeTepa ¢ HallpaBICHUEM
KOHUMKA UMb HA 3—4 MM JaTepajbHee BBIXOJa Kare-
Tepa u3 koxku. Ilocne ymaneHus WIIBI PETPOrpagHO
npoBoamiH Yepe3 npocset [IBK ammuaypansabiii/mepu-
HEBpPAJIbHBIA KaTeTep 10 BBIXOAA €ro M3 NaBUJIbOHA,
3areM [IBK ynansanu. Korga Han koxkeil ocraBaiace He-
OonpIas MeTisl, B Hee yKIaAblBaIu TpyOuaryio mepe-
MBIUKY, TPEJOTBPALIAIONIYIO U3JIOM KaTeTepa, U METII0
3arsiruBain (puc. 2). MecTo TyHHENNU3aluK yKpbIBAIN
cTepuibHON (huKcHpyromel Hakielkoi. [locie myHK-
UM ¥ KaTeTepu3alliyl SMUAYPaTbHOTO WIN TMEpHUHEB-
PaJILHOTO MPOCTPAHCTBA OONIOCHO BBOAMIICS MECTHBIN
anecretuk (ponuBakauH 0,2 %), 103y 1 00beM aHecTe-
THKa PAaCCUUTBHIBAIN WHAWUBHUIYAJbHO.

[Tocne mpoBeneHNs OTEPaTHBHOTO BMEIIATEIHCTBA
BCEM MAIMEeHTaM MPOBOAMWIN (PUKCALUI0 KOHEYHOCTEH
TUIICOBBIMH TOBSI3KAMH, TIO3TOMY B OJMIKAlIIeM IO-
CJICOTICPALIMOHHOM TIEpHONE OHU OBUIM MAaJoNoJ-
BIOKHBL. Bo Bpemsi HaOmioneHHs B OTAEICHUHM pea-
HUMAIlMK JIeTH HAXOJWJINCh B TOJOXEHWH Ha CIIMHE,
OJTHAKO TIOJIOKEHHE NEepPUOJUYECKH CMEHSUIOCh JUIf

KpaHuansHbi BbiXoA
TokHens / Cranial |

exit site B
>y

Tpybuatas nepembiuka /
Pipelike bridge
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TyHHenu3MpoBaHHbIi KaTeTep nocsne 3aTarMBaHua neTim
Tunneled catheter after tightening the loop

Puc. 2.
Fig. 2.
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NPOBEJCHHUS MPOLEAYp JICUeOHOH (HU3KYIBTYpHI B CO-
OTBETCTBUU C TPUHATON CcTparerueil paHHeu ¢u3u-
YecKoW peaOWiIWTaluy TAIMeHTOB, HAXOMIAIIIXCS
B OTHesieHuu peanumanvu. WMHy3noHHOE BBeICHHE
anecretnka (ponuBakauH 0,2 %) OCYyIIECTBISIIOCH
TOJIBKO B OTJCJIIEHUU aHECTE3MOJIOTMU-PEaHUMALINN.
KouTpons >(QeKTHBHOCTH aHAITE3UN peaTrn30BbI-
BaJICsl KaX7ble 2 9 C WCIOJIB30BAHWEM IIKaJl OIEH-
K1 OONIM U €KeJHEBHO OCYIIECTBISIICS KOHTPOJIbHBIN
OCMOTp KaTeTepa BpauoM — aHECTE3H0JIOIOM-pEeaHnMa-
TonoroM. KOHTPONBHBIA OCMOTpP COCTOSIIT M3 BU3Yyallb-
HOW OIIEHKH OOJIAaCTH MyHKIIUM Ha TIPEJAMET Hau4Hs
JIOKAJbHBIX TIPU3HAKOB BOCTIAJICHUS M CKOTUICHHUS MO
HAKJICHKOM KPOBU WIH BbIIIOTA. PyTHHHYIO CMEHYy Ha-
KJIEHKH OCYyIIECTBISUIN Yepe3 3 CyT Hociie IMyHKLUH,
mubo paHbIlle, €CIM BO3HMKajla Takas HeoOXOIu-
MOCTh (HaJM4YWe IO HAKJICHKON KPOBU WM BBITIOTA).
Jns cMeHbl HakIeWKW Bpayd HaJleBal MEAUIMHCKYIO
IIallOYKy M MAacKy, 3aMeHy HaKJIEHKH OCYIIEeCTBIISII
B CTEpWJIBHBIX Iepyarkax, o01acTh MyHKUIUH oOpaba-
ThBan pactBopoMm Codracent H.

Ilepen mepeBoOM MAIMEHTOB B XUPYPTUIECKOE OT-
nenenue karerep yaainsi. C nenpio JajabHEeHIero Mu-
KPOOHMOJIOTHUECKOTO MCCIIE0BAaHHS KaTeTephl yAasUTi
B Iajare C COOIIOJIEHHEM AaceNTUYeCKUX YCIOBHUH,
WCKJTFOYAIONINX BO3MOXKHOCTh BTOPHUYHOW KOHTaMH-
HaIlMM KaTeTepoB MUKpoopranumdmamu. llepex ymarne-
HUEM KaTeTepa Bpad Ha/eBaJl XUPYPrUYecKyro IIarnoy-
Ky M MEIUIMHCKYIO MAacKy, MPOBOIMI JAE3HH(EKIHIO
PYK XHUPYpPrHYECKUM CIIOCOOOM, HaJeBall CTEPUITHHBIN
XaJar M CTepPIIbHBIE mepuaTku. OOIacTs Karerepa oT-
JIesUIach OJTHOPA30BOM CTEPHUJIBHOM XUPYPrHUYECKOM
MPOCTBIHEH C aAre3UBHBIM KpaeM. (DUKCHPYIOIIYIO
HAKJIEWKYy YJaSsIi B CTEPHIIBHBIX TEpYaTKax, IMOCie
9TOTO TIEpYaTKHA 3aMEHsJIM Ha HOByro mapy. [lpum ort-
0ope HapyKHOW M BHYTPEHHEH 4acTu KareTepa Ha Io-
CeB NPOBOAMIIM IPEABAPUTENIEHYIO aHTHCENTHYECKYIO
00pabOTKy KOXKH.

IIpn ynameHum Karerepa ¥ pa3/ielieHHH €ro
Ha (parMeHTHI TSI TIPOBENCHUS MUKPOOHUOIIOTHYECKO-
IO UCCIIEIOBAHMS UCIIONB30BAI CTEPHIIbHBIE THHIIETHI
U CTepUIIbHBbIE HOXXHUIBL. s ompeneneHus odaactu
BO3MOXKHOH KOHTaMHMHAIIMKM KareTep OblLl pasiesieH
Ha JIB€ YaCTH — HApY)XHYI0 W BHYTpPEHHIOIO. B mep-
BBIX JIByX TPYIINax Hapy>KHOW YaCThIO CYUTANIACH YACTh
Karerepa, pacrojoKE€HHasl MOJ aJre3WBHOM HakIe-
kxoil. B rpymme, rae ucnonb3oBanach TyHHETU3ALHUsS
KaTeTepa, Hapy)XKHOW CUYUTANACh YacTh, PACIOIOXKEH-
Has B OOJNIaCTH TIOAKOXKHOTO TyHHeNs. BHyTpeHH:S
4acTh BHE 3aBHCHUMOCTH OT cnocoba (ukcammu kare-
Tepa — YacTh Karerepa OoT KOXKH JI0 3MHypaTbHOIO
WIH TIEpUHEBpPAJIbHOIO INpocTpaHcTBa. [lid mposene-
HUSl OAKTEPUOJIIOTUYECKOTO HCCIIEOBAaHUS BHYTpEH-
HIOI0O W Hapy)XHYIO0 9acTH KaTeTepa pasfelisili COOT-

BETCTBEHHO Ha 6 (pparMeHTOB, KOTOpHIC IOMEINATH
B CTEpHIIbHBIC TIPpoOHpKH. KOHTEHHEPHI ¢ MaTepHaaIoM
(12 mpobupok ¢ ¢parMeHTamMu KareTepa) Jjsi Oakte-
PHOJIOTMUYECKOTO HCCIIE0BAHUS TPAHCIOPTHPOBAIUCH
B J1a0OpaToOpUIO B OTHEIBHOM OOKCe.

Ompenenenne MUKPOOHONH 0OCEeMEHEHHOCTH Kare-
TEpPOB TPOBOIMIA C TOMOIIBIO OAaKTEPHOIOTHYECKO-
0 METO/a C HCIIOJIb30BaHMEM KOMMEpPUYECKHX TeCT-
CUCTEM.

[loceB wmarepmana NPOMZBOAMIN B THOTJIHUKOJIE-
Byto cpeny (HiMedia Labs, Uamus) u cpexy Calypo
¢ TeutypuToM Kanud. JUIis KaxJoM cpelbl CTaBUIU
2 mapaJuieJbHbIe ONBITHBIE TPOOBI, MO 3TOH MPUYHHE
TpeboBanock 6 (hparMEeHTOB Ka)IOW YacTH KareTepa.
Ha o0e yxa3aHHBIE THUTaTeNbHBIE CpPEAbl TPOBOIMII-
cs 00s3aTeNbHBIN KOHTpOJb. CoOTIacHO TpPeOOBaHUIM
mm. 4.3 u 4.4 MYK 4.2.2942-11 «MeToasl caHUTapHO-
0aKTEepUOJIOTHYECKIX HCCIEeNOBaHNH OOBEKTOB OKpY-
JKarollel cpelbl, BO3AyXa M KOHTPOJSI CTEPUIBHOCTH
B JIeYeOHBIX OPraHM3ALMAX» , MOCEBBI BbIIEPKUBA-
JUCh B TEPMOCTATe HA MPOTSHKEHUH 7 CYT B THOTIIHU-
KoJIeBOHM cpene mpu Temreparype 32 °C, B OyiaboHE
Cabypo — mipu 22 °C. IIpu 0TCyTCTBUH POCTa MHUKPO-
OpPraHu3MOB BO BCeX NMPOOUPKaX 3a yKa3aHHBIN MEPHO
JUISL KOHTPOJIS IPOM3BOAMIMN BBICEB HA IUIOTHBIC IH-
TarenbHbIe cpenabl (5 % KpoBSHOM arap, XpOMOTEHHBIH
arap mis cradunokokkoB HiMedia, xpomoreHnHsIit arap
st tpudoB pona Candida). Tlpu OTCYTCTBUM pocCTa
Ha YallKkax BBIAABAIOCH 3aKII0YCHHE 00 OTCYTCTBUHU
00CeMEeHEeHHOCTH KareTepa.

[Ipu HamMUMM pocTa MUKPOOPTAHU3MOB TPOBOINIIH
0aKTEpUOCKONINYECKOE HCCIIEIOBAaHHE OKPAIICHHOTO
Ma3ka no I'pamy. B 3aBucumocTtu oT BhIpOCHIEH MU-
Kpo(IIophl BBICEBAIM Marepuas Ha COOTBETCTBYIOLINE
wiotHele cpeabl (5 % KpoBsSHOW arap, XpOMOICH-
HEIH arap s ctadumokokkoB HiMedia, XpoMOTeHHBIH
arap st rpuboB pona Candida, npyu HaIW4YuM Tpa-
MOTPHULIATENBHBIX Majlouek — arap XauXpom i
oOHapy)XeHUs U TOJICUETa yPOIIATOTCHHBIX OaKTepuid)
METOZIOM «TaMITOH—TETIs», HYTO TMO3BOJHMIO Olle-
HUTBb POCT MHKPO(MIOPHI HE TOJNBKO KOJIMYECTBEHHO,
HO U KayecTBeHHO. [lozcuer KooHHEOOpa3yrOMUX
enuann (KOE) ocymectisim uepes 24 4 u onpene-
nsm crerneHb oocemeneHHocTH B KOE/mit.

[Ipu mepBUYHOM pOCTE Ha TUIOTHBIX MUTATEIHHBIX
cpefax Marepuall rnepeceBain Ha quddepeHinaibHbe
Cpebl 1715l YTOUHEHHUS! KaueCTBEHHOTO COCTaBa MUKPOO-
Hol (uopbl. [na uneHTHUKAINN MUKPOOPTaHU3MOB
ncnoip3oBanu Habops! pupmel Erbalachema (Yexws).

* ®enepanbHas ciryx6a Mo Han30py B chepe 3auTh IPaB NOTPeOH-
Teneil u Onaromonydus denoeka. Meroauueckue ykazanuss MYK
4.2.2942-11. 4.2. MeToabl caHUTapHO-0AKTEPUOIOIMUECKUX UCCIIE-
JIOBaHUN 00BEKTOB OKPYIKAKOIIEH Cpe/ibl, BO3AyXa U KOHTPOJIS CTe-
PHIIBHOCTHU B J1€4eOHBIX OpPraHU3alHsIX.
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Mukpoopranusmel poaa Staphylococcus npenTudu-
nupoBaiu ¢ nomomsio Habopa CTADU-tect 24, mis
OMOXUMHUYECKON MICHTU(PHUKAIINHA KINHUIECKH 3HAYH-
MBIX MHUKPOOPTaHU3MOB Topsnika Enterobacterales —
OHTEPO-tect 24, mis uneHtudukanuy 10 BHIIA MU-
KpPOOPraHu3MoB poia Enterococcus — DHKOKKYC-TECT,
JUTS UACHTU(UKAIIIN TPaMOTPHUIIATEIbHBIX HedepMeH-
tupyrommx Oakrepuii — HE®D®EPM-tect. Pomosas
MPUHAUIKHOCTh MHUKPOOPraHW3Ma  OIpeJelisiiach
C TIOMOIIBIO KOMITBIOTEPHOH mporpammbl MHKpOO-2
(Poccus).

B 3akmodenue maboparopus mpemocTaBisiia WH-
dbopManuo 0 KaueCTBEHHOM M KOJIMYECTBEHHOM CO-
craBe MHKpO(MIOphl, MO0 00 OTCYTCTBUH POCTA.

MeToabl CTATHCTHYECKOI0 AHAJIN32

COBOKYNIHOCTH JAMCKPETHBIX IIOKa3arenel mpen-
CTaBJICHBI B BUJC 3HAYCHUN MenuaHwl (Me) U KBap-
tuneit [Q,—Q,]. Ana ompeneneHuss pazavuuuil Mexay
COBOKYMHOCTSIMH JUCKPETHBIX BEJIUYWH MBI HCIOJb-
30Baim TecT ManHa — YutHu. Yactora wuHGUIUpO-
BaHMs BBIpaXajach B IPOLIEHTax OOIIEro 4ucia Ka-
TerepoB. IIpu cpaBHEHHHM YacCTOTHI TOJIOKUTEIBHBIX
npod Ha pocT MHUKPOMIOPHI B Pa3HBIX TpyMIax Hc-
nosp3oBasicss Kputepuil I[lupcona. B ciydae BeIsBIE-
HUSI CTAaTUCTUYECKH 3HAYUMBIX Pa3InYMui ONpeaessiics
OTHOCHUTENFHBI PUCK KOJIOHM3ALMK B Pa3HBIX TPyI-
nax. KoppensiuonHas cBS3b MEXAY JITUTEILHOCTHIO
WCIOJIb30BAHNSA KaTeTepa U YaCTOTON MOJIOKHUTEIbHBIX
Pe3yJIbTaTOB MOCEBOB OIMUCHIBAJIACH C IOMOIIBIO Me-
TOZa PAaHTOBO-OMCEPHUATIBbHON KOPPEISALUU, CHIIA CBSA3H
OIleHMBaJach Mo mkaie Yemmoka.

PE3YNIbTATbl N OBCYXOEHUE

Ha mnpotsbkeHnn wuccrenoBaHus (DUKCHPOBAIOCH
HaJM4YHe WIN OTCYTCTBHE Yy TIAI[EHTOB JIOKAIBHBIX
W3MEHEHU KoKMW B 00JacTH Karerepa, NPU3HAKOB
WHQEKIMOHHOIO Tpolecca, JUTEIbHOCTh MPUMEHe-
HHUS KareTepa M MOCie MONYYeHHs JaHHBIX M3 J1abo-
paTopu — HaJIHIHE/OTCYTCTBHE POCTAa MHKPOQIOPEI
Ha MaTtepuane, obJacTb oOCeMeHeHHns Karerepa (BHY-
TPECHHSIST WM HapyKHasi 4acTh), BWJ MHUKPOQIIOpHI
n xonmdectBo KOE/mi.

Yacrota BO3ZHHKHOBEHHS JIOKAJbHBIX W3MEHEHHI
Ha KOKE, KOTOPBIC 3aKII0YAINCh B THIEPEMUH BOKPYT
karerepa (paauyc 1-2 mMm), cocraBuna 6,6 % (5 ma-
HUeHToB). M3 3THX MATH MAIMEHTOB YETBEpO OBLIN
B TpyINIe, IIie NMPUMEHSIACh TyHHEIH3alUs KaTeTe-
pa (®T), u oguH — B rpymme, rae GUKcas Mpou3-
BOAWJIACh C TIOMOINBIO aare3wBHOW Hakieliku (DOH).
B rpynrie, rae ucnonb3oBaiu aHTUMHKPOOHOE MOKPBI-
tne (OH+/I), v y ongHoro mammeHTa He OBLIO OT-
MEYEHO JIOKAJIbHBIX KOJKHBIX U3MEHEHHUI. MBI MOKeM
MPEIIOIIOKNTH, YTO OTCYTCTBHIO JIOKAIBHOH THIIepe-

MHU KOXKH CIIOCOOCTBOBajo Hamuuue J[-maHteHona
B cocraBe JleauToma, mMOO y4acTOK THUIEPEMHUH He-
0OBIIOTO TUaMeTpa MacKHpPOBAJICS 3€JIEHBIM KpacH-
TeJIeM, BXOJSAIIMM B cocTaB Jle3uToina.

ITony4yennbie JaHHBIE CXOXKH C PE3yIbTaTaMU, OITy-
ONMMKOBaHHBIMH B 3apyOeKHBIX HCCIeI0BaHUAX. YacTo-
Ta BO3HUKHOBEHUS JIOKAIBHBIX MTPU3HAKOB BOCIIAJICHHS
B MECTE BBIXOJ]a KaTreTepa W3 KOXKHU, MO JaHHBIM pas-
HBIX aBTOpPOB, Bapeupyet ot 0 10 16 % [7, 9, 13, 14].
B »Tux unccrnenoBaHusix Karerep (UKCHPOBAJICS C I1O-
MOIIIbI0 HakJeWku. B Hamrelr pabore y OONbIIMHCTBA
nmeteit (4 u3 5), y KOTOPBIX OTMEJalach THIIEPEMHS
KOKM B MECTE BBIXOJAa KareTrepa, Oblia BBIOJHECHA
TyHHenu3anus. JIokaibHbIE M3MEHEHUS HaOIIOIaIUCh
B MECTE BBIXOJIa KaTeTepa U3 KpaHUAIbHOW YacTH TyH-
Henst. ToJBKO y OMHOTO M3 3THUX YEThIpeX MaIleHTOB
aHaJ N3 Ha TIOCEB MUKPOQIIOPHI Jall MOJOKUTEIHHBINA
pe3yabrar (Ha OOEHMX 4YacTsAX KareTepa — KOXKHOH
u snuaypanbHoii). B rpynne @H y enmHCTBEHHOrO
MaIyenTa, y KOTOporo Oblla OTMEYeHa THIIepPeMHS
B MeCTe BBIXO/Ia KareTepa W3 KOXKH, TakXke ObuT 3a-
PETUCTPHUPOBAH W POCT MHUKPO(IOPH HA KOKHOH Ha-
CTHU KareTepa. B cBI3U C 3TUM MOXKHO MPEATNOTIOKHUTD,
YTO TUIEPEMHS KOXKH BOKDPYT KareTepa MOXKET OBITh
MPOSIBJICHHEM MECTHOW BOCHAINTENBHON peaKIny,
HO TaKke€ MOXET BO3HHUKHYTHh H3-32 MEXaHHYECKOTO
BO3JICHCTBHUS KaTeTepa Ha OKPYXKAIOIINE TKAHU B Me-
CTE €ro BBIXOJa U3 KOXKHU.

Hanuune moKaibHBIX BOCIATUTENHHBIX H3MEHEHUH
Ha KOXXK€ B HAIlIEeM HCCIIOBAaHUW HE BCEraa KOppelu-
pOBaIO C TOJMOKUTEIHHBIMA PE3yJIbTaTaMu OaKTEPHO-
JIOTHYECKOTO HMCCIIeI0BaHMS.

Amnanornunbie BeBoIbI puBouT N. Seth 1 coasr. [13]:
Cpeau JeTed, y KOTOPhIX OTMEYAIIUCh JIOKAIbHBIC H3-
MEHEeHHs B 00J1aCTH BBIXO/IA KaTeTepa U3 KOXKH, TOIBKO
y 43 % mnanueHToB OaKTEPUOJOTHUYCCKHM MOCEB ObLI
MOJIOKHUTEIbHBIM. B TO ke BpeMmsi aBTOpbI 3a(hUKCH-
poBamu, uto B 30 % ciyuaeB aHaiM3 Ha MOCEB OBLI
TaK € TOJOKUTENBHBIM y TAI[MeHTOB, y KOTOPBIX
HE OTMEYAJIOCh Ha KOXE TIPU3HAKOB BOCIIAJICHWSI.
B cratee nmpyrux aBTOPOB MPUBOAATCS ITaHHBIC, YTO
ToibKO y 18 u3 33 mauueHToB, y KOTOPBIX Oblia 3a-
(hukcupoBaHa KOJOHHW3AIMSl KareTepa, OTMEYalNCh
JOKaTbHBIE M3MEHEHHsI B 00JacTH BBIXOAA KaTeTepa
u3 koxu [9].

Kononuzauust karerepa MUKpO(hIOpoil B KoiHYe-
ctBe 10° KOE/mMi u Gosiee 03Ha4YaeT, 4To CyHmIeCTBYET
pHUCK pa3BUTHsI MH(OEKIIMOHHOTO OCIOXHEHUS, U YeM
ooubie BeisiBiieHo KOE, Tem oH BeIiie. 1 xoTs yacToTa
MH(D)EKIIMOHHBIX OCIOKHEHUH B I[EJIOM HE BBICOKA, TEM
HE MeHee TpeOyeTcsi OIUTEIPHOCTh B OTHOIIICHUU TI0-
SIBJICHUSI TIEPBBIX CHMIITOMOB ISl MX BbIsBiIeHUS [17].
B 2007 t. 6611 orTyOnuKoBaH MeTaaHau3 12 rccienoa-
HUH, B KOTOpBIe ObIIH BKITFOUEHBI 4628 marenTos [12].
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ComnnacHO TPUBEACHHBIM JIaHHBIM, 4YacTOTa WH(EK-
LUOHHBIX OCIOXXHEHUN coctaBuna 6,1 %: y 4,6 %
OTMEYaJINCh TOBEPXHOCTHBIE BOCIAJICHHA, a WH(QEK-
[IMOHHOE TMopaxkeHue niyoke aepmel — y 1,2 %.
B 10 u3 12 wuccienoBaHMIX, BKIIOYEHHBIX B MeETa-
aHau3, NHPEKIIMOHHBIE OCIOKHEHUS (PUKCHPOBAIUCH
MeHee uyeM y 2 % mnaunueHToB. B 9 umccnenoBaHusix
WH(EKIMOHHBIN Tporiecc pa3BuBaica B 2,8 % y ma-
[UCHTOB C OHKOJOTMYECKHMMH 3a00JeBaHUSIMH TIpU
JUTUTEIBHOCTH KaTeTepu3anuu 74 JHS.

B namem uccienoBaHuu HU y OAHOro U3 76 ma-
[IMEHTOB He OBUIO 3apEeTHUCTPUPOBAHO IPHU3HAKOB JIO-
KaJIbHOTO WJIM CHCTEMHOTO MH(EKIIMOHHOTO MpoIiecca,
TaKKe He HaOIIoJaNoCch TAKMX CUMIITOMOB, KaK TIOBBI-
IICHUE TeMIIepaTryphl Teja, 00Jbh B OONACTH IyHKIUH,
00JIb B CIIMHE WJIM PaJHUKYIIONATHSI.

B mporeHTHOM COOTHOIIEHWH YacTOTa KOJOHHU3a-
MU B Tpymnmnax paznuyanack. Haubomnpimas wacrora
MOJIOKUTEIIBHBIX PE3YNIBTaTOB OaKTEPHOIOTHIECKOTO
uccnenoBanusi (ukcuposanack B 1-ii rpymme (PH)
u cocraBuna 58,3 %. B rpymme, roe npuMeHsIIU
Hesuton (OH+/]), yacTora KOJOHHW3AIMA COCTaBUJIA
31,8 %, a B rpymnme, rae HpOBOAMJIACH TyHHEIU3a-
st (OT) — 26,6 %. PasHuna B yactore KolloHM3a-
1 Mexay rpynnamu @H n OT Obuia crarucTuuecku
nocroBepHa: ¥* (1, n=54)=15,5381 (p =0,018). Ckia-
JIBIBAETCSl BIIEYATIIEHHE, YTO TpuMeHeHue Jlesmroma
TaK)Ke TO3BOJISIET CYIIECTBEHHO CHU3UThH PUCK KOJIOHH-
3aIlUU KaTeTepa, OJJHAKO COBPEMEHHBIE METOIbI CTaTH-
CTHYECKOTO aHaJIM3a MOKAa3ajH, YTO TO YTBEPIKICHHE
HemocroBepHo: > (1, n=46)=3,2525 (p=10,071).

B pasnuuHBIX HMCCIIEAOBAaHUSAX YacTOTa ITOJIOKH-
TEIBHOIO pe3yjibraTa II0CeBa KaTeTepa BapbHpyeT
or 5,8 1o 57% [4, 5, 7, 8, 11-15]. Takoit 3Ha4m-
TeNBbHBI pa30pOC TPUBEACHHBIX JaHHBIX O TIOJO-
JKUTENBHBIX PE3YIbTaTax IOCEBOB OOBSACHSIETCS TeM,
YTO OJIHW aBTOPHI JIJIsl OAaKTEPUOIOTUYECKOTO UCCIIeNI0-
BaHUsI OTOMPAJIMU TOJBKO KOHYHMKH KAaTETEPOB, a KOXKY
npeaBaputesibHO oOpadareiBanu [10, 14, 15], a B apy-

ruX — (UKCUPOBAIM TaKXkKe JIMOO POCT Ha KOXKHOM
W TIOIKOXKHOW 4YacTH Karerepa, JUOO HCCIeI0BaIH
Ma3OK C KOXKM TallieHTa B 00JacTH BBIXOJA KaTeTepa
[6, 7,9, 13, 16, 17], uro B cymMMe naBajio 00Jiee BbI-
COKHH MPOLEHT MOJOKUTEIBHBIX TPOO.

B npoBenenHOM Hamu HccleqOBaHMM Oblia BBI-
SBIIEHA CTAaTHUCTUYECKH 3HAYMMasi pa3HUIA YacCTOTHI
KOJIOHM3AIMM KOKHOW YacTH KareTepa MEXAy TpyI-
oM, Tae Oblia BBIIIOJTHEHA TYHHENHM3AIUsl, U TPYIIION,
rae Karetep (QHUKCHUPOBAJICS aIre3UBHONW HAKICHKOM:
v (1, n=54)=4,1576 (p=0,041). OTHOCUTENbHBIH
puck (RR) KOJIOHM3AIMH KOKHOW YacTH KaTeTepa IpHu
¢ukcarmu HakieHkod B 2,14 pasa BbIme, 4eM MpH
TyHHenu3anuu karerepa: RR=2,14 (p=0,05; 95 %
JocToBepHbI uHTepBan 1,0—4,49).

st ipyrux MeTonoB (hMKCAIUH pa3Iudus B 4aCTO-
Te WHPHUIMPOBAHUS KaK STHITyPATbHBIX, TAK M KOKHBIX
yacTtell ObUIM CTaTUCTUYCCKU HE3HaYMMbl (Tadm. 1).

Pe3ynbrarhl Hallero vcciaeioBaHus COOTBETCTBYIOT
JaHHBIM JPYTMX MHOTOYMCIEHHBIX padot. Ilo cBene-
HUSM Pa3HBIX aBTOPOB, TOJOKUTENBHBIE PE3YIIBTAThI
MHUKPOOHOJIOTHYECKOTO HCCIENOBAHUA Ma3Ka C KOXKH
B 00NacTu KareTrepa WM C KOXHOM YacTH Karerepa
BapbupytoT ot 32 nmo 38 % [7, 13, 17], a uactoTa
KOJIOHM3allMl KOHYMKa Karerepa — oT 5,8 1o 35 %
[7, 10, 13, 14, 17].

B nmanHOM wmccnenoBaHWW IJTMTENBHOCTH HCIOJb-
30BaHMs KaTeTepa B IpyMIMax COCTaBWJa B yacax, Me
[0,—0;]: 1-a rpynma (PH) — 72 [24-96], 2-a rpynna
(OH+[) — 36 [24-48], 3-a rpymma (OT) — 96 [72—
120]. OT™medeHa MOMOXKHUTENBHAS KOPPEIALNNS MEXKILY
JUTUTEIHHOCTHIO0 KaTeTePU3allMi M YacTOTON KOJIOHU-
3anuu karerepa (Tabm. 2).

[lpu npumenenuu Jlesurona KONOHHM3AIMS KaK
KOXXHOW, TaK W BHYTPEHHEH 4YacTH KareTepa OTMeua-
Jach Ha JIOCTOBEPHO Ooyiee paHHHUX CPOKax, 4eM IpH
TYHHENIM3alMU: KOXKHasg 4vacTh kKarerepa — U=135,5,
U,=38 (p =0,02); BHYTpeHHSSI 4YacThb Karerepa —
U=55 U,=6 (»=0,04).

Tabnuua 1 / Table 1

YacToTa KonoHu3aummn Katetepa MMKpobI0poi B uccneayemblix rpynnax

The frequency of colonization in the study groups

JnuTenbHOCTh KaTeTepusa-
uunu, 9, Me [Q17Q3] /
Duration of catheterization,
hours, Me [Q,—0;]

I'pynmna / Group

Kononwuszanus, % /
Colonization, %

Kononusauus (Hapyx-
Has 9acTe), % / Coloni-
zation (outer part), %

Kosonusauus (BHyTpCH-
HsIst 9acTh), % / Coloni-
zation (inner part), %

®H / AS 72 [24-96] 58,3* 507 33,3
®H+]L / (AS+D) 36 [24-48] 31,8 27,3 23
®T / (T) 96 [72-120] 26,6* 23,3 26,6

* PasHuma MexIy rpynmnamu cratuctudecku nocrosepHa: x> (1, n=54)=15,5381 (p =0,018); * pasuuma Mexay rpyminaMu cra-
tuctudecku pocrosepua: x> (1, n=754)=4,1576 (p=0,041). * The difference between the groups is statistically significant:
1> (1, n=154)=5,5381 (p=0,018); * the difference between the groups is statistically significant: x> (1, n = 54) = 4,1576 (p = 0,041).
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Cpoku konoHu3aummn katetepa Mukpodnopon B uccnepyemoix rpynnax, Me [0Q,-0x]
Timing of catheter colonization in study groups, Me [0,-0s]

Tabauua 2 / Table 2

Yacts kateTepa / Part of a catheter ®H / AS OH+]] / AS+D OT /T
Hapy»xnas gacts (koxnas) / Outer part (skin) 84 [66—120] 48 [48-72] 96 [96—-120]
BuyTpennss yacte / Inner part 96 [66—-120] 60 [48-72] 108 [96—-120]

100 ' e 100
90 : 90
80 80
2 70 ; g 0 e
) £ 6
2 50 s 2 %0
> 0> T e 3w
Ig- 30 ,~l /'/ é- 30 R4 ’l‘ = =y
% ’ /7 i >
20 20+ = - I,"
10 - W~
0 ¥ 0 N ‘,’ .
24 48 72 96 120 144 24 48 72 96 120 144
Bpems, 4 / Time, h Bpems, 4 / Time, h
OH+[ / ASHD == OT /T == OH / AS OH+[ / ASHD ---- OT /T ---OH / AS
Puc. 3. [luHaMuka pocta MMKpodnopbl HA HapYXXHOI YacTh Ka- Puc. 4. [luHaMuka pocta MUKpoOdIopbl Ha BHYTPEHHEWH 4acTu
TeTepa Karetepa
Fig. 3. Growth rates of microflora on the outer part of the Fig. 4. Growth rates of microflora on the inner part of the
catheter catheter

Paznura B cpokax KOJOHH3AITMH MHKPO]IOpOH Ka-
TeTepa B TPyNNax TyHHEIHW3AIllMW U aJare3WBHON Ha-
KJIEHKHM, a TaKKe B TPYIIAX aJre3UBHON HaKIIECHKU
u /leauTona ObUIa CTaTHCTHUECKH HE3HAYMMOM.

[Ipu dpukcanym HaKIEHKOH OTMEYaach CTaTUCTHYE-
CKHY 3HaYMMasl TTOJIOKUTENTbHAS KOPPEISAIIMOHHAS CBS3b
CpelHEeN CUJIbI MEXK]ly YACTOTOM KOJIOHU3ALMHU KOKHOU
YacTH KareTepa U CPOKaMH €ro ucmoib3oBanus. Koag-
(ULMEHT paHroBO-OMCEPHUATbHON KOPPEISALUN MEXKILY
JUTATETBHOCTHIO UCTIONB30BaHUS KaTeTepa W 4acTOTOM
TTOJIOKHUTETHHBIX PE3yJbTaTOB MMOCEBOB KOKHOM YaCTH
cocraBull r, =0,53 (p=0,007). Ormeuanacy Koppe-
JIIUOHHAS CBSI3b YMEPEHHOW CHJIBI MEXAy 4acTOTON
KOJIOHM3AIlMW BHYTPEHHEW YacTH KareTepa U CPOKaMHU
ucnosp30BaHus karerepa: r, = 0,48 (p = 0,02).

[Ipu npuMeHeHuN aHTUMUKPOOHOTO TIOKPBITHS TaK-
e OTMedaslach KOppessilMOHHas CBSI3b YMEPEHHOM
CHJIBI M@Ky YacTOTOH MOJOKUTEIbHBIX POO HA POCT
MUKPO(DIOPHI U CPOKAMH HCIIOIB30BAHUS KaTeTepa JUIst
BHYTpeHHeH uyactu karerepa r, = 0,48 (p =0,02), ans
KOXKHOM wactu Karerepa r, = 0,42 (p =0,048) coor-
BETCTBEHHO.

[Ipu TyHHENM3aIMKM KaTreTepa CBA3H MEXIy KOJIO-
HU3aIMel Karerepa MUKPOQIOPO U CPOKAMH HUCTIOIb-

30BaHUs KareTepa BbIIBICHO He Obu10. YactoTa pocra
MUKpO(]IIOpHl Ha BHYTPEHHEH YacTH KareTepa CTaTH-
CTHUUYECKHM 3HAYUMO MEXIY TpylIaMH HE OTJINYaach.

Ha puc. 3 u 4 nponeMoHCTpHpoBaHa JUHAMMKA
pocta MUKPOQIIOPb HAa KOKHOW M BHYTPEHHEH yacTu
KaTeTepa B 3aBUCHUMOCTU OT JUIMTEJIIBHOCTH €ro Mc-
MOJIb30BAHMA.

B 2016 r. 6putM OnMyOIMKOBaHBI AaHHBIE MAcCIITA0-
HOTO HCCIIEZIOBaHUs, IpPOBEACHHOro B Iepmanuum,
BKJTIOUMBIIET0 B ceOs 22411 manueHToB, KOTOPHIM
Ha TpoTsKeHMH 4 nHell u Oojiee OCYIIECTBISAIACH
SmuaypaidbHas aHecte3us [S5]. ABTOpHI CpaBHHUBa-
JM 4YacTOTy pPa3BUTUS HMH(EKIUOHHBIX OCIOKHEHHN
B 3aBUCHMOCTH OT cIloco0a (uKcauuu Karerepa —
12870 manmmentaMm ObUTa BBITIOJIHEHA TYHHEIH3AIHS,
y 9541 manuenra karerep (GpUKCHUpOBACS HAKICHKOM.
bbu10 pOAEMOHCTPUPOBAHO, YTO TYHHEIU3alUs Kare-
Tepa CHUXKACT PUCK Pa3BUTHA MH()EKLMOHHBIX OCIIOXK-
HeHMH. B HameM wncciienoBaHUM MBI OTMETHIIM, YTO
IIPU TYHHEIU3alUKd KOJOHU3AalMUi MUKPOOPTaHU3MOB
oTMedajach Ha 0ojee MO3IHUX CPOKax, YeM B OCTaJIb-
HBIX MCCIEIyeMBIX Ipylnmnax, a Taxke B rpymmne OT
3ahukcMpoBaHa HAaWMEHBIIAs YacTOTa KOJOHHU3ALMU
KOXXHOM YacTH KaTeTepa, YTO TaKKe COOTHOCHUTCS
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C JaHHBIMHM TPHUBEICHHOTO HccieaoBanus. Kpome
TOTO, TYHHeIu3alms obecrevnBacT Ooyiee HAICIHKHYIO
(uKcanuioo Karerepa, YTO BaXHO TPU TPOBEJCHUU
IIPOJUICHHON aHECTE3UH y JETei.

[lo pasnuuHbIM JaHHBIM, Haumbolee YacTo Kak
Ha KOHYHMKE KareTrepa, TaK W Ha KOXe ONpenesnsercs
poct Staphylococcus epidermidis wnu Staphylococcus
aureus [6, 7, 9, 10, 12, 14-17]. B namem uccienosa-
HUM MBI TIOJTyYHJIH aHAJIIOTHYHbIE IaHHbIE — Hanboee
YacTO MPH TOJOKHUTENBHBIX pe3yibTarax OakTepHab-
HOTo aHajn3a OblIa BBISBICHA KyJbTypa S. epidermidis
(48,3 %) u S. aureus (20,7 %). BaxxHO OTMETHTH, YTO
Tonbko B rpynme ®H ObLT BBISBICH POCT MATOTEHHBIX
MUKpoopranu3MoB (Photorhabdus asymbiotica) y nByX
narueHToB (6,9 %). Kommuectso KOE/Mit B 6osbIIMH-
CTBe ciydvaeB He mpesbimano 10°, ToNbko y IBYX ma-
[UEHTOB W3 TPYIIIIbI, IJIe MPHUMEHSIIACH (PUKCHPYIOIIAs
aZire3VBHAsI HaKJICiKa, KOMWYIeCTBO S. epidermidis co-
craBwio 10’ KOE/mnu 108 KOE/mi. OnHako npu3HakoB
MH(EKIMOHHOTO Mpollecca HU Y OIHOTO M3 MalleHTOB
He oTMeualiock. TouHbIe pe3ysbTaThl MUKPOOHOIOTHYe-
CKOTO aHaju3a MPUBENICHbI Ha pHC. 5.

B cinydae pocra Mukpodiopsl Ha 00EHX YacTIx
Karerepa He ObLIO pa3NUuMil MEXKAy BUIAMH ONpese-
JSIEMBIX MHKpOOpranu3MoB. CiienoBarelibHO, MOXKHO
c/ieNaTh BBIBOJ, YTO MPOHHKHOBEHHE MHKPOQIOPHI
K MUIYPaTbHOM YacTH KaTeTepa C Moclenyomnei Ko-
JIOHU3AIHMEH MPOUCXOIUT MO CaMOMy KareTepy C Io-
BEepXHOCTH Koku. llpm orOope BHyTpeHHEH wYacTh
Karetepa JJIsl MHUKPOOHOIOTHUYECKOTO HCCIIETOBAHUS
HE TIPOBOJIWIIACH TIPEIBAPUTENILHAS AHTUCENTHUCCKAs
o0paboTka koxu. [10o3TOMYy Helb3s UCKIIIOYUTH BO3-
MOXHOCTb MH(QUIMPOBAHMS JIUAYPATLHON YacTh Ka-
TeTepa npu oTdope MpOOHI.

3AKNHOYEHUE

CormacHO TIOJTYYEHHBIM Pe3yJbTaTaM, MOXKHO Clie-
JIaTbh BBIBOA, YTO TyHHEJIM3alHWd ABJIACTCA IMMPECAIIOYTH-
TEJILHBIM METOIOM (PUKCAIMM KareTepa, €CiH IUIaHH-
PYEMBI CPOK TMOCIIEOTEePAIIHOHHOTO 00e300InBaHus
cocTaBisieT 3 cyT U Ooyee. ITO OOYCIOBICHO TeEM,
YTO TYHHEIHM3alUs o0ecrieunBaeT Haubosee JI0JIroBpe-
MEHHYIO 3allUTy OT KOJOHHU3AIMM KaK KOXXHOH, Tak
BHYTPEHHEH YacTH Karerepa MO CPaBHEHUIO C (HK-
cauuell ero aare3uBHON HAKJIEHKOM.

IIpy npuMeHeHHMH anre3UMBHOW HAKJIEHKH WIA IPU
coueranuu ee ¢ Jlesutonom obecriednBaeTcs mpumep-
HO OJIMHAKOBAsl MO JUTUTEIFHOCTH 3alUTa OT KOJIOHU-
3alMy BHYTPEHHEH YacTH KaTeTrepa MpU CpOoKax Kare-
Tepuzanuu 10 2 cyT. OgHako Takol cmocod (pukcarmu
NPaKTHYECKH HE 3alMIIAeT OT KOJOHU3AIMU KOKHOHU
YacTH KareTepa, HO HE MPUBOAUT K Pa3BUTHIO WH-
(DeKIMOHHBIX OCIOKHEHHH B TEUEHHE IEPBBIX JABYX
CYTOK.

Photorhabdus asymbiotica (6,9 %)
Escherichia coli (6,9 %)

Klebsiella spp. (3,4 %)
Staphylococcus
haemoliticus (3,4 %)
Staphylococcus
piscifermentas (3,4 %)

Staphylococcus
caprae (6,9 %)

Staphylococcus
epidennalis (48,3 %)

Staphylococcus
aureus (20,7 %)

Puc. 5. Pe3ynbrarbl 6aKTEpUONOrMHECKOr0 UCCIEA0BAHUS MUKPO-
¢nopbl Npu nonoxurenbHbiX pesynbratax 6akrepuono-
rMYecKkoro aHanmusa

Results of bacteriological examination of mi-
croflora with positive results of bacteriological
analysis

Fig. 5.

OrpaHuueHUs] HCCJICIOBAHUS: HHU OJIMH METOJ
AHTHCENITUYEeCKOM 00paboTrku koxu He naer 100 %
YHUUYTOXKCHUST KOKHOW MHUKPOQIOPBI, KOTOpas Mo-
JKET OCTaBaTbCsl B IPOTOKAX IMOTOBBIX U CabHBIX
Keses.

OOMNOJIHUTE/NIbHAA UHO®OPMALIUA

Bkuaan aBropoB. Bce aBTOphl BHECIM CyIIECTBEHHBIN
BKJIaJ B pa3paOOTKy KOHIICTIIINM, HPOBEIECHUE HCCIENO0Ba-
HUS ¥ TIOATOTOBKY CTaThH, MIPOWIH U OJ00PWIH (PUHATBHYIO
BEPCUIO Tepe]] MyOnnKaimei.

Kondummkr nHTepecoB. ABTOpBI IEKIapUPYOT OTCYT-
CTBHE SIBHBIX M ITOTEHINAJIBHBIX KOH(MIMKTOB HHTEPECOB,
CBSI3aHHBIX C ITyONMKaIel HACTOSIICH CTaThH.

Hcrounuk ¢uHaHcupoBaHus. ABTOPBl  3aABISIOT
00 OTCYTCTBHMHM BHEIIHEro (PMHAHCHPOBAHUS MPU MPOBEJE-
HUM UCCIIEOBAHUSI.

NudopmupoBanHoe coriacue Ha Ny0JIHMKALMIO.
ABTOpBI TOJNYyYMSIM THCHMEHHOE COINIacHe MalHCHTOB
Ha MyOJUKAIMI0 MEIUIIUHCKUX JaHHBIX.

ADDITIONAL INFORMATION

Author contribution. Thereby, all authors made a sub-
stantial contribution to the conception of the study, acquisi-
tion, analysis, interpretation of data for the work, drafting
and revising the article, final approval of the version to
be published and agree to be accountable for all aspects
of the study.

Competing interests. The authors declare that they have
no competing interests.

Funding source. This study was not supported by any
external sources of funding.

@ Mlenmatp. 2022.T. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

elSSN 2587-6252



50

OPUTWUHANDBHBIE CTATbM / ORIGINAL STUDIES

CMUCOK NUTEPATYVYPbI

1.

10.

11.

12.

Anekcangposny H0.C., Meanos [.0., Masnosckas E.FO.,
n op. OcobeHHOCT MUKPOOMOTbI Y HOBOPOXKAEHHbIX
B KPUTMYECKOM COCTOSIHMM Mpu noctynneHun B OPUT
Cneumanu3nMpoBaHHOro CraumoHapa // BecTHuk aHe-
cTtesunonormm M peanumatonormm. 2022, T. 19, N2 2.
C.56-63.D0I:10.21292/2078-5658-2022-19-2-56-63
bpuko H.W., boxkosa C.A., bpycuua E.B., n gp. lNpo-
dunakTMka MHpeKkumii 0bnacTm Xmpypruyeckoro Bme-
waTenbcTBa. KnuHuuyeckne pekoMeHgauuun. HudxKHUR
Hosropoga: Pemennym lMpusomkbe, 2018. 72 c.
3abonotckmin [.B., Anekcanaposuy H0.C., Ynbpux I.3.,
n op. CocyomcTbiv goctyn. YyebHoe nocobue ans spa-
yei. CankT-lNeTepbypr, 2015.

Akoenes C.B., bpuko H.WU., Cupnopenko C.B., MpoueH-
ko [1.H. Poccuiickune knuHmyeckme pekomeHnaaumu: Npo-
rpamma CKAT (Crparterns KoHTpons AHTUMUKpPOGHOM
Tepanuu) npu 0Ka3aHUK CTAaLMOHAPHOM MEAULMHCKOWM
nomouwu. Mockea: lMNepo, 2018. 156 c.

Bomberg H., Kubulus C., Herberger S., et al. Tunnel-
ling of thoracic epidural catheters is associated with
fewer catheter-related infections: a retrospective reg-
istry analysis // Br J Anaesth. 2016. Vol. 116, No. 4.
P. 546-553. DOI: 10.1093/bja/aew026

Cuvillon P, Ripart J., Lalourcey L., et al. The continuous
femoral nerve block catheter for postoperative analge-
sia: bacterial colonization, infectious rate and adverse ef-
fects // Anesth Analg. 2001.Vol. 93,No. 4. P. 1045-1049.
DOI: 10.1097/00000539-200110000-00050
Harde M., Bhadade R., lyer H., et al. A comparative
study of epidural catheter colonization and infection
in Intensive Care Unit and wards in a Tertiary Care
Public Hospital // Indian J Crit Care Med. 2016. Vol. 20,
No.2.P.109-113.DO0I: 10.4103/0972-5229.175943
Wang L.P, Hauerberg J., Schmidt J.F. Incidence of Spinal
Epidural Abscess after Epidural Analgesia: A National
1-year Survey // Anesthesiology. 1999.Vol. 91.ID 1928.
DOI: 10.1097/00000542-199912000-00046

Morin A.M., Kerwat K.M., Klotz M., et al. Risk factors
for bacterial catheter colonization in regional anaes-
thesia // BMC Anesthesiol. 2005. Vol. 5, No. 1. ID 1.
DOI: 10.1186/1471-2253-5-1

Neuburger M., Bittner J., Blumenthal S., et al. In-
flammation and infection complications of 2285
perineural catheters: a prospective study // Acta An-
aesthesiol Scand. 2007. Vol. 51, No. 1. P. 108-114.
DOI: 10.1111/j.1399-6576.2006.01173.x
Nussbaum E.S., Rigamonti D., Standiford H., et al.
Spinal epidural abscess: a report of 40 cases and re-
view // Surg Neurol. 1992.Vol. 38,No. 3. P. 225-231.
DOI: 10.1016/0090-3019(92)90173-k

Ruppen W., Derry S., McQuay H.J., Moore R.A. Infec-
tion rates associated with epidural indwelling cathe-
ters for seven days or longer: systematic review and

13.

14.

15.

16.

17.

meta-analysis // BMC Palliat Care. 2007. Vol. 6. ID 3.
DOI: 10.1186/1472-684X-6-3

Seth N., Macqueen S., Howard R.F. Clinical signs of
infection during continuous postoperative epidural an-
algesia in children: the value of catheter tip culture //
Paediatr Anaesth. 2004.Vol. 14,No. 12.P. 996-1000.
DOI: 10.1111/j.1460-9592.2004.01553.x

Stabille D.M., Fitho A.D., Mandim B.L., et al. Frequén-
cia de colonizagao e bactérias isoladas de ponta de
cateter de peridural implantado para analgesia pos-
operatoria // Rev Bras Anestesiol. 2015. Vol. 65, No. 3.
P. 200-206. DOI: 10.1016/j.bjan.2014.05.015
Steffen P, Seeling W., Essig A., et al. Bacterial con-
tamination of epidural catheters: microbiological ex-
amination of 502 epidural catheters used for post-
operative analgesia // J Clin Anesth. 2004. Vol. 16,
No.2.P.92-97.DOI: 10.1016/j.jclinane.2003.05.007
Yentur E.A., Luleci N., Topcu 1., et al. Is skin disinfec-
tion with 10 % povidone iodine sufficient to prevent
epidural needle and catheter contamination? // Reg
Anesth Pain Med. 2003. Vol. 28, No. 5. P. 389-393.
DOI: 10.1016/j.rapm.2003.08.002

Yuan H-B., Zuo Z., Yu K.W., et al. Bacterial colo-
nization of epidural catheters used for short-
term postoperative analgesia: microbiologi-
cal examination and risk factor analysis //
Anesthesiology. 2008. Vol. 108, No. 1. P. 130-137.
DOI: 10.1097/01.anes.0000296066.79547.f3

REFERENCES

1.

Aleksandrovich YuS, Ivanov DO, Pavlovskaya EYu,
et al. Features of microbiota in newborns in criti-
cal condition at admission to the intensive care unit
of a specialized hospital. Messenger of anesthesiol-
ogy and resuscitation. 2022;19(2):56-63. (In Russ.)
DOI: 10.21292/2078-5658-2022-19-2-56-63

Briko NI, Bozhkova SA, Brusina EB, et al. Profilaktika
infektsii oblasti khirurgicheskogo vmeshatel’stva. Kli-
nicheskie rekomendatsii. Nizhny Novgorod: Remedium
Privolzh'e, 2018. 72 p. (In Russ.)

Zabolotskii DV, Aleksandrovich YusS, Ulrikh GEh, et al.
Sosudistyi dostup. Uchebnoe posobie dlya vrachei. Saint
Petersburg, 2015. (In Russ.)

Yakovlev SV, Briko NI, Sidorenko SV, Protsenko DN.
Rossiiskie klinicheskie rekomendatsii: Programma SKAT
(Strategiya Kontrolya Antimikrobnoi Terapii) pri okazanii
statsionarnoi meditsinskoi pomoshchi. Moscow: Pero,
2018.156 p. (In Russ.)

Bomberg H, Kubulus C, Herberger S, et al. Tunnelling
of thoracic epidural catheters is associated with few-
er catheter-related infections: a retrospective reg-
istry analysis. Br J Anaesth. 2016;116(4):546-553.
DOI: 10.1093/bja/aew026

@ Tlegmarp. 2022.7. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

ISSN 2079-7850



OPUTUHANbHBIE CTATbW / ORIGINAL STUDIES

51

6. Cuvillon P, Ripart J, Lalourcey L, et al. The continuous
femoral nerve block catheter for postoperative anal-
gesia: bacterial colonization, infectious rate and ad-
verse effects. Anesth Analg. 2001;93(4):1045-1049.
DOI: 10.1097/00000539-200110000-00050

7. Harde M, Bhadade R, lyer H, et al. A comparative study
of epidural catheter colonization and infection in In-
tensive Care Unit and wards in a Tertiary Care Public
Hospital. Indian J Crit Care Med. 2016;20(2):109-113.
DOI: 10.4103/0972-5229.175943

8. Wang LP, Hauerberg J, Schmidt JF. Incidence of spi-
nal epidural abscess after epidural analgesia: a na-
tional 1-year survey. Anesthesiology. 1999;91:1928.
DOI: 10.1097/00000542-199912000-00046

9. Morin AM, Kerwat KM, Klotz M, et al. Risk fac-
tors for bacterial catheter colonization in re-
gional anaesthesia. BMC Anesthesiol. 2005;5(1):1.
DOI: 10.1186/1471-2253-5-1

10. Neuburger M, Bittner J, Blumenthal S, et al. In-
flammation and infection complications of
2285 perineural catheters: a prospective study.
Acta Anaesthesiol Scand. 2007;51(1):108-114.
DOI: 10.1111/j.1399-6576.2006.01173.x

11. Nussbaum ES, Rigamonti D, Standiford H, et al.
Spinal epidural abscess: a report of 40 cases
and review. Surg Neurol. 1992;38(3):225-231.
DOI: 10.1016/0090-3019(92)9017 3-k

12. Ruppen W, Derry S, McQuay HJ, Moore RA. Infec-
tion rates associated with epidural indwelling

¢ lHdpopmauma o6 aBTopax

catheters for seven days or longer: systematic re-
view and meta-analysis. BMC Palliat Care. 2007;6:3.
DOI: 10.1186/1472-684X-6-3

13. Seth N, Macqueen S, Howard RF. Clinical signs of
infection during continuous postoperative epidural
analgesia in children: the value of catheter tip cul-
ture. Paediatr Anaesth. 2004;14(12):996-1000.
DOI:10.1111/j.1460-9592.2004.01553.x

14. Stabille DM, Filho AD, Mandim BL, et al. Frequency
of colonization and isolated bacteria from the tip of
the epidural catheter implanted for postoperative
analgesia. Rev Bras Anestesiol. 2015;65(3):200-206.
(In Portug.) DOI: 10.1016/j.bjan.2014.05.015

15. Steffen P, Seeling W, Essig A, et al. Bacterial contami-
nation of epidural catheters: microbiological exami-
nation of 502 epidural catheters used for postop-
erative analgesia. J Clin Anesth. 2004;16(2):92-97.
DOI: 10.1016/j.jclinane.2003.05.007

16. Yentur EA, Luleci N, Topcu |, et al. Is skin disinfec-
tion with 10 % povidone iodine sufficient to pre-
vent epidural needle and catheter contamina-
tion? Reg Anesth Pain Med. 2003;28(5):389-393.
DOI:10.1016/j.rapm.2003.08.002

17. Yuan H-B,Zuo Z,Yu KW, et al. Bacterial colonization of
epidural catheters used for short-term postoperative
analgesia: microbiological examination and risk fac-
tor analysis. Anesthesiology. 2008;108(1):130-137.
DOI:10.1097/01.anes.0000296066.79547.f3

¢ |Information about the authors

* EkamepuHa CepzeesHa fKoenega — KaHA. Mefl. HayK, Bpay —
QHEeCTe3noNor-peaHMMaTosNor, OTAENEeHNE aHECTe3U0NOTUN-
peaHumaumu. NbY3 «HayuHo-npakT1yeckuit LeHTp AeTCKow
ncuxoHesponoruu [enaptaMeHTa 34paBOOXPAHEHMS ropoaa
Mocksbl», Poccus, 119602, Mocksa, MuuypuHckuid np., o. 74.
E-mail: anemonfish@gmail.com

AHdpeli Bukmoposuy [luopdues — A-p Men. Hayk, npodeccop,
3aBefytoLMi OTAENEHNEM aHECTE3UONIOMUM-PEAHUMALMN.

IBY3 «Hay4HO-NpaKTU4eCKMi LEeHTP AETCKOM NMCUXOHEBPOIOrUM
[NlenaptameHTa 3apaBooxpaHeHns ropona MockBbl», MOCKBa,
Poccus. E-mail: avddoc@mail.ru

EnerHa AnekcaHoposHa AOKUHA — KaHA. MeA. HayK, Bpay —
aHeCTe3nonor-peaHMMaTonor, OTAeIeHMe aHecTe3noNorMm-pea-
HUMaumn. NbY3 «Hay4yHo-npakTUYeCcKunit LeHTP AEeTCKOM NCUXO-
HeBponoruun [lenaptaMeHTa 34paBOOXPaHEHNs ropoaa MOCKBbI»,
Mockga, Poccus. E-mail: ad_el@rambler.ru

PomaH Banepoesuy LllazypuH — aHeCTe3MoNor, OTAeNEeHNE aHe-
cTe3nonorMmn-peanumanmm. NlbY3 «HayyHo-npakTMyeckuin LeHTp
[LeTCKOM NCuxoHeBponoruu lenaptaMeHTa 34paBOOXPaHEHMUS
ropoza Mockebl», MockBa, Poccus.

* ABTOp, OTBETCTBEHHbIN 3a nepenucky / Corresponding author

* Ekaterina S. Yakovleva — MD, PhD,

Department of Anesthesiology and Intensive Care.

Scientific and Practical Center for Children’s Psychoneurology
Moscow Department of Health, 74, Michurinsky av.,

Moscow, 119602, Russia. E-mail: anemonfish@gmail.com

Andrey V. Diordiev — MD, PhD, Dr. Sci. (Med.),
Professor, Head of the Department of Anesthesiology
and Intensive Care. Scientific and Practical Center
for Children’s Psychoneurology Moscow Department
of Health, Moscow, Russia. E-mail: avddoc@mail.ru

Elena A. Adkina — MD, PhD, Anesthesiologist,
Department of Anesthesiology and Intensive Care.
Scientific and Practical Center for Children’s
Psychoneurology Moscow Department of Health,
Moscow, Russia. E-mail: ad_el@rambler.ru

Roman V. Shagurin — Anesthesiologist, Department of Anes-
thesiology and Intensive Care. Scientific and Practical Center
for Children’s Psychoneurology Moscow Department of Health,
Moscow, Russia.

@ Mlenmatp. 2022.T. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

elSSN 2587-6252



52

OPUTWUHANDBHBIE CTATbM / ORIGINAL STUDIES

¢ iHdopmauns 06 aBTopax

# Information about the authors

Cepaeli Bnadumuposuy Skosesnes — p-p Mep. Hayk,

npodeccop kadbeanpbl rocnutanbHoi Tepanuu. ®IAQY BO
«[MepBbli MOCKOBCKMI roCyAapCTBEHHbINA MEAULMHCKUIA
yHuepcuteT um. .M. CeyeHoBa» (CeueHOBCKUI YHMBEPCUTET)
MwuH3gpasa Poccumn, Mocksa, Poccus.

fOnus MuxatinoeHa KynazuHa — 3aBenytoLLas
KMHMKO-AMarHoctuyeckoi nabopatopueit. NlbY3 «HayyHo-npak-
TUYECKMIA LIEHTP AETCKOM NCUXoHeBposiorm JlenaptameHTa

3 paBoOXpaHeHuns ropoaa Mockebl», MockBa, Poccus.

Hadexda AnekcaHoposHa [on108uHcKas — Bpay-b6akTepuonor, Knm-
HWMKO-AMarHocTnyeckas nabopartopus. [6Y3 «HayyHo-npakTnye-
CKMI LLeHTP OETCKOM ncuxoHeBponornu [lenapramMeHTa 34paBo-
oxpaHeHus ropoga Mocksbl», Mocksa, Poccus.

Sergey V. Yakovlev — MD, PhD, Dr. Sci. (Med.),
Professor, Department of Hospital Therapy.

|.M. Sechenov First Moscow State Medical University,
Ministry of Health of the Russian Federation
(Sechenov University), Moscow, Russia.

Yuliya M. Kulagina — Head of Clinical Diagnostic Laboratory.
Scientific and Practical Center for Children’s Psychoneurology
Moscow Department of Health, Moscow, Russia.

Nadezhda A. Golovinskaya — bacteriologist, Clinical Diagnos-
tic Laboratory. Scientific and Practical Center for Children’s
Psychoneurology Moscow Department of Health, Moscow,
Russia.

@ Tlegmarp. 2022.7. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

ISSN 2079-7850



OPUTUHANbHBIE CTATbW / ORIGINAL STUDIES 53

DOI: https://doi.org/10.17816/PED13453-63
HayuyHas cTaTbs

KNUHUKO-®YHKLNOHAJIbHbIE OCOBEHHOCTU XPOHUYECKOIO MUEIOHEDPUTA
Y DETEA C AUCNNA3SUEN COEANUHUTENIBHON TKAHM

© WN.N. MBaHoBa !, H.KO. KoBanb?

1 TBepcKoii rocyaapCTBEHHbINH MeAULMHCKUIA YHUBEpCuTeT, Teepb, Poccus;
2 [leTckas ropoackas knuHuyeckas 6onbHuua N2 1, Teeps, Poccus

Ana yumuposaHus: UsaHosa WU.W., KoBanb H.H0. KnnHMKo-dYHKLMOHaNbHbIE 0COOEHHOCTU XPOHUYECKOro nuenoHedputa y aeten
C Aucnnasuei coefuHuTenbHon Tkaum // Meamatp. — 2022, — T. 13. = Ne 4. — C. 53-63. DOI: https://doi.org/10.17816/PED13453-63

AKTyanbHOCTb. [10 IMTEpaTypHbIM AaHHbIM, Aucnnasus coeanHuTenoHon Tkauu (ACT) BAnseT Ha TeyeHne MHOTMX comMaTuye-
ckux 3aboneBaHuit. Ee ponb B pa3Butumn xpoHuyeckoro nuenoHedputa (XplH) pasHble aBTOpbl NpeACTaBASOT MO-Pa3HOMY,
B CBSI3W C YeM BO3HMK/IA HEObXO0AMMOCTb NPOBEAEHUS OAHHOIO UCCeA0BaHM.

Lenb pabotbl — oueHuTb BangHue OCT Ha TeyeHUe M NpOsSiBNEHUS XPOHUYECKOTrO0 BTOPUYHOrO nuenoHedputa y aeTen.
Matepuanbl u Mmetoabl. O6cnenoBaHo 142 pebenka oT 6 no 17 net ¢ XpllH. MaumeHTbl Bblin pasgeneHbl Ha 2 rpynnbl:
1-a rpynna Bkntoyana 108 peteii ¢ npossnenmamu [CT, B ToM yncne 41 yenosek ¢ 3abonesaHuem lll cTtenenn u 67 yenosek
Il ctenenu; 2-a rpynna — 34 naumenta 6e3 [CT. pynnbl 66111 conocTaBuMMbl Mo noay u BospacTy. O6cnenoBaHMe NpoBo-
avnn no ctaHpaptam ang naunentos ¢ XplH. MpusHakm OCT ouennBanu no metoay T.M. KaaypuHoi.

Pesynbtatbl. [1ng peteii ¢ ACT TMNMYHBI 0OCTPYKTUBHbBIN M CMeLllaHHbIM BapuaHTbl XplH. Y 6onblelt yacti nauneHToB 3abo-
neBaHMe MaHUPeCcTMpoBano Ha 1-2-M rofy Xu3Hu; B WKOJbHOM BO3pacTe nepsble NpU3HakuM 601e3HM BO3HUKANM B OCHOBHOM
y netei 6e3 OCT c ancmetabonuuecknumun HapyweHusamu. Oboctpenus XplH y peteir ¢ ACT Bo3Hukanu B 1,5 pasza uawe
Ha NpoTsSKeHuM roga U B 2,1 pasa vale Ha npoTskeHun 5 net Habnwopenus. Ana naumerntoB ¢ ACT xapakTtepHbl 6onee
LIMPOKMIA CNekTp Bo3byauTenei 60n1e3HU, aHEMUS, BbICOKAS YACTOTa BCTPEUAEMOCTU CTPYKTYPHbIX OTKJIOHEHUI U HapyLIeHWI
YPOAMHAMMKM, CKNOHHOCTb K 06pa3oBaHMio o4aroB Hedpockneposa. Heo6xoaAnMOCTb B OMepaTMBHOM NEYEHUU NPU HATMUUK
OCT Bospactaet y nauneHtoB ¢ XpllH B 4,6 pa3a, B TOM 4Mc/ie B MOBTOPHbIX M pafuKanbHbiX onepaumax. Y geten ¢ ACT
IIl cTeneHun Bce yKasaHHble MPU3HAKKU BblpaXKeHbl B GOMbLIEN CTeneHu.

3aknouenue. [ICT BnnseT Ha Teyenue u nposisnenns XpllH y petel, co3pasas HebnaronpusTHbiM GOH. [MepcnekTUBHbLIM
npeactasnsetca msyyenve ponu JCT B BO3HMKHOBEHMM aHeMumn y aeTeit ¢ XpllH.

KnioueBbie cnosa: XpOHl/I‘-IeCKl/IVI I'IVIeI'IOHe(bpMT; O6CprKTl/IBHbIﬁ I'IMeJ'IOHeq)pl/IT; 0eTu; AnCcnnasna CoeguHUTENbHOW TKaHWU.

Moctynuna: 22.06.2022 Opobpena: 11.07.2022 Mpunsta k nevatu: 30.09.2022
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CLINICAL AND FUNCTIONAL FEATURES OF CHRONIC PYELONEPHRITIS
IN CHILDREN WITH CONNECTIVE TISSUE DYSPLASIA
© Irina I. Ivanova?, Natalia Yu. Koval?

! Tver State Medical University, Tver, Russia;
2 Children’s City Clinical Hospital No. 1, Tver, Russia

For citation: Ivanova I, Koval NYu. Clinical and functional features of chronic pyelonephritis in children with connective tissue
dysplasia. Pediatrician (St. Petersburg). 2022;13(4):53-63. DOI: https://doi.org/10.17816/PED13453-63

BACKGROUND: There is information in the literature about the effect of connective tissue dysplasia (CTD) on the course
of many somatic diseases. The role of CTD in the development of chronic pyelonephritis (ChPN) is presented differently
to different authors, which is why it became necessary to conduct this study.

AIM: The aim of the work is to evaluate the effect of CTD on the course and manifestations of chronic secondary py-
elonephritis in children.

MATERIALS AND METHODS: 142 children from 6 to 17 years old with ChPN were examined. They were divided into
2 groups: the 1st group included 108 children with manifestations of CTD, including 41 people with CTD of the 3™ de-
gree and 67 people with CTD of the 2" degree; group 2 — 34 patients without CTD. The groups were comparable in
gender and age. The examination was carried out according to the standards for patients with ChPN. Signs of CTD were
evaluated by the method of T.I. Kadurina.

RESULTS: Obstructive and mixed variants of ChPN are typical for children with CTD. In most patients, the disease
manifested at 1-2 years of life; at school age the first signs of the disease occurred mainly in children without CTD
with dysmetabolic disorders. Relapses of ChPN in children with CTD occurred 1.5 times more often during the year and
2,1 times more often during 5 years of follow-up. Patients with CTD are characterized by a wider range of pathogens,
anemia, a high incidence of structural abnormalities and urodynamic disorders, a tendency to form foci of nephrosclero-
sis. The need for surgical treatment in the presence of CTD increases in patients with ChPN by 4.6 times, including in
repeated and radical operations. In children with grade 3 CTD, all these signs are more represented.

CONCLUSIONS: CTD affects the course and manifestations of ChPN in children, creating an unfavorable background.
It seems promising to study the role of CTD in the occurrence of anemia in children with ChPN.

Keywords: chronic pyelonephritis; obstructive pyelonephritis; children; connective tissue dysplasia.
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AKTYAJNIbHOCTb

Cpenu Oone3Hel OpraHOB MOYEBBIICTUTEIHHON CH-
crembl (MBC) xponmueckuii mmenonedpur (XpllH)
3aHUMAaeT OJHO M3 BEAYIIMX MECT B CHIIy BBICOKOH
YacTOTBl BCTPEYaEMOCTH B JCTCKOM MOIYJIALUH, pe-
HUIMBUPYIOLIETO XapakTepa TEUYCHUs,, HEPEIICHHBIX
BOTIPOCOB TIPOPUIIAKTUKN W peabumurammu |14, 15].
CoBpeMeHHbBIE CXEMBI JICUeHHsI B OOJIBITMHCTBE CIIyJacB
9 PEeKTUBHBI, HO HE CHACAIOT MAIMEHTOB OT MOBTOP-
HBIX 000cTpeHni. VX BO3HMKHOBEHHUIO CIIOCOOCTBYIOT
arpeccCUBHBIC CBOWCTBAa MHUKPO(]IOPHI, BPOXKIACHHBIC
amomasmu  pasButusi MBC, my3pIpHO-MOYETOYHU-
KOBBI peduroke, aucMeTabonumyeckas Hedponarus
[1, 5, 20].

B mocnennee Bpemsi Bce yaiie McCiemoBaTennd 00-
pamaroT BHAMaHWE Ha POJIb COCAWHUTEIBHOW TKaHU
B BO3HUKHOBeHWH U pa3sutiu XplIH [8, 12, 13, 17, 22].
Ona HaxoJWTCS BO BCEX CHUCTEMax W OpraHax, o0-
pasyeT KpoBb M COCYHbI, KOCTH, XPSIIH M TJIaJKHE
MBIIIIBI, CTPYKTYPHBbIE KOMIIOHEHTBI Pa3JIMYHBIX Op-
ranoB, B ToM umuciie MBC. Bo3HWKHOBEHHE I1aTOJI0-
UM COCTUHHUTENILHONW TKaHW 4Yallle BCETO CBS3BIBAIOT
C HACJIEICTBEHHBIMH (haKTOpaMH, U 37IeCh CICIYEeT BbI-
JeJISITh IB€ OCHOBHBIE ()OPMBI ME3CHXMMAIBHOW HECO-
CTOSITEIILHOCTH: HACTIEICTBEHHBIE HApPYIIEHUS U COO-
CTBEHHO AHCIUTa3us coemamauTensHOM TKanu (ICT).
K mepBeiM oTHOCsTCS cuHApoMbl Mapdana, Diep-
ca— Jlanno, Crukiepa, HECOBEPIICHHBIH OCTEOTEHE3
u 1ap. OHu o0ycinoBiIeHB! NMEPBUYHBIMH MOHOT'€HHBI-
MU JepeKTaMH ¥ TPOSIBISIOTCS BPOXKICHHBIMA CyTIle-
CTBCHHBIMH HapyIICHWSIMH Mop(dOoIoTHH W MeTabo-
nu3Ma koiutareHa [6]. Ko Bropoidl ¢opme oTHoOcsTCS
AHOMAJIMH COCIMHUTEIILHOW TKaHU B BUJIC HEIIOJIHBIX,
CTEePTHIX, HeAUPPEpEeHITUPOBAHHBIX (POPM, HE YKIIAIBI-
BAIOIINXCS HU B OJJUH W3 BBINIEYKA3aHHBIX BAPHAHTOB.

B mepeBose ¢ rpedeckoro si3bIKa «JIUCTUIA3HA» —
«OTKIIOHEeHHe B (opmupoBaHum». [lo coBpeMeHHBIM
npencrasneHusm J{CT — 3to aHOManus pa3Butusi Me-
36HXUMAJILHOTO MaTpPHKCa OpPraHu3Ma MYJIbTH(aKTOp-
HOW TPUPOBI, TPUBOIAIIAS K CHIDKCHHIO MTPOYHOCTH
COCJIMHUTENLHON TKAaHH MHOTHX OpPIaHOB U CHCTEM.
Bo3nukHOBeHNE TaKUX COCTOSHUM 00YCIOBICHO IeHE-
TUYECKUMH HapyLICHUSIMH, KOTOPbIE B HACTOSIIEE BPE-
MsI TTIOKa TOYHO HE YCTAHOBIIEHBI U MPETIOIOKUATEIEHO
BKITFOUAIOT Pa3IMYHbBIC «MSTKHE», TOUYCUHBIC MyTAaIlHH,
a TakXKe TOJUTeHHbIE Je(eKThl C BapuadenbHOW JKC-
NPECCUBHOCTHIO. [lonureHHO-MynbTU(AKTOPHATEHBIN
xapakrep Bo3HukHOBeHHs [ICT moarBepkmaeTcst BbI-
COKOHM pacmpoCTPaHEHHOCTHIO JTAaHHOTO COCTOSHUS,
YCJIIOBHOCTBIO T'DaHMI] MEXKIY HOPMOH M IATOJOrMEH,
TECHOH CBSA3BIO C BO3PACTOM, ITOJIOM, BHEIIHUMH BIIH-
SHUSIMH. YCTAQHOBJICHO, YTO JUCIUTACTHYECKUE U3MEHE-
HUS COCTUHHUTEIHHOW TKAaHH TIOMHUMO TEHETHYECKUX
HapyImIeHUH MOTYT OBITh OOYCJIOBIIEHBI HEOIAronpu-

SITHOM 3KOJIOTUYECKOM 00CTaHOBKOW, HecOaraHCHpPO-
BAaHHBIM XapaKTEpOM IUTAaHUS, WHPEKIMOHHBIM BO3-
JeficTBUEM, BIUSIONIMMHM Ha OpPraHM3M B TIpoIlecce
ontorenesa [6, 12, 20]. PazHooOpa3Hbie Hebmaronpu-
ATHBIE (DAKTOPBI, BO3ACHUCTBYS HA IJIOA BO BHYTPHYT-
pOOHBI mepuoza, HACIaWBAIOTCS Ha TI'€HETHYECKYIO
MIPEIPACIONOKEHHOCTh M HApYIIaloT B Pa3IHIHON
CTEeTIEHW €ro HOpMalbHBIA >MOpuorene3. Pesynbra-
TOM 3TOrO Pa3HOIUIAHOBOTO BO3/EHCTBUS CTAHOBSTCS
M3MEHEHHS] CO CTOPOHBI OCHOBHBIX ME3€HXMMAaJIbHBIX
JJIEMEHTOB: BOJIOKOH KOJIJIar€Ha WM 2JIaCTUHA, ITIHKO-
MPOTENMHOB W TPOTEOITIMKAHOB, COCTABISIONINX OC-
HOBHYIO MAacCy MEXYTOYHOI'O BEIeCTBa, ()epPMEHTOB,
perynupyromux oOMEH BELIECTB B COCIWHHUTEIbHON
TKaHu. B urore, B ocHoBe Bo3HukHOBeHus JCT nexar
reHeTHYeCKas MPeIpacIooKeHHOCTh, 00yCIIOBICHHAS
CYMMUDYIOIIUM JIeHCTBHEM MOIUMOPQHBIX ajuiesnei
OOJIBIIOTO YMCIIa TEHOB, U MPOBOLMPYIOIIEE IeCTBUE
pasnuHbBIX BHemHUX Qakropos [6, 13, 17, 22].

ITo nanasiM MHOTHX aBropoB, XpIIH umeer cBs3b
¢ JICT, mpaBma, B pa3HBIX HCCJICIOBAaHUSIX BCTpEUa-
IOTCSl TIOPOIO MPOTUBOPEUUBBIE JIaHHBIE O CPOKax Ma-
nudecranun XplIH y mereil, ApKOCTH KIMHHYECKHX
nposiBiieHni, Mopdonorndeckux ocodbeHHoctsx MBC
u np. [2-4, 7, 21, 23]. Ocobennoctu Teuenus XpllH
y nereit ¢ JICT wactuuno orpaxkensl B Poccuiickux
pexomennanusax (yactb 2) «llonnopranusle Hapyie-
HUS MPU IUCIUIA3USIX COETMHUTENBbHON TKaHU y AeTel.
AnropuT™Mbl AMArHOCTUKU. TakTuka BeaeHus» [16].
B OompmmHCcTBE paboT OTCYTCTBYET WH(MOPMAIIHS
o nposieineHusax XplIH npu pasHoW creneHu BbIpa-
JKEHHOCTH HECOCTOATENBHOCTH COEAMHUTENBHON TKa-
HU. Bce 310 00ycinoBmiI0 HEOOXOAMMOCTD POBEACHUS
JTAHHOTO HCCJIEOBAHUS.

Lenv pabomvr — oneauts Bausiaue JICT ¢ yaetom
ee CTeNeHU BBIPAKEHHOCTH Ha KIMHUYECKHE MpOsiB-
neanss XplIH y nereid, a Ttakxke Ha HEOOXOAMMOCTBH
XUPYPrUYECKON MOMOILIM MAlUeHTaM C JUCILIacTHYe-
ckuM (poHOM.

MATEPUANBI U METOAbI

Ob6cnenoBano 142 pebenka ¢ XplIH, xoropsie
ObUTM paszeneHbl Ha 2 TPyNmbl: B OCHOBHYIO (1-10)
rpynmny BkmrodeHs! 108 nereit ¢ JICT, rpynmy cpaBHe-
Hus (2-10) coctaBumm 34 marmenta 6e3 JICT. Bospact
obcaenyembix coctaBui 6—17 metr. Cpean HamyeHTOB
B rpymmnax npeobmaganu aesouku (70,4 u 67,6 % co-
OTBETCTBEHHO, p > (0,05), 4TO COOTBETCTBYET JaHHBIM
JUTEpaTypbl 0 OoJiee BBICOKOW PaclpoCTPaHEHHOCTH
nrenoHedpuTa cpemu Ui skeHckoro mona [13, 19, 20].
['pynmel comoctaBuMbl 10 Bo3pacty. Cpenn nerei
¢ XpIlIH nu ACT, B cBoio ouepenb, BbLAEIEHA IMOJI-
rpylmna MNanuieHTOB C BBIPAKEHHBIMH IPOSIBICHUIMHU
JCT (III cremenp) — 41 demoek (13 MambIUKOB
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u 28 nmesouek, 68,3 % muil keHCKoro mnona). Y 67 ae-
Tl OTMEYaInCh YMEPEHHO BBIPAKEHHBIE TPOSIBICHUS
JACT (II crenens).

B pabGore wucnonb30BaHbl KIWHUKO-aHAMHECTH-
YECKUH METOJl, CTaHJapTHBIC JiabopaTopHbIe 00CIe-
JOBaHMS TIPH TNHENOHEe(pHUTE, YIBTPa3BYKOBOE HC-
ciefioBaHUE OpraHoB OpromHON momoctn u MBC.
BonpmmHCTBY ManueHToB TPOBENEHBI PEHTTEHOYPO-
noruyeckoe oOcienoBanne u HedpocuuHTUTpaAdHS.
Hwnarno3z XpIIH Bcem manueHTam MOCTaBJIEH B COOT-
BETCTBUU C OOIICIPUHITHIMU KpuTepusmu. [lpusHa-
ku JICT onenuBamu mo metoxy T.W. Kamypunoii [6].
BenuunHel HEOOXOOMMBIX pa3MepoB BHIOOPOK oOIpe-
JeNieHbl TpU moMouM Moxyned Sample size mpo-
rpamm COMPARE?2 3.85 u DESCRIBE 3.18 mnakera
WinPEPI® 11.65 nmis MUHMMANbHO 3HAYUMBIX pa3-
JTUYAA W BETMYWH TIEPEMEHHBIX, MONyYeHHBIX B IH-
JIOTHBIX MCCIIEIOBAHUIX U M3 JIMTEPATYPHBIX JaHHBIX,
[IOPOrOBOM BEJIMYMHBI JOBEPUTEIBHOU BEPOSTHOCTH
paBHOW 5 % M TOPOroBOM CTAaTHCTUYECKOH MOIIHO-
ctu 80 %.

Craructudeckyro 00pabOTKy TIOMYyYEeHHBIX JaH-
HBIX OCYIIECTBJISUIA C MOMOIIbI0 Tporpamm Microsoft
Office Excel 2010 u Statistics 23.0. IIpoBepky pac-
MIPEJICNICHUs] JaHHBIX Ha HOPMAJIbHOCTH IPOBOIMIH
METOZIOM BHU3yaJH3allH C MOCTPOSHHEM THCTOTPaMM
u ucnoibp3oBaHueM Kputepus [lamupo — Yumkca.
Pacnipenenenue Bcex 3HAYMMBIX KOJMYECTBEHHBIX Ie-
peMeHHBIX ObUI0 ONM3KMM K HOpManbHOMY. B kaue-
CTBE MOTPAaHUYHOTO YPOBHS CTAaTUCTHYECKOW 3HAYNMO-
CTH BO BCEX CIy4asX MPUHUMAIN 3HaYEHNE OHO- WM
nBycroponuero p = 0,05.

PE3YJIbTATbl U OBCYXXAEHUE

Kimmangeckue dopmbr XplIH Obumn mpencraBieHsl
OOCTPYKTUBHBIM, AUCMETA0OINYECKUM M CMELIaHHBIM
BapUaHTaMH, BCTPEYACMOCTh KOTOPBIX Y MAallMCHTOB
pasHbIX rpynn ommyanack. Y geredt ¢ JACT wame ot-
Meyanuck oocTpykTuBHbBIe M3MeHeHus (39,8 u 20,6 %
cootBeTcTBeHHO B rpymmax ¢ JICT u 6e3 JICT, p <0,05)
U pexe AUCMETadONMYecKre HapyIIeHHS B H30IH-
posannoMm Buae (13,9 u 40,2% B Tex xe rpymnmnax,
p<0,05). ¥V nmereit ¢ ICT Il cTenenn nanHas TeHICH-
s ObuTa ere Oonee 3aMeTHOW: 0OCTpyKTHBHas (hop-
Ma cocrapisia 53,6 %, aucmeradonnueckas — 2.4 %,
10 ecth y HuX XplIH ObuT mpejcTaBiicH B OCHOBHOM
0OCTpYKTUBHOW M cMemianHoi ¢opmamu. [locnennuit
BapUaHT, B BO3HHUKHOBEHUH KOTOPOTO UTPAIOT POJIb KaK
OOMEHHBIE, TaK U OOCTPYKTHBHbIE HAPYILLECHUS, BCTpE-
yajicsi y OJHOW M TOM K€ 4acTH IMallMeHTOB B Pa3HbIX
rpymmax (46,3, 43,9 u 38,2 % mpu ACT B nenom, JICT
II crenienn u 6e3 ACT coorBerctBeHHO, p > 0,05).

[lepBble knuHMueckue mnposineHus XplIH y na-
LUEHTOB HAOIIONAINCh B PAa3HOM BO3pacTe, HauMHAas

¢ pannero [10]. B rpynmne cpaBHEeHHsI MOXKHO BBlJie-
JUTHh J[BAa «OTACHBIX» Tepuoja s MaHu(becTarun
BocnaguTeapHoro 3adonesanuss MBC: 1-if u 2-i rox
xwu3nu (61,8 % ciydaes) u 7-9 net (35,3 %). B pan-
HEM ILIKOJIBHOM BO3pacre nepsble npusHaku XplIH
TIOSIBIISUTMCh B OCHOBHOM Yy TAIMEHTOB C JHCMETabo-
mudaeckor Qopmoit. Y merert ¢ JCT kpuBas maHH-
(dhecranmu 3ab0eBaHUS BBIIIAACTA OOJiCE TIOJOTOM:
puMepHO y nostoBuHbl aereil XplIH Bo3HMKan B paH-
HEM BO3pacTe, OCOOCHHO Ha 1-M M 2-M TOIy JKW3HH,
YMEHBIIASICh CO BPEMEHEM U COCTABIISSL Yy MOAPOCT-
KOB 5-6 % Bcex paccMmarpuBaeMbIX ciydaeB. Cpoku
MaHu(ecTanuu 3a00NeBaHus OINpPEACIsUTUCh, B Tep-
BYIO O4Yepe/b, XapaKTepOM HapyIIeHUH ypOIUHAMHKH
(HaTM4YMe M CTEeNeHb BBIPAKEHHOCTU Iy3BIPHO-MOYE-
TOYHHKOBOTO peduIIOKCca) W BUAOM CTPYKTYPHBIX OT-
kioHeHni. Beero Ha 1-M U 2-M Tofy JKH3HM TIepBbIe
anu30/6! Bocnajgenuss MBC BcTpedanuch y MOJIOBHHEI
nanuentoB ¢ JICT u nByx Tperell malMeHTOB C BbI-
paxennou JICT.

Kmuangeckn spko 3aboieBaHne MaHUBECTHPO-
BaJo y IByX Tpereu gereit (67,6 u 61,8 % B 1-i
U 2-i rpynmnax cooTBeTcTBeHHO, p > 0,05). Yame 310
nabmonanoce npu JCT III cremenu, wem II (80,5
u 59,7 % coorBeTcTBeHHO, p < 0,05). JlarenTHOC Haua-
JI0, TP KOTOPOM HEBO3MO)KHO HA3BATh TOYHBIE CPOKHU
neOrora 3aboneBanusi, y aerei ¢ BoipaxkenHoi JCT
oTMeuasoch B 2 pasza pexe, ueM npu JCT II crenenn
u B rpymme 6e3 ACT (19,5, 40,3 u 38,2 % coorser-
ctBeHHoO, p < 0,05 mpu cpasuenuu ¢ JACT III crenenn).
VY stux pereit auarno3 XplIH Okt mocraBneH Ha oc-
HOBAaHUHU OOHapy>KeHHsI U3MEHEHUI B aHaJIM3aX MOYH,
HEPEJKO 3aMEUEHHBIX MOCIe TMEPEHECEHHON OCTpoil
pecnupaTopHOil BUPYCHON HH(MEKIIHU, TTOJOKUTEIb-
HOTO OaKTepHambHOTO BBICEBA W YABTPA3BYKOBBIX
MIPU3HAKOB MMaTOJIOTMM To4YeKk. B psnme cioydaeB mep-
BUYHO OOHAapyKMBaJIUCh M3MeHeHHs crpoeHus MBC
IIpH yABTPa3BYKOBOM HCCJIEIOBAHNH, a B JajbHEUIIEM
BBISIBIISLJIACH MATOJIOTHUS B aHAJIM3aX MOYH.

B pabore MbI mMenn BO3MOXKHOCTH TOJIH30BATh-
csl JTaHHBIMU aMOyJaTOpPHBIX KapT W HaOIroaTh Ha-
IIMX MAIUEeHTOB Ha MPOTSDKEHMH 5—7 Jiet, Omaromaps
YeMy yIaloCh TMPOCIEIUTh y HHUX 4acToTy oOocTpe-
mnii XpITH. Oxazamoch, 9TO B TEUEHHE IIEPBOTO
roga Inociue ycraHoBieHHs auartoza XpIIH wacro-
Ta pEIUAUBUPOBAHUS cocTaBsuia 1,71 mmsa geteit
¢ JACT u 1,32 mnsa mamuentoB 0e3 JCT (p <0,05),
TO €CTb 00OCTPEHHUS IPoIlecca B IMOYKaX HAOIOIATNCh
B 1,5 pa3a wamie mpW HaJIMYUU HECOCTOATEIHHOCTH
COCMHUTEIbHON TKaHU. Eie Oosee SBHBIMH pasiiu-
4yt ObUIM TPH OIIEHKE MCTOPHUU OOJIE3HH MAIlMEHTOB
Ha MpOTsHKEHUH S JieT. 3aech nudpsl cocrasisum 3,16
u 1,47 snu3omoB coorBercTBeHHO i1 Aerei ¢ JICT
u 6e3 JICT (p <0,01), To ectb B 2,1 u 3,1 pa3za yare
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npu cpasaenun aereit ¢ JICT Il crenenu u 6e3 ACT.
CrnenoBarenbHo, y aereit ¢ JICT, u ocoGeHHO ¢ BbIpa-
xxearort JICT, permmmusupoBanne XplIH mpoucxomut
HaAMHOTO Yallle, YeM y MalueHTOB TPyl CPaBHEHHS.

Koneuno, udactora oOOCTpeHHMI B 3HAYUTEIHHON
CTEIIEHH 3aBHCENa OT HEOOXOAMMOCTH M pe3ylbTa-
TOB OIIEPATUBHOIO JICYeHHS. Y HEKOTOPBIX IaLUCH-
toB ¢ JICT smmzomer XplIH ormedwanuce go 4-6 pas
B TOJ — OTHM OOJIbHBIM OBLIO IMOKAa3aHO BBIMOIHEHUE
onepanuii. B 2-if rpynne Takue ciiydam He BcTpeua-
muck. Cpenn o0cieqoOBaHHBIX HaMH JeTel omepa-
UM [OTPEOOBAINCH KAXKAOMY UYETBEPTOMY IALMEHTY
¢ IACT (26,9 %), xaxxaoMy TpeTbeMy MaIleHTy C BbI-
paxennoit JICT (34,1 %) u numb HEOONBIION yYacTh
neredt 2-it rpynmsl (5,8 %) (p < 0,05 npu cpaBHeHMH
¢ rpymmoit 6e3 JICT), To ecTh HEOOXOAUMOCTH B OIle-
paTHBHOM JICUCHHWH Bo3pacTaeT B 4,6 pasa IpH Ha-
muunu JICT u B 5,9 paza B rpymnme mainydeHTOB C BbI-
paxennoit JACT.

[IpumepHo y TpeTH mNPOONEPUPOBAHHBIX OOJIb-
Heix XpIIH mnocne omepanuu HacTynana IoJIHas
HOpMAaJIM3allvsl YPOAWHAMHKH M JTUTENbHAs PEeMHC-
cust, B ocHoBHOM 310 Oblu metu ¢ JACT Il cremenm.
OZHOKPaTHOTO XUPYPrHYECKOTO BMEMIATEIHCTBA OBLIO
JOCTaTO4HO B JedeHHH 37,9 % mnpooneprupoBaHHBIX
jerei |- rpynmbl U BCeX NAIMEHTOB 2-H TPYIIIHI,
Tonbko Kaxzaoro mstoro mamuenra ¢ JICT III creme-
Hu (21,4 %) u nonoBunsl gereit ¢ ACT Il cremenu
(53,3 %).

B kadecTBe OmIepaTMBHOIO JICUECHHUs Yalle BCETO
HOPOBOAMWINA JSHIOIJIACTUKY YCTbE€B MOYETOYHUKOB.
[Tokazanuem K ee BBIMOJIHEHUIO ObUI IY3BIPHO-MO-
YEeTOYHUKOBBIA peduiokc. JlaHHBIA BHJ omepauui
COCTaBJISJT IOJIOBUHY BMELIATENBCTB HAa MOYEBBIC-
mutensHOU cucteme nipu JACT (55,6 %) u 100 % y ne-
Teit 2-# rpymmel. 20-27 % manueHToB, KOTOPBIM Oblia
BBINIOJTHEHA JHJIOMIACTHKA, TPeOOBaIOCh ee MOBTOpe-
HUE, B HEKOTOPBIX ClIy4asX €€ BBINONHIM 2—4 pa3a.
Eme 15-17 % npooneprpoBaHHBIX JETEH B CBA3MU C Ya-
CTUYHOW WM TIONHOH HEIPPEKTUBHOCTHIO TaHHOTO
BapuaHTa BMEIIATEIbCTBA MOTPEOOBAIICH MOJIOCTHBIC
anTupedurokcHeie onepaiuu (o Koswy, I'peryapy).
Bce nern, TpeboBaBIIre MOBTOPHBIX Onepauuii, Obun
u3 1-i1 rpynmel, yame Bcero ¢ JCT III crenenwu.

TToMmumo sHoHOMIAcTUKM manueHtam ¢ XplIH
BBIMIOJIHEHBl TJIACTHKA MPUIOXaHOYHOTO CErMEHTa,
Oy>KMpOBaHUE YCTbsS MOYETOYHHKA M €ro CTEHTHPO-
BaHME, AUJIATALMsl CTPUKTYP MOYEBBIBOASIICTO KaHAA
U IJIACTHKA YpPeTphl, Pe3eKuus KiamaHa 3aiHeidl ype-
TPBI, ypeTrepornucToHeoanactoMo3. (CienoBarenbHo,
npu Hamuuuu JICT maumentsl ¢ XpIIH B Heckonbko
pa3 yaiie Hy)XJalTcs B ONEPAaTHMBHOM JIEUEHUH, MIPH-
YeM HEpeIKo B IOBTOPHBIX WU OoJiee paguKaIbHbBIX
onepanusax, yeM mnarueHTsr 6e3 JCT.

BomemmactBo neteit ¢ XplIH B mepuon oboctpe-
HUsSI BOCHAJMTENBHOTO IpoLecca MPEerbsBISUIA TH-
MUYHBIE JKaT00bl Ha OO W/MIH TSDKECTh B MOSICHUY-
HOW 00J7acTH, TPOSBICHUS CHUHIPOMa HHTOKCHKALIUU
B BHJC CHID)KEHMS alleTUTA, MOBBILICHUS TEMIIEepary-
PBl, ACTO3HOCTh JIMLA, JU3YPHUUECKUE paccTpoiicTBa
(10,9 u 23,1 % mpu ACT u 6e3 JICT cooTBeTcTBCH-
HO, p <0,05). YacTora BCTpE4aeMOCTH 3THUX KaloO
CYILIECTBEHHO HE pasiuyajiach B IpyNNax ¢ pa3HbIMU
BapuantamMu JICT u B Oonplieil cTeneHu 3aBucena
ot opmel XplIH. ¥V MenbmIeir vactu marmeHToB 000-
CTPEHHS TPOTEKaIW JIATeHTHO, IHAarHOCTHPOBAJIHCH
M0 M3MEHEHHsAM B aHajlu3ax Mo4M. Takue cuUTyaluu
3a()UKCHPOBaHBl y Kakaoro maroro pedenka ¢ XplIH
n JICT u xaxmoro yerBeproro u3 rpymmsl 6e3 ICT.

[IpuHIMIHANBHBIX OTIMYMA 110 U3MEHEHHSAM B aHa-
JM3axX KPOBM M MOYM TIPU peruIuBax 3a0o0JeBaHUs
MEXKAy TpyHIlaMH HE BBISABICHO, HapyIICHUS OBUIH
TUINWYHBIMU: JICHKOLIUTYPHUS, MHKPOIEeMaTypusl, Jiei-
xornTo3, moBeimieHHe COD m C-peakTUBHOTO OeiKa.
B To e BpemMs WHTEPEeCHO OTMETHTb, YTO SIH30/BI
aHemuu B 3,4 pasa yaimie BcTpedanucs y aereit ¢ JCT,
yeMm B rpymre cpaBuenus (39,8 u 11,8 % cooTBeTcTBEH-
HO, p <0,05). OcobeHHO XapakTepHOU aHeMHs ObLIa
y nereit ¢ Beipaxkennoi JICT (73,2 u 19,4 % npu JICT
II u II crenenn, p <0,01). Ipu JCT III crenenu ane-
MUsI BcTpedasach B 6,2 pasza yaiie, 4eM B rpyrmme 0e3
JACT. Anemust y nauuentoB ¢ XpIIH Obuta oOycnos-
JIeHa pa3HbIMU NPUYMHAMU: Yalle BCEro AeHULUTOM
’KeJe3a U OCTPbIMU BOCHAIUTEIIbHBIMU 3a001€BaHUAMM.
Onu301bpl TEMOJIN3a y HAIMX MaleHTOB He 3adukcu-
poBanbl. Hepenko y oOcneoBaHHBIX JIeTel CHHKECHHE
reMOrIO0NHA 0TMEYAJIOCh P OCTPBIX BOCHIATUTEIBHBIX
3a00JIeBaHMAX JBIXaTeIbHBIX ITyTeH, a Tarke Ha (oHe
oboctpennss XplIH. B Takux cimy4asx ypoBeHb Tremo-
I00MHA OOBIYHO BOCCTAHABIMBAJICS CAMOCTOSITEIBHO.

Bceewm persim ¢ XplIH Ha BceM npoTspkeHHH HaOmI0-
JICHHUSI MHOTOKPaTHO Opasich MOCEBbl MOYH, B IEPBYIO
ouepenb, IpHu IeOI0Te W 000CTPEHUAX 3a00ICBAHIS.
CampiM yacteiM Bo3Oynutenem XplIH y mammenTtos
ObUla KMIICYHAs MAaJIo0ykKa, KOTopas BCTpedanach Mpu-
MepHO B nosioBuHe ciy4daes B rpymnne ¢ JCT u B 1Byx
Tperax cimydaeB B Tpymme 6e3 JHCT (puc. 1, 2).
Bropoe u Tperbe MecTa MO 4YaCTOTE€ BCTPEYAEMOCTH
cpeau BO30yIUTENCH 3aHUMaNId KiieOCHe/ia U CUHer-
HOI{Has Majoyka ¢ OJJMHAKOBOM JOJIel MpeacTaBIeHHO-
cTH B 00eux rpynmnax. Bee ocTanbHble MEKPOOPTaHU3-
MBI OBbUIN BBISIBJICHBI B HEOOJBIIOM IIPOLIEHTE CIIy4aes,
HO Ba)XHO OTMETHTH, YTO MX CIEKTp ObLT B 1,5 pasa
mupe y nauureHToB ¢ [ICT, 94To MOXHO paclieHHBaTh
KaKk 0COOCGHHOCTh OakTepHanbHOH (GIOpBl B JaHHOH
rpynne [9]. CylecTBEHHBIX pa3iuyuil B pe3ylibTa-
Tax OaKTepuaILHOTO MOCEBAa MOYHM Y NEeTeH ¢ pa3HOM
crenieHpio BbIpaxkeHHOCTH JICT He oTMmeyasocs.
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Citobacter freundii (1,5 %)

Streptococcus agalactice (2 %)
Providencia rettegeri (1 %)
Enterobacter aerogenes (3 %)

Proteus mirabilis (3‘7)\\ 1y

fipyrue /
Others (5,5%)

/ Escherichia coli* (46 %)
-

Proteus vulgaris (4 %) e
Enterococcus———
faecalis (6.9%6) AW
Pseudomonas
aueroginosa (8 %)

Klebsiella oxitoca (20%)

Puc. 1. Crpyktypa Bo36yauTeneii, Bbi3biBalOWUX NUENOHeDPHT,
y AeTeli c aucnnasmein coegMHUTENbHOM TKauu. * p < 0,05
npu cpaBHeHUU AeTei C aucnaasueli u 6e3 aucnnasuu
COEAMHUTENIbHOI TKaHU

The structure of pathogens causing pyelonephritis in
children with connective tissue dysplasia. * p< 0.05
when comparing children with and without connective
tissue dysplasia

Fig. 1.

IIpu QopmupoBaHuM TpyHN HCCIEAOBAaHHUSA B HHUX
HE BKIIOYQJIM MAIMEHTOB C MPOSBICHUSIMH TTOYCUHON
HEOCTaTOYHOCTH. Ha mpoTsbKeHMH AMTeNbHOTO Ha-
OrofeHusl B KaTaMmHe3e y psaa JeTed QyHKUMH TO-
YeK Hapylaauch. Tak, B IEPHOI PEMHUCCHM CHHXKE-
HUE KOHIICHTPAIMOHHON (DYHKIIUH 3aperHCTPUPOBAHO
y Kaxjoro aecstoro pedenka B rpymie ¢ JICT (9,3 %),
17,1 % nerter ¢ ACT III cTenmeHu u HE BCTPEYANOCH
Bo 2-ii rpynmne (p <0,05 mnst maper JCT III creme-
au — 6e3 JICT). BpemenHnoe CHMXEHHE KITyOOUKOBOM
¢unbrpanuu 3apeructpupoBano y 1 genoseka ¢ JCT
III crenenn. @OyHKIMOHAIBHOE COCTOSHHE IIOYEK
BO MHOTOM OINpPENENISIIOCh BBIPAXKEHHOCTBIO Hedpo-
CKJIEpPO3a, YCIEXaMH B yCTpaHEHUM (HaKTOPOB, IpPHU-
BOJSIIUX K HApYyLIEHUIO YPOAUHAMHUKU (CTPYKTYPHBIX
JNe(PEeKTOB, Iy3bIPHO-MOYETOYHHKOBOTO peQIIoKca).
[Tpu pe3yabTaTUBHOM ONEPaTUBHOM JICYCHUH (PYHKIIMN
novek He crpaganu. OnHaKoO 3[ech CIEAyeT ele pa3
00paTUTh BHUMaHHE HAa HEOOXOAMMOCTH IOBTOPHBIX
XHPYPTrHUECKUX BMEIIATEIbCTB Y 3HAYUTEIBHONW YacTH
nereit ¢ JICT.

Kommnekcnass oneHka coctosHusi o0cienoBaH-
HBIX JETeH BBIIBMIA M3MEHEHHS CO CTOPOHBI PAa3HBIX
cHUCTeM M OpraHoB. MHOTume W3 HHUX CIIyXaT Iua-
THOCTUYECKUMH MapKepaMy HECOCTOSTebHOCTH CO-
CIMHHUTENLHONW TKaHU, MODTOMY 3aKOHOMEPHO Yalle
Berpeyasiuck B rpynne ¢ JCT. K Hum ortHOcsTCS
9KTOZlEpMAJIbHBIC NPU3HAKU (KUCTBI, I'PBDKH, CTPHH,
TeMaHTHOMBI), CIIOHTaHHbIE HOCOBBIC KPOBOTCUCHUS,
JIETKO TIOSIBIISIIOIIMECS. CHHSKH, MHOIHMS, CKOJHO3
U TUIOCKOCTOINE, Majlble aHOMAJIMM Pa3BUTHS CEpALa,
M3MEHEHUs! (OPMBI KETUYHOTO My3bIps U OAp. B aByx
TPETSAX CIIydaeB y JAeTeH C NUEeJIOHE()PUTOM TIPBLKU

Staphilococcus aureus (3 %)

Streptococcus agalactice (4 %)

Proteus vulgaris (6 %)
Pseudomonas
aueroginosa (8 %)

Escherichia coli (61 %)
—

Klebsiella oxitoca (18 %)

Puc. 2. Crpyktypa BO36yAauTenei, Bbi3bIBAKOLMUX
nuenoHedput, y Aeteii 6e3 aucnnasum co-
€AWNHUTENBbHOW TKaHU

Fig. 2. The structure of pathogens causing pyelone-
phritis in children without connective tissue
dysplasia

OBLTM ITyIOYHBIC, B OMHON TPEeTH — IIaxXOBbBIE, IIO-

ciefHue B OOJNBIIMHCTBE CIIy4aeB JBYCTOPOHHHE.

Tonbko B rpynne manuentoB ¢ JACT BcTpeuanach
spina bifida (12 %) ¢ TeHaeHIMER K OONBIIEH YacToTe
mpu JACT III crenenu (14,6 %, p > 0,05). B nByx Tpe-
TAX CIy4aeB 3TO ObUIM Manbuukd. MHIMBHIYya bHBIN
aHaJM3 MCTOPUH MAlMEeHTOB MOKa3al, 4To Oojee BbI-
pakeHHbIE MOPQOIOTHYECKHE H3MEHEHHS CO CTOPO-
vl MBC otmeuanuchk npu Jokainu3anuu spina bifida
B MOSICHUYHO-KPECTIIOBOM OT/IeNIe, YeM B HICHHOM Cer-
MeHTe. TUIMYHBIMU HApYUIEHUAMU y TaKUX IalyeH-
TOB OBUTM aHOMAaJIMM PA3BUTHs YaLIEYHO-JOXaHOUHOU
CUCTEMBI, HepponTo3 (0OBIYHO TIPABOH TIOUKH) H JIaXKe
Ta30Basi AWCTOMNHS JIEBOW MOYKU. Y OCTalIbHBIX HETEH
co spina bifida oTMedanuch IMy3bIPHO-MOYETOYHUKO-
BBl peduiiokc, TpeOylomMi SHAOMIACTUKH, DHYpE3.
W3 »TOr0 MOXKHO CcAenarh BBIBOA, YTO Yy MAIlEHTOB
co spina bifida noBwIIeH prck Bo3HUKHOBeHUsT XplIH,
O0COOCHHO TIpY €€ JIOKAIHM3AINHA B HIKHUX CEerMEHTaxX
MO3BOHOYHHKA.

B niennom TenaeHnMs NposBIEHUN HECOCTOATEIBHO-
CTH COEIMHUTENLHOW TKaHU ObLIa OJTHOHAIIPABICHHOM:
OHHM YaIlle BCTPEYAINCh M OBIIN 0oJiee BBIPAKEHHBIMH
y maruenToB ¢ JICT u ocobenno ¢ JICT III cremenw,
YTO COOTBETCTBYET JaHHBIM JHUTEpaTypsl [7, 8, 14].

WnctpymenranbHoe oOcienoBanue (ynbTpa3BYKoO-
BOE HUCCIIE/IOBAaHNE OPTaHOB OPIONTHOW ITOJIOCTH, BHY-
TpUBEHHAs yporpadus, MUKIHOHHAS ITUCTOrpadus)
BbIsIBWIIO y seredl ¢ XpIIH pasHble BapuaHThl H3Me-
HeHuil co croponsl MBC. YaBoenue uarieuHo-noxa-
HOYHOW CHUCTEMBI, MOYETOYHHMKOB, MOYEK, TUIOILIA3H
rouek, ruaporedpo3 -1l cremenn BcTpevamuch TOIb-
ko y gereit ¢ JICT. PasHbie BapmaHTBl HapylIeHUIl

@ Tlegmarp. 2022.7. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

ISSN 2079-7850



OPUTUHANbHBIE CTATbW / ORIGINAL STUDIES

59

MOP(QOJIOTUN YalICYHO-TOXaHOYHOH CHCTEMBI (JKC-
TpapeHaJbHOE PACIIOJIOKECHUE JIOXaHOK, AaHOMaJIMU
CTPOCHUS, BETBUCTBIN THUII U IIP.) BBISIBIEHBI B 00EHX
Tpymrax, HoO B OONbIIei cTerneHu ObUIM XapaKTepHBI
s gereit ¢ JICT m ocobenno ¢ ACT III cremenmu.
VY 2 uenosek ¢ JCT oOHapyxeHa MOAKOBOOOpa3zHas
MOYKA.

Tombko B rpymme manuentoB ¢ JICT Bcrpedanuck
yasoenue novek (9,4 %), ux runomasus (13,9 %), ru-
aporedpos (11,1 %). I'mapokanuko3 BBISBICH C OIH-
HAKOBOM dacToTo B obOemx rpymmax (11,9-12,2 %
COOTBETCTBEHHO). [lnenmoskTasus uMmernach Oojiee deM
y tpetu nanuenToB ¢ JICT, nonosunsr ¢ JICT III cre-
neHu u pexe B rpynne 6e3 JCT (38, 48,8 u 20,6 %
COOTBETCTBEHHO, p < (0,05 mpu cpaBHEHHH C TpYIION
6e3 JICT). letn ¢ pa3HOii CTENEHBIO BHIPAKEHHOCTH
JCT cymecTBeHHO OTIMYAINCh IO YacTOTE€ BCTpe-
yaeMoCTH runoriasuu mnouek (26,8 u 6 % npu ACT
IIl u II crenenu cootBeTcTBeHHO, p < 0,05), pa3zHbIX
BapUAHTOB AaHOMAJBHOTO CTPOCHMS YalleyHO-JIOXa-
HOYHOU cucteMbl (29,4 u 11,9 % B Tex ke rpynmax,
p <0,05).

HHucTpyMeHTa bHbIE MCCIIEAOBAaHUS MOMOIIIN OIle-
HUTb PAcCIONOKEHHE TMOYeK y JeTel ¢ muenoHepu-
ToM. OKa3ajioch, YTO U3MEHEHHUSI UX HOPMAJILHOTO Me-
CTOTIONIOKEHHSI C Pa3HBIM KOA(D(UIIMEHTOM CMEIICHUS
game BcTpedanuch y manueHtoB ¢ JICT (Gomee yem
y oxHoii Tpetd — 36,1 %) u ocobenno y nereit ¢ ACT
I crenenn (48,8 %), B OCHOBHOM 3a CUCT HAIUYHSA
Hepponrtoza. B rpymme ¢ JACT nedponro3 mmarao-
CTUPOBAJIM YAIlE, YEM IOBBILICHHYIO IOIABHKHOCTh
noyek. Kpome Toro, y marmmentoB ¢ JCT III creme-
HU 3a()MKCHPOBAHBI Pa3HbIC BAPHAHTHI POTALMU MOYEK
B OpIOIIHOM TOJIOCTH, XOTS 3TOT CUMIITOM OBLT PEIKUM
(4,9 %), a Take y 2 YenoBeK — Tas30Bas W TOIJIHU-
aparmManbHas TUCTONHS TAHHOTO OpraHa. Y TaIlueH-
toB 6e3 JICT u3 aHomanuil pacroyioKeHHs BbIsBIIEHA
TOJIbKO TIOBBIIICHHAS IMOABMXKHOCTH mouek (11,8 %),
JAaHHBIH (DEHOMEH C TaKOW JK€ YacTOTOW BCTpedascs
y nmereit ¢ JACT (11,1 %, p>0,05). ¥ 16,7 % manu-
eutoB ¢ JICT oTmeuasncss perUIUBUPYIONINN ITUCTHT,
KOTOPBI B OOJILIIMHCTBE CIy4aeB ObLI KHUCTO3HBIM
(72,3 %).

IIpn mpoBeneHMH MHUKLUMOHHOM LucTOrpadguu Imy-
3BIPHO-MOUYETOYHHUKOBBIN peqUIIOKC pPa3HON CTENeHH
BeIpakeHHOCTH BBIIBICH y 30,6 % gmereit ¢ JCT,
34,1 % ¢ ACT III crenenu, 28,4 % ¢ ACT II crenenu
u 11,8% 6e3 ACT (p <0,05 npu cpaBHEHMH TpyI
¢ pasapiMu Bapuantamu JICT m 6e3 JICT), To ecthb
HapYIICHUS] YPOJAWHAMHUKH B BHJIE MY3BIPHO-MOYETOU-
HUKOBOTO peduirokca B OONbLICH CTENEHN XapaKTepHBI
s nanuerTtoB ¢ JICT.

Cpenn nmauuentoB c¢ npuszHakamu JCT He orme-
4aJloCh IIOBBILIEHHOIO KaMHEOOpa3oBaHHS B Mode-

BBIX IyTAX. Tak, KaMeHb B IIOYKE BBISABIEH TOJIBKO
y 1 marmmenTa ¢ XplIH u JICT. Ero pasmep coctaBisin
3 MM, OH HaXOAWJICS B JIOXaHKE, IPUCTYTIOB IMOYEUHOM
KOJIMKK y peOeHka He HaOmronanock. Buaumo, B net-
CTBe OOMEHHBIC HApYLICHHs NPOSBISIOTCS B OCHOB-
HOM JTUCMETA0OTMYECKIMH M3MEHEHUSIMH, HO BIIOJHE
BO3MOXKHO, YTO y YacTH MAIMEHTOB C BO3PACTOM OHH
peanu3yroTcsi B MOYCKaMEHHYIO OO0JIe3Hb.

BonpmmHCTBY nmereil Ha 0a3e LEHTpaTbHBIX KIIH-
HUK CTpaHbI mpoBefeHa HedpocumHTHUTpadus. C ee
TTOMOIIBIO BBISBISUTA HM3MEHEHHUS B TapeHXHUME II0-
4eK ouaroBoro W jJuQy3HOro Xapakrepa, 4To CIy-
JKUJIO JIONOJHUTENbHBIM noATBEpKAeHueM XplIH
y JAeTell M OTpakajo CTENEeHb MOPAXKEHHs MOYEHHOU
TKaHU. 3aMeTHble o4arn Hedpockiepo3a orpee-
msmuch dame npu ACT (17,1 m 6 % mpu JACT I
u Il crenenu, 2,9 % B rpynme 6e3 JCT, p<0,05
s map JACT I crenenun — 6e3 JACT, JACT III cre-
nieau — JICT 1l crenenu), Takum 00Opa3oM, OHU OBLIH
BBISIBJIEHBI B 5,9 pa3a yallle NMpy HaJMYUK BbIPAXKEH-
voit JICT u B 2,1 pasa game nmpu JCT Il crenmenm
1o cpaBHeHUIO ¢ Tpymnmnoii nanuentos 6e3 JACT. bonee
Tsokenoe tedenre XplIIH y manueHToB ¢ HECOCTOS-
TENBHOCTBIO COSTMHUTENFHON TKaHU MTOTBEPKIATIOCH
TaKKe TIOSBICHUEM Y HUX 3ITHU30/I0B apTepHaIbHON T'H-
neprensuu. [leproanyeckue nMoxbeMbl apTeprUaIbHOTO
naBiieHus BeiBieHsl y 17,1 u 3 % nanueHToB cooT-
BercTBeHHO ¢ JICT III u II cTrenenn u He BcTpedanuch
B Tpymme 6e3 ACT (p <0,05 mpu cpaBHeHHH IeTei
¢ ACT III cremenu ¢ mpyrumu rpymmnamu). B coot-
BETCTBUU C ATHMHU JAHHBIMHU TOJy4aeTcs, 4TO PHCK
apTepuaIbHON TMIIEPTEH3MH yBeJIu4nBaeTcs B 5,7 paza
npu BeIpaxkeHHBIX nposiBiaeHuax JICT mo cpaBHeHHIO
C YMEpEeHHBIMH TIPOsIBICHUsAMU. [lombembl apTepuais-
HOTO JaBJIEHUS] HE OBUIM TOCTOSHHBIMH, MPOXOIWIIH
CaMOCTOSITEIbHO WJIM KYMUPOBAJIUCh MPUEMOM TH-
MOTEH3UBHBIX CPEJCTB. ApTepuaibHas THIEPTEH3US
ObLTa XapakTepHa, B TIEPBYIO OYepellb, IS TAIlMeHTOB
¢ HePOCKIEPO3OM.

Taxkum 00pa3om, MpoBelEHHOE HCCIE0BAHUE I10-
kazano, yro Hannuue JICT Bnmser Ha Xxapakrep Te-
yenusi XplIH y nmereit, peanusysicb B 0COOEHHOCTSIX
CTPYKTYpbl U HapyweHusix yponuHamuku. IIpu JICT
XplIH wgamie nposiBisieTcss OOCTPYKTHBHON M CMeTlIaH-
HOW (pOopMamM 3a CUeT TOTO, YTO JUIS ATUX MAIlMEHTOB
TUOUYHBI CTPYKTYPHO-(QYHKIMOHAJIBHBIE HApyIICHHS
Ha pasHoM ypoBHe MBC.

s gereit ¢ ICT B OONBIIMHCTBE CIydacB Xa-
pakTepHa sipkas KiaumHMYeckas manudecrarms XpllH,
Oosiee yacroe peluauBUpOBaHUE 3aboseBanus. [lep-
BbIi 3rm307 maronoruu MBC y OoJblieil MOJOBHHEIL
JeTell BOSHWKAI B PaHHEM BO3pacTe W pacCIEHUBAJICS
KaK OCTPBIM MHEIIOHEPPUT C BHICEBOM OAKTEPHATLHOM
¢nopel. CriekTp OakTepuanbHBIX BO3OyAUTEICH B IPyII-
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e C MPOSABIEHUSIMA HECOCTOSITENIbHOCTH COETUHUTEIb-
HOU TKaHU ObUI B 1,5 pa3a mmpe, 4T0 BaKHO YUUTHIBATh
TIPH BBIOOPE aHTHOAKTEPHAIHLHONW Tepanmuu. Y Ka)I0TO
cenpmoro-BoceMoro marmenta ¢ XpllH u JACT nua-
THOCTHPOBaHa spina bifida, xoTopasi CONpPOBOXKIAIACH
Oonee cepbe3HBIMU YPOAMHAMUYECKUMHU HapyIICHUSIMH
co ctopousl MBC mnpu ee nokanuzauuu B IMOSICHUY-
HO-KPECTIIOBOM OT/Jiejie, yeM B miedHoM. [Ipu Hammuum
JCT namuments! ¢ XpIIH B 4,6 pa3za gamie HyKaaroTcs
B ONEPATHBHOM JIEUEHUH, MPUYEM HEPEIKO B TOBTOp-
HBIX U 0oJiee paJIMKaNbHBIX OMEpaIusaX, YeM MalueHTHI
6e3 JICT, uro HE0OXOIMMMO YYHUTHIBATH MPH TLIAHUPO-
BaHUM XUPYPTUYECKOTO BMEIIATEIbCTBA.

Bce ykazannble TenaeHuuu teuenuss XplIH coxpa-
HSIIOTCS U SIBISIIOTCST O0Jiee BBIPQKEHHBIMH y TIAI[CH-
toB ¢ JICT III crenenu, Hanpumep, peLiuIMBUPOBAHUE
XpIIH mpoucxomut B 3,1 pasa gamie, ueM B TPyIIIIe
manuenToB 6e3 JICT. JlarenTHOE Havamo 3a00JIeBaHMS
BBISIBJIEHO JIMIIb Yy OJHOM NATOM YacTH NallMeHTOB
¢ BelpaxkeHHOU JICT, uto B 2 pa3a pexe, 4yeM IpH
JCT II cremenu u B rpynme cpaBHeHus. B rpym-
me ¢ JCT III crenmeHu dyamie OTMEUAKOTCS aHEMHS
(B 6,2 pa3a o cpaBHeHuto ¢ naruenramu oe3 JICT),
HeppPONTO3 M POTalUUsl MOYEK, HAPYLIEHUS! CPYKTYPBI
YalIeqyHO-JIOXaHOYHOW CHUCTEMbI, BBIpa)KCHHEE He-
(bpockiepos, dYarie BO3HHWKAET apTepuaibHas THIEp-
TEH3HUs, BCTPEYAIOTCS THAPOHE(PPO3, I'PhDKU B Ooliee
TSOKENBIX BapHaHTaX, B TOM YHCJIE JIByCTOPOHHUE,
pyouossiii pumos. [Ipu ACT III crenenn B momaep-
KaHUH XPOHWUYECKOTO BOCIHAIHMTEIHHOTO TIporiecca
B MBC Bo3pacTaeT poib ypoauHaMHUYIECKUX HapyIle-
HUU 10 cpaBHEeHMIO ¢ oOmeHHbIMU. s neteit ¢ JICT
n XpIIH xapakrepHbl MU3MEHEHHUS CO CTOPOHBI KOCT-
HO-CYCTaBHOM, CEpJIeYHO-COCYIUCTON CHCTEM, >KEeITd-
HOTO ITy3BIPS, KOKH, MHOMUS, YTO 0OsS3aTeNbHO He-
00XOMMO YUYHUTHIBATh MpH OOCIETOBAHUN U BEICHHUH
MAI[MeHTOB.

VY gpereit 6e3 JACT mnepBble mnposiBIeHUsI MoOpa-
s)keHuss MBC B JByX TpeTsix cilydasX HOpPOUCXOIST
Ha 1-2-M roay JKW3HU OOBIYHO B BHIE SIH307a HH-
¢exuuun MBC, B ofHol Tpetu ciydaeB — B 7-9 Jjer
Ha QOoHE AUCMETA00IMYEeCKUX HapylleHui. JlaTeHTHOe
Hayaao W B JajJbHEHIEM CKpPBITOE TeueHue 3a00JeBa-
HUS JUIA HAX XapaKTepHBI B OOJBIIEH CTETICHH, YeM
JUTSL TPYTIIBI C HECOCTOSATENBHOCTHIO COEIMHHUTEIHHOMN
TkaHu. [Toutn B nonoBune ciaydaeB XplIIH npexncras-
JIeH JucMeTaboanyecKoil popMol, mpu STOM pernuau-
Bbl XpIIH HaOmomaroTcst pexxe W ¢ MEHee BBIPaKeH-
HOW wWHTOKCHKanued. HeoOXommMoCTh B oOIeparusax
y JOaHHOH TPyMIbl TAIMEHTOB 3HAYMTENILHO HIIKE,
OOBIYHO JIOCTAaTOYHO OJHOKPATHOTO OMNEpPaTHBHOTO
BMEIIIATENbCTBA.

WuTepecHbIM pe3ynbsTraTroM paboThl OBLIO OOHApY-
KEHHE CYIIECTBEHHO OoJiee YacTOro BO3HHKHOBEHHS

snu3010B aHemuu y nanueHToB ¢ JJCT. Onu Bo3HMKa-
mu Kak Ha ¢oue obdoctpermst XpllH, Tak u B apyrux
CUTyaIusIX, HarpuMep, Ha (OHE OCTPOH pecruparop-
HOW BHpPYCHOH wuHGpeKuuH. MOXHO MPEIIOIOKHTS,
yro oobemunstomuM ¢ JCT 3mech siBusercst gaxrop
ME3EHXMMAJIBHOTO  MPOUCXOKICHUS  3PUTPOUTHOTO
pocTka. B pesynbrare nmpu HECOCTOSTENFHOCTH COE/IN-
HUTEJBHOM TKaHU HapyLICHUs] CTPOCHUSI M (PYyHKIHUH
COEIMHUTEIBHOTKAHHBIX CTPYKTYp MOTYT KacaTbcs
Y KpacHBIX KIIETOK KpoBHU. Takas 0coOEHHOCTH neTeit
¢ XplIH n ACT yxka3piBaeT Ha HEOOXOAMMOCTH pe-
TYJIAPHOTO KOHTPOJIS Yy TAlMEeHTOB aHAJIM30B KPOBH,
OLIEHKH 3PUTPOLUTAPHBIX WHAEKCOB JJIi CBOEBPEMEH-
HOTO BBISIBJICHUSI JeQUIIUTA XKeJe3a U APYTuX NpUInH
aHEMUU.

[IpoBenennas pa®oTa 1MO3BONHIIA YCTAHOBUTD, YTO
JCT Bnustier Ha xapakrep u Teuenune XplIH y nereit.
VY manuentoB ¢ JACT Benuwk puck OoJee TSHKEIOro
TEYEeHHsI BOCIAIUTEIBHOTO Ipoliecca. DTo 00ycIoB-
JIEHO, C OJTHOM CTOPOHBI, UMEIONINMICS Yy HUX OoJjee
BBIPAKEHHBIMH ¥ KOMOWHHPOBAHHBIMU CTPYKTYpPHBI-
MU n3MeHeHussMu MBC, 4To mpUBOAUT K 3HAYUMBIM
HapyILICHUSIM YPOJAMHAMHUKH, YaCThIM PEUUIUBAM
BOCHaiduTeNbHOTO mnpouecca. C Opyrol CTOPOHBI,
AMEIOITHECS] 0COOCHHOCTH CTPOSHUS M (DYHKITHH CO-
eMHUTENBbHON TKaHHU CIIOCOOCTBYIOT TOMY, 4YTO Y Ta-
muenTtoB ¢ JICT nerue W yamie BO3HUKAIOT OdYaru
He(dpockiiepo3a, HapylieHne (YHKIHMH TOYEK, BO3-
MOXHO, C OTHAJEHHBIM UTOIOM B BUJE XPOHHYECKOM
MMOYCYHON HETOCTAaTOYHOCTH. B paboTax mpyrux wuc-
cienoBaTesneil BCTPEUAIOTCS JIaHHbIE O HapyIIEHHIX
reMoMHaMuKy B moukax y mnamnueHTtoB c¢ JICT, urto
TaK)ke MOXET OBITh IMaTOTEHETHYECKH CBS3aHO C He-
COCTOSITEIFHOCTBIO COSAMHUTEIbHON TKaHu [11, 12,
18, 19].

BbiBO bl

1. Jnst pereit ¢ ACT TuUnu4Hbl OOCTPYKTHBHBIN
1 cMenanHblil BapuanTsl XplIH, conpoBoxnaromuecs
CTPYKTYPHBIMH OTKIIOHCHHSIMA M HApYIICHUSMH YpO-
TUHAMHKH, CKJIIOHHOCTh K OOpa30BaHWIO OYaroB He-
(dpockiieposa, ocoderno y nereit ¢ JICT III crenenwu.

2. O6octpenust XpllH y gerei ¢ HeCOCTOATEIBHO-
CTBIO COCTUHUTEIBHON TKAHU BO3HUKAIOT B 1,5-2 paza
yarre.

3. Crnextp BozOymuteneii XplIlH y manuenToB
¢ ACT B 1,5 paza mmupe, uem y nereit 6e3 mucriia-
CTHYECKOro (oHa, YTO HEOOXOOUMO YUHUTHIBaTh MPHU
Ha3HAYCHUHU aHTUOAKTEPHAILHOW TepaIum.

4. letn ¢ ACT u XplIH ckiIOHHBI K BO3HUKHOBE-
HUIO aHEMHH, 0OYCITOBIICHHOM Kak JeduiuTom xeresa,
TaK ¥ BOCHAJIMTEIBLHBIM MPOLECCOM, YTO OOYCIOBIH-
BaeT HEOOXOAUMOCTD PETYISIPHOTO KOHTPOJISI aHAJIH30B
KpOBH.
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5. IloTpeOHOCTE B ONEpPAaTHBHOM JICYCHUU TIPU
Hamuuun JICT Bo3pacraer y mnamueHtoB ¢ XplIH
B 4,6 pa3za, B TOM YHCJIC B MOBTOPHBIX M PaTUKah-
HBIX OMNEpaIusix.

6. ICT co3naer nebnaronpusitblid ¢pon mist XplIH,
4yTO TpedyeT 0coOO0ro BHUMAaHHs Bpaya K 3TOW Ipymie
HalHUEHTOB.

[IpoBeneHHOE HCCIIENOBAHUE PACIIMPUIO IIPEA-
CTaBJICHUS O KIMHUYeckux nposieneHusx XpllH y nge-
teit ¢ AICT u co3mano mpeamochUIKi Al BRIpaOOTKU
0Cc000H TaKTHUKH TpPH JUCTIIAHCEPHOM HAOIIOICHUHU
TaKUX HaLUCHTOB.

AOONOJIHUTENIbHAA UHOOPMALIUA

Bkiax aBTopoB. Bee aBTOpBI BHECHH CYIIECTBEHHBIN
BKJaJ B pa3pabOTKy KOHIICIIIMH, HMPOBEACHHE HCCIIEI0Ba-
HUSI ¥ IOATOTOBKY CTaTbH, IPOWIN U 0100pMIN (PUHATBHYIO
BEPCHIO TIepe]] MyOnuKaiueii.

Kondummkr nmHTepecoB. ABTOPBI JEKIApUPYIOT OTCYT-
CTBHE SIBHBIX W ITOTEHIMAIBHBIX KOH(JIMKTOB HHTEPECOB,
CBSI3aHHBIX C IyOJMKanned HacTOSIIECH CTaTbH.

HcTtounuk d¢uUHAHCUPOBAHMS. ABTOpPBI  3asBISIOT
00 OTCYTCTBHMHM BHEIIHETo (PMHAHCHPOBAHMUS IPH IIPOBEJIE-
HUM UCCIIEIOBAHUS.

ADDITIONAL INFORMATION

Author contribution. Thereby, all authors made a sub-
stantial contribution to the conception of the study, acquisi-
tion, analysis, interpretation of data for the work, drafting
and revising the article, final approval of the version to
be published and agree to be accountable for all aspects
of the study.

Competing interests. The authors declare that they have
no competing interests.

CMUCOK JIUTEPATYPbI

1. BepewarnHa H. [Mo4ykn npu CUCTEMHOM OMCNNA3MM
COEOUHUTENbHOMW TKaHM // MemMUMHCKUIA BECTHUK
CeBepHoro Kaekaza. 2008. N2 2. C. 87-89.

2. BbtowkoBa H.B. XpoHuueckuit nuenoHedpuT y nuL
MONOAOro BO3pacTa C AMCNNA3Men COefMHUTENbHON
TKaHW:  KIMHUKO-MOpPdoNornyeckme 0cobeHHOCTH:
aBToped. AMC. ... KaHA. Mea. Hayk. Omck, 2010. 22 c.

3. MWBaHoBa WM., THycaeB C.®., Koeanb H.KD. Ocobekn-
HOCTM TeueHns 6onesHelr MOYEBbLIAENUTENBHON CUCTE-
Mbl Y AeTer C AMCNNa3mMen COefMHUTENbHON TKaHU //
Poccuiickuii negmatpuueckuii xypHan. 2012. N2 4.
C. 32-36.

4. WeaHosa M.WN., THycaes C.®., KoBanb H.H0. XpoHuueckui
BTOPUYHbIM NnenoHedpuT M HeanddepeHLMpoBaHHAA
AMCNNa3ng COeaMHUTENbHOM TKaHW y aeTen // MaTtepua-
nbl V Poccuiickoro Gpopyma ¢ MexayHapoaHbIM y4acTu-
eM «[egnatpus CaHkT-leTepbypra: onbIT, MUHHOBALLMM,
poctmxkenus». Cankt-lMetepbypr, 2013. C. 69-76.

10.

11.

12.

13.

14.

15.

16.

MBaHoBa H0.B. KnnHnyeckme n gpeHoTMnuyeckune oco-
6eHHOCTM AeTel C NnenoHedpPUTOM MpU Ny3bIPpHO-MO-
4YeTOYHMKOBOM pedtokce: aBToped. AWC. ... KAaHA. Mea.
Hayk. Mockga, 2005. 28 c.

KapypvHa T.W., TopbyHoBa B.H. Oucnnasus coenu-
HWTENbHOM TKaHU: PYKOBOACTBO Ans Bpayei. CaHKT-
MeTtepbypr: 2n6un-Cro6, 2009.

Kangbi6ekoa A.A. OcobeHHOCTN BTOPUYHOMO Mueno-
HedpuTa y Aeten Ha doHe HeanddepeHUMpPOBaHHON
[MCNNA3uUN COEAUHUTENbHOM TKaHW: aBToped. amc. ...
KaHa. mMen. Hayk. Ekatepunbypr, 2008. 24 c.
Kanmbikoea A.C., Denpko H.A., bonpapeHko B.A., 1 ap. nc-
nnasust COEAMHUTENBHOM TKaHW Kak GOHOBOE COCTOsIHME
y leTeit ¢ 3a00/1eBaHNAMM OpraHOB MOYEBOM CUCTEMbI //
MenuumHckmit BectHuk CeepHoro Kaekaza. 2017.T. 12,
N2 2. C. 160-163. DOI: 10.14300/mnnc.2017.12045
Kapuesa A.10., MiBaHoBa M.MN. CpaBHUTENbHbIN aHANKU3
MUKPOBHOro cnekTpa BO3OyauTenen oCTporo M Xpo-
HUYeckoro nuenoHedpuTa y aetew r. Teepu u opyrux
pernoHoB Poccum // Matepuansl Xl Poccuiickoro
dopyMa «3popoBbe aeteit. CoBpeMeHHaa cTpaTerus
Npo@UNAKTUKM U Tepanuu BeayLimMx 3aboneBaHUM».
Cankr-MeTepbypr, 2019. C. 15-18.

Kosanb H.FO., MBanoBa WU.W., MiBaHoBa A.A. PaHHWUM
aHaMHe3 JeTeld C XPOHWUYECKMM MNUeNoHePppUTOM
Ha QOHe AMCNNasuM CoeanHUTENbHONM TKaHu // MaTe-
puanbl VI KoHrpecca neguatpos ctpaH CHIM «PebeHok
M 06LWecTBO: Npo6aeMbl 300pOBbS, PA3BUTUS U NKUTa-
HUsa». MuHck, 2014. C. 64.

JNlornHosa E.H., Heuwaesa W., WynuHa M.W., n gp.
OueHka QyHKLMOHANbHOIO COCTOSIHMS U reMOAUHAMMU-
KM NOYEK Yy NALMEHTOB C ANCNNA3MeN COeAUHUTENBHON
TKaHu // Nlevawmit Bpay. 2016. N2 1. C. 58-62.
MambeTtoBa A.M. OcobeHHOCTM MexaHM3MOB Mporpec-
CUPOBaHMs 3a60NeBaHNIA NOYEK BPOXAEHHOIO U NpU-
0obpeTeHHOro xapaktepa Ha GoHe AuCnna3umn coeam-
HUTENbHOM TKaHKU y aeTel: agToped. amc. ... 4-pa Mea.
Hayk. CaHkT-lNeTepbypr, 2012. 33 c.

Heuaesa IUN., KoHes B.IN., Apyk WN.B. lNaTonorus novek
npyv OMCNNAa3nMK COEAMHUTENbHOW TKaHW // Jleyawmi
Bpay. 2016. N2 1. C. 54-57.

MaBneHko W.B. OnTnmMusauma neyebHo-amMarHoctmnye-
CKOro MoAxofa K BEAEHUIO AeTel C aHOMaNUSMU MO-
YeBbILENUTENIbHOM CUCTEMBI C Pa3HOM BbIPAXXEHHOCTbIO
NpOosIBNEHUI AUCMNIA3UN COEAUHUTENBHOM TKaHW: aBToO-
ped. oMC. ... KaHA. Med. HayK. MockBa, 2016.
Mnewkosa E.M., lnnH B.B. lNporHoctnyeckoe 3HaveHue
AVMCNNa3un COeaUHUTENbHOM TKaHW Y AeTen C MHbek-
LMelt MoYeBoW cucTeMbl // POocCMIACKMI BECTHUK Nepu-
HaTonorun u negnatpmum. 2019.T. 64,N2 6. C. 68-72.
DOI: 10.21508/1027-4065-2019-64-6-68-72
KapypuHa TM., THycaeB C.®., ApceHTtbeB B.I. Monu-
OpraHHble HapylleHWs Npu AMUCMIA3UGX COELMUHU-
TENbHOM TKaHW y AeTel. ANropuTMbl LMArHOCTUKM.

@ Mlenmatp. 2022.T. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

elSSN 2587-6252



62

OPUTWUHANDBHBIE CTATbM / ORIGINAL STUDIES

17.

18.

19.

20.

21.

22.

23.

TakTvka BegeHus. [poeKT poCCMMCKMX peKoMeHaaL M.
Yactb 2 // MepmumnHckmii  BecTHMK CeBepHo-
ro Kaekasza. 2016. T. 11, N2 2-2. C. 239-263.
DOI: 10.14300/mnnc.2016.11050

Cupoposuy O.B., TopembiknH B.M., Koponesa W.B. Auc-
nnasug coeauHUTENbHOM TKaHU 1 3aboneBaHUs novek
y OeTen n noapocTkoB. B KkH.: Poccuiicknini c6opHuMK
Hay4HbIX TpyAoB «[lefmMaTpuyeckmne acnekTbl AUCnna-
3UK coeauHUTENbHOM TKaHKU» / nopa pea. C.O. THycaesa,
TWN. KapypuHoi, E.A. Hukonaesoi. Mockea, Teepb,
CaHnkT-MeTepbypr, 2010. C. 284-287.

CymeHko B.B., Jle6enbkoBa C.E., Tpycosa O.HO. lMo-
KasaTenu ynbTPasBYKOBOrO MCCIeNOBaHMS OpPraHoB
OpIOLWHOM MONOCTU M MOYEK y AeTeld U NOAPOCTKOB
C gucnnasuen coeguHUTeNnbHOM TKaHu // MeauumH-
ckuit BectHmK CeBepHoro KaBkasa. 2016. T. 11, N2 2.
C. 286-289. DOI: 10.14300/mnnc.2016.11057
Y3yHoBa A.H., lnyxoBa J1.B. Oco6eHHOCTM KNnMHMYECKoro
TeYeHUs U reMOLMHAMUKM NOYEK Yy AeTel C XpOHUYe-
CKMM nuenoHedpuUToOM, pa3BMBLUMMCA Ha (pOHe Amc-
nnasum COeaUHUTENBHOM TKaHU // POCCUIMCKMIA COOPHUK
Hay4HbIX Tpy#oB «[lefmMaTpuyeckme acrnekTbl AUCNNa-
3UK COeaMHUTENbHOW TKaHu» / nog pea. C.O. [Hycae-
Ba, I.W. Kapypuroi, E.A. Hukonaesoii. Mocksa, Teepb,
CankT-Netepbypr, 2010. C. 288-294.

Mapeesa 0.H0., YemopaHos B.B., KpacHosa E.E. DeHotmnu-
yeckue 0CobeHHOCTU feTel ¢ 6onesHIMM MOYEeBOM cucTe-
Mbl, 00YCN10BNEHHBIMU METABOIMYECKMMM HAPYLUEHWUSMM //
Cnbumpckoe MeamumHckoe ob6o3penme. 2016. T. 98, N2 2.
C. 74-80. DOI: 10.20333/25000136-2016-2-74-80
Xpywesa H.A., Cadporosa J1.E., AHopeesa [.M., Mupo-
HoBa H.B. OcobeHHOCTN TeuyeHns MaToNorMn OpraHoB
MOYEBOM CUCTEMbl Ha QoOHe HeauddepeHUMpOoBaH-
HOM AMcnnasuvmM COoeamMHUTENbHOM TKaHu // Poccuin-
CKMIM CcOOPHMK Hay4yHbiX TpynoB «[lemmatpuyeckue
acnekTbl AWUCNNA3uMU COEAUHUTENbHOM TKaHwW» / mnopg,
pen. C.®. MHycaesa, T.W. KagypuHoi, E.A. Hukonaeso#.
Mockga, Teepb, CaHkT-lNeTtepbypr, 2010. C. 295-302.
YemopmaHog B.B., KpacHoBa E.E. OcobeHHOCTM TeueHns
3aboneBaHuii y AeTen C aucnnasmnen coeauHUTENbHOM
TKaHu. MeaHoso: TOY BINO MBIMA Poc3gpasa, 2009.
140 c.

Xpywesa H.A., CadpoHoBa J1.E., Makaposa H0.B.,
n op. OcobeHHOCTU TeYeHMS BTOPUYHOTO MUenoHed-
puta Ha QoHe HegudPepeHUMPOBAHHOW AMCMNA3UMK
COeOAMHUTENBHOM TKaHW // YpanbCKM MeoULMHCKUNA

xypHan. 2007. N2 9. C. 67-72.
REFERENCES
1. Vereshchagina GN. Pochki pri sistemnoi displazii

soedinitel’'noi tkani. Medical news of the North Cauca-
sus. 2008;(2):87-89. (In Russ.)

V’yushkova NV. Khronicheskii pielonefrit u lits molodo-
go vozrasta s displaziei soedinitel’noi tkani: kliniko-

10.

11.

12.

13.

morfologicheskie osobennosti [dissertation abstract].
Omsk, 2010. 22 p. (In Russ.)

Ivanova ll, Gnusaev SF, Koval’ NYu. Osobennosti tech-
eniya boleznei mochevydelitel'noi sistemy u detei
s displaziei soedinitel'noi tkani. The Russian Pediatric
Journal. 2012;(4):32-35. (In Russ.)

Ivanova I, Gnusaev SF, Koval’ NYu. Khronicheskii
vtorichnyi pielonefrit i nedifferentsirovannaya dis-
plaziya soedinitel'noi tkani u detei. Proceeding of
the V Russian forum with international participa-
tion “Pediatriya Sankt-Peterburga: opyt, innovatsii,
dostizheniya™. Saint Petersburg, 2013. P. 69-76.
(In Russ.)

Ivanova YuV. Klinicheskie i fenotipicheskie osobennosti
detei s pielonefritom pri puzyrno-mochetochnikovom
reflyukse [dissertation abstract]. Moscow, 2005. 28 p.
(In Russ.)

Kadurina Tl, Gorbunova VN. Displaziya soedinitel’noi
tkani: rukovodstvo dlya vrachei. Saint Petersburg:
Ehlbi-SPb, 2009. (In Russ.)

Kaldybekova AA. Osobennosti vtorichnogo pielone-
frita u detei na fone nedifferentsirovannoi displazii
soedinitel’noi tkani [dissertation abstract]. Yekaterin-
burg, 2008. 24 p. (In Russ.)

Kalmykova AS, Fedko NA, Bondarenko VA, et al. Dis-
solution of connective fabric as background state in
children with diseases of urinary system organs. Med-
ical news of the north Caucasus. 2017;12(2):160-163.
(In Russ.) DOI: 10.14300/mnnc.2017.12045
Kartseva AYu, lvanova Il. Sravnitelnyi analiz mikrob-
nogo spektra vozbuditelei ostrogo i khronicheskogo
pielonefrita u detei g. Tveri i drugikh regionov Rossii.
Proceeding of the XIIl Russian forum “Zdorove detei.
Sovremennaya strategiya profilaktiki i terapii vedush-
chikh zabolevanii”. Saint Petersburg, 2019. P. 15-18.
(In Russ.)

Koval’ NYu, Ivanova Il, lvanova AA. Rannii anamnez
detei s khronicheskim pielonefritom na fone dis-
plazii soedinitel'noi tkani. Proceeding of the VI Con-
gress of pediatricians of the CIS countries “Rebenok
i obshchestvo: problemy zdorov'ya, razvitiya i pitaniya’.
Minsk, 2014. P. 64. (In Russ.)

Loginova EN, Nechaeva Gl, Shupina MI, et al. Otsenka
funktsional’nogo sostoyaniya i gemodinamiki pochek
u patsientov s displaziei soedinitel’noi tkani. Lechas-
chivrach. 2016;(1):58-62. (In Russ.)

Mambetova AM. Osobennosti mekhanizmov progres-
sirovaniya zabolevanii pochek vrozhdennogo i priobre-
tennogo kharaktera na fone displazii soedinitel’noi tkani
u detei [dissertation abstract]. Saint Petersburg, 2012.
33 p. (In Russ.)

Nechaeva Gl, Konev VP, Druk IV. Patologiya pochek
pri displazii soedinitel'noi tkani. Lechaschi vrach.
2016;(1):54-57. (In Russ.)

@ Tlegmarp. 2022.7. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

ISSN 2079-7850



OPUTUHANbHBIE CTATbW / ORIGINAL STUDIES

63

14.

15.

16.

17.

18.

Pavlenko IV. Optimizatsiya lechebno-diagnostichesk-
ogo podkhoda k vedeniyu detei s anomaliyami
mochevydelitel’noi sistemy s raznoi vyrazhennost’yu
proyavlenii displazii soedinitel’noi tkani [dissertation
abstract]. Moscow, 2016. (In Russ.)

Pleshkova EM, Dlin VV. Prognostic value of con-
nective tissue dysplasia in children with uri-
nary tract infection. Russian Bulletin of Perinato-
logy and Pediatrics. 2019;64(6):68-72. (In Russ.)
DOI: 10.21508/1027-4065-2019-64-6-68-72
Kadurina TI, Gnusaev SF, Arsentev VG. Multiorgan
disorders in connective tissue dysplasia in children.
Algorithm of diagnosis. Management tactics. Draft of
Russian recommendations. Part 2. Medical news of the
North Caucasus. 2016;11(2-2):239-263. (In Russ.)
DOI: 10.14300/mnnc.2016.11050

Sidorovich OV, Goremykin VI, Koroleva IV. Displaziya
soedinitel'noi tkani i zabolevaniya pochek u de-
tei i podrostkov. Gnusaev SF, Kadurina TI, Nikolae-
va EA, editors. Rossiiskii sbornik nauchnykh trudov
“Pediatricheskie aspekty displazii soedinitel’noi tkani”.
Moscow, Tver, Saint Petersburg, 2010. P. 284-287.
(In Russ.)

Sumenko VV, Lebed’kova SE, Trusova OYu, et al. Pa-
rameters of ultrasound examination of the abdominal
cavity organs and kidneys in children and adolescents
with connective tissue dysplasia. Medical news of
the north Caucasus. 2016;11(2):286-289. (In Russ.)
DOI: 10.14300/mnnc.2016.11057

¢ /lHdopmaunsa 06 aBTopax

19.

20.

21.

22.

23.

Uzunova AN, Glukhova LV. Osobennosti kliniches-
kogo techeniya i gemodinamiki pochek u detei
skhronicheskim pielonefritom,razvyvshemsya nafone
displazii soedinitel'noi tkani. Gnusaev SF, Kadurina Tl,
Nikolaeva EA, editors. Rossiiskii sbornik nauchnykh
trudov “Pediatricheskie aspekty displazii soedinitel’noi
tkani”.  Moscow, Tver, Saint Petersburg, 2010.
P.288-294. (In Russ.)

Fadeeva OYu, ChemodanovVV, Krasnova EE. Phe-
notypic characteristics of children with diseases
of urinary system due to metabolic disorders. Sibe-
rian Medical Review. 2016;98(2):74-80. (In Russ.)
DOI:10.20333/25000136-2016-2-74-80
Khrushcheva NA, Safronova LE, Andreeva DM, Miro-
nova NV. Osobennosti techeniya patologii organov
mochevoi sistemy na fone nedifferentsirovannoi dis-
plazii soedinitel’noi tkani. Gnusaev SF, Kadurina TI,
Nikolaeva EA, editors. Rossiiskii sbornik nauchnykh
trudov “Pediatricheskie aspekty displazii soedinitel’noi
tkani”.  Moscow, Tver, Saint Petersburg, 2010.
P.295-302. (In Russ.)

Chemodanov VV, Krasnova EE. Osobennosti techeniya
zabolevanii u detei s displaziei soedinitel’noi tkani.
Ivanovo: GOU VPO IVGMA Roszdrava, 2009. 140 p.
(In Russ.)

Khrushcheva NA, Safronova LE, Makarova YuV, et al.
Osobennosti techeniya vtorichnogo pielonefrita na
fone nedifferentsirovannoi displazii soedinitel'noi
tkani. Ural Medical Journal. 2007;(9):67-72. (In Russ.)

¢ Information about the authors

*puHa UNeopesHa MeaHosa — KaHA. Med. HayK, AOLEHT Kadenpsbl
nenmaTpum nepmatpuueckoro dakynsreta. ®rbOY3 «TBepckoin
rocyAapCTBEHHbIA MEQUUMHCKUIA yHUBEPCUTET» MuH3apasa
Poccuu, Teepsb, Poccus. E-mail: drabador@yandex.ru

Hamanes OpbesHa Kosans — 3aBepytollas OTAeNEHUEM
KpyrnocyTouHoro npeboiBaHus. N6Y3 Teepckoit obnactu
«[leTckas ropoackas knuHuyeckas 6onbHuua N2 1x», Teepb, Poccus.
E-mail: natasha.koval@gmail.com

* ABTOp, OTBETCTBEHHbIN 3a nepenucky / Corresponding author

*Irina I. Ivanova — MD, PhD, Associate Professor,
Department of Pediatrics. Tver State Medical University,
Ministry of Health of the Russian Federation, Tver, Russia.
E-mail: drabador@yandex.ru

Natalia Yu. Koval — Head of the Department for a 24-hour
Stay. Children’s City Clinical Hospital No. 1, Tver, Russia.
E-mail: natasha.koval@gmail.com

@ Mlenmatp. 2022.T. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

elSSN 2587-6252



(DenepanbHoe rocyaapCcTBeHHoe HIIKETHOE 06Pa30BaTENbHOE YUPEXAEHHE BbICLIETO 06pa30BaHMS

CAHKT-NMETEPBYPICKUWA FOCYAAPCTBEHHbIN
NEOQUATPUYECKUA MEOULUMUHCKWUA YHUBEPCUTET

@/Qﬁﬁ MuHucTepcTBa 34paBooxpaHenuns Poccuitckoii Oepepaumn

CEPOEYHO-NErOYHASl PEAHUMALMA DETEN U B3POCbIX.
BA30BbIA CUMYNIALLMOHHDINA KYPC

3AHATUA NO MEPE KOMMNEKTOBAHUA TPYNN

ITOCJIE OBYYEHV Bbl OBJIAJEETE CIEQYIOIIMMI HABBIKAMM:

U BBITIO/THUTDb COBPCMEHHBIIZ Me)K,I[YHaPO}IHbIIZ IIPOTOKOJI ITPpOBENEHM A cepnequ—nerquOﬁ[ peaHmManmmn 'y ,I[eTef/Jl
" B3pOCIIbIX;

e  JCIIONIb30BAaTh aBTOMATMYECKNIT HapY>XHbIN gedubpumiarop (AH]I) n coBpeMeHHbIe cpeficTBa, 0becrednBa-
e 6e30IacHOe IPOBefieHNe ICKYCCTBEHHOTO JIbIXaHMA (JINLeBYI0 MacKy);

. pa60TaTb B KOMaH[€ IIpY BbIIIO/THEHNN 6a30BoOro PE€aHVIMallIOHHOI'O KOMIIJIEKCA.

Kareropus o6y4aromuxcs: KommuectBo 4enoBexk B rpymnme: 10.

Bpauu Bcex crienmanpbHOCTe, MegMLMHCKNe paboTHKM  CromMocThb 06ydenusa: 10 000 py6ieii.

CpefHero 3BeHa.
pen MecTto nnpoBefennA:

®opma 00ydeHMA: OUHASL. .
AKKpefuTalVIOHHO-CYMY/IAIVIOHHBIN IIeHTP

TPYJIOéMKOCTb o6yqe1{ml: 18 akageMmyecKmx 4acos. He'u]/[an]/[quKoro YHUBEPCUTETA,

KonuuectBo gHeil 00yueHus: 3. Cankr-Ilerep6ypr, JlntoBckas yi., 1. 2.

B pesynvmame ycnewno20 6vinonHeHuss 00n0AHUMENbHOU NPOPeccuoHanvHoll nPozpammuol NOBvIUeHU K-
nuduxayuy 8vI0aéMcsT 00KyMeHm YCMaHo8eHH020 00pasua — YoocmosepeHue o nosviuieHuu Kéanuduxkayu.

TenedoH: +7 (812) 416-52-25
JneKTpoHHas noyta: gpmafpk@mail.ru
Anpec: r. Caukt-lNetepbypr, yn. Jintosckas, 4.2,

ABMUHUCTPATMBHBIN KOPNYC, 3-1 3Tax, kabuneT 303 WWW.GPMU.ORG




OPUTUHANbHBIE CTATbW / ORIGINAL STUDIES 65

DOI: https://doi.org/10.17816/PED13465-74
HayuyHas cTaTbs

MOYEBbIE BUOMAPKEPbI Y IETEN C 3ABOJIEBAHUAMMU MOYEK
C YYETOM OXWPEHUA

© T.J1. Hactaywesa, A.B. XaH, E.H. Kynakosa, I'l. Bonocoseu, E.M. Yunuyra, T.B. Yybapos,
O.B. Typosuy, N.B. IpebeHHMKOBA

BOpOHEXCKWI roCyaapCTBEHHbIA MeanUMHCKKMIA YHuBepcuTeT uM. H.H. bypaenko, BopoHex, Poccus

Ana yumuposaHuA: Hactaywesa T.J1., XaH A.B., Kynakosa E.H., Bonocosew, I'T,, Ynuyra E.M., Yy6apos T.B., Typosuy O.B., pebeHHnKosa W.B.
Mouesble 61oMapKepbl y AeTeit ¢ 3aboneBaHMAMM noyek C yuyetom oxupenusa // Megmatp. — 2022. — T. 13. — Ne 4. — C. 65-74.
DOI: https://doi.org/10.17816/PED13465-74

AKTyanbHOCTb. MHOrMe MCCNefoBaTeNM OMUCLIBAOT MOBPEXAEHUE MOYeK MpU OXUPEHWW, B TOM uMucie Yy LeTei, KoTopoe
MOXeT pa3BMBaTbCA HE3aMeTHO, 6e3 KIMHMYeCKMX CUMNTOMOB. BO3MOXHO, AMArHoCTMKa NoYeyHOro NOBpeXAeHMs Ha paHHUX
CTafMAX NPU OXMPEHUW Y AeTeit MOXKeT ObiTb yNydylleHa C MOMOLLbI0 UCCNeA0BaHMS TaKMX MapKepoB MOYEYHOro NMOBpEeX-
neHus, kak KIM-1, NGAL, IL-18, B,-mg.

Lenb — cpaBHUTeNbHOE OnpeaeneHne Mo4yeBblX 6MOMapkepoB TybynspHOro NOYEYHOro NMOBpeXAeHus y AeTel npu 3abo-
NeBaHMUAX noyek, NPOTEKAKLWMX HA HOHE OXMPEeHUs.

Marepuanbl u Metoabl. Y 78 peteit B Bo3pacTe oT 7 Ao 15 net (40 peteit c 3a6oneBaHnaMM noyek Ha GoHE HOpPMaNbHOM
Maccel Tena u 38 maumeHTOB € 3aboneBaHUAMM Moyek Ha dOHe OXMpeHus) Bbina uccnenoBaHa KOHLEHTpAUMS Bbilleymno-
MSIHYTbIX MOYEBbIX MapKepoB MOBPEXAEHMS MOYEK U ee OTHOLWEHWE K KPeaTUHWHY MOYM (HOPMUPOBAHHbIE MOKasaTenw),
a TakXe NpoBefeH KOPPensuMOHHbIA aHanus.

Pesynbrathl. B rpynne petei ¢ 3aboneBaHnsMM noyvek Ha GoHe oxumpeHus ypoBeHb moyeBoro KIM-1 umen 6onee Bbicokue
3HaueHus, a KoHueHTpauusa NGAL, IL-18 n ,-mg B Moue bbina 6113KOM N0 3Ha4YeHWo B 0b6enx rpynnax geteid. Mpu aHanuse
«HOPMMPOBAHHbIX» MOKasaTenei focToBepHocTb Ans Mapkepa KIM-1 coxpaHsnack. Npu KoppensuMoHHOM aHanuse 6bian
BbISIBIEHbl 3HAUYMMble CBSI3M MEeXAY MoKasaTensiMu Maccbl Tena v KoHueHTpauuein NGAL mouu, npuyem B obeux rpynnax
NaLneHToB.

3aknioveHue. OnpeneneHne moveroro KIM-1 MoxeT MMeTb NpakTUYECKOe 3HaYeHne ANS CYXAEHUS O Hannymuu TybynapHoro
MOYEeYHOro MOBPEXAEHUS Yy AeTell C OXMpPEeHMEM Ha doHe 3aboneBaHWii noyek. YCTAHOBNEHHbIE 3HAYMMblE KOPPeNnsuUoH-
Hble cBs3n mapkepa NGAL ¢ nokasaTensimMu MaccCbl Tena MOryT CBMAETENbCTBOBATb O €ro AMArHOCTUMYECKOM 3HAYeHUU Npwm
OXWPEHWUMW Y AeTel, HE3aBUCUMO OT Hanuuus 3aboneBaHuit noyex.

KntoueBbie cnoBa: feTtu; 3a6oneBaHMsa noyek; MapKepbl NOBPEXAEHNA NMOYEK; OXUPEHUE.

Moctynuna: 21.06.2022 Opobpena: 22.07.2022 Mpunsta k nevatu: 30.09.2022
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URINARY BIOMARKERS IN CHILDREN WITH KIDNEY DISEASES TAKING

INTO ACCOUNT OBESITY

© Tatiana L. Nastausheva, Anna V. Khan, Elena N. Kulakova, Galina G. Volosovets,
Ekaterina M. Chichuga, Timofey V. Chubarov, Olga V. Gurovich, Irina V. Grebennikova

N.N. Burdenko Voronezh State Medical University, Voronezh, Russia

For citation: Nastausheva TL, Khan AV, Kulakova EN, Volosovets GG, Chichuga EM, Chubarov TV, Gurovich OV, Grebennikova IV.
Urinary biomarkers in children with kidney diseases taking into account obesity. Pediatrician (St. Petersburg). 2022;13(4):65-74.
DOI: https://doi.org/10.17816/PED13465-74

BACKGROUND: Overweight and obesity in children are one of the most serious problems of the modern world. There
are mane publications devoted to kidney injury in patients with obesity. This injury in developed imperceptibly, without
clinical symptoms. Probably the diagnostics of kidney injury in children with obesity may be improved by studying new
urinary markers: KIM-1, NGAL, IL-18, §,-mg.

AIM: Aim of our study was the comparative analysis of urinary markers of tubular kidney injury (KIM-1, NGAL, IL-18, B,-mg)
in children with obesity and kidney diseases.

MATERIALS AND METHODS: We have been studied 78 children aged 7-15 years: 40 children with different kidney di-
seases and 38 patients with obesity and kidney diseases. The results of the study were presented as markers concentra-
tion in urine and as relation to creatinine (normalized indicators).

RESULTS: In children with obesity and kidney diseases the level of KIM-1 was more high in comparison with the child-
ren without obesity. The concentration of other markers (NGAL, IL-18, ,-mg) did not differ in children of two groups.
The same results were received when analyzing normalized indicators. It was appeared significant correlation between
body mass of patients and NGAL of urine in both groups.

CONCLUSIONS: Investigation of urinary KIM-1 have significance for diagnostics of tubular kidney injury in children with
obesity on the background of kidney diseases. Established significant correlation NGAL with body mass can testify about
it is diagnostic significance for obesity regardless of kidney diseases.

Keywords: children; kidney diseases; markers of kidney injury; obesity.
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AKTYAJIbHOCTb

OnHa u3 cepbe3Hemx npodnem ast Poccun, xak
W JUTI MHOTHX CTpaH MHpa, B HACTOSIIEEe BPEMS — AOTO
oxupenue [1, 12, 15]. Oxupenne B IETCKOM BO3pacTe,
KaK ¥ y B3pOCIBIX, MOXXHO paccMarpuBarh Kak (akrop
pHCKa pa3BUTHA XPOHHYECKUX 3a00NeBaHMH, BKIIOYAs
xpoHudeckyto Oomesns mouek (XbII) [11, 20]. ITouku
OepyT Ha cebst (PYHKIMIO KOPPEKIIMHA METa0O0I3Ma TIPH
HapacTaloleM H30bITKE KHUpa B OpPraHu3Me M MO3TOMY
CTaHOBSITCSl OTHMMH W3 DJIABHBIX OpPraHOB-MHIICHEH,
YA3BUMBIX ITpU OykupeHun [8, 12]. V B3pocibIx nokasa-
HO, YTO BEPOSITHOCTh CHIKEHUSI CKOPOCTH KITyOOYKOBOM
¢dunsTpanmy (CKD) menee 60 MiI/MHUH 3HaYMMO BO3pac-
TaeT npu Hanmuunu oxupenus [10]. XapaxrepHas oco-
OCHHOCTh HAYaJIbHOTO TOPAKEHHUS TOYEK B YCIOBHSIX
W30BITOYHOTO JKHUPOOTIIONKEHUS] — KITyOOUYKOBasi THIIEp-
unpTparus [18]. YV gerelt ¢ oxupeHeM HE3aBHCUMBIM
(hakTOpOM pHCKa TIOPAKEHHSI KAHAJIBIICB TTIOYEK CUMTACTCS
qucnunuaemMust. JlokasaHo, 4To y manueHTtoB ¢ Hedpo-
naTusMH Ha (POHE BUCLIEPATIBHOTO OKMPEHHS JIMTIHAIHBIN
CIEKTP CBHIBOPOTKU KPOBU XapaKTEPU3YETCs MTOBBINICHHU-
€M aTepOTeHHOCTH JIMIIU/IOB TP CHM)KEHUH XOJIeCTepH-
Ha JIUTIONPOTEHHOB BBICOKOW IIOTHOCTH, YBEIMYEHHUEM
OOILEro XOJNecTepoia, JUIONPOTEHI0OB O4YeHb HHU3KOH
TUIOTHOCTH B COYETAaHWH C TUMEpIICNTHHEMUEeH W Ha-
pymieHreM ToJiepaHTHOCTH K Tiroko3e [3]. Ilpum XBII
-1V craguu B ®UPOBOU TKaHW MAlIMEHTOB, CTPaJaro-
HIUX O)KUPEHHEM, ObLTH OOHAPYKEHBI TIOBBIIICHHAS YKC-
npeccusi MPOBOCTIAVIUTENIBHBIX LUTOKMHOB M HMH(HIb-
TpaIysi IMMYHOKOMIIETEHTHBIMH KJIETKaMH, YTO MOXKET
YCKOPHTH pa3BUTHE TUCPYHKINH TTOYKH U BECTH K TIOTe-
pe byukipn Hedpona [18, 19]. dus quarnoctuku XbIT
TPaJNIIMOHHO HCIIONB3YIOTCS JIBA OCHOBHBIX ITOKAa3are-
ms1: CK® u cooTHOLIEHHE aIbOyMUHYPHs/KPEaTHHUHY-
pust. Ho KoHIIeHTpaIyst KpeaTHHUHA B KPOBH HE MOXKET
CITy)KUTh WACaTbHBIM MapKepOM MaTOJOTHH TIOYEK, TaK
KaK ero ypoBeHb BapbHUpyeT B 3aBHCHUMOCTH OT MHO-
rux HepeHanbHbIX (aktopos [9]. [losToMy B HacTosiee
BpeMsi B Ka4eCTBE NUArHOCTHYECKHX KpUTEpHEB TyOy-
JSIPHOTO TIOYEYHOTO TTOBPEKACHUS TPEITIOKEHBI TaKue
OroMapkephl, Kak: MOJIEKyJa MOBPEXKICHHUS TOYeK —
1/kidney injury molecule (KIM-1), neiirpodmibHbIit
JKEJIaTUHA30-aCCOLMUPOBAHHBIN JIMIIOKAINH — nheutro-
phil gelatinase-associated lipocalin (NGAL), wuntep-
neiiknH 18 — interleikin-18 (IL-18), Gera-2 mmkpo-
mo0ymuE —  beta-2-microglobulin (,-mg), kotopbie
HE 3aBUCAT OT (QIIBTPAMOHHON QyHKIMK mouek [7, 9, 11].
JlaHHbIe Mapkepbl YK€ JOCTaTOYHO XOPOILO HM3y4YEHBI
nipy OOJIE3HSX TOYEK, HO TIPU OXKHPEHUU y JeTel mpak-
THYECKH HE PacCMaTPHBAIINCH.

Llenv uccnedosanus — omnpeneseHnue ypoBHs Move-
BBIX MapKepoB TyOYJSIPHOTO MOYEYHOTO MOBPEKACHUS
(KIM-1, NGAL, IL-18, B-mg) y mereit ¢ 3abonesa-
HUSIMU TI04eK Ha (JOHE OXKHPEHUS.

MATEPWUANbI U METOLbI

B uccnenosanue ObUTH BKJIFOYEHBI 78 IETEH B BO3-
pacte ot 7 go 15 mer: 40 mereit ¢ 3aboneBaHMSAMHU
moyek Ha (hoHEe HOpMaJIbHOW Macchl Tena (rpymma 1)
u 38 manueHToB ¢ 3a00JieBaHUSAMH IMOYEK Ha (HoHE
oxupeHus, uHAekc wmaccel Tema (SDS UMT) >+2
(rpymma 2). Bee metn Haxoawiwch Ha OOCIETOBaHUH
n neuenuu B bY3 BO «Boponexckas oOmacTHas
JeTcKas KiIumHWYeckass OonpHHIA Ne 1» B Hedpoio-
TMYECKOM OTJiesieHHH. 3a0o0jeBaHusl MOYEK BKIIIOYA-
JU CJIEIYOIIYI0 TMAaTOJIOTHIO: TIIOMEPYISIpHbIE OoJe3-
a1 — y 13 manwmentoB (6 — 15,0%, 7 — 18,4 %
MO TPYINIaM COOTBETCTBEHHO), WH(EKIHS MOYEBBIX
nyred — y 12, nuenoneppur — y 37 (23 — 57,5 %,
14 — 36,8 % mo rpymnmaM COOTBETCTBEHHO) U JIpy-
rue 3a0oneBanus (6e3 nHpeknnn) — y 16 manueHToB
(9 — 22,5 %, 7— 18,4 % mo rpynmaM cCOOTBETCTBEH-
HO). O0crnenoBanue ObUIO TPOCIEKTHBHBIM B ITEPHO
¢ 01.2019 mo 06.2020. Y Bcex oOCIIeIOBaHHBIX Ae-
TeH, KpOME KIMHUYECKOTO OCMOTpPA C OIpEeIeHuEM
(PM3UYECKOTO Pa3BUTHSA, WCCIEAOBAIH KIMHUYECKHHA
1 OMOXMMHYECKHH aHaJ Hu3bl KPOBH, aHAIM3bl MOYH,
MPOBOAMIM  YIBTPA3BYKOBOE HCCJICIOBAHHE IOUYCK
U MoueBOro my3sips. IlapameTpbl (QyHKIIMOHAIBHOTO
COCTOSIHHS TIOYEK OIICHMBAIM 10 MpoOe 3UMHHIIKOTO
u o CK®, paccuntannoit mo popmyne Ilrapma [17].

Jist  mccrmenoBaHMsT MOYEBBIX MapKepoB  TyOy-
JSIPHOTO TOBPEKACHUS TOYEK IEPBYIO YTPEHHIOKO
MOPLMI0O MOYH COOHMpald B JIBE IUIACTHKOBBIE IIPO-
Ooupku Vacuette (ogHa TpoOWpKa TperTHa3HAYaIach
JUT OTIpeZieNieHHs] KpeaTHHNHA MOYHM, BTOpas — JUIS
WCCIIEIOBaHUSI MOYECBBIX MapKepOB TOBPEKACHUS TMO-
sek: NGAL, KIM-1, IL-18, B,-mg). Moua nereit
XpaHWIach B MOPO3WJIBHON Kamepe IpH TeMmIepary-
pe =70 °C, makcumanbHO A0 6 Mmec. MccnenoBaHue
npoBomwiin Ha aHaimm3atope Multiskan Go, (Thermo
Fisher Scientific, ®unnsanus). [IpomMbIBKy MiaHmera
OCYILECTBIISUIM C IOMOIIBIO IJIaHIIETA-OTMbIBATES
Uit uMmMyHo(pepmenTHoro anainuza Wellwash (Thermo
Fisher Scientific, ®uansuans), naKyOanuio (B ciaydae
HEOOXOAMMOCTH) — C HCIIOJNB30BAaHUEM TEPMOIIIEH-
kepa PST-60HL-4 (Biosan, JlarBus). Mcnonb3oBaiu
aHaIM3aTop OMOXUMHYECKHH (OTOMETPHUYECKUH KH-
Hetnyeckuit Abx®k-02 «HIIII-TM» co BCTpoeHHBIM
npuntepom 1o TY 9443-010-11254896-2002, ¢ ompe-
nenenueM coxepkanus kpearmamHa (OOO HIIIT
«Texnomenukay, Poccus).

Mouy uentpudyruposamu 10 mun npu 3000 06/MuH
JUTSL TIONTyYeHHsI HAJ0CaJOYHOMN JKUIKOCTH, MCIIONIb30-
BaBIIlelics B JaJbHEHIEH padore.

HUccnenoBanue criennpuiecKux MapKepoB B Moue
MPOBOJWIN C HCIOJNBb30BaHUEM HAaOOpOB pearcH-
TOB: 1) s ompeneneHus COJAEpKaHUS KpeaTHHH-
Ha B Moue MetomoMm Sdde Oe3 menmpoTemHU3AINH,
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KOJIODUMETPUUECKUH, KHHETHKa IO JIBYyM TOYKaM.
Jnuna Bonusl B mpenenax 490-510 HM, nuHEHHOCTH
B muamna3zoHe ot 35,4 mo 1350 mxmons/n. UyBcTBH-
TEJIBHOCTh 25 MKMOJB/1. Mouy passoguiu B 50 pa3
(monydeHHble KOHIEHTpalMH YyMHOXHIM Ha 50).
Cepus 0110520, Ne 10102, pnara uU3roTOBIECHUS
27.05.20, AO «/Ilmakon-/IC», Poccus; 2) mns kommde-
cTBeHHOTO onpenenenus NGAL B Mode METOIOM HMMY-
HO(epMEHTHOT0 aHaiu3a (Habop Ha 96 onpejiecHuMi).
Hmuna Bonabl 450 aM. YyBctBuTenbHOCTh 0,02 HI/MIL
PasBenenue moun 1 : 10 (momydeHHBIE KOHIICHTPAIUH
ymuokmwa Ha 10), kar. Ne RD191102200R, mor E
20-031, romen mo 03.2021, mpomsseneno BioVendor
Research and Diagnostic Products, Yemickas Pecmy-
Onmuka; 3) Uil KOJIMYECTBEHHOTO ONpeenenus f3,-mg
B MOYE METOJOM HENpsSMOro TBepAo(a3HOro HMMY-
HOpepMeHTHOTO aHanmu3a. DoTomMeTpus TpH ITH-
He BoiHbl 450 HM. UysctBurenbHOCTh 0,1 MKI/MIL
Pa3Benenue B 10 pa3 (mosyueHHbIE KOHIIEHTPALUHU yBe-
muumi B 10 paz). Orgentec Diagnostika GmbH, xar.
Ne ORG 5 BM, mor 2003762, roger mo 06.10.2021.
[Ipomsseneno ORGENTEC Diagnostika GmbH,
I'epmanus; 4) nas KOJIWYECTBEHHOTO OMPEICIICHUS
KIM-1 B Moye MeETOIOM HMMMYHO(EPMEHTHOTO aHa-
nu3a. dortomerpus npu anuHe BosuHbl 450 HM. UyB-
cTBUTENbHOCTE 3,13 mr/mi. Pasenmenme 1 :4 (momy-
YeHHBIE KOHIICHTpauu yMHOKUIM Ha 5). Cioud-Clone
Corp., xar. Ne SEA785Hu, cepust 7C20637A38, nor
200826373, rogen mo 04.2021, Kuraii; 5) mias xoju-
yecTBeHHOTo onpezaenenus IL-18 B moue meTonom um-
MyHO(MepMeHTHOTO aHanm3a. DoTomeTpus mpu ATHHE
BonHbl 450 M. YyBcTBUTENnbHOCTE 9 mr/mi. PasBe-
nenue He TpeOyercs. Invitrogen, BenderMwdSystems
GmbH, kar. Ne BMS267-2, nmor 236202-001, roxmen
no 09.2021, Ascrpus.

CratucTudyeckne MeToIbl MCCIeJ0OBAHUSA

CrarucTuyeckuil aHalu3 JaHHBIX IPOBOIWIN
c momolplo makera nporpamm Microsoft Office
Excel 2010, Statistica v.6.0. OOpabOTKy HTaHHBIX
OCYUIIECTBIISUIM C pacueToM CpefaHei apudpmernye-
ckoit (M), cTaHAapTHOTO OTKIOHEHHS (G), Meaua-
Hbl M MHTEPKBapTUIbHOTO pasmaxa (Me [Q,; O,]).
JlJis1 Ka4eCTBEHHBIX MPU3HAKOB BBIYUCIISIN 3HAYCHHS
aOCOJTIOTHOW M OTHOCHTEIFHON YacTOTHI BCTPEUaEMO-
ctu. [l cpaBHeHHA MoKa3aresneil (u3nIecKkoro pa3Bu-
THS y AeTel UCTIOIb30BAIN Z-OLEHKH (Z-score) ITMHBI
tena juis Bo3pacta (HAZ), maccel Tena nnst Bo3pac-
ta (WAZ) u UMT nns Bo3pacta (BAZ), BeruncieHHbIE
M0 CTaHJapTHON MeTojMKe BcemupHON opraHuzaiuu
3/IpaBOOXpAHEHHS C UCIOIb30BaHneM nporpamm WHO
AntroPlus 1 WHO Antro [22] .

[IpoBepky cornacust HaOMIOAAEMBIX pacIpeaeIeHni
C HOPMaJIbHBIM OCYIIECTBIISUIA C MCIIOIb30BAaHUEM Te-

cra Ilamupo — Yunkca. Ilpn Hamuumu Manbix BBIOO-
POK U ONPOBEPKEHUU TUIIOTE3bl O HOPMAIBHOCTH pac-
MpeAeICHUs] ISl BBISIBICHUS PA3IMUANA MEXIY JIBYMsI
rpynnamMu NpUMEHsUIN HeNapaMeTpUYeCKU KpUTEPUid
Manna — YutHu. i1 OLIEHKH CTaTUCTUYECKON 3HAYu-
MOCTHU KauE€CTBEHHBIX MOKa3aTeJIel UCIOJIb30BAIN TOY-
Hbld kputrepuit Guiepa. Ecinu oxxujiaemoe 3HaueHUE
o6but0 >10 — kpurepuii y* ITupcona. Koppensimon-
HBI aHaJIM3 TPOBOJUIIM C HCIOJb30BaHHEM K03(ddu-
LueHTa panroBoil xoppessiunu Crnmpmena (R).

Paznuuusa Mexay nepeMeHHbIMUA CUUTAIUCH CTaTH-
CTUYECKH 3HauYMMbIMU Tipu p < 0,05.

PE3YNbTATbI

CornacHo CTaTUCTUYECKOMY CPABHEHMIO JETH JBYX
00CJIeTOBaHHBIX TPYIMIl HE PazIUYajnNch MEXKIY CO-
0oif o oy W Bo3pacty (Tadm. 1), HO OTIWYAIHCH
no Z-ouenkam MMT, xotopsle y aeteil 2-il Tpymimbl
MpEBBIIIATM HOPMATUBHbBIE MOKA3aTeNd M IMOKa3aTean
jgetei 1-i rpynmel. Y Bcex naeredl 2-M Tpymnmbl nMe-
JI0 MECTO AK30T€HHO-KOHCTHUTYIIMOHAIBHOE OKHPEHUE.
B orHOwIEeHNH Z-OLIEHOK JJIMHBI Tea JETH JBYX HC-
CIIelyeMBIX TPYII HE Pa3IN4yalnucCh; Z-OLEHKHU COOT-
BercTBOBasin HOopMme (Z=or —1 mo +1). B tabm 2
MIPUBEJICHBl KJIMHUKO-JIA00paTOpHBIC TapaMeTphl 00-
CJIEIOBaHHBIX JIETEH.

CornacHo NaHHBIM, IPUBENCHHBIM B Tabi. 2, meTH
JBYX OOCIHEeIyeMBIX TpYI JOCTOBEPHO HE paszinya-
JUCh MO0 OOJBIIMHCTBY JIAOOPATOPHBIX IOKa3aTelei
KPOBH M MOYH, a TaKKe IO YPOBHIO apTepHUaTbHOTO
TABJICHUS, KaK CHCTOIMYECKOTO, TaK W JAMACTOJIHYe-
ckoro. OTnnuns B o0IIeM aHajIu3e KpoBH OOHapyke-
Hbl TOJIBKO 10 YPOBHIO I'eMOIIIOOMHA (IIPU HAJTHYUH
OXXHMPEHHUsI OH ObUI TOCTOBEPHO BBIIIE); HO BCE MPHBE-
JICHHBIE B TaOIUIlE JTa0OpaTOpHBIE TTApaMeTPhI HE TIpe-
BBIIIIAJI HOPMY HH y OJHOTO peOeHKa.

JlanHble, TONMy4YeHHBIE TPH HCCIEJOBAHUU Map-
kepoB moBpexnenus mnouek (KIM-1, NGAL, IL-18,
B,-mg) B Moue€ y JeTel BbINIEyKa3aHHbBIX JBYX TDPYIII,
MIpeJICTaBIeHBl B Ta0MI. 3.

3nauenus KIM-1 B rpymme neteit ¢ OKHpEHU-
eM HMMenu OoJiee BBICOKHH YPOBEHb IO CPaBHEHHIO
C TPYIIION JeTel ¢ 3a00JeBaHUSIMU TMOYCK TPU HOP-
ManbpHOH Macce Tena (Tabm. 3). CTaTHCTUYEeCKH 3Ha-
YUMBIX PA3JINYUiA B MOKA3aTeNIX OCTAIBHBIX TPEX MO-
YEBBIX MApKEPOB y JETEH CPaBHUBAEMBIX JBYX TPYIII
HE YCTaHOBJIEHO.

[TockonbKy M3ydaemble MapKepbl OBLTH MTPECTaBIIC-
HBI HE TOJBKO KaK WX KOHIIGHTpPAIUs B MOYe, HO M KakK
WX OTHOIICHHE K KONWYECTBY (B MTI) KpeaTWHUHA
B MoO4e (HOPMHMPOBAaHHbIE ITOKa3aTelr), MbI IPOBEIH
TaKkK€ UM MX CpaBHEHHE. Pe3ynbTarthl OKa3aluch clie-
JIYIOLMMU: Pa3lIudusi MEXKIYy JIByMs TPyIIaMu JeTei
MIPUOOPENH CTAaTUCTUIECKYIO 3HAYNMOCTh B OTHOIIIEHUH
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Tabnuya 1 / Table 1
Mon, Bo3pacT, Z-oueHKM ANuHbI U nHaekca maccel Tena (MMT) obcnenoBaHHbIX feTein
Gender, age, Z-scores of height and body mass index (BMI) of examined children

Z-OlI€HKH JJINHBI
tena (HAZ) /
Z-score of height (HAZ)

Me [0, 0]
0,39 [-0,45; 1,06]
0,46 [-0,04; 1,55]

0,81*

Z-ouenku UMT (BAZ) /
Z-score of BMI (HAZ)
Me [0, 0]
—-0,26 [-1,20; 0,65]
2,35 [1,8625; 2,82]
0,000000 *

Manpyuku/neBouKH /
Boys / girls

Bospacr / Age
Me [Q,; O]

I'pynma neteit / Groups of
children

I'pynmna 1/ Group 1 (n=40)| 18/22 (45,0 % / 55,0 %)
I'pynna 2 / Group 2 (n =38) | 16/22 (42,2 % / 57,8 %)
p 0,49 **

11,00 [7,00; 14,00]
13,00 [7,00;15,00]
0,49 *

Ilpumeyanue. Me — mennana, [Q; Q,] — MHTEpKBapTUIbHBIH pasmax. * U-kputepuit Manna — Yutuu; ** kpurepuit y* ITupcona.
Note. Me — median; [Q; O,] — interquartile range. *Mann-Whitney U-test; **y* Pirson test.

Tabnuua 2 / Table 2
CpaBHeHMe HEKOTOPbIX K/IMHMKO-1abopaTopHbIX nokasatesnen y obcnenyembix aetei, Me [Q,; O.]
Comparison of some clinical and laboratory parameters in examined children, Me [Q,; OQ,]

Iloka3zarens / I'pynma 1/ Group 1 I'pynma 2 / Group 2 "
Parameter (n=40) (n=40) p
g;;f)‘l’i“:;c‘(‘c":nﬁ;epm“ff‘(’)‘;flelr‘zﬁf;“e (eHTHIIE), MM PT. CT. / 63,00 [41,5; 74,7] 69,00 [41,25; 81,0] 0,21
HMaCcTOMYECKOE apTepHuaTbHOE AaBiacHUE (EHTUIB), MM PT. CT. /

giastolic AP (centiIl)e),II)nm of mezr[cury " ) b 56,00 [35,3; 71,00] 64,00 [49,5; 79,0] 0.62
['mioko3a kpoBu, MMoib/n / Blood glucose, mmol/l 4,99 [4,75; 5,22] 4,9 [4,6; 5,3] 0,64
AnannnamuHoTpancdepasa, En/n / ALAT, U/L 13,4 [9,1; 15,0] 17,50 [13,65; 36,8] 0,93
AcnapraramuHoTpaHchepasa, En/n / ASAT, U/L 30,20 [24,2; 32,5] 20,95 [16,8; 27,1] 0,58
MoueBrHa CHIBOPOTKH KpoBH, MMoJib/11 / Urea of serum, mmol/l 3,90 [3,32; 4,50] 3,8 [3,4; 4,40] 0,65
Kpearunun ceiBopoTkHu, Mr/mi / Serum creatinine, mg/dl 0,67 [0,59; 0,85] 0,76 [0,65; 0,89] 0,36
g’;‘ﬁ"gﬁ?&fﬁﬁ%‘(’;‘%ﬂ uurstpanu, ma/(mun - 1,73 w2/ 116,5 [104,8; 133,7] | 114,89 [104,5; 127,5] 0,1
Oo6muii 6enok, /1 / Total protein, g/l 74,1 [71,1; 78,1] 75,1 [71,7; 78,0] 0,71
T'emorno6uH, r/n / Hemoglobin, g/l 136,0 [128,3; 142,00] 139,0 [133,0; 148,5] 0,04
JleiikonuTsl kpoBH, Thic. MKJ / Blood leukocytes, th/ul 7,0 [5,35; 8,0] 7,2 [5,8; 9,65] 0,06
CkopocTh oceanust dputporuTos, Mmm/4 / ESR, mm/h 4,0 [3,0; 5,75] 5,0 [2,5; 8,0] 0,22
MakcucanbHblil yenbHbIH Bec Mour / Max spec. grav. 1023 [1015; 1026] | 1021,5 [1015,75; 1026,25]| 0,74
Ph mouu / Urine PH 5,0 [5,0; 5,75] 5,0 [5,25; 5,88] 0,13
Benox moun, r/n / Urine protein, g/l 0 [0; 0] 0 [0; 0] 0,46
Dputpouutsl Mouw, 11/3 / Urine red blood sells, f/v 0 [0; 0,25] 0 [0; 0,25] 0,34
Jleiikonutsl Mouw, 1/3 / Urine leukocytes, f/v 0,45 [0,1; 5,9] 0,75 [0,1; 5,15] 0,89
llpumeuanue. Me — mennana, [Q; Q,] — HHTEPKBapTUIBbHBIH pasmax. * U-kputepuit Manna — Yutuu. Note. Me — median;

[Q; O,] — interquartile range. * Mann—-Whitney U Test.

Mapkepbl nospexaeHus nodek NGAL, KIM-1, IL-18, B,-mg mMoun y obcnenoBanHbix aetei, Me [Q,; Q.]

Markers of kidney injury NGAL, KIM-1, IL-18, urine B,-mg in examined children, Me [Q,; O;]

Tabnuua 3 / Table 3

I'pynmna nereit /
Group of children

Mapxkepst / Markers

NGAL, ar/mn / ng/ml

KIM-1, nr/mn / pg/ml

IL-18, iir/mat / pg/ml

B,-mg, Mmxr/mn / pg/ml

I'pynmna 1/ Group 1 (n = 40)

4,49 [1,53; 7,57]

1419,25 [993; 1888]

109,8 [89,63;134,97]

11,08 [3,30; 19,7]

I'pynmna 2 / Group 2 (n = 38) 4,10 [0,7; 6,1] 24440 [1381; 3077] 109,60 [97,4; 136.,1] 10,59 [2,86; 19,57]
p* 0,64 0,06 0,34 0,26
lpumeuanue. Me — mennana, [Q; Q,] — HHTEPKBapTUIbHBIA pasmax. * U-kputepuil Manna — Yutuu. Note. Me — median;

[Q; O,] — interquartile range. * Mann—-Whitney U Test.
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Tabnuua 4 / Table 4

Mapkepbl noBpexaeHna noyek (HopMmpoaHHble nokasatenu) NGAL/Cru, KIM-1/Cru, IL-18/Cru, B,-mg/Cru y o6c/ieioBaHHbIX

neteit, Me [Q; O]

Markers of kidney injury (normalized indicators) NGAL/Cru, KIM-1/Cru, IL-18/Cru, B,-mg/Cru in examined children, Me [Q,; O,]

Mapxkepst / Markers

I'pynmna nereit /

Groups of children NGAL/Cru,

HI/MT / ng/mg

KIM-1/Cru,
nr/mr / pg/mg

IL-18/Cru,
nr/mr / pg/mg

f,-mg/Cru,
MKT/MT / ng/mg

Ipynna 1/ Group 1 (n=40)| 1,67 [0,686; 13,24]

1064,45 [632,78; 1635,74]

8,72 [5,33; 16,31] 4,92 [2,56; 12,92]

Ipynna 2 / Group 2 (n=38) | 2,47 [0,82; 4,26]

1630,564 [839,33; 3318,95]

13,50 [4,71; 23.47] 7,93 [5,44; 13,16]

p* 0,52

0,002445

0,12 0,06

Ilpumeuanue. Me — wmenmana, [Q;; O,] — MHTEPKBapTHILHBIN pa3max. * U-kpurepuii Manna — Yutuu. Note. Me — median;

[0,; O,] — interquartile range. * Mann—-Whitney U Test.

Tabnuya 5 / Table 5

KoadduumneHTsl koppensumm CnupmeHa (R) MoYeBbIX MapkepoB C NoKasaTes M1 Macchl U ASIMHbI TENA, apTEPUAbHOMO AaBEHNS
M CKOPOCTM KNyHouKoBoWM GuabTpaumm y aeTei ¢ 3aboneBaHUAMM noyek Ha GoHe HOpMasbHOW Macchl Tena
Spearman’s correlation coefficients (R) of urinary markers with body higt mass, BP and GFR in children with kidney diseases

without obesity

[Tokazarens / Mapkepst / Markers

Parameter KIM-1 KIM-1/Cru B,-mg NGAL IL-18/Cru
Macca Texa / 0,03 0,1 0,05 0,34 (0,03) ~0,13
Body mass
Hnnexc maccet rea / 0,002 0,06 0,07 0,34 (0,03) 0,1
BMI
Z-OlleHKa JUTMHBI Tena /
Z-score of height ~0,35(0,02) ~0,37 (0,01) 0,34 (0,03) ~0,08 0,34 (0,03)
Junactonuueckoe ap-
TepUaNbHOE JaBJIECHHUE, 0.39 (0,02) 0,01 0.14 0.8 0.19
LEHTUIIB /
DAP (centile)
CKOpPOCTH KIIyOOUKOBOH
¢dunsrpanun / GFR 0,02 (0,01) —0,24 0,27 -0,3 -0,21

Ipumeuanue. B cxoOKkax IpHUBEICHbI 3HAYCHHUS p TOJBKO JUIsl CTAaTUCTHUYECKH 3HAYMMBIX KO3()ULHEHTOB KOppeasuuu.
Note. The values of p are given in parentheses only for statistically significant correlation coefficients.

KIM-1/Cru (nr/mr). HopMupoBaHHBIE MOKa3aTenu Jpy-
TUX MapKepPOB HE BBISBIIN 3HAYUMBIX OTIUYUANA MEXKITY
JIByMsI MCCIIelyeMBbIMHU TpyIaMu jieTeid (Tadm. 4).

Janee wamMu OBUT TIPOBENEH KOPPEIAITHOHHBIN
aHATN3 MEXKIy H3yYaeMBbIMA MOYEBBIMH MapKEpaMH
Y HEKOTOPHIMH KJIMHHKO-JTA00PaTOPHBIMH TOKa3aTeIs-
MU jAeTell AByX rpymi. JlaHHBIE TaKOro aHanW3a JUIs
obeux Tpymnn AeTel MpencTaBieHbl B Tabl. 5 u 6 co-
OTBETCTBEHHO.

3HaYNUMBbIC KOPPEIAIUOHHBIC CBS3H BBISIBICHBI MEK-
ny xkoHueHTpauueit KIM-1 B Mode U Z-OLUEHKH JJTMHBI
tena, KIM-1 m CK®, KIM-1 ¥ neHTHIsIMH THACTOIH-
YECKOTO apTepuaibHoro aaBieHus (A]l); mpsmble CBA3H
MEXK]ly KOHIIEHTpaluen ﬁz-mg MOYHU U Z-OIEHKU JJIH-
HBbI Tela, KoHeHTparuen [L-18/Cru Moun u Z-oreHku
JUIMHBI Tela, U Mexay KoHueHTpanueid NGAL moun
U ToKazarensiMu Macchl Tesa 1 UMT.

B rpynme nereit ¢ 3a00neBaHUSMU MTOYEK M OXKHUPE-
HUEM BBISIBIIEHBI CIEIYIOIINE 3HAYMMBIE CBSI3U: MEXKY
xoHneHTpanueit KIM-1/Cru u neHTHISIMU CHCTOJIHYe-
ckoro AJl; mexxny kormeHTpanued NGAL moun u 1mo-
KazareysiMu Macchl Tena, UMT u niuHbl Tena; Takxke
oOpaTHasi CBsI3b HAOMIOJAIACh MEXKIy KOHLEHTpauuei
IL-18 u IL-18/Cru mouM ¢ MOUYEBHHOI CBIBOPOTKH
kpoBHu (Tabm. 6).

Takum o6pazom, UMT u Z-ouenku UMT koppenu-
poBanu ToibKO ¢ KoHueHTpauuedt NGAL moun, mpu-
YeM U B OJJHOM, U B JpPyroM rpymmne nauueHtoB. OnHa-
KO IIPH ATOM JaHHAs KOPPEISLUOHHAs CBA3b B MEPBOIl
Tpynme aeTe Oblia MpsSMOM, a BO BTOPOH TpyIe —
oOparHoi. JIoCTOBEpHbIC KOPPEISIMOHHBIE CBSI3H MO-
YEeBBIX MAapKEpPOB C PA3IUYHBIMU MapaMeTpamMH B JIBYX
rpynnax jAereil MOoryT CBHJIETENIBLCTBOBATbH O pa3ivy-
HOM MX IWarHOCTUYECKOM 3HAUCHWH TPU OKUPEHUH.
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Tabnuya 6 / Table 6

KoadpduuneHTol koppensummn CnpmeHa (R) MoYeBbIX MapKepoB C MOKA3aTeNsiM1 MacChl U AJIMHbI TENA, apTEPUAnbHOIo AaBNEHUS
M CKOPOCTM KNyBouKoBOM GUNbTpaLMK y aeTei ¢ 3a60n1eBaHUSIMU NOYEK U OXKMPEHMEM
Spearman’s correlation coefficients (R) of urinary markers with body weight, BMI, Z-scores in children with kidney diseases

and obesity
IMokasaTens / KIM-1/Cru NGAL NGAL/Cru 1L-18 IL-18/Cru

Parameter
Macca rena / ~0,07 -0,53 (0,002) —0,47 (0,007) -0,12 0,06
Body mass
g:/ﬁm Macchl Tena / 0,14 ~0,62 (0,0002) -0,59 (0,0004) —0,07 0,08
JnwunHa tena / _ _ _ _
Body length 0,12 0,41 (0,02) 0,34 0,16 0,004
Cucronunueckooe
apTepHabHOE JaBJie- 0,39 (0,04) ~0,05 -0,01 0,09 0,38
HHE, HCHTHIIb /
SAP, centile
xrc:;elmﬂa/ 0,28 ~0,09 -0,19 —0,41 (0,02) —-0,51 (0,003)

Ipumeuanue. B cxoOKax NpHUBEAECHBl 3HAYEHHUS p TOJIBKO JJIS CTATHCTHYECKH 3HAYUMBIX KOI()OHIHMEHTOB KOPPEISIHH.
Note. The values of p are given in parentheses only for statistically significant correlation coefficients.

OBCYXAEHUE

W3 Bcex M3yueHHBIX HAMH MOYEBBIX MapKEPOB TY-
OyJSIPHOTO TIOYEYHOTO TOBpEeXIeHUs Tonbko KIM-1
OKa3ajics 3HAaYMMO TOBBIIICHHBIM Yy JeTei ¢ 3aboe-
BaHWSMH IOYCK Ha (JOHE OKHUPEHUS IO CPaBHEHUIO
c JeTbMHU ¢ 3a0ojeBaHUsIMH ToueK Oe3 Hero. Panee
HaMU ObLIM OMYOJIMKOBAHBI aHAJIOTHYHbBIC TaHHbIE [14].
KIM-1 — 310 TpaHcMeMOpaHHBIN TITHUKOTPOTEHH, BO-
BJICUCHHBI B muddepeHIupoBky T-xemmepos, mpu-
HaJISKANTIH K UMMYHOTIIOOYTHMHAM; OH HE JKCIIpEC-
CHUpyeTCs B 370POBBIX KIJIETKAX MOYEUHOTO ODIUTENUS
U SIBIIAETCS pAHHUM MapKepoM MOBpexkieHus nmoyek [ 13].
Hoxazano noBelieHue kKonueHtpauuu KIM-1 B moue
B OTBET Ha HWIIEMHIO TMOYEK, MPU BO3ACHCTBUU He-
(porokcnunbix npenapatoB U npu XbIT [21]. Uwme-
JOT MECTO HEMHOI'OYHCIEeHHEIE uccieaoBanns KIM-1
y ZeTell Mpu OKUPEHHH, KOTJa BBISBICHO €ro IMOBbI-
IIEHUE TI0 CPaBHEHUIO CO 3MO0POBBIMH aeTbmm [11].
MoxHO cKa3aTh, 4TO aBTOpAaMH JIaHHOW CTaThbU yCTa-
HOBJIEHO auarHoctuueckoe 3HaueHue KIM-1 moun mis
MOBPEXKJICHUS MOYEK HA PAHHMUX dTamax MpU OXKUpe-
HUU Yy JeTeil.

Hpyrue mouesbie Mapkepbl (NGAL, IL-18, B,-mg)
HE TOKa3aJIi SBHOW JIUATHOCTUYECKOW 3HAYMMOCTH
MIpU OXKUPCHHUH Yy JIETEH C yKe€ HMMEIOIICHCS TaToJio-
TUCH TMOYeK, TaK KaK MX 3HAYCHHS ObLIM COMOCTaBH-
MBI C TPYIIION jeTelt ¢ HedponaTusiMu 0e3 OKUPEHUS.
OT0, BHIUMO, yKa3bIBae€T Ha TO, YTO MPH OXUPEHHUH
B MATOJIOTUYECKHUMA TPOIECC B IMEPBYIO OYEPEIh BO-
BJICKAIOTCS TPOKCHMAJbHBIC KaHANBIIBI, TaK Kak
KIM-1 — wmapkep NOBpeXIEHHsSI NPOKCUMAIBHBIX
kaHanprieB mouku [11]. JlanHOE cyxneHume TpeOyer

MOATBEPIKACHUS, TMO3TOMY HEOOXOIUMBI JajbHEHIINe
WCCIIeIOBaHUsl B OTOW 00JaCTH.

BrisaBnennble  koppemsiuivoHHble  cBsazu UMT
n Z-ouenku UMT ¢ NGAL, oqHako, MOTYT CBH/IETEIb-
CTBOBaTh M O JMArHOCTHYECKOW 3HAYMMOCTH JAHHOTO
MOYEBOTO Mapkepa y JeTed ¢ OKUPEHHEM, HO MOTYT
ObITh He3aBUCHMO OT OosiesHeil moyek. NGAL skc-
MIPECCUPYETCS U CEKPETUPYETCs] B KPOBb Pa3INYHBI-
MH KJIETKaMH, HaXOISIIMMHUCS B COCTOSHWHU CTpecca,
HampuMep, BCIEACTBHE BOCIAJIMTEIHHOTO Ipolecca,
a TaKkKe Npu uimemMuu. B nenom y uenoBeka B OT-
BET Ha IMOBPEXKJCHUE PEHAJbHBIX KaHAJIBLEB YPOBEHb
NGAL pe3ko Bo3pacTaeT Kak B IUIa3Me€ KPOBH, Tak
u B Mode [5, 6]. IIpu atom skckperns NGAL ¢ mouoif
Ha 24-48 4 omepexaeT MOBBINICHUE KOHICHTPAINH
KpeaTHHUHA B CBIBOPOTKE KPOBH.

Hexortopsie aBTOphl OTMeuaroT, uto NGAL Moun
o cpaBHeHHIO ¢ KIM-1 kak OoJiee 4yBCTBHUTEIHHBIM
OuoMapkep INpH 3a00JIeBaHHSX IOYEK BBISBISIET TY-
OyJIOMHTEPCTHLIHAIBLHOE TOBPEXKICHHE Y OONBHBIX
apTepuaJbHON THNEPTEH3UEeW WM 3a0oJieBaHHs TIO-
YeK Ha paHHeH crajauy HapymeHus ux (QyHxmum [4].
KIM-1 moum, M0 MHEHHMIO MAaHHBIX aBTOPOB, — O0O-
Jiee WHEPTHBIA OWOMapKep, HE CIOCOOHBIM BBISB-
JSATh JaHHOE MOBPEKICHUE y OONBHBIX apTepHalib-
HOW THUNEPTEH3UEeH C Jerkod Iuc(hYHKIHMEW IMOYeK,
HO WAeHTH(HUIUpPYEeT paHHEe TyOyJIOWHTEPCTHIIHAIb-
HOE€ TIOBPEXK/IEHNE TIOYEK y TUIIEPTEH3UBHBIX OOJIHHBIX
XpoHndeckuM nuenoHepputom. Opnako KIM-1 —
9TO SIBHBIM JMArHOCTUYECKUH MapKep MpHU OXKUPEHUU
y nereit ¢ 3aboneBaHusaMu modek. To ectb NGAL —
MapKep TpW OXXKUPEHUH HE3aBHCHMO OT 3a00JIeBaHUIA
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nouek, a KIM-1 — camoro oxwupenust Ha (poHe 3a060-
JeBaHW Tovek. Jpyrumu aBTopaMu BBISBICHA JOCTO-
BEpHasi OTPHIIATENbHAS KOPPEISINsS MEXAY ColepiKa-
HueM NGAL u CK® u nonoxuTenbHas — ¢ CyTOYHOM
MPOTEHHYpHUEH Yy MAIMEHTOB C CaxapHbIM JIHa0CTOM
u XbBII; cienan BBIBOI, YTO OIMpeNeTICHUE COASPIKAHUS
NGAL Moxer craTh MOJIE3HbIM U HEHMHBA3UBHBIM Me-
TOIIOM IS TUAarHOCTHKHU JUaOeTHIeCKO HedpoIaTuy,
OLICHKHM CTCICHH IMOBPEKICHUS PEHAJIbHBIX (DYHKIIHI
[2, 16].

Bce BhImensnokeHHOE BKYIE C TOJTYYCHHBIMH
JAHHBIMH aKTyaJIM3UPyeT M3Y4YeHHE AAHHBIX MOYEBBIX
MapKepoB TPU OKUPEHUHM y NETeH, mpuueM Kak IpH
CaMOCTOSITCJILbHOM 3a00JIeBAaHUM, TaK U B COUCTAHUH
C IPYrod maToJoruei.

BbIBO bl

1.V nereii ¢ 3ab0neBaHMsAMHU MOYEK HA (POHE OXKH-
pennst 3HadeHus: moueBoro KIM-1, ocobGenHo HOp-
MHUpPOBaHHBIE, OBUIM CTAaTUCTHYECKH 3HAYUMO BBIIIE
[0 CpPaBHEHWIO C TPYIIOW JeTeid ¢ 3a0oieBaHUSIMHU
ToueK 0e3 OKHUPECHHUS.

2. 3nauenns NGAL, IL-18 u B -mg mo4n He ume-
JIM CTaTUCTUYECKU 3HAYUMBIX pa3iMyuil y nereil ¢ 3a-
OosieBaHMSAMHU TOYEK Ha (OHE OXKHUPEHHUS U y AeTel
¢ 3a00JICBaHUSAMHU TIOYEK O€3 OKUPCHHS.

3. O6HapyKeHbl CTaTUCTUYECKH 3HAYNMBIE KOppe-
nsauonHele cBsa3u (ot 0,34 no —0,62) Mex1y KOHIIEH-
Tpauueit NGAL Mouu M mokazaTelsiMM Macchl Tena:
UMT u Z-onenku UMT B obeux rpymnmax aereil.

OONOJIHNUTENIbHAA UHOOPMALUA

Bruan aBTopoB. Bce aBTOphI BHECIHM CyIIECTBEHHBIN
BKJIaJ B pa3pabOTKy KOHIIETIIIMH, NPOBEICHUE HCCIEI0Ba-
HUSI M TIOATOTOBKY CTaThH, IPOWIN U 000pMIN (GHHAIBHYIO
BEPCHUIO TIeper IMyOnruKaIe.

Kongaukt mHTEpEcoB. ABTOpHI JIEKIAPUPYIOT OTCYT-
CTBHE SIBHBIX U ITOTEHIUAIBHBIX KOH(IMKTOB HMHTEPECOB,
CBSI3aHHBIX C IyONMKalued HACTOSIIEH CTaThH.

HUcrounuk d¢uHaHcupoBaHus. ABTOpPBHl  3asBISIOT
00 OTCYTCTBHM BHEIIHETO (PMHAHCHPOBAHUS TPH MPOBEC-
HUM HCCIICIOBAHMSI.

HNudopmupoBannoe coriacme Ha NYOJIHKALHUIO.
ABTOpBI TIONYYMJIM IMHUCBMEHHOE coriacue O(UIMaIbHBIX
MIPe/ICTAaBUTENCH MalMeHTa Ha MyONMKalWI0 MEIWIIMHCKUX
JTAaHHBIX.
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XPOHUYECKHME OBCTPYKTUBHbIE 3ABOJIEBAHUA NETKUX

KAK ®AKTOP PUCKA TAXENOro TEYEHMA COVID-19 (O630P)

© B.[. Kynukos?, O.A. CyxoBckas®?, M.A. CmMupHoBa?, H.A. Ky3y6oga?, O.H. TutoBa!

Y HayyHo-uccnenoBaTenbCkuii MHCTUTYT nynbMoHonoriu Mepeoro CaHkT-TeTepbyprckoro rocyaapCTBEHHOM
MeAMLMHCKOro YHuBepcuTeTa uM. akaa. WM. Masnosa, CankT-Metepbypr, Poccus;

2 CaHkT-MMeTepbyprckuit HayyHO-UCCNeaoBaTeNbCKUA HCTUTYT dTu3nonynbMoHonoruu, CakT-TNetep6ypr, Poccus

Ana yumuposarus: Kynukos B.[., Cyxosckas 0.A., CmupHoea M.A., Kysy6osa H.A., Tutosa O.H. XpoHuyeckne ob6CTPYKTUBHbIE
3aboneBaHMA Nerknx Kak GakTop pucka Taxkenoro Teyenus COVID-19 (o63op) // Meanatp. — 2022. — T. 13. — Ne 4. — C. 75-82.
DOI: https://doi.org/10.17816/PED13475-82

B 0630pe npepncTaBneHbl JaHHble METAAHANIN30B M OPUTMHANBHBIX UCCNEf0BaHMI TKENbIX UCXOA0B KOHABUPYCHOM MHMEK-
ummn COVID-19 y 60nbHbIX XPOHUYECKMMU OBCTPYKTUBHBIMU 3a601EBAHUSAMMU NETKUX.

OcHoBHbIMU (akTopamu pucka Tsxenoro TeyeHns COVID-19 Bo MHorux paboTax onpepeneHsl ciedytolimMe: BO3pacT cTap-
we 65 neT, HanMuMe XpPOHMYECKUX 3ab0NEeBaHUIM Nerkux, CUCTEMHOW apTepuanbHOM TMNEPTEH3WUU, CEPAEYHO-COCYAUCTbIX
3aboneBaHui, caxapHoro guabera, MMMYHOCYNpPeCcCUU, XpPOHMYECKMX 3abosieBaHMIA MOYEK M MeyeHu. Y maumeHToB C CO-
NyTCTBYIOLWMMK pecnupaTopHbiMK 3aboneBaHnamu B 4,2 pasa vawe oTMedyanocb Tsxenoe teyeHne COVID-19 [oTHoweHune
waHcos (OLW) 4,21; 95 % noseputenbHbiii MHTepBan (AN), 2,9-6,0], ocobeHHO y NaLMEeHTOB C XPOHWUYECKON 06CTPYKTUBHOM
6onesHbto nerkmx (OW 5,8; 95 % AN 3,9-8,5). bonbHble GPOHXMANbHOM aCTMOM TakXe Yalie Noay4vyanu MCKYCCTBEHHYHO
BeHTMnauuto nerkmx (OW 1,58; 95 % ON 1,02-2,44; p=0,04) u neyeHne B peaHMMaALMOHHbIX oTaeneHusax (OLU 1,58;
95 % OWN 1,09-2,29; p=0,02) umenn 6onee anutenbHoe npebbiBaHWe B cTaumoHape (OW 1,30; 95 % AW 1,09-1,55;
p <0,003) n 6onee Bbicokyto cMepTHocTb (O 1,53; 95 % AU 1,01-2,33; p=0,04) no cpaBHeHuto ¢ 6onbHbIMM COVID-19
6e3 acTMbl U APYrUX XpOHUYECKMX OBCTPYKTUBHbIX 3aboneBaHuii nerkux. Ewe oanH dakTop, NMPUBOASLLMIA K TSXKENbIM UC-
xopam 3abonesanus COVID-19, — noTpebneHune Tabaka, KOTOpOe YBENMYMBAET PUCKM TSXKENOro TeYeHMUs, rocnuTanmsauum
M HebNaronpusTHbIX UCXOLOB.

Y 60NbHbIX XPOHUYECKMMM OOCTPYKTMBHBLIMKM 3aD0NIEBAHUAMU NETKMX, OCOBEHHO Yy KypsawWwMX, Yalle OTMevanocb Tsxenoe
TeyeHne COVID-19 n HebnaronpuaTHble MCXOAbI 3TOrO 3aboneBaHus, 4TO HEOOXOAMMO YUMTbLIBATb MPU HA3ZHAYEHUU NIEYEHUS
KOPOHaBMPYCHOW MHMEKLMN.

Kniouesble cnosa: COVID-19; xpoHuuyeckne o6CTpyKTMBHbIE 3aboneBaHMs nerkux; TabakokypeHue; Tsxenoe TeyeHue
COVID-109.

Moctynuna: 17.06.2022 Opobpena: 21.07.2022 Mpunsra k nevatu: 30.09.2022
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CHRONIC OBSTRUCTIVE LUNG DISEASES AS A RISK FACTOR FOR SEVERE
COVID-19 (REVIEW)

© Valery D. Kulikov?, Olga A. Sukhovskaya®2, Maria A. Smirnova?,

Nataly A. Kuzubova?, Olga N. Titova'!

! Research Institute of Pulmonology of the Academician I.P. Pavlov First St. Petersburg State Medical University,
Saint Petersburg, Russia;

2 St. Petersburg State Research Institute of Phthisiopulmonology, Saint Petersburg, Russia

For citation: Kulikov VD, Sukhovskaya OA, Smirnova MA, Kuzubova NA, Titova ON. Chronic obstructive lung diseases as a risk factor for
severe COVID-19 (Review). Pediatrician (St. Petersburg). 2022;13(4):75-82. DOI: https://doi.org/10.17816/PED13475-82

The review presents meta-analyses and original studies data of severe outcomes of COVID-19 infection in patients with
chronic obstructive pulmonary disease.

The main risk factors for the severe course of COVID-19 in many studies have been identified as follows: age over
65 years, chronic lung diseases, systemic arterial hypertension, cardiovascular diseases, diabetes mellitus, immunosuppres-
sion, chronic kidney and liver diseases. It was shown that patients with concomitant respiratory diseases were 4.2 times
more likely to have a severe course of COVID-19 (OR 4.21; 95% Cl 2.9-6.0), especially in patients with chronic obstruc-
tive pulmonary disease (OR 5.8, 95% ClI 3.9-8.5). Patients with bronchial asthma also more often received mechanical
ventilation (OR 1.58; 95% Cl 1.02-2.44; p = 0.04), treatment in intensive care units (OR 1.58; 95% Cl 1.09-2.29; p=0.02),
had longer hospital stays (OR 1.30; 95% CI 1.09-1.55; p<0.003) and higher mortality (OR 1.53; 95 % Cl 1.01-2.33;
p=0.04) compared with COVID-19 patients without asthma or other chronic obstructive pulmonary diseases. Another
factor contributing to severe outcomes of COVID-19 is tobacco use, which increases the risk of severe disease, hospi-
talization and poor outcomes.

Patients with chronic obstructive pulmonary diseases, especially smokers, were more likely to have a severe COVID-19 and
adverse outcomes of this disease, which must be taken into account when prescribing treatment for coronavirus infection.

Keywords: COVID-19; chronic obstructive pulmonary disease; tobacco smoking; severe course of COVID-19.
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COVID-19 — 0one3Hb, BbI3BaHHAs KOPOHABUPY-
com SARS-CoV-2, BriepBbie OblIa 3aperucTpupoBaHa
B nekabpe 2019 1. B Kurae u ObICTpO pacmpocTpaHu-
Jach 1o BceMy mupy. Yxe Kk ampemto 2020 . Obuio
3aperucTPUPOBaHO Oosiee 3 MIIH cilydaeB 3a00JIeBaHUS
u 208516 cmeprenbHbIX ucxoaos [4, 21].

Y4eHple W Bpaud BCEr0 MHpa HWCKAIH METOJbI
JMUATHOCTHKHU W JICYEHHsS 3TOr0 3a00JeBaHMSA, a TakK-
ke (aKkTophl, NPUBOIAIIME K HEONIArONpPUITHOMY
ucxony. K cenrsiopro 2022 r. mo KIIOUEBOMY CIIOBY
«COVID-19» B mownckoBoii cucteme PubMed nHacum-
TeiBaiochk 301485 crareit, B Tom umncie 2640 mera-
ananmuzoB; B PUHI] — 30747 crareii.

OtMmeuaeTcs, 4TO OJHUM U3 (HAKTOPOB TSIKEIIOTO
KIIMHUYECKOTO TEYEHHUS W ero HeOIaronpHsTHHIX HC-
xonoB y 6ombHEIX COVID-19 sBnsercss Hanwuue co-
MyTCTBYIOINX 3a0osieBannid. Tak, Hampumep, y 00Jb-
HeIXx COVID-19 ¢ tpems u Gojee COMyTCTBYIOUIMMHU
3a0oneBaHusIME (MCCIICIOBAaHUE TPOBEIEHO B Mekcu-
Ke) OBUIM BBINIE PUCKH TOCHUTAIN3AIMU [OTHOIICHHE
mrancoB (OIII) = 3,1; 95 % noBepuTenbHBIN UHTEPBAT
(A1) 2,7-3,7]; maesmonmm (OIL = 3,02; 95 % U
2,6-3,5); rocnuTanu3anuu B OTICICHHS PCaHUMAIINU
(OUI = 2; 95 % U 1,5-2,7); neranproctu (OLI = 3,5;
95 % U 2,9-4,2) o cpaBHEHHIO C TAIIMIEHTaMH C O~
HUM WA JIByMS COMYTCTBYIOUIUMHE 3a00JI€BaHUSIMH,
a TakXke ¢ marueHTamMu 6e3 Hux [22].

Boigenstor chenyromue (GpakTopbl prCKa TSHKEIOTO
tedenus: 3aboneBanus COVID-19: Bospact crapiie
65 meT, HamMYMe XPOHWYECKUX 3a00JeBAHHUN JIETKUX,
CHCTEMHOM apTepuaibHOW THIIEPTEH3UH, CEPIEUHO-
COCYIHUCTBIX 3a00JICBaHUH, CaxapHOro auadera, WUM-
MYHOCYIPECCHH, XPOHUYECKUX 3a00JCBaHUN TOYCK
u nedern [8, 22]. Y OONBHBIX C OKUPECHHEM dYaIlle
OTMEYAIOTCS HEONArompusTHBIE HCXOABl W TAKEIOe
TeueHne 3aboineBaHust [22]. Y OONBHBIX C WHJCK-
coM Maccel Tena Oonee 30 oTMmeuanuch Haubosee
BBICOKHE MOKazatesnn C-peakTUBHOIO Oelika M TyMoO-
paNBHBIX HHIOTOKCHHCBsI3bIBatomuX (axropor [12].
ABTOpBI HCCIIEIOBaHUS OOBSICHSIIOT O3TO TEeM, YTO
M30BITOYHAST Macca Tela IMPUBOIUT K MOBBIMICHUIO
TPAHCIOKAIIUY DHJIOTOKCHHA W3 KHIICUYHUKA B JIMMpa-
TUYECKYI0 CHCTEMY M B KPOBb, a TaKKe K TOAJIEpKa-
HUIO CUCTEMHOr0 BOCHAJECHUsS y mauueHToB ¢ SARS-
CoV-2-uadexmueit [12].

[lpu Apyrux KIMHUYECKUX HCCIECAOBAHUSIX, I10-
MUMO MOXHIIOTO U CTapueCKOTO BO3PACTa, CEpICUHO-
COCYIUCTBIX 3a00JIeBaHMiA, OTMEUAIOTCS TIOBHIIICH-
HBIE PHUCKH Oollee TSDKENOTO TEUYEeHHs 3a00JeBaHUA
COVID-19 y myxuun [15, 18, 29, 31, 33].

B meraananuse, npoeneHHoM B 2020 r. [25], Obutn
MIPEJICTABIICHBI TIEPBBIC JaHHBIE (22 HCCIENOBaHU)
0o 13184 nmanuentrax ¢ HNOATBEPKACHHBIM JHATHO30M
COVID-19, 0607pIMMHCTBO W3 KOTOPBIX IPOXKHUBAJIO

B Kurae. B rpynmy TspkenbIX MCXOAOB BKITIOYAHCH
manueHTel ¢ COVID-19, ecnmu y HHX HaONIOTAIOCH
YXY/IIEHHE KIMHHYECKIUX CUMIITOMOB, UM TpeOOBaJICs
yXOI B OTJAEJICHUH WHTCHCUBHON TEpanmuH WIA OHHU
ymepin. 1lo cpaBHEHHUIO C IPyNIol ¢ HETSKEIbIM HC-
XOJIOM TIAIIMEHTHI C TSDKEIBIM TEYeHHEM 3a00JIeBaHMS
OBLTH cTapIne, U cpeau HUX OBLIO OOIBIIEe MYKIHH
(63 % mnporus 51 %) [25]. bbuta Takke oOHapyx)eHa
Oosiee BBICOKasl PACHPOCTPAHEHHOCTh XPOHUYECKHX
OOCTPYKTHBHBIX 3a00JIEBaHUH JIETKUX, B MEPBYIO OUe-
penb, XpOHUYECKOH OOCTPYKTHBHOHN OOJIE3HM JIETKUX
(XOBJI, 12 %) mo cpaBHEHHWIO C TPYIIION C HETSIKe-
neiMu ucxompamu (4 %) [25]. Pesynawsrartel MeTaaHamu-
3a MOKa3aJld, 4TO Yy MAIMEHTOB C COIYTCTBYIOLIMMH
peCUpaTOpHBIMH 3200JIEBAHUSAME BEPOSTHOCTD TSIKE-
neix ucxomoB COVID-19 Obima 3HAUMTENBHO BHIIIE
(OMI 4,21; 95 % AU, 2,9-6,0). 3naunMoii TreTeporeH-
HOCTH HCcJeqoBaHus He Obuto. Pucku Tsokenmoro Te-
4yeHus: ObuM Hanbosee BhICOKMMHU y OonbHBIX XOBJI:
OoHI 5,8; 95 % AU 3,9-8,5 [25].

Bricokas kortarnoznocts SARS-CoV-2 u mokanm-
3allusl BUpyCca B HIDKHHX JBIXaTEIbHBIX IYTSX, CXOJ-
Has kiauHU4eckas kapruHa COVID-19 u obGoctpenus
XOBbJI, oTCyTCTBHE MATOT€HETUYECKOM Tepamnuu 3a-
TPYAHSIOT OKa3aHNE MEIUITUHCKOM TIOMOIIH TTallieHTaM
C XPOHMYECKUMH OOCTPYKTHBHBIMH 3a00JICBAHUSMH
JIETKUX B MIEPUOJI TAaH/IEMHUH Ha Bcex ee atanax. Kpome
Toro, y OonpHbIX XOBJI, kax mpaBuiIO, AMArHOCTH-
pyroTcs u 3aboieBaHUsI cepllla U COCYIIOB, KOTOpHIE
TaK)Ke SBIAIOTCSA (PAaKTOpaMH PHCKa TSHKEIOTo Tede-
HUS 1000 0CTpoil pecnupaTopHol HHOEKIUH, B TOM
gucie COVID-19 [9]. OnHako 0coOEHHOCTH KOpOHA-
BHUPYCHOW MH(EKIIMH COCTOUT B BO3JIECHCTBUH BUpYyCa
HE TOJIFKO Ha JBIXaTeNIbHYI0 CUCTEMY, HO ¥ Ha COCY/IbI
¢ o0pa3oBaHHEeM MUKPOTPOMOOB, KOTOPHIE, B CBOIO OYe-
pelb, COCOOCTBYIOT YCHJICHUIO PECTIMPATOPHOM JTUC-
¢ynkuun: 'y 6onpHbIx COVID-19 6bUT0 00HApYKEHO
B 9 pa3 Oosbiiie MUKPOTPOMOOB aTbBEONIIPHBIX KaITHJI-
JIIPOB TIO CpaBHEHHUIO ¢ OombHBIMU TpummoMm [1, 10].
[Ipu mnponukHoBenun Bupyca SARS-CoV-2 B op-
TaHU3M TPOUCXOAUT aKTHUBALMUS SHAOTEIHAJIbHBIX
KJIETOK, YTO TMPUBOJAUT K CHUCTEMHOMY BOCHAJICHUIO,
TpOoMOO3y W MHUKpococynucToi nuchynkmmm [16].
OTH  TNaroQu3UOIOTHYECKHEe HW3MEHEHUS OCOOEHHO
OTIaCHBI I MAIMEHTOB C CEpJ/IeYHO-COCYIUCTBIMU 3a-
OoJIeBaHHUSMHU U MOTYT MPEACTABIATh OJHY U3 MPHUUUH
BbICOKOH cmepTHOcTH oT COVID-19.

Eme omun ¢akTop, CrOCOOCTBYIONIHI TSKEIOMY
TEUEHUIO 3a00JIeBAHNS y MAMEHTOB C XPOHUYECKUMHU
OOCTPYKTUBHBIMHU 3a00JICBAHUSMU JISTKUX, — TabaKo-
Kypenue. TabakokypeHHe, B TOM YHCIIE€ U MAcCHUBHOE,
OCTaeTCsl IIAaBHOM MpPEeNoTBPATUMON MPUYMHOM IIpe-
JKIEBPEMEHHONH CMEpPTH BO BCEM MHPE M OCHOBHBIM
(akropom pucka pazsutus XOBJI, koropas moxer
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nopaxare oT 15 mo 30 % kypsauux [7, 17]. DOnu-
JIEMHUOJIOTHYECKUE HCCIICIOBAaHUS TIOKa3bIBAIOT, YTO
B Poccum pacmnpocrpanennocts XOBJI cpenm nwm
C pecnupaTopHbIMU cHMIITOMamu cocrtasiser 21,8 %,
a B obOmed nomynsiuu — 15,3 % [6, 14]. 65 % ky-
PAIIMX UMEIOT NaTOJIOTNYeCKHe U3MEHEHHsI B JIETKUX,
kotopble MoryT npusectd kK XOBJI [13]. axe y Tex
JUTITEIHHO KypAIINX JIIOACH, KOTOPBIE CUMUTAIOT ceOs
3JJ0POBBIMH, BBIpQKEHHBIC HapyLICHUS! OPOHXUATBLHON
MPOXOAUMOCTU oTMevanuch B 15 % ciyuaes [5]. o-
Ka3aHo, YTO OTKa3 OT Tabaka MPHUBOAHUT K YMEHBIIeE-
HUIO TEMIIOB CHIDKCHHS (DYHKIIUU BHEIIHETO JBIXaHus,
crabmmm3upyeT KinHuYeckoe coctosaue npu XOBJI
U CIIOCOOCTBYET YBEJIWYCHHUIO NPOAOIIKHTEILHOCTH
U KadecTBa Xu3Hu [27].

EcTth MHOTOUHMCIIEHHBIE HCCe0BaHUs O Oolee Ts-
xkeoMm TedeHun 3aboneBanms COVID-19 y kypsmux
M0 CPaBHEHMIO C HEKypsAIMMH: UM B 2,4 pa3a daiie
TpeOoBajach MHTCHCHUBHAs TEpamus, HCKyCCTBEHHAs
BeHTWIsIMA Jerkux [11, 20, 28].

ITo nanubpiM BecemupHoii opranuzaiuu 31paBooxpa-
Henwns, 1,4-18,5 % rocnuTanu3upOBAHHBIX B3POCIBIX
naiuerToB ¢ COVID-19 Obutn kypuiibiiukamu [30].
XoTa B psjAe HUCCIENOBaHUM MPOAEMOHCTPUPOBAH
Ooyiee HU3KUI TPOIEHT KYPSIIUX CPEIH TOCIHTAIH-
3upoBaHHBIX OoMbHEIX ¢ COVID-19 mo cpaBHeHHIo
C TOMyIsANHEeH B TEJIOM, HEOOXOAMMO YUYUTHIBATH
BO3MOXHYIO TOTPEIIHOCTh ITHX MCCIEJOBAHUM, CBS-
3aHHYIO C HalPsHKCHHOW SMHUIIEMHOIOTHYECKON CUTYya-
1Mel 1 He BcerJa JOKYMEHTHPOBAaHHBIM CTaTyCOM KYy-
peHwusi, 0COOEHHO B CIIy4ae OTCYTCTBHSI BBIPAKEHHOTO
CHHIpOMa OTMEHBI HUKOTHHA [11].

[Tarorene3 KOpOHABUPYCHOW MH(EKIIMU U TIKEIO-
TO TEYEHHUS BO MHOTOM CBSI3aHBI C aHTHOTCH3UHIIPEB-
pamarormuM pepmentoM 2 (ACE2) u TpancmemOpaH-
HO# mpoteasoii cepun 2 (TMPRSS2) [19]. Peuenrrop
ACE2 moBbIIlIEH y MOXWIBIX JIIOEH, MYXXYUH U Ky-
psamux monedt [19]. IlockonbKy KypeHHE MHOBBIIIAET
skcripeccuto ACE2, nmaumentsl ¢ XOBJI cKIIOHHBI
k 3apakeHnto SARS-CoV-2 u momseprarorcs 6onee
BBICOKOMY pPHCKy Tspkenoro Teuenuss COVID-19 [20].
Jo3o3aBucumoe yBenuuenue sxcnpeccun ACE2 B 3a-
BUCHUMOCTH OT BO3ACHUCTBHS JIbIMa OBUIO OOHApY>KEHO
B JIETKUX TPBI3yHOB U 4yejioBeKa [26].

Okcmpeccns ACE2 m TMPRSS2 y OonbHBIX acT-
MOM HAEHTHYHA (WM BCTPEUAETCS peke) TaKOBOM
y 310poBbIX [19]. DTO MOXKET OOBACHUTH OoOJee HU3-
Kyl 3a00J€Ba€MOCTh KOPOHABUPYCHON WH(EKIUEH
(Bo BecsikoMm cirydae B 20202021 1T.) OONBHBIX acCTMOM
o cpaBHenuto ¢ 6onmpHbIME XOBJI. bonee Toro, moy-
YeHbl JaHHBIE HE TOJNBKO O Ooyee HHM3KOH 3aboseBa-
emoct COVID-19 mpu OGponxuansHoii actme (BA),
HO W CHI)KEHHE YHUCIIa TOCIHUTAIU3UPOBAHHBIX IaIlU-
€HTOB TI0 TPUYHHE OOOCTPEHUS acTMBI (IJaHHBIC WC-

cienoBanus B Snonun) [19]. [losromy ximHUYecKHe
peKoOMeHIanuu 1Mo jJeueHnio bA B mepuop maHAeMun
BO MHOTHX CTpaHaxX OCTAJIUCh NMPEKHUMHU.

[lo3nHee >t pe3yabrarbl ObLIM MOABEPTHYTHI CO-
MHeHuto, u B 2022 . B CIIIA Obu1 mpoBefeH aHa-
mn3 knmHuYeckoro tederns COVID-19 y GompHBIX
BA. Tlpu mepBu4HON 00pabOTKE TAHHBIX ICHCTBH-
TENILHO HE OBUIO OOHAPYKEHO Pa3IMuUil B THKECTH
COVID-19 y 6onbabix BA u 6e3 BA [23]. Oanako
B CKOPPEKTHPOBAHHOM aHaliu3e (aHaJM3 ObUT CKOPPEK-
TUPOBAH C y4eToM JeMorpaduu, COMyTCTBYIOIMNX 3a-
OomneBaHUii, cTaTyca KypeHHUS U BPEMEHH 3a00JIeBaHUS
BO BpeMs MaHAEeMUHN) ManueHTsl ¢ bA wvame nmomyuya-
JM HMCKYCCTBEHHYIO BeHTWwrauuio jerkux (OLI 1,58;
95% AN 1,02-2,44; p=0,04), rocrnuranu3amuo
B peannMmarmonusle otaenenns (O 1,58; 95 % AU
1,09-2,29; p=0,02), Gonee miurenpHOE NpeObLIBA-
Hue B crammonape (OLI 1,30; 95 % U 1,09-1,55;
p<0,003) u umenun Oosee BBICOKYIO CMEPTHOCTbH
(OMI 1,53; 95 % AU, 1,01-2,33; p = 0,04) o cpaBHe-
HHIO ¢ KOTopToit 6e3 actmbl [23]. Bbrimo ycTaHOBICHO,
YTO HCIMOJb30BAHHE MHTAIALMOHHBIX KOPTUKOCTEPOU-
JIOB U 303MHO(PWIbHBIA (DEHOTUIT HE OBLIM CBS3aHBI
CO 3HAYUTENHHBIMHU DPA3IHUYUSIMHA B TSDKEIBIX HCXONAX
COVID-19, xoTs ecTh W TPOTHBOIOJIOKHBIC TaHHEIC,
JIEMOHCTPUPYIOIINE TOIaBIEHNE PEIIMKAUN KOpOHa-
BUpyCa W BBIPAOOTKY IMTOKWHOB B MOAENSAX N Vitro
IIpU TPUMEHEHUH OPOHXOAMIATATOPOB M WHTaJISAIIUOH-
HBIX KOpTUKOCTEepouaoB [24, 32]. ConocraBieHue Kiu-
HUYECKOTO TEUEHHs M CcTeneHu Tsokectn BA mokasaro,
YTO Y MAIMEHTOB C YMepeHHOH BA ncxompl ObUTH XyKe,
4YeM y TAIMeHTOB ¢ Tsbkenoi BA [23], uto Tpelyer
JABHEHIINX WCCIICIOBAaHUN B 3TOM HANpaBICHUU JUIS
TTOHMMAHHUS POJIM PAa3IMYHBIX JIEKAPCTBEHHBIX CPEICTB,
OCOOCHHOCTSIX T€HO- W (DEHOTHIIOB 3a00JICBAHUS IS
npodunakTuku Tsokenoro teuenus COVID-19.

B Poccuiickoit ®enepannn cpeny NaueHToB ¢ My-
rxoBuctugo3oM (MB) 3aboneBaecmoctr COVID-19
Ha 01.08.2020 cocraBuna 3.8 (0,38 %) na 1 ThIC. TIa-
nuenToB (2,1 : 1000 — s mereit u 8,8 : 1000 — st
B3pocibix) [2]. HecMoTps Ha To yTo manueHntsl ¢ MB
HaXOJSITCS B TPYIIIE PHUCKA TSHKEIOro TedeHHs 3a00-
neBanns COVID-19, wHbeknms He TpuBena K 3Ha-
YUTETHbHOMY YXYIIIEHUIO WX COCTOSTHHSA 10 OCHOBHO-
My 3a00JieBaHUIO. Y POCCHIICKMX marueHToB ¢ MB
HE 3aperucTpUpOBaHO HU OJIHOTO JIETAJIBHOTO HCXOJa
or COVID-19 [2]. Cpenu B3pocnbix OonbHbIX MB,
npoxuBatomux B Cankrt-IlerepOypre u Jlenunrpan-
ckori oOsactu, 3aboneBaemocth COVID-19 cocraBu-
na 17,85 % — wmeHbine, yeM B OOIIEH MOIMYJISIIIHH.
B pemkux ciydasx OoNe3Hb MpoTeKajga B TKEIOH
tdopme. OTmeuaercs Takke PPEKTHBHOCTH JCUSHHS
B aMOyJIaTOPHBIX YCIOBHSIX W OTCYTCTBHE CMEPTEIb-
HbIX ucxomoB or COVID-19 [3]. HeobxomuMo oTme-
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TUTh, YTO Cpeau (aKTOPOB PUCKA TSHKEIOTO TEUCHHUS
COVID-19 y O6ompHBIX MB 0TCyTCTBYyeT MOXHION
BO3pacT, ToTpebieHne Tabaka, OCOOCHHO AaKTHBHOE
tabakokypenue [2, 25]. Henp3s HUCKIIOUYUTH U POIH
CaMOM30JISIIMU B CJIy4ae TaKoro TsKEJOoro 3adoseBa-
Hus, kKak MB.

XpoHWYEeCKHEe OOCTPYKTHBHBIE 3a00JICBaHHS JIET-
kux, ocooerHo XOBJI, a Ttakke morpebinenue Tabaka
MOBBIIIAIOT PUCK TSDKEJIOrO TEYEHHsl W HeOIaronpu-
aTHeIX ucxofgoB COVID-19. D10 BaxHO y4HTHIBaTh
JUIST pa3paboOTKH MPO(UIAKTHUECKUX MEPONPUSATHH,
YTO TIIOMOXKET YIYYIIUTh yIpaBieHue (akropamMu
pHCKa MAaIMeHTOB B KIMHUYECKOW MPaKTHKE.

OOMONHNTENbHAA NHOOPMAL NS

Bkian aBropoB. Bce aBTOphl BHECHM CYIIECTBEHHBIN
BKJaJ B Pa3paOOTKy KOHIICIIMH, HMPOBEAEHHE HCCIEI0Ba-
HUS ¥ TIOATOTOBKY CTaThU, IPOWINA U 0J00pHIA (PUHAIBHYIO
BEPCHIO Tepe]] MyOnuKaimei.

Kongummkr nnTepecoB. ABTOpBI IEKIAPUPYIOT OTCYT-
CTBHE SIBHBIX W TOTEHIMAJIBHBIX KOH(IMKTOB HHTEPECOB,
CBSI3aHHBIX C MyONUKaIMeld HaCTOSMICH CTaTbu.

Hctounuk ¢uHaHCHMpOBaHMA. ABTOPBI 3asABISIOT
00 OTCYTCTBHMHM BHEIIHEro (PMHAHCHPOBAHMUS IPH IIPOBEJIE-
HUM UCCIIEIOBAHUS.
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KNMHUYECKWUIA CNYYAN BbISBNEHUSA NNEBPONYIbMOHAJIBHOW BJIACTOMBI
Y PEBEHKA 8 JIET
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Ana yumuposaHus: 3apunosa t0.P., Mycc E.A., ApceHTbes B.I. KAMHUYECKUIA Cyyali BbiSBAEHMA NEBPONY/AbMOHabHOW BaacToMbl
y pebenrka 8 net // Neamatp. — 2022. — T. 13. — Ne 4. — C. 83-92. DOI: https://doi.org/10.17816/PED13483-92

[neBponynbMoHanbHag 61acToMa — OYeHb peakas nepBuyYHas IMOPMOHANBHAS OMYXOb NErKUX U NAEeBpbl Y AeTei paHHero
BO3pacTa, CBA3aHHas ¢ MyTauuen B reHe DICERI. Ha 0CHOBAHMM TMCTONIOTMYECKOM KAPTUHbI BbILENSIOT TPU TUMA 3TOM Ony-
XONW: KUCTO3HBbIW, MK TUN |, CONMAHO-KMUCTO3HbIN (TUn 1) n conupHbii (Tvn ). JleueHne — xupypruyeckoe C nocneayroLlen
nonmxummoTtepanuei. NporHo3 He6naronpuaTHbIN.

MpeacTaBneH KAMHUYECKMI Cly4vait NAeBpPOMyIbMOHAaNbHOM GNAacTOMbl y ManbymMka 8 neT, AMAarHOCTUPOBAHHOM Ha (oHe
OCTPOM pecnuMpaTopHOM BUPYCHOW MHbekuuu. PebeHok 3abonen ocTpo C NOALEMOM TeMnepaTypbl U ManoNpPOAYKTUBHbLIM
KawneMm. Y4aCTKOBbIM NeAMaTPOM COCTOSIHME PaCLEeHEeHO Kak TeYeHne OCTPOM pecnupaToOpHOM BUPYCHOM MHbEKL MK, Ha3Have-
Ha cuMnToMaTMyeckas Tepanus. Yepes 8 aHel oT Hauana 3aboneBaHns Ha hoHe NOAHOro 6iarononyyns oTMeyaeTcs peskoe
yXYyALWEeHNe COCTOSHUS B BMAE ObIWKM, OTKa3a OT eAdbl U MuTbs, cnaboctn. PebeHoK rocnuTanusnpyeTcs B LEHTPaNbHYHO
paloHHY0 60/bHULY, NPOBOAMUTCS AnddepeHLManbHas AMArHOCTMKA C NHeBMoHMeEN. Mo AaHHbIM 06cnefoBaHus (0630pHas
peHTreHorpamMma M cnupanbHasi KOMNbOTEPHAs TOMOrpadusa OpraHoB rpyaHOM KNETKM) B MPaBOM JIEFKOM BU3yanu3upyeTcs
ob6beMHoe 06pa3oBaHMe 60ONbWNX pa3sMEPOB C POBHbIMU KOHTYpaMMu. lNaLMeHT nepeBoaMTCS B CNELMaNM3NMPOBaHHbIN CTaLM-
oHap CaHkT-lleTepbypra. [ocne npoBeaeHUs MarHUTHO-PE30HAHCHOM TOMOrpaduu OpPraHoB rPYAHOM KNIeTKM C KOHTPacTUpo-
BaHUEM, B3ATUS BMONCMOHHOIO MaTepuana U BbIMOAHEHWUS TMCTONOMMYECKOro UCCNefoBaHMs Y NauMeHTa AMAarHOCTUPOBaHA
OMyXoJib NPABOro JIerkoro — naeBponynbMoHanbHas 6nactoma tvn Il

[laHHbIA KNMHWYECKMI CNyYalt BbISBNEHWUS penKOW 3/10Ka4YeCTBEHHOM onyxonun y pebeHka 8 net, MMEIOLLEro OTArOLLEHHbI
aHaMHe3 (BPOXAEHHbIV MOPOK cepaua, OeTCKMI LepebpanbHbiid napanuy), BO3MOXHO, AEMOHCTPUPYET TSXKeNbli BapuaHT
peann3aumm CUCTEMHON OUCMNA3MKU COEOUHUTENbHOM TKaHW U FTE€HHOW MyTauuu.

KntoueBbie cnoBa: nnesponynbMoHanbHas 6nactoma; DICER1-cuHapoMm; aMBpuoHanbHas onyxob.

Moctynuna: 20.06.2022 Opobpena: 22.07.2022 Mpunsra k nevatu: 30.09.2022
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PLEUROPULMONARY BLASTOMA: CASE REPORT IN A CHILD 8 YEARS OLD
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Pleuropulmonary blastoma is a very rare primary fetal tumor of the lung and pleura in young children and is associ-
ated with a mutation in the DICER1 gene. Based on the histological picture, three types of this tumor are distinguished:
cystic (type I), solid cystic (ll), solid (type IIl). Treatment is surgical followed by polychemotherapy. The prognosis is
unfavorable.

The authors bring to the attention of colleagues a description of a clinical case of pleuropulmonary blastoma in an
8-year-old child, diagnosed against the background of an acute respiratory viral infection. He fell ill acutely with a rise
in temperature and an unproductive cough. The condition was regarded as a course of an acute respiratory viral infec-
tion, symptomatic therapy was carried out. After 8 days from the onset of respiratory viral infection, there is a sharp
deterioration in the condition in the form of shortness of breath, refusal to eat and drink, and weakness. The child
is hospitalized in a Central District Hospital, differential diagnosis with pneumonia is carried out. According to the exami-
nation (plain radiograph and CT scan of the chest), a large volumetric formation with even contours is visualized in the
right lung. The patient is transferred to a specialized hospital in St. Petersburg. After an MRI of the chest organs with
contrast, taking a biopsy material and performing a histological examination, the patient was diagnosed with a tumor
of the right lung — pleuropulmonary blastoma type II.

This clinical case of a rare malignant tumor in an 8-year-old child with congenital heart disease and cerebral palsy may
demonstrate a severe variant of systemic connective tissue dysplasia and gene mutation.

Keywords: pleuropulmonary blastoma; DICER1-syndrom; embryonic tumor.
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BBELEHWE

[IneBpomynsmonanbHas 61acroma (I1I16) — penkoe
3JI0Ka4e€CTBEHHOE HOBOOOpPA30BaHUE IETCKOTO BO3pac-
Ta, HO HawOoJee Jacras NepBUYHAS dMOpPHUOHATHHAS
OITyXOJIb JIETKMX M IUIEBpHI y JAeTel paHHero Bo3pac-
ta (0,03-0,07 cayuyaes na 100 Teic. mereit) [26, 30].
[TneBponyneMoHaNbHAsE OacToMa, B OCHOBHOM, AMa-
THOCTHPYETCS y A€TeH MepBbIX 3 JIET KHU3HH, B PEIKUX
ciayuasx y aerei crapmie 10 JeT u oTamvaercs arpec-
CHUBHBIM Pa3BHTHEM C HEOJIArONPHUSATHBIM HPOTHO30M.
Mo nenaBHero BpemeH cuurtanock, yto I1I1b yvame BbI-
SBIIIETCS] Y MaJBIMKOB (cooTHomenue 1,6 : 1) [2, 3].
OpHako AaHHAs OHKOIIATOJIOTHS BCTPEYAETCS C O/IMHA-
KOBOM 9aCTOTOW y MaJBIMKOB U JeBoYeK [28]. 3a Bpe-
MSl MCCIIEOBaHMM 3aperuCTPUPOBAH EAMHCTBEHHBIN
B3pOcCiblii B Bo3pacte 36 ner ¢ Takoil onmyxoisio [31].
Cpenn onkomormueckux 3aboneBanmii [1I1b mguarxo-
crupyercs y 0,1 % mamuentos [5, 30].

BriepBeie 3a00neBanue 6bu10 onucano W.G. Barnard
B 1952 . KaKk «IMOpHOHANBHOE JIETKOE», OCHOBBIBA-
ACh HA T'HCTOJIOIMYECKOM IOJOOMHM OIYXOIH U 3M-
OproHanmpHOW TKaHM Jierkoro mioma [7, 9]. B 1961 r.
H. Spencer npearnonoxuin NpoucxoxaeHne 3Toi oIy-
XOIIM W3 TUIEBPONOTEHIMAJIbHON JIErOYHON Onacto-
MBI, aHAJOTMYHO TAaKUM PEAKHM «ME3EHXUMAaJbHBIM
HOBOOOpPA30BaHUAMY, KaK OITyXojib BuibMmca, He#po-
Omactoma, remarobnacToMa M JApPYTHe OITyXOJIH, WMe-
I0IMe SMOpPUOHANILHOE MpoUCXoKIeHue [3, 9, 29].
B 1988 r. J.C. Manivel BBex TepMUH «ITyJIbMOHAIbHAs
Onmactoma», KOTOPBIM MPUMEHSUICS Ul ONpPEACICHUS
MIAaHHOTO THIA OIMyXoi: y B3pochbix [22]. [lozmaee
OBLIT IPE/IIOKEH TEPMUH IUIEBPOITYIbMOHAIbHAs OJa-
CTOMa» Il 0003HAYCHHUSI TAaHHOTO 3a00JIeBaHUs Y Jie-
Tei, KOTOpOEe, B OTIIMYKE OT OIMYXOJIH B3POCIBIX, UMEET
B OOJIBLIMHCTBE CIy4aeB CIOKHYIO I'MCTOJIOTHYECKYIO
CTPYKTYPY, HO HE COICPKHUT 3JI0KaYECTBEHHBIX JIIHUTE-
JIMANIbHBIX KJIETOK [4].

[ITb sBnsercs DICERI-accounnpoBaHHBIM HO-
BOOOpa30BaHUEM, CBA3aHHBIM C MyTalUed B TIeHE
DICERI (14q32.13) [6, 19]. B HacTosmIiee BpeMs rep-
MUHAJIbHbIE MyTallUd B 3TOM T€HE paccMaTpHBAIOTCA
KaK HACIEACTBEHHBI CHHAPOM, aCCOLMMPOBAHHBIN
C MOBBIIICHHBIM PUCKOM Pa3BUTHsI LIEJIOTO psiAa 370-
KAaueCTBEHHBIX M JJOOPOKAaueCTBEHHBIX HOBOOOpa3oBa-
Huit, m HocAT HaszBanme DICERI-cumngpoma [20, 25].
I'en DICERI pacrionokeH Ha JUINHHOM IUIeYe XPOMO-
combl 14 (14932.13) u cocrout u3 36 sk30HOB [1].
B nocnennee BpeMsi M3ydeHHE 3TOTO T'eHa U KOIUpye-
Moro uM Oenka DICER Bo3pociio B CBS3M ¢ aKTHBHBIM
WHTEpEeCcOM HcciefoBareneid K QYHKIUH MallblX WU
MUKpoPHK (miRNA). MukpoPHK Obutn oTKpBITEL
B 1993 . V. Ambros u mpencTaBisIOT KJacc MabIxX
Hekonupyromux Mosekyn PHK anunoit okono 22 ny-
kireotunoB [21]. Hebompmme dparmentst PHK moryt

TOYHO HACTPOWUTH KOJIMYECTBO O€lKa, KOTOpOE MPOU3-
BOJISIT pa3jM4HbIe TeHbl; HeKoTopble Malibie PHK moryT
UX MONHOCTHIO oTKiIouaTh. @epment DICER paspesa-
et PHK na 6onee menkue yactu — muxpoPHK, pery-
JTUpyloume reHsl. Yuensle oOHapyxuian, uto DICER
MOAJICPKHUBACT CTPYKTYPHYIO LIETIOCTHOCTH XPOMOCOM
W «CTEeTUT» 3a TeM, YTOObI OHW pa3AelsuINCh PaBHO-
MEpHO BO BpeMsl KJIETOUHOTO JIeNEeHHUs, TO €CTh OTBe-
YyaeT 3a CTa0WIBHOCTH TeHoma [14]. MoxHo mpearo-
0%kUTh, 4T0 DICERI sABIsiETCSI TEHOM-CYNIPECCOPOM
OITyXOJIM, MYTAllMM KOTOPOTO IMPHUBOIAT K PA3BUTHIO
[IIb n apyrux ces3anubix ¢ DICERI cocrostHuii [6].
DICER1-acconunpoBaHHEIMU HOBOOOPa30BaHUSAMU
CUUTAIOTCSl TOOPOKAYECTBEHHBIE U 3JI0KaYCCTBEHHBIC
HOBOOOpa3oBanus, Takue kak [II1b, omyxons smuHu-
koB u3 kierok Cepronu — Jleiinnra, KUCTO3HAs He-
(dpoma, capkoma MOYKH WK HedpobdIacToma, y3ioBast
TUNEpIUIa3kus U pak IIUTOBHMJIHOW JKene3bl, HazajabHas
XOHIPOME3CHXHMalIbHasi raMaproMa, 3MOpHOHaIbHAs
pabnomuocapkoMa, HeiipoOracToMa, MeETYIUIOATIHTE-
JMOMa TWIHAPHOTO TeJa, rumodusapHas OgacToma
u nmHeoOmactoma [6, 20].

CymiecTByeT MEXIyHapOAHBI pPErucTp IUIEBpO-
myJIbMOHANBHON Omactombl (International Pleuropul-
monary Blastoma Registry, IPPBR"), ocnoBaHHEIi1
B 1987 r. m mpencTaBNAIOMMN Pe3yabTaThl JIe4eHUs 00-
nee 500 3apernctpupoBannbix naruenTos c 1115 [23].
OnyXoneBbIil MpoIecC MPOTEKAeT B JIETKUX, MPOSB-
JSSICh  CUMIITOMaMu 3a00JIeBaHUI JBIXaTeIbHOM CH-
cremsl. [1I1b pacter u3 neroyHoi TKaHW W/WIH TUIEB-
pBl U MMEET CMELIaHHOE MpOoHCXoXkaeHue. buonorus
[IIIb — yHuKanbpHasA cpenu JaHHBIX dMOPHUOHAIBHBIX
OMyXOoJiell M XapaKTepu3yeTcsl TeM, YTO KIMHHUYECKH
u rucronornyecku II1b nmporpeccupyer B 3aBUCHMO-
CTH OT BO3pacTa B TEUCHHE HEPBBIX 7,5 JIET >KU3HHU
[6, 10, 23]. CymecTByeT 4YeThIpe OCHOBHEIX MOp(o-
sorudeckux tuna [II1B: tun [ (kucro3nas ¢opma),
tun Ir, Tun Il (kuctozno-comuanas dopma), Tam 111
(comumHast Qopma) ¢ MPOrpecCUPOBAHUEM OIYXO-
JIM BO BPEMEHHM B TEYEHHUE NEPBbIX 4—5 JIeT KU3HU
OT MPOTHOCTHYECKH OJIATOMPHUSATHOTO KUCTO3HOTO THTIA
I 1o wueOnarompusitHoro comupaHoro tuma 1T [13].
Kaxnpiii u3 srux tunos IIIIB moxker ObITH cBs3aH
¢ wusMe”HenueM reHa DICERI. OnHako OOKUCAHBI
cnydan [IIIb 6e3 myrammm rena DICERI, a Tak-
K€ HOCHUTENIBbCTBO MYTAallMM JaHHOTO TeHa 0e3 pas-
BUTHS omyxonu [16]. OTpuuarenbHble pe3yNbTaThl
mytanuun DICERI moryT OBITH CBsI3aHBI C MO3au-
u3MoM [12]. Puck oOpa3zoBaHHs OIyXOJM Ha TIPOTH-
keHUH Bcel xm3nu y moneir ¢ DICER1-cuaapomom
JIUIIb YMEPEHHO MOBBIIIEH MO0 CPAaBHEHHIO C PUCKOM
oOpa3zoBanusi omyxonu B oOmei nomymsaauu [16].

* https://www.ppbregistry.org
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Kucrosznas ¢opma I1I1b (tum 1) moxeT ObITh yHHUDO-
KaJbHOM, YHWJIATEPaJbHOM W OrpaHUYMBATBHCA IOpPaA-
JKEHHOU IOJIeH JIeTKOTO, HO B OOJBIIMHCTBE CITydacB
XapakTepusyercs: MynbTH()OKAILHBIM/OMTaTepaibHbIM
nopaxkenuem [6, 11, 13, 23]. B nepunaraibHOM nepuo-
ne panHas ¢opma audpdepeHuupyeTcs OT BPOXKICH-
HOW KHCTO3HO-3JJIeHOMaTO3HOH Majib(opManuu IbIxa-
TenbHBIX yTel [6, 13, 15]. Tun II I1I1b, onrcanHbIiI
B KayecTBE KIMHUYECKOTO MpUMepa B JaHHOW pabore,
MpeACTaBIseT cO00M KHCTO3HBIE M COJIMAHBIC y4yacT-
KW, UMCIOIKE KJIeTKW Kak Ttuma I, Tak m tmma III.
I[IIIb Ttuna III — xkomIuleKcHas capkoma, COYeTaro-
mass B ceOc 4YepThl 3MOpHUOHANBLHOW pabdpomMHuocap-
KOMBl U BEPETEHOBUJHON CAPKOMBI BBICOKOH CTeEIe-
HHU 3JI0Ka4e€CTBEHHOCTH, Cojepikallell pa30dpocaHHbIe
OoJpllIMe, CTPAHHO BHINIAALIME aHAMIa3MpPOBAHHbIC
KJIIETKH W Y376l capkoMaTo3Horo xpsma [6]. Tumsr 11
u III TIIF wacto mnpencraBisiior coboit Oonbline
Mo pasMepaM 3JI0KaueCTBEHHBIE HOBOOOpa30BaHUS,
BCErJa MPHUBOAAIIME K CMEILEHHUIO JIETKHX, Cepala,
nuadparMpl U TiedeHH [6], MOTYT UMETh KaBOaTpH-
albHOE PACIpPOCTPAHEHNE M BOBJEKATh KaK BEHO3HBIH
U apTepHabHBIH KPOBOTOK, TaK M TPABYIO M JIEBYIO
KaMmepsl cepaua [27].

[IIb Tuma Ir — 310 perpeccupoBaHHas (opma
[I1b Tuma 1 [4, 6, 23]. Kucter [1I1b tuma Ir mMmerot
CTpOEHHE, XapaKTepHoe JUIA TUNa I, y HUX OTCYTCTBY-
10T CyOdIHTENNATbHbIC TPUMUTHBHBIC MEJKHE KIIETKH,
HO HUMEETCs THaJIMHU3MPOBaHHBIM MHTEepcTHLUH [6].
Ha naHHBI MOMEHT BpeMEHHM HEU3BECTHO, OyneT Jin
tum | [II1b mporpeccupoBarh 10 0ojiee arpecCUBHOTO
tuna II u III unm perpeccuposare no tuna Ir. B nu-
TepaTrype ONHUCaHbl ciydau, Koraa tun Ir mmen Oomee
no3anee pasutue B [111b tunos II u III [11]. beccumn-
TOMHBIE KHCTBI JIETKHX y UIEHOB CEMbH, MMEIOIIUX
anamues 1o [1I1b, B Bo3zpacte crapmie 7 ner Hanbomee
BEPOATHO UMEIOT MOP(OJIOTHYECKUI BapuaHT TUM Ir,
TaKk Kak B 3TOM Bozpacte Ooiee ueMm B 95 % ciydaeB
nmuarnoctupytorest opmst 11 u 11T [6, 23].

B Hacrosmee Bpems, MO JaHHBIM MEXAYyHAPOX-
Horo perucrtpa IIIIB, cymiecTByeT KOppessiius Mex-
Jy CpeIHUM BO3pAacTOM IpPH IOCTAHOBKE JUarHo3a
u maronorundyeckuMm tumoMm IIIIb: tum I — 8 mec.,
tun II — 35 mec., tun III — 41 mec. dpyras 3Ha-
yuMas Koppernsus Habmromaetcst Mexay tunoMm [I1b
U BbDKHBaeMOCTbIO: TUIl I — 94 %, tun II — 71 %,
tin Il — 53 % manuenTtoB [11, 22].

Kmunnueckas xapruna [I1b Hecnemmduuna. He-
penko OoJ€e3Hb HMPOTEKAeT C KIMHUKOW PEeCIHpaTop-
HBIX BOCITAJTUTENIBHBIX 3a007ICBAaHUI M COTIPOBOXKIACT-
cs1 )kao0aMu Ha OOJIM B TPYIH WJIM B KHBOTE, Kalllelb,
MOBBIILICHUE TEMIIEPATyphl, OABIILKY, CIa0d0cTh (Oomee
xapakrepHo mns Il u Il tunoB omyxomnm) [4]. Jlan-
Hasl CUMIITOMaTHKa OTMEUYaJIach M y HALIETO IalueHTa.

Jlebror 3a0oneBaHUS MOXET TMPOSBIATHCA HArps-
JKEHHbIM ITHEBMOTOPAKCOM C pPa3BUTHEM JbIXATElb-
HOW HemocTarouHoctu (wamme mpu tume 1) [3, 24].
Bosmoxnocts IIIb ciegyer yuyuTelBaTh y JeTel
C ITHEBMOTOPAKCOM, MHOXECTBEHHBIMH JIETOYHBIMH
KUCTO3HBIMU TMOPaXCHUSIMU, CEMEUHBIM aHAMHE30M
JITOYHBIX KHCT, ceMeuHbiM aHamHe3om [IIIb wnm
0o0beMHBIMH TIOpaKeHUsiMH, cBsizanHbIMA ¢ DICERI-
cuaapomamu [32]. IIT16 moxeT ObITh 0OHApYKEH Ciy-
YallHO NPU NPOBEACHUHN BU3YATU3UPYIOLIUX UCCIENO-
BaHUN TIPU OTCYTCTBUM CUMIITOMOB. B CBs3u Cc Tem
YTO TUIEBPOITYJIbMOHANIbHAs OJacTOMa — KpaifHe pen-
Kasi OIlyXoJib, 0€3 MaTOrHOMOHMYHON CHMITOMATHKH,
OBICTPO pacTylias M MeTacTa3upylolasi, AUarHoCTU-
Ka W JICYCHHE €€ IMPEJICTABISAIOT OOJIbINE TPYIHOCTH.
ITockonmbky mo cux mop mo IIIIb wHe OpuTO OIMYyOIH-
KOBAHO TIPOCTIEKTUBHBIX WM CPaBHUTEIBHBIX MPO-
CHEKTHBHBIX  MCCIEOBaHMHA, BCE PEKOMEHJAINU
[0 JUAarHOCTHKE M JICYEHUIO OCHOBAHbI HA YPOBHE
nmokazarenpHOCTH IV mmm V [8]. JlabopaTopHbie naH-
Hble Hecenu(UYHBI, Yalie BCero HaOIIONAIOTCS TEH-
JEHIMS K aHEeMHUH, YBEJIIMYeHHE CKOPOCTH OCETaHMs
PUTPOLIUTOB, MOTYT HPUCYTCTBOBaTh YMEPEHHBIH
JIEHKOIUTO3, TpoMOounTO3 [4].

PeHTrenonoruueckue UCCIe0BaHUs TAK )K€ HECIELl-
M(UYHBI ¥ 3aBUCAT OT THIIA OIYXOJIH, MOTYT MPOSIBIISATE-
Csl YHUJIAKYHAPHBIMHU KUCTaMH I MYJTBTUKHUCTO3HBIMU
CTpYKTypamu (Kak CyOIUIeBpaJbHON, TaK W JIETOYHOM
JIOKAJIM3allii), KACTAMH C COJHIHBIM KOMIIOHEHTOM
WM COJMUIHBIMHA MSTKOTKAHHBIMH OOpa3oBaHUSMH [4].
Jis yTOuHEeHHsl IMarHo3a MOXKET MOMOYb CIHpalibHas
kommbioTepHas tomorpadust (CKT, ypoBeHb nokasa-
TenbHOCTH 1V, cTeneHp pexoMeHnmanwii A), TTO3UTPOH-
HO-DMHCCHOHHAs1 TOMOTpa(usi, COBMEIIEHHAs C PEHT-
reHoBckoii KT (IIDT/KT, ypoeens IV, crenens C),
Ha KOTOPBIX BBISBISICTCSI CONUAHBINA ()ParMEHTHI OITyX0-
JI, TOHKOCTEHHBIE KUCTBI, CMELIEHUE OPraHoB Cpeo-
CTEHHUS B 3I0POBYIO CTOPOHY, MHTCHCUBHOE HAKOIJICHUE
panmodapmmpenapara B CONMAHOM KOMIIOHEHTE OITy-
X0 M OTcyTcTBHE ero B kucrosHoMm. IIDT/KT, Be-
posiTHO, B OyIyIieM MOXET 3aMEHHUTh CKaHWPOBaHHE
kocreit [8]. Ilpm tumax II w III TIIb HeoOxommmo
KT Oprommoii monmoctr [8]. MarHuTHO-pe30HaHCHAS
tomorpadust (MPT) opranoB rpynHON KIETKH MOXKET
IIOMOYb OTPEJENUTh PErHOHAJIbHOE PACHPOCTPAHEHHUE
omyxoiu (yposenp IV, crenens C). MPT romoBHoro
mo3ra (ypoBenb IV, crermenr B) m paamoHykimmHOe
CKaHUPOBAHHE KOCTEH MO3BOJMT OINPENEIUTh HAINYHUE
otnaneHHbIx MetactazoB npu Il u Il Tamax I1I16 [8].
CampIM  (QQEKTHBHBIM JAUArHOCTUYECKUM METOJIOM
MIPHU3HAHA SHI0CKONNYECKask TOPAKOCKOIHSI I TOJICTO-
WTOJIbHASI OMOTICHSI C TIPOBEICHUEM TTOJTHOIIEHHOH OHOTI-
crur 00pa3oBaHUS M TOCIEIYIOIIUM THCTOJIOTHIECKIM
U WMMYHOTHCTOXUMHYECKHM HuccienoBanuem [10].
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Oxokapauorpadusi HeoOXomuma Uil BBISIBICHHS CO-
CYOMCTOM HMHBa3MM M BHYTPHUCEPACYHOIO IMOPa>KeHUS
(ypoBens 1V, ctemens B) [8].

B nacrosee Bpems cieriupuyueckre OHKOMapKephI
[ITb otcyrcrBytoT (ypoBeHs IV, crenens E). Crenyer
paccMOTpPETh BO3MO)KHOCTH JIOTIOJIHUTENIBHOM OLIEHKH
s noucka DICERI-accoumupoBaHHBIX MATONOTHI
KaK y MalUeHTa, TaK U Yy WICHOB €r0 CEMbH.

Jleuenue naruentoB ¢ [1[1b — komOuHHMpOBaHHOE
MYJIBTUMOJANIBHOE, BKIIIOYAIOIIEEe XUPYPruuecKoe U Mo-
nuxumMuoTepanuio [4, 8]. JaHHble B OAAEPKKY HCIIONb-
30BaHUsI AJbIOBAHTHOW XUMHOTEpAIlUM Yy MalUEHTOB
¢ IIIIb Tuna I nporuBopeurBbl. B Hacrosuiee Bpems
PEKOMEHI0BaHO MPOBE/IEHHUE a/IbIOBAaHTHON XUMHOTEpa-
nvu juts HT1B [ tuna ¢ Brmouennem udocdamuia, BUH-
KpHCTUHA, akTHHOMHUIMHA D 1 nuknodpocdamuma (ypo-
BeHb 1V, crenens C) [6, 8]. ¥ mereit mmammre 12 mec.
pelieHre O MPOBEIEHHH aIbIOBAHTHON XMMHOTEpaIiu
C MOJO3PEHHEM Ha OOCEeMEHEHHUE OITyXOJEBBIMH KIIET-
KaMH MJIM OCTATOYHYIO OITyXOJIb MOCTIE XHUPYPruueCKOro
BMELIATENBCTBA HEOOXOANMO IPUHUMATh MHINBULyalb-
HO, C JI03aMH, aJalTHPOBAHHBIMHU K BO3PACTY MaIMeHTa
(yposens V, crenens C). Ilpu II u Il tunax I1IIb xu-
MHUOTepanus oos3arenbHa (ypoBeHs [V, crenens A) [8].
OnucaHpl pas3UyHbIE CXEMbI, UIMTEIbHOCTh BapbU-
pyer ot 21 no 45 uHen. Ponb JydeBod Tepanuu Npu
IITIIb HescHa. JlyueBast Tepamusi HE PEKOMEHIYETCS
npu tune I IIIIb (yposens 1V, cremens E). Ilpu II
u III tunax I1I1b mydeBast Tepanusi MOXeET OBITH pEKO-
MEH/JOBaHa B CIIy4yasx OCTATOYHON >KU3HECIIOCOOHOCTH
OITyXOJIM HOCJIE IPOBEACHUSI XMMUOTEPAIMU U IIOBTOP-
HOTO XHPYpPrHU4ecKoro BMemarenbcTBa. B atom cimyuae
MPEUMYIIeCTBA U PUCKHU HapyXHOH JIydeBOil Tepamuu
CJIelyeT CONOCTaBUTh C TOTAJbHOW IJIEBPOIHEBMOH-
sktomueii (yposenb 1V, crenens C). JlaHHBIX 00 oOII-
TAMAJBHOHN 103€ JydeBoi Teparmuu Het [8, 17, 18].

KNMHUYECKUA NPUMEP

[Tanment, manpuuk, 8 JET, OT TEPBO OepeMEHHO-
CTH, TIpOTEKaBIIed Ha (OHE aHEeMHWH, MPEIKITAMIICHH,
YTpO3bl MPEephIBaHMUs, TEPBBIX CPOYHBIX POIOB Hepes3
€CTEeCTBEHHBIC POJOBBIC IMyTH, ¢ BecoM 3010 1, nmuHOM
tena 50 oM, mo mkane Anrap 6/7 6amioB, ¢ achuKcH-
eit B poxax. [lociie pokaeHHs AMarHOCTUPOBAH BPOXK-
JICHHBIN TIOpOK cepana — Terpana damno. [IpoeaeHa
2-3TarHas KOppeKIus Mmopoka B Bo3pacTe 6 mec. u 1 T.
3 MecC. B YCIOBHSIX UCKYCCTBEHHOTO KPOBOOOpAIICHUS
u runotepmun. B Bozpacte 1 r. 1 mec. nepeHec Oax-
TEpUATBHBIE MEHHUHTUT HEYTOUYHEHHOW ATHOJIOTHH.
PebGeHok cOCTOMT HAa MUCTAHCEPHOM ydeTe Yy HEBpO-
JIOTa-3TIIICTITONIOTA, KapANOJIoTra, OPTOIEAa 1O TOBOY
JISTCKOTO 1Iepe0pabHOro napaiuya, Terpamnapesa, 3a-
JIEPXKKU PEYeBOTO U TICHXOMOTOPHOTO pasputus. llepe-
HECEHHBIC 3a00JIEBaHMS: PEIKHE OCTPhIE PeCIHUparop-

HbIe BHPYCHbIe WH(pEKIUH, OpoHXHT. [pyrux nereit
B ceMbe HeT. HaciencTBeHHOCTh, CO CIIOB POIUTEIEH,
HE OTSTOIICHA.

Ha momeHT rocnuTanuzanuu OOJNEH, cO CIIOB po-
mutene, 10 gueit. Hauamo 3a0oieBaHHMs — IIOKAlll-
JTUBaHME, YMepeHHas acTeHus. OCMOTpeH IMeauaTpoM
M0 MECTY YKHTEJIhCTBA, COCTOSIHHE PACIICHEHO KaK Te-
YeHHe OCTpPOIl pecrnupaTopHON BHUPYCHOW WH(EKINH,
Ha3Ha4YeHa CHMITOMaTH4eckas Tepamusi AMOporekca-
nom. Ha ¢one neuenust — Oe3 ymyumieHus, ormeya-
eTcsl moBblllieHHe Temmeparypsl 1o 38 °C, kaiuenb,
B CBS3M C 4eM peOeHKa MOBTOPHO OCMAaTpUBAN ydacT-
KOBBIH IeANAaTpP, KOPPEKIUS TEParuu HE MPOBOJIUTCS.
Mama caMOCTOATENbHO Hadajla JlaBaThb MAaJIbBUuUKY
AwmoxcukimaB. Ha 2-i1 neHp mnpuema aHTHOMOTHKA,
CO CIIOB pOMUTENeH, OTMEYaloCh YyIydIlleHHEe Camo-
YyBCTBHUS, HOPMAJIN3alKs TEMIIEpaTyphl Tejla, YMEHb-
menne Kanuisi. Cembst yexana Ha oTAblx B Kapemuto,
rje Ha 3-ii JieHb npeObIBaHus y peOcHKa HAOIIOmaeTCs
pe3Koe YXyAIIeHHE COCTOSHUS B BHUAE BBIPAKCHHOUH
OJTBIIIIKH, OTKa3a OT €6l U MUTHS, cnadoctu. C maHHbI-
MU Kano0amu pedeHok rocnuranusuposad B ' bY3 PK
«CopraBanbsckast [[Pb». CocrtosHue mnpu mOCTYyILIE-
HUU PACIICHCHO KaK TshKelloe. MalbuuK BSJIBbIN, au-
HamuuHbIA. [lpm ocmoTpe oTmewaercs OIeIHOCTH
KOXXHBIX TIOKPOBOB, OJIBIIIIKA CMENIAHHOTO XapakTepa
no 40-46 neixanuii B8 mMunyTy, SpO, 90 %. 3eB 0e3
KaTapalpHbIX siBiieHHH. [lepudepnueckue mumdoys-
nel He yBenumueHbl. HocoBoe apixanume cBOOORHOE.
AyYCKyInbTaTUBHO B JIETKHX: CIIpaBa OCIAOJICHHOE JIbI-
XaHWe, CyXHe CBHUCTAIINE XPHUITBI MO0 BCEM JIETOYHBIM
nonsMm. IlepkyTopHO Hajx JETKUMHU: yKOpOUEHHE Jie-
TOYHOTO TOHA CIlpaBa B MPOEKLUUU CpeaHel Joiu.
Tonsl cepama sicHsle, puTMuuHble, 102 B MHHYTY.
AptepuanbHoe nasienue 95/60 mm pr. cr. JKupor
MATKHH, 0e300JIe3HEeHHBIN, TeUeHbh 1O Kparo pedep-
HOM IyTH, cele3eHKa He najbnupyercs. duznonoru-
YeCKHE OTHpaBlCHUs B HOpMe. B kiuHHYecKoM aHa-
JM3€e KPOBH NPH NOCTyIUIEHMH remoriodun 119 r/m,
spurpountsl 4,48 - 10'%/n, neiikouutsr 6,68 - 10°/1,
TpomMbonuTel 336 - 10°/1, mamoukosmepHbIe HEHTPO-
¢uner 5 %, cermenrosiaepabie HelTpoduiel 85 %,
mumponutel 6 %, MoHOIUTHL 4 %. B OnoxuMuyeckom
aHaJM3e KpoBU: o0Imuii Oenok 66,7 r/n, C-peakTUBHBIH
oemok 33,7 en., amanmHamuHOTpaHcdepasza 14,7 U/,
acnapraramuHorpancdepaza 28,0 U/I, Ounupyoun
o0mmii 5,3 MMOIB/1, TIIOKO3a 7,52 MMOIB/I, MOYe-
BuHa 5,0 MMOJIb/N, KpearnuHUH 23 MMOIb/1. OOmmii
aHanu3 Mouu: Jeikouutsl 20-22 B mone 3peHus,
puTpoIUTE 25-27 B moje 3peHus. Koarymorpamma:
J-numep 3,27. Ha penrtrenorpamme Jjerkux (mpsimast
u mpasasi OokoBasi mpoekuus, puc. 1) u CKT nerkux
(puc. 2) — cnpasa, B npoekuu SVI, orpomHoe o6pa-
30BaHME C POBHBIMH M YETKUMH KOHTYPaMH, TIOTHOM
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Puc. 2. Maument, 8 ner. KomnbloTepHasi ToMorpam-
Ma, NIeroyHblii pexxum: A (akcmanbHas npo-
eKkuusa) — Gonbwoe conuaHoe oGpasoBaHMe
B 6-M cerMeHTe NpaBoro Nerkoro

Patient 8-year-old. Axial CECT chest images —
giant solid mass in the 6th segment of the
right lower

Puc. 1. Maumenr, 8 net. Mpsamas (a) u npaBas 60koBas peHTreHorpamma (b)
rpyAHOM KNEeTKM — CNpaBa, B Npoekuum S6, orpoMHoe o6pa3oBaHue
C POBHbIMM U YETKMMU KOHTYpaMM, NNIOTHOW UHTEHCUMBHOCTH, HE
CONPOBOXAAOLLEECs HapyLIEHUEM NPOXOAUMOCTM GPOHXOB

Patient 8-year-old. Chest radiograph [direct (a) and right lateral
(b) chest X-ray] — in the S6 projection, a huge mass with even
and clear contours, a dense picture, not accompanied by a viola-

Fig. 1. Fig. 2.

tion of bronchial patency

WHTEHCHBHOCTH, HE CONIPOBOKIAIOIEECS HApyILIEHUEM
MIPOXOIUMOCTH OpPOHXOB.

CrneBa — 0e3 04aroBbIX W MH(UIBTPATUBHBIX W3-
MEHEHUH. DJeKTpokapAauorpadus: CHHycOBas TaxH-
Kapaus, 4acToTa CEep/AEUHbIX COKpaiieHuil 148 B mu-
HYTY, HETIOJTHas OJI0Kaja MmpaBoil HOXKKK Tydka [ 'mcca.
DXOKapAMOCKOIINS: HE3HAYUTEIFHOE pacIIupeHue mpa-
BBIX TOJIOCTEH cep/lla, KOCBEHHbIE MTPU3HAKU YMEpPEeH-
HOM JIErOYHOW TUNEPTEH3UH, MUK TpajiieHTa AaBICHUS
Ha JIETOYHOHU apTepuu 9,8 MM PT. CT., IIYHTUPYIOLIUX
MTOTOKOB HET, KUAKOCTH B IIOJIOCTH IEpPHKApAA HET,
HE HCKJIro4Yaercsi Tpom003 anacromosa. [IpemBapu-
TeNbHBIH auarHo3: «OOpa3oBaHHE MPABOTO JIETKOTO
(B mpoekiuu S6): omyxoib, KHUCTa, TPOMOO3 aHACTO-
Mo3a — aHeBpu3Ma? OOCTPYKTUBHBINA TPaxeoOpOHXHT,
JBIXaTeNbHAs HENOCTaTOYHOCTh Il cTemeHH, cmelaH-
HOTO TeHe3a». COmyTCTBYIOMIMI nuarHo3: «J/lerckwmii
nepeOpalbHBI Tapanuy, TeTpamnapes, 3aJepiKKa pe-
YEBOTO U TICHXOMOTOPHOTO pa3BUTHA. BpokaeHHBIH
nopok cepjua, terpaga damno, onepamuun B 2014
u 2015 rr., HEmZOCTaTOYHOCTH KPOBOOOpAIIECHUSs
0 crenenm». IlpoBommmast Tepamusi: HH(Y3HOHHAS,
anTuOakTepuanbHas (UeTPUAKCOH), JeKCaMeTa3oH,
nyasernaM, KHUCIopoioTepanus, HeOymnai3epHas Tepa-
s PEHOTEePOJIOM M HWIIPATPOINHs OpoMHIOM, Oyre-
coHuzoM. Ha 3-m cyTKM OT MOMEHTa TrocmnuTajn3a-
UM B pallOHHYIO OOJBHHUILY MOCIE TpeABAPUTEILHON
KOHCYJIBTALlMH PEOCHOK TPAaHCIOPTUPOBAH CaHUTAPHON
aBUaliedl B OTAEJICHHE OHKOTE€MaTOJIOTUH KIVMHHKH
OI'bOY BO «Cankr-lleTepOyprekuit rocymapcTBeH-
HbII INEJUaTPUYECKU MEIULUHCKUA yHUBEPCUTETY,
rae nocne nposegeHuss MPT opranoB rpynHoi KiIeTKH
C KOHTpPacTHpOBaHHEM (NMPOpacTaHUE OIyXOJIH B KO-
PEHb JIETKOTO M COCYIHMCTBIH ITy4YOK) BBINOJHEHA Ype-

CKOKHAs TPETaHOOMOIICHS OITyXOJH IIPABOTO JIETKOTO
1ojl yJabTpa3BykoBoM HaBurauueil. Ilo pesynbraram
THUCTOJIOTHYECKOTO HCCJIE0BaHUs JAMAarHOCTHPOBaHA
OMYXOJIb MPaBOr0 JIETKOT0 — IUIEBPOMYIbMOHAIbHAS
Oomacroma, Il Tum (cMemraHHBIA BapuaHT C COJHI-
HBIM ¥ KHCTO3HBIM KOMIIOHEHTOM OITyXoiH). Hadara
NOJIMXUMHUOTEpanus 1o mnporokony Jieuenust IIIIb.
B nacrosimiee Bpemst mocne 3-ro Kypca MOJIHXUMHO-
Tepanuy JOCTUTHYTa KIMHUKO-PEHTTECHOIOTUYECKAs
cTabuim3aIys OITyXOJEeBOrO Mpollecca: o0pa3oBaHHE
YMEHBIITWIOCH B pasMepax. C y4eToM MOIOKUTETbHOM
JIMHAMHKH M OTSATOIICHHOTO IMPeMOpPOUIHOrO (oHa,
a TaKkKe MpOpacTaHHUE OIMyXOJU B KOPEHb JIETKOTO
U COCYIMCTHIM My4YOK B HACTOSLIEE BPEMsl OT olepa-
LMY [THEBMOHAKTOMHH PELICHO BO3AEpKaThCcs. B mia-
HE — TIPOJIOJDKEHUE TOJIMXUMHOTEPAITHH.

3AKJTIOMEHUE

[IneBponyneMoHanbHAsT OlacTOMa JAMArHOCTUPOBA-
Ha y peOeHKa B Xozie 00CIeI0OBaHus 0 TIOBOY OCTPOit
pecrupaTopHOd BUPYCHOW HH(EKIINN, WUMEIOMEH He-
TUNIMYHOE TeueHue. KpailHss peaKocTh, OTCYTCTBHE
cnenu(GUIecKoi KIMHUIECKOW KAPTUHBI, OBICTPBIH POCT
YU METacTa3MpOBaHUE JAaHHOW OIYyXOJHU OOYCIIOBIIMBA-
€T CJIOXHOCTh JHATHOCTUKA U HECBOEBPEMEHHOCTH
nedeHns. HeoOXoauMo TOMHHUTH O CYIIECTBOBAHHH
JAHHOTO 3a00JIeBaHMs y JETe MJIaJIIero Bo3pacra
B cllydyae OTCYTCTBMsI AMHAMMKHU TPH JICUCHUH BOCHA-
JUTETHHBIX 3a00JIeBaHNH, KaK B JAHHOM KIIMHUYECKOM
MpUMepe, a TaKKe IMPH BBIIBICHHH KHCTO3HBIX 00-
pa3oBaHui U MHEBMOTOpakca. J[aHHBIM KIMHUYECKUU
CiIy4ail BBISBICHUS PEJIKOM 3710KAYECTBEHHOM OILyXOJIH
y peOeHKa 8 JeT, UMEIOIIeTO OTATOIIECHHBIH aHaAMHE3
(BpOXKIEHHBIN TIOPOK CepiIla, TETCKHHA MepeOpaTbHbIH
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napajiny), BO3MOXKHO, IEMOHCTPUPYET TSHKEIbIN Bapu-
aHT pealu3allii CUCTEMHOHN UCIUIa3uU COeINHUTEIb-
HOM TKaHM U TE€HHOW MyTalluu.

OOMONHNTENbHAA NHOOPMAL NS

Bxiax aBTopoB. Bee aBTOpBEI BHECHH CYIIECTBEHHBIN
BKJIaJ B pa3paOOTKy KOHIICIIINH, IPOBEACHHE HCCIIEI0Ba-
HUSI ¥ IOATOTOBKY CTaTbH, POWIN U 0f100pMIN (PUHATBHYIO
BEPCHIO TIepe]] MyOnuKaimeii.

Kongummkr nHTepecoB. ABTOPBI JEKIAPUPYIOT OTCYT-
CTBHE SIBHBIX W IOTEHIUAIBHBIX KOH(JIMKTOB HHTEPECOB,
CBSI3aHHBIX C ITyONUKaIMel HaCTOSIICH CTaTbu.

HcTtounuk d¢uHAHCUPOBAHMS. ABTOpPBI  3asBISIOT
00 OTCYTCTBHMHM BHEIIHEro (PMHAHCHPOBAHMUS IPH IIPOBEJIE-
HUM UCCIIEIOBAHUS.

HNudopmupoBanHoe coriacue Ha NyOJMKALUIO. AB-
TOpBl MOJYYWJIN MHCBMEHHOE COIacue O(UIMAIBHBIX
MpeACTaBUTENCH MalMeHTa Ha IyOIMKALUI0 METUIIMHCKUX
JTaHHBIX.
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EFFERENT THERAPY IN PREGNANT WOMEN WITH THE THREAT OF VERY
EARLY PREMATURE BIRTH WITH PREMATURE EFFUSION OF AMNIOTIC FLUID.
TWO CLINICAL OBSERVATIONS
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women with the threat of very early premature birth with premature effusion of amniotic fluid. Two clinical observations.
Pediatrician (St. Petersburg). 2022;13(4):93-100. DOI: https://doi.org/10.17816/PED13493-100

It is known from the literature that premature amniotic fluid expulsion in 22 weeks - 27 weeks 6 days gestation is very
dangerous, as it is accompanied by high morbidity and mortality in newborn infants.

Clinical observation. This article presents the results of observing two women with premature amniotic fluid expulsion at
22 and 24 weeks’ gestation, respectively. In the first case, the woman was immediately admitted to the perinatal center;
in the second observation, she was admitted after 3.5 weeks of treatment at another institution. In both cases, pregnant
women had manifestations of oligo and endotoxemia, a protective inflammatory response in the mother-placental-
fetal system (more pronounced in the second observation) against a background of urogenital infection. In the course
of complex treatment, the patients underwent detoxification, of efferent therapy in the form of repeated consecutive
sessions of plasmapheresis, hemosorption (one operation each), external photomodification of blood with ultraviolet,
laser beams with prolongation of pregnancy by 10 and 8 weeks. The deliveries in both cases were operative with live
babies with body weight of 1600 g and 1840 g, respectively. In the first case the infant did not need intensive care,
was breastfed, in the second observation the newborn received active respiratory support for 9 days, in the dynamics
his condition normalized. No septic complications in mothers and fetuses were observed.

The concluding efferent therapy in course of therapy were effected by prolongating of pregnancy with of good the
results for mothers and them of fetus.

Keywords: pregnancy; prematurity; premature amniotic fluid expulsion; plasmapheresis; photomodification of blood.
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BBEAEHUE

IIpexxneBpeMeHHOE M3IUTHE OKOJOIUIOAHBIX BOJ
(ITMOB) mpu 6epemenHOCTH CpoKoM 22 Hen. — 27 Hel.
6 nHel OYeHb OMAacHO, TaK KaK COMPOBOXKIACTCS BbI-
COKOW 3a00JIeBaEMOCTBIO M JIETaJIbHOCTHIO HOBOPOXK-
neHHeix gereit [4-8, 10].

B nureparype ecth cOOOIIEHHSI O BO3MOKHOCTH
HPOJIOHTUPOBaHUS OCPEMEHHOCTU IIPU YIpO3€ OYEHb
PaHHHUX IMPEKIEBPEMEHHBIX POJIOB C TIOMOIIBIO METO-
JIOB JIETOKCHUKAIIMOHHOM, 3¢ depentroii Teparmu (OT)
B Buje Turazmadepesa u ap. [1-4, 9].

B craree mpencraBineHsl pe3ynbTaThl MCIIOJIB30Ba-
HUS MeToIoB DT IJIs1 MPOIOHTUPOBAHUS OEPEMEHHOCTH
U MPOQUIAKTHKH THOMHO-CENTHYECKUX OCIOKHEHUH
y JKEHIIUH C yrpo30i OYeHb paHHMX INPEXKIEBPEMEH-
HBIX pozoB Ha (one [TMOB.

KNNMHNYECKOE HABNIOOEHUE 1

[Manmentka 30 n;et, poct 152 cm, Bec 54 kI
B anamuese 1 HOpManbHBIC POJBI, XPOHUYECKUH IH-
ctut. B 12 Hen. Hacrosmieil 6epeMEeHHOCTH OTMedaia
TAHYI#E OO B OOJIACTH TOSICHWIIBI CIIpaBa, K Bpa-
yaM He oOpamanack. Ha yuer Bcrana B 19 men., mpu
oOcnemoBanuu ObUT BBIsIBIEH HedponTo3 Il cremenun
cnpaBa Oe3 HapymieHus: QyHKIuu moukd. [locrynmna
B [lepunaransasiii nentp (I1L]) Cankr-IlerepOyprckoro
TOCYAapCTBEHHOTO TEIUATPUUYECKOTO MEIUITUHCKOTO
yauBepcutera (CIIOITIMY) B 22 men. 21.12.2017
C ’kajmo0amMHM Ha BHE3aITHOC WU3JIMTHUE OKOJIOILIOAHBIX
BOJI, MAXYIIIUE KPOBSHUCTHIE BBIJICICHUS U3 MOJOBBIX
IyTeH, TOBBIIEHHBIA TOHYC MaTku. O0IIIee COCTOSTHIE
NAIUEHTKH OBbLIO YJOBJICTBOPUTEIBHBIM, B aHaIHM3ax
KPOBH BBISBIICHBI: JIerKas aHeMusi (remoriiooun 106 /i),
SHJIOTOKCUKO3 [JICHKOIIMTAPHBIA WHIEKC WHTOKCHKA-
mmn (JIMW) 3,2 yen. enm., Hopma mo 1,5 yem. en.],
CKJIOHHOCTh K THIEPKOATYISANNAN (TIPOTPOMOMHOBBIN
unnexc 116 %, dubpunoren 6,2 r/i), U3 NEpBUKAIIb-
HOTO KaHajla BhICesHA KHIlleuHas nanouka (Escherichia
coli) B 3naunmom tutpe (10°). TecTsl HA OKOIOIIION-
HBIC BOJIBI MPH TIOCTYIJICHWH W B JUHAMHKE HAOIIO-
JICHUS TTOJIOKHUTEIbHBIE. AHANU3BI MOYH — B HOPME.
IlleBenenre 1ioma OIIyIIAET XOPOIIO, Marka B IIO-
BBIIIEHHOM TOHYCE, 4aCTOTa CEPJICUYHBIX COKPAIICHHIM
138 B Munyty. llpu ynpTpa3ByKOBOM HCCIEAOBAHUU
(Y3U): B MaTKe ONMH KUBOH IUIOA B TOJIOBHOM TIpEI-
JIeKaHUH, COOTBETCTBYET 22 Hel. OepeMEHHOCTH, TIPE/I-
nonaraemasi macca tena (MT) mmona 470 r. [lnamenta
pacrnonaraeTcsi MO 3agHEH CTEHKE MAarTKH, KpaeBoe
npeiexanne. AMHHOTHUECKHd wHAECKC (AM) 8 MM
(aHTHIPAMHUOH), IIEPBUKAIBHBI KaHAl COXpaHEH,
mmmHOM 37 MM, [lpm  jgommiepoBCKOM  HCCIenoBa-
HUU BBISIBIICHO HApYIICHUE MAaTOYHO-ILIAIICHTAPHO-
ro kpoBoroka IA crenenu. [lpu xonTpomsHOM Y3U
Ha JPyToi JIeHb W B OMipKkaiiine Mmocieayone IHA

AQHTUAPaAMHUOH ObUT oATBEpKAeH. [IpoBoaunacs koM-
TUIEKCHAsI COXPAHAIOMIAs Teparus (MUJIIPOHAT B JI03€
5,0 mn+0,9% pacTBOp HaTpHus XJOpHIa B J03€
250,0 mn BHyTpuBEeHHO KamenbHO, Ne 10; axTOBe-
rud B o3¢ 5,0 ma + 0,9 % pactBop HaTpus XJopuaa
B 03¢ 250,0 mi1 BHyTpHBEHHO KanenbHo, Ne 10; cyib-
¢ar maraus 25 % — 20,0 Mu1 BHYTPUBEHHO MHKPO-
crpyitHo, Ne 4; nedrpuakcon 2,0 r+ 0,9 % pactBop
HaTtpus xyopuaa B jgo3e 250,0 MuI BHYTpPHUBEHHO Ka-
NeNnpHO, 7 IHEH; AeKcaMeTa3oH B j03¢ 24 MI BHYTpHU-
Mbieuno; ®eppym Jlexk 1 Tabnerka 2 pasa B JeHb;
AxrtoBernH 1 TabnmeTka 3 pa3a B JCHB), IIPH INpPEKpa-
HICHUW KPOBSHHUCTBIX BBIJECNCHUN (C 4-rO JAHS OT TO-
CTyIUIeHHs) ObUIM MOAKIIOYEeHBI MeToabl DT B BHIE
Kypca cpenHeoObemHoro ammaparHoro («I'emoc-ITdD»
npomsBoncta HITO «buotex M», MockBa) memOpaH-
Horo masMadepesa (MITA; sxcdy3us mIa3Mbel OKOJIO
1 % oObemMa HUMPKYIHPYIONIEH IJIa3Mbl; IUIa3MOBO3-
MelleHne Kpucramongamu). llokazanuem ciyxuia
MOTPEOHOCTh B  TPOJIOHTUPOBAHHH OEPEMEHHOCTH
1 MPOPUITAKTHKE THOWHO-CENTHYCCKUX OCIOKHCHHIMA
y marepu u twiona [1].

UYepes neHb-1Ba ObUIM BBIMOIHEHBI 3 MPOLELypHI
MIIA, KoTOpbIe COYETAUCH C HApYXHOW (hoTOMOAH-
¢ukamueil KpoBM yAbTPapUOICTOBBIMUA M Ja3€PHBIMH
mydgamu (o Ne 3 ¢ gepemoBaHmeM) Ha 00J7acTh CO-
cynuctoro nyuka Ha mee. OcnoxHennit DT He ObLIO,
SBJICHUSI YIPO3bl NpepbIBaHUs OEPEMEHHOCTH OKOHYa-
TEJIBHO MPOLUIN, YAYUYIIMINCh TOKa3aTeld aHaIu30B
kpoBH. [t ycunenns nedeOGHOTO ddexTa, Kymupo-
BaHUS MaJIOBONMS, SHIAOTOKCHKO3a M BOCIAIUTEIHHO-
ro orBeTa opranusMa (mokasarens JIMU coxpansuics
Ha ypoBHe 2,6-3,0 ycn. en.) Tepamus Oblia ycuieHa
MIPOBEACHNUEM MPOIIEAYPHI TEMOCOPOIIUH B BUIE OIHO-
ro obrema mupKyaupytomeii kposu (OLIK) Ha amma-
pare «I'emoc-I1D» ¢ UCMOIb30BAHUEM OTEUECTBEHHOTO
remocopbenta «BHUUTY». B nunamuke OTMEUYEHBI
HOpMaJM3aLus MOKa3aresiell KpOBH, MOSBHUIMCH OKO-
JIOTUIONHBIE BOABI C Bo3pactanueM AW no0 43 wmwm,
aKTUBHBIM POCTOM IUIOAA TPU HOPMaJH3aI[H TeMO-
JUHAMUKA B MaTOYHO-TUIAIICHTAPHOM KPOBOTOKE.

B nocrnenyromemM manueHTka mnoiayvana MoANepKH-
Baromiue ceaHcsl MIIA onun pa3 B 7-10 nueit, AU
45-50 mm. Bcero 3a Bpemsi Haxoxjenust B I mpu
O0epeMenHoCTH mony4dmna 7 ceancoB MIIA, 1 ceanc
reMocopOmu U 14 ceaHcoB HapyxHOU (oromoaudu-
Kallid KPOBH YIBTPA(QHOICTOBBIMU U JIA3EPHBIMH JTy-
gamu (110 Ne 7). Ocnoxxaennit ipu OT He oTmevasnu.
B 32 Hen., B CBA3W ¢ caMOIPON3BOIBHBIM TIOSIBIICHH-
€M CXBAaTOK, po/lopa3peleHa MmyTeM KecapeBa CeUeHHs
(mokazaHWe — HACTYIUICHHE IPEXIEBPEMEHHBIX PO-
JIOB TIPH JUTUTEIIEHOM OE3BOJHOM IPOMEXKYTKE).

OcnoxxHeHUH He OBUIO, KPOBOMOTEPS] COCTAaBHU-
ma 600 M. IlociepomoBoil mepwon mpoTekan 0e3
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A 7
Puc. 1. Pe6eHok B Bo3pacte 10 mec.
Fig. 1. Child of patient, 10 months old

OCJIOKHEHUH, BbIMMCaHA JOMON Ha 6-¢ CYTKH MOCIe
ponos. Ilpu mabGoparopHOM OOCIEIOBaHWU: B aHAIU-
3ax kpoBu: remornnooun 106 r/m, JINU 2,1 ycu. en.,
oOmwmit 6emox 60 r/m, ¢udpuHoren 4,6 /7, MoKa-
3arenu OO0INEro aHaiaW3a MOYM B HOpMe. B mocnene
BBISIBJIGH MUKOIUTa3MEHHO-0aKTepUABHBIN XOpUO/Iie-
LUIYWUT, OYaroBblii THOMHBIM BUJUTY3UT. XPOHUYECKAS
CyOKOMIICHCHPOBAaHHAS HEIOCTATOYHOCTH TUTAIICHTEHI.
HosopoxneHnbiii mansuuk, ¢ MT npu poxaeHun
1600 r u oueHkoii No 1ikane Amnrap 7/9 6aios, B pe-
AHMMAIMOHHON TOMOIIM HE HYXIAaJCs, HaOIomancs
B OT/ICJICHWH TIaTOJOTHH HOBOPOXKICHHBIX. BrImucan
JIOMOH B YZIOBJIETBOPUTEIBHOM cocTOosiHMM. Karamues
pebenka B 10 Mec. KHU3HM: N0 3aKIIOYCHUSIM Bpaden
POCTO-BECOBBIE MOKA3aTe€Nd COOTBETCTBYIOT BO3PACTY,
pebenok 3mopoB (puc. 1, 2).

KNWHNYECKOE HABJNTIOAEHUE 2

[Tanmentka 28 net, poct 176 cm, Bec 88 kr. Ilo-
crymuina B 1L CII6I'TIMY 21.10.2019 ¢ aunarnosom:
«bepemennocts 27 Hen. 2 nua. IlpexneBpemeHHOE
mnmtre (27.09.2019) oxomormiIiogHsIX BoA. MaioBo-
nue. OTSATOIICHHBIH  aKyIIepCKO-THHEKOIOTUYE CKHIA
aHamue3. I[Ipomanc mMuTpansHoro kiamana | creneHw.
HK 0. Xponndeckuii ractput. SI3BeHHas 00Je3Hb JBe-
HaJLATUIEPCTHON KHUILKH, PEMUCCH».

C pmerctBa HaOmOAeTCs y Kapauojora 1o TOBO-
NIy TpoJjiarica MUTpaibHOro KiamaHa. [lomoBast >kxHU3Hb
c 17 ner, B Opake. B 2018 1. mo moBoxy Hepa3BHBalo-
nieiicsi OepeMEeHHOCTH B 6 HEZl. IPOBEJCHO HHCTPYMEH-
TaJbHOE ONOPOXKHEHUE IOJIOCTH MaTKu, 0e3 OCIIOX-
HeHuid. Hactosimast GepeMEHHOCTh BTOpasi, JIBAXKIIbI
(B 9 u 16 Hen.) yseunnach B CTaIlOHape OT YIPO3BI
npepbiBanus oepemenHocty. 27.09.2019 (24 nen.) Bue-
3aIIHO M3JIMJIMCh OKOJIOIUIOAHBIE BOJBI, ObUIA TOCIUTA-

Puc. 2. Pe6eHok B Bo3pacTe 3 ner
Fig. 2. The child of patient, at the age of 3 years

JU3UpPOBaHa B POIJOM, III€ MPOBOJUIACH COXPAHSIO-
masi Tepamnus 1Mo MPOTOKOITY, MPo(HIaKTHKa CHHAPOMA
JIBIXaTENbHBIX PACCTPONUCTB (JeKCaMeTa30H), aHTHOHO-
TUKOTEpanus (Kypchbl S3pUTPOMUIIMHA, [IE)TPUAKCOHA).
C mporpeccupyroiieii 0epeMEHHOCTBIO B YIOBJIETBOPH-
TEJIBHOM COCTOSIHUU 4epe3 3,5 Hen. nepeBeneHa B [11]
CIIOI'TIMY. IlpenssBisia »alo0bl Ha IEPHOTUICCKOEC
YCUJICHHUE XUJKUX BBIJCIICHUN U3 BIArajulla, «IIOBHI-
LICHHBIA TOHYC MaTKi» 6e3 6oneBoro cuaapoma. JKeH-
IIMHA B KOMIICHCUPOBAHHOM COCTOSTHHH, (DU3HOJIOTH-
Yyeckue oTrnpasiieHus: B HopMe. [Ipu ocMoTpe pazmepst
MaTKH COOTBETCTBOBAIH 27 Hel. OEpEeMEHHOCTH, TOHYC
HOPMAJILHBIA, KPOBSHUCTHIX BBIICICHUN U3 IOJIOBBIX
myTell He ObuTo. B KIIMHUYECKOM aHau3e KPOBU: Te-
moritobun 108 /1, nefikoruTos 15,7 THIC., CKOPOCTH
ocenanusi spurporutoB 46 mm/4, JIMU 3,9 ycu. en.
B OwoxuMuueckoM aHamu3e KpOBH: OOIMi Oerlok
KpoBU 56 1/1, C-peakTuBHBIH Oenok 5,7 Hr/mi, mpo-
TpoMOuMHOBKINM uHACKC 103 %, ¢ubpunoren 5,2 /1,
OCTallbHBIC TTOKAa3aTeNu B IMpejesiax HopMEl. B coxep-
JKAMOM TIEPBUKATIHLHOTO KaHajda 0OHAPYKEH OOMITBLHBIHN
poct tpuboB Candida, B nuHamuke MpoObI HA HAIU-
Ype OKOJIOTUIOMHBIX BOM B BBIJCICHHSIX U3 Biarajiu-
ma nojoxkutenbHble. Pesynprarsl Y3U: B MaTke oguH
YKUBOW TUTOJT B TOJIOBHOM TpPEJIeKaHUN, COOTBETCTBY-
et 27 "Henm W 2 mHSIM OEpeMEHHOCTH, Iperoiarae-
mast MT mona 1060 r. IlnamenTa TomiuHoN 32 MM,
[-II crenenu 3penocTu, pacmnojaraercs IO Mepea-
HeW cTeHke Marku. llepBHKanbHBIA KaHAl COXpaHEH,
amuaor 37 mM. ManoBogue — AW 31 mwm. JlanHbie
kapauotokorpadpuu B HOpMe, YUCC 142 B mMuHYTY.
IIpu JIIA nHapyumieHuil reMOAMHAMHMKHA B MAaTOYHO-
IJIallEHTapHOM KPOBOTOKE He 0OHapyxeHo. [Ipomomxke-
Ha aHTHOAKTepHaabHas Teparus U, y9UThIBAs HATHINE
BBIPQKCHHBIX BOCHAINTENBHBIX W3MEHEHHHA B KpPOBH
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U 9HIOTOKCHKO3a, noOasnenbl mertoasl OT. Jledenue
HAYaTo C MPOBEICHUS IPOIEIYPhl TeMOCOPOITUH B 00B-
eme 1 OLIK ¢ momomrsto ammapara «I'emoc-I1d» (HITO
«buotex-M», Mocksa) u remocopbenta «BHUUT V.
[Tocnenyromme mnpouexypst DT mpoBonuiau B BHIE
MIIA omun pa3 B 5-7 aHel c¢ 3kcdys3uell Iua3Mbl
0,8 % OIIK ¢ m1a3MoBO3MEINICHUEM KPUCTAILIONIAMU
B COYETAHWH C OYHIIEHHOW METOIOM TelapuHKPHO-
MPEIUIUTAIINN ayTOTUTa3Moi 1o 250 MiI. DTH METOJBI
COYETANNCH C HAapYXHOH (oTomMonudpukanmeii KpoBu
yABTpaUOICTOBBIMU U JIA3ePHBIMHU JTy4aMHu (armapar
«Marpukc-BJIOK», MockBa) ¢ depeaoBaHHEM depes
neHb B kommdecTBe 1o Ne 7. Ocnoknenuid mpu DT
He Obuto. Ha ¢oHe Tepamum moxaszarennm romeocras’a
HOPMaJIM30BaJINCh, B AMHaMHKe mpu Y3U oTmedeHo
yBenmmuernne AU (o 44-52—-65 MM), CBHIETEILCTBY-
fomee o0 yinydrmeHnn (pyHKIIMOHATHHOTO COCTOSHUS
JKU3HEHHO-BAXHBIX OpPTaHoOB (TMOYeK) miofa (puc. 3).

Opnako k 32 Hen. OEpeMEHHOCTH Y MAIMEHTKH
BHOBb OBLIO OTMEYEHO HEKOTOPOE YCHIIEHHE BOCIIa-
JUTETHFHOTO OTBETa OpraHm3Ma (C BO3pacTaHUEM IIO-
kazarens JIMW no 2,5 ycn. en.) ¢ OAHOBPEMEHHBIM
cHmwkenueM AU no 9 mm (puc. 4).

Bruto mpunATO pemeHue o NpepbBaHUN OepeMeH-
HOCTH ITyTeM SKCTPEHHOTO KecapeBa ceueHus (IoKa-
3aHME — HapacTalollee MaJIOBOANE TPH JUTHTEIHHOM
0E3BOIHOM IPOMEXKYTKE Yy HEJIOHONIEHHOTO IUIOJA).
Onepauus ipouuia 6e3 0CIOKHEHHI, KPOBOIIOTEPSI CO-
craBuwia 600 mui. B mocneponoBoM nepuoae ocioxHe-
HUH y MaTepu He ObLIO, BHIMMHCaHA Ha 6-€ CyTKH C pe-
3yJIbTaTaMu aHAJIHM30B: TeMornoouH 106 /1, oOrmmumit
oenok kpoBu 62 /1, JIMU 2,0 ycu. en. T'mcromorus
nocyena: THOWHBIA wmHTepBHILTy3uT, PHK-BupycHO-
MUKOIUTa3MEHHBI  XOPHONCIUAYUT C XPOHUYECKOU
CYOKOMIIEHCHPOBAaHHOHN HEIOCTATOYHOCTHIO TUTAIIEHTHI.

Pomwncst xwBoit pedenok (meBouka) ¢ MT 1840 r
JUMHOM 38 CcM, C OIeHKOM mo mikaie Armrap 5/6 Oai-
noB. C pOXICHHUS COCTOSHHE PEeOCHKA PACLICHUBAIOCH
KaK TSDKEJIOe 32 CYET JbIXaTelbHON HEIO0CTAaTOYHOCTH
(TedeHwe pecrmpaTopHOTrO TUCTPECC-CHHAPOMA), B CBS-
31 ¢ 4eM ObLI MepeBeicH Ha ammapaTHy0 BEHTHISIIAIO
Jerkux. 3a BpeMsi JICUCHHUsS B OTICICHWH peaHHMalin
HoBoposkaeHHBIX [ILl coctosHMe peOeHka yimyd4iu-
JIOCh — Ha §-€ CyTKM BBINIOJIIHEHBI IKCTyOAIms U Tepe-
Box Ha NCPAP, a ¢ 10-x cyTOoK pecrmpaTopHast moIepiK-
Ka OTMEHEHa. B HEBpOJIOIMYeCKOM CTaryce O4aroBOM
1 OOIIEMO3roBOi CHMITOMAaTHKUA HE BbIABICHO. [lpn
TIPOBEJICHNN CKPHUHUHTOBOW KPaHWAIbHONH COHOTPAMMBI
CTPYKTYPHBIX HapyIIeHUH HE BBISBICHO, IepedpantbHas
3pENOCTh 10 HEWPOBU3YAIN3AIOHHBIM KPHUTEPHSIM COOT-
BETCTBOBAJIa FeCTAIMOHHOMY BO3pacTy peOeHKa (puc. 5).

KonnuecTBeHHBIE XapaKTEPUCTUKU LEPeOPATLHOTO
KPOBOTOKa CBHUJICTEIHCTBOBAIHN 00 YIOBIECTBOPUTEIb-
HOH mepebpanbHOi mepdy3un (puc. 6).

Philips Healthcars

Philips Healthcare
0 Lo )

Puc. 3. [laHHble amHuoTMuecKo- Puc. 4. [laHHble  ynbTpasByKOBO-
ro MHAEKca npu ynbrpa- ro UCCIefoBaHMs Yepes
3BYKOBOM MccenoBa- 56 pHelt mocne oTXOX-

HUM NALMEHTKU B Nepuop, AeHus Bop, (22.11.2019),
NpUMEHEHUS MeToAoB AMHUOTUYECKMIA  MHAEKC
3¢ depeHTHON Tepanum 9 MM

Fig. 3. Data of Al during ultra- Fig.4. Ultrasound data 56 days
sound of patient during after the discharge of wa-

the period of ET methods ter (11/22/19) Al 9 mm

Puc. 5. KpaHuanbHas coHorpaMMa HOBOPOXAEHHOrO pebeH-
Ka B 34 Hep. rectaumu. MpoOHTaNbHbIA CKaH (HOpMa).
Busyanusupyrotcs BTOpuUHbIe U3BMIMHBI KOPbl 60/bLLMX
nonywapui

Cranial sonogram of a newborn child at 34 weeks of ges-
tation. Frontal scan (normal). The secondary gyri of the
cerebral cortex are visualized

Fig. 5.
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Puc. 6. UccneposaHne KpoBOTOKa B NepeaHei MO3roBoi aptepum
HOBOPOXAEeHHOro pe6eHka. KonnuectseHHbie Xxapakrepu-
CTUKM [AONMJIEPOBCKOrO CNEeKTpa KpOBOTOKa B npeaenax
HOpMbI, HOpManbHoe nepudepuyeckoe conpoTUBAEHUE
Study of blood flow in the anterior cerebral artery of
a newborn child. Quantitative characteristics of the Dop-
pler spectrum of blood flow are within the normal range,
normal peripheral resistance

Fig. 6.
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Puc. 7. HoBopoxpaeHHas AeBouKa Ha 22-e CYTKM XXMU3HU
Fig. 7. Girl on the 22 day of life

B nuHaMuke B OTHENEHWH peaHUMAalld HOBOPOXK-
IIEHHBIX COCTOSTHUE peOeHKa CTaOMIbHOE, Iepedpals-
HBII cTaTyc 0€3 MaToJOTHH, IBUraTe/IbHAS AKTUBHOCTD
Y MBIIICYHBII TOHYC COOTBETCTBOBAIM MOCTKOHIICIITA-
yIpHOMY BO3pacty. UepernHass nHHepBanusi 0e3 maro-
JOTHYECKNX M3MeHeHnd. OuaroBoi M 0OIEMO3TOBOM
CUMIITOMAaTHKHU He oTMedeHO. [lociie oTMeHbI pecrupa-
TOPHOU MOAJCPKKU Ha 12-i MeHb KU3HM TEepeBecHA
B OTJICJICHUE aTOJIOTUH HOBOPOXKICHHBIX Ha COBMECT-
Hoe TpeObIBaHNE ¢ Marepbio (puc. 7)

Co cioB marepu, B 1 T. 8§ Mec. IeBOYKa HE OTCTAET
B Pa3BUTHH OT CBOMX CBEPCTHHUKOB, OYCHb >KHM3HEpa-
JIOCTHast. AKTHBHO XOJMT, 3HAET MHOTO CJIOB, 3HaeT
BCEX PONHBIX MO UMEHAM, UTPaeT C IOMAIIHUMHU KU-
BOTHBIMH. OTMeUaeTCs MHIIEeBas aJJIeprHsi Ha MOJIOY-
HBIE TTPOAYKTHl — BHUIMMO, PE3YJBTaT HCKYCCTBEHHOTO
BcKapMiuBaHus (puc. 8).

OBCYXMOEHUE

W3BecTHO, uTO y OEpeMEHHBIX NPH KpaiHEe BBI-
POKCHHOM pPHCKE peaau3aluyd O4YeHb PAHHUX IIpe-
xaeBpeMeHHbIX poaos npu [TMOB mporuos s 3x10-
POBbSL M JKU3HHM TUIOJOB NPU TPAJAWLHOHHBIX Mepax
MasioOnaronpuatHelid. [lo  nmanHBIM  0OcnemoBaHus
npu noctyrmieHun B 11 y obenx marmumeHTOK OBLTO
3ayKCHpPOBaHO: MajoBoaue (B IEpBOM HaOJrO/IC-
HUM — aHTHJIPAMHHUOH), MPOSBICHHUS SHIOTOKCHKO-
3a, BOCMAJUTEIBHOIO OTBETA OpPraHU3Ma, CKJIOHHOCTb
K TMIIEPKOArYJISIMUA — B OOJIbILIEH CTENEHH y BTOPOH
ManueHTky. [IpoBeneHreM KOMIUIEKCHOW, B TOM YHCIE
n3buparensHoit, T ynamoch KynmupoBaTh 3TH MPOSB-
JICHWS1 W TIPOJIOHTUPOBaTh OEPEMEHHOCTh B MEPBOM
cimydae Ha 10 Henm., BO BTOPOM ciiyyae (BMecCTe C Jie-
yeHneMm g0 noctyruieHus: B I11]) — wa 8 mem. Ilpm

Puc. 8. [OeBouka B Bo3pacte 1 r. 8 mec.
Fig. 8. Girl patient G. at 1 year and 8 months of age

POXICHUN CPOKHM TeCTaluu y JAeTed ObUIM INpPaKTH-
4yecku ojMHakoBble, MT mepBoro miona cocTraBuia
1600 1, Broporo — 1840 r. IlepBsIif Moz, HecMo-
Tpsl Ha Oojiee IIMTENbHOE TpeObIBaHUE B MAaTKe MpU
[INOB, npu poXXAEHNH M B HEOHATAJIBHOM IEPUOIE
B PEAHMMAIMOHHOW TOMOINM HE HYXKIaJcs, Iepese-
JIEH TIOCJIe POXKJICHHS Ha OTAeNIEHHE MaTOJIOTHH HOBO-
pOX/IeHHBIX. Bo BTOpOM cilydae maTonoruyecku mnpo-
TeKaBIICH OEpPEeMEHHOCTH PEOCHOK B MOCTHATAIBHOM
IIEPHOZIe B CBSI3U C HEJOHOIIEHHOCTBIO M Pa3BUTHUEM
PECIUPATOPHOTO TUCTPECC-CUHIPOMA HYKIAJICA B pe-
CIIUPATOPHON momnepkke B TeueHwe 9 cyr. Pasnu-
Lla B COCTOSHMM JIeTel Mpu pPOXKIECHUM U pa3BUTHE
JBIXaTeIbHOM HEIOCTaTOYHOCTH y BTOPOro peOCHKA,
BO3MOYKHO, CBSI3aHBI C Pa3HBIMH CPOKaMH Hayayla BbI-
nonHeHust DT mocne [TMOB: B mepBom HabmoneHUN
MPaKTUYECKHU cpa3y, a BO BTOPOM CiIydae — TOJIBKO
yepe3 3,5 HeA. Mocie W3IUTHA BOJ U TPOBEICHHS
TPaZULMOHHOIO JIEYEHUS B JPYIOM YUPEKACHUU.
HecmoTpss Ha OCIOXXHEHHOE TeUeHHE OEpEeMEHHO-
CTH, UMEIOIINECS PUCKM HApyIICHUs PA3BUTHUS TIJIOAA
U TpPEeXkAEBPEMEHHOE DPOIOpa3pelleHne, pe3yIbTaToM
KOMIUIEKCHOTO JICUCHHsI OEpEeMEHHBIX CTajo Onaro-
MPHUATHOE B LEJIOM TEYEHHUE IMOCIEPOAOBOrO Iepruoja
Yy Marepeil 1 HeOHATAIbLHOTO Mepruosa y JeTel OT 3THX
OepeMeHHOCTEeH, YTO, BOBMOXKHO, CBSI3aHO C JICTOKCH-
KallMOHHBIM ¥ TPOTHUBOBOCHIAJIHUTENBHBIM 3P PeKTamMu
M30MPATENbHOM, COYeTaHHOW M 0€30I1acHOW TEXHOJIO-
rueii OT.

3AKNIOYEHUE

st mponoHTUpoBaHusT OEPEeMEHHOCTH W TpOdH-
JaKTUKA THOHMHO-CENTHYECKUX OCIIOKHEHUH Y >KeH-
IIMH C Yrpo30i OYeHb PAHHHX MPEKICBPEMEHHBIX
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ponos mipu [TMOB meroapr DT HEoOX0MUMO paHbIIE
BKJIIOUATh B KypChl KOMIUJIEKCHOTO JIEYEHUS C OTpaKe-
HUEM 3TOTO (paKTa B KIMHUYECKOM IPOTOKOIIE.

OOMONHNTENbHAA NHOOPMAL NS

Bxiax aBTopoB. Bee aBTOpBEI BHECHH CYIIECTBEHHBIN
BKJIaJ B pa3paOOTKy KOHIICIIINH, IPOBEACHHE HCCIIEI0Ba-
HUSI ¥ IOATOTOBKY CTaTbH, POWIN U 0f100pMIN (PUHATBHYIO
BEPCHIO TIepe]] MyOnuKaimeii.

Kongummkr nHTepecoB. ABTOPBI JEKIAPUPYIOT OTCYT-
CTBHE SIBHBIX W IOTEHIUAIBHBIX KOH(JIMKTOB HHTEPECOB,
CBSI3aHHBIX C ITyONUKaIMel HaCTOSIICH CTaTbu.

HcTtounuk d¢uHAHCUPOBAHHMS. ABTOpPBI  3asBISIOT
00 OTCYTCTBHMHM BHEIIHEro (PMHAHCHPOBAHMUS IPH IIPOBEJIE-
HUM UCCIIEIOBAHUS.

HNudopmupoBanHoe coriiacue Ha myOIuKanuio. ABTO-
PBI TOIYYMIIN MMMCbMEHHOE COIVIacHe MAlMEeHTOB Ha ITyOIu-
Kal[Mi0 MCAWIMHCKUX JaHHBIX U (hororpaduii.
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KAMHWUYECKMIA CNTYYAN YCMEWHOW KOPPEKLIMM KOAPKTALUU AOPTbI
C TMNONNA3UENA OAUCTANIbHOW AYIU AOPTbl Y HELOHOLIEHHOIO PEBEHKA
C OYEHb HU3KOMN MACCOM TENA NMPU POXOEHUU

© B.B. basbines, M.IN. Yynpos, KT. Wernosa, A.A. bodaHos, C.E. LLlernos

(MepepanbHblil LEHTP CepAeyHO-COCYAUCTON Xupyprum, MeH3a, Poccus

Ana yumuposarus: basbines B.B., Yynpos M.M., Wernosa K.T., bodaHos [.A., Wernos C.E. KnnHUYeCcKMiA cayyalt yCnewHon KoppeKLumm
KOapKTaLum aopTbl C TMNONAa3ueit AnCcTanbHOM Ayrv aopTbl Y HEAOHOLIEHHOMO pebeHKa C OYeHb HMU3KOW Maccoil Tena npu poxaeHun //
Neguatp. — 2022. — T. 13. — Ne 4. — C. 101-106. DOI: https://doi.org/10.17816/PED134101-106

BpoxAeHHbIi NMOpoK cepAla cYMTaeTcs OAHMM M3 Hambonee YacCTbiX CpPeau BPOXAEHHbLIX MOPOKOB MPU POXAEHWM.
KoapkTauusg aopTbl OTHOCMTCS K Fpynne 4acTo BCTPEYAMLWMXCS BPOXAEHHbIX MOPOKOB cepAaua. B nopasnsiowem 60nb-
WMHCTBE C/lyYaeB OHA COYETAETCH C rumonnasuei Ayru aoptbl U TpebyeT HEOTNOXHOrO XMPYPruyeckoro BMeLaTesbCTBa.
OTcyTCTBME CBOEBPEMEHHOM AMArHOCTMKM AAHHOM MAaTONOrMM M HeoBXOLMMOM Tepanuu NpuMBeLeT K 3aCTOMHOW cepLevHOoM
HeA0CTAaTOYHOCTH, KAPAMOreHHOMY LUOKY M CMepTU. XOTS pe3y/bTaTbl eYeHWs HOBOPOXAEHHbIX C BPOXAEHHbIMU MOPOKaMu
CepAla 3HAYUTENbHO YIYULWMUIUCH 3@ MOC/IELHWUE FOAbI, AETH C HU3KOW MacCOM Tena 0CTalTCs CIOXKHOM KaTeropuei 60bHbIX.
HenoHOWEHHOCTb M HU3KMIA BEC MpU POXAEHUM — (aAKTOPbl PUCKA MOBBILEHHON CMEPTHOCTM M Pa3BUTUS PeKoapKTaLuu
y MNafeHLeB, NepeHecLUnX XMPYPruiyeckyto KoppekLmio.

MpencTaBneH KAMHUYECKUIA ClyYai yCNewHOM KOPPEKLMM KOApKTaLMKM aopThl C TUMNONAasnei SUCTANbHOW Ayru aopThl y He-
[OHOLWEHHOro pebeHKka C 0YeHb HM3KOM MACcCOM Tena npu poXxAaeHuu. [JMarHo3 yCTaHOBAEH NpeHaTanbHO. MaTtepu pekoMeH-
[lOBaHO HabnofeHne B nepuHaTanbHOM LieHTpe [eHsbl, roe Ha 35-i Hepene BbIMOMHEHO JOCPOYHOE pPOAOpa3peLleHne no
NMOBOLY MasoBOAMS U BHYTPUYTPOOHOM 3aepXKKM pa3BuTMS naoga. Macca Tena npu poxaeHun coctasuna 1330 r. B atot
e AeHb pebeHok nocTynun B MeaepanbHblii LEHTP CEPAEYHO-COCYAUCTON XMPYprum MeH3bl, rae noayymn HeobxoamMmyto
XUPYPrUYeCcKy MoMmollb. Pe3ynbraTbl AMHAaMUMYeckoro HabnaeHUs 3a NaLMEHTOM MOKA3blBAKT OTCYTCTBME peKoapKTaLuu
W apTepuasnbHOW TUNepTeH3UN.

HeCMOTpFI Ha TO YTO HU3Kaga MacCCa Tesla U HeAOHOLWEeHHOCTb CYMTAKTCA 3HAYNUMbIMU anKTOpaMM pUCKa pa3BuUTUA OC/IOKHEHUM
M HebnaronpuaTHOrO MCX0Aa, COBPEMEHHblE MEeAULMHCKME TEXHOMOTMU U HAKOMJEHHbIM OMbIT NMO3BOMMUAN CBOEBPEMEHHO
BbIMOJIHUTb XMPYPrUYECKY0 KOPPEKLMIO M MPOBECTU YCMELHOE MOC/NeonepaLMOHHOEe NIeYeHUe U BbiIXaXMBaHUe pebeHka
C KOApKTaLMen 1 runonnasuen 4yru aoprbl.

KnioueBble cnoBa: BpOXAEHHbIM MOPOK CEPALA; KOAapKTaumMa aopTbl; rMnonaasua AyrM aopThbl; HEAOHOLIEHHOCTb; OYEHb
HM3Kas Macca Tena.

Moctynuna: 07.06.2022 Opobpena: 19.07.2022 Mpunsta k nevatu: 30.09.2022
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CLINICAL CASE OF SUCCESSFUL CORRECTION OF AORTIC COARCTATION

WITH HYPOPLASIA OF THE DISTAL AORTIC ARCH IN A PREMATURE INFANT
WITH VERY LOW BIRTH WEIGHT

©Vladlen V. Bazylev, Maksim P. Chuprov, Klara T. Shcheglova, Dmitrii A. Bofanov, Savelii E. Shcheglov

Federal Center for cardiovascular surgery, Penza, Russia

For citation: Bazylev VV, Chuprov MP, Shcheglova KT, Bofanov DA, Shcheglov SE. Clinical case of successful correction of aortic
coarctation with hypoplasia of the distal aortic arch in a premature infant with very low birth weight. Pediatrician (St. Petersburg).
2022;13(4):101-106. DOI: https://doi.org/10.17816/PED134101-106

Congenital heart disease is considered to be one of the most common diseases among congenital defects. Aortic coarc-
tation belongs to the groupof common congenital heart defects. In the overwhelming majority of cases, it is combined
with hypoplasia of the aortic arch and requires urgent surgical intervention. The absence of timely diagnosis of pathology
and necessary therapy may lead to congestive heart failure, cardiogenic shock and death. Although the results of treat-
ment of congenital heart defects in newborns have improved significantly in recent years, children with low weight are
remainedto be difficult category of patients. Prematurity and low birth weight are risk factors for increased mortality
and development of recoarctation in infants who have undergone surgical correction. We represent the case of success-
ful correction of aortic coarctation with hypoplasia of the distal aortic arch in a prematured baby with very low birth
weight. The diagnosis was made prenatally. The mother was recommended to be monitored at Perinatal Center, Penza,
where at the 35" week, an early delivery was performed because of lack of water and intrauterine fetal development
delay. The body weight at birth was 1330 grams. On the same day, the child was admitted to the Federal Center
of Cardiovascular Surgery, Penza, where he received the necessary surgical care. The results of dynamic observation
of the patient showed the absence of recoarctation and arterial hypertension. Despite the fact that low body weight and
prematurity are significant risk factors for complication and an unfavourable outcome, modern medical technologies and
accumulated experience have allowed to carry out surgical correction timely and then to do successful postoperative
treatment and nursing of the child with coarctation and hypoplasia of the aortic arch.
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BBEOEHUE

[Tpubnusurensuo 0,6—0,9 % Bcex HOBOPOXKIEHHBIX
UMEIOT BpokaeHHBIe mopoku cepamna (BIIC), n3 Hux
ot 8 no 18 % wmmeror Huskyo (HMT, <2500 r) nm
O4YeHb HU3KYI0 Maccy Tena npu poxiaeHun (OHMT,
<1500 r), mpexae BCEro CBSI3aHHYIO C HEJOHOIICH-
HOCThIO [6]. Cpeau HEJOHOUIEHHBIX HOBOPOXKICHHBIX
¢ HMT wmm OHMT BpokICHHBIE TOPOKU CepAaIa
SIBJISIFOTCSL 3HAYUMOM MPUYMHON CMEpPTH, Ha KOTOPYIO
MPUXOIUTCS OKOJNO 25 % BCEX HEOHATAIBHBIX CMeEp-
Teu [7].

Koapxrarmust aopThl — BpOXKICHHOE CY)KEHHE HUC-
XOIAIIeH aopThl, OOBIYHO PACIIONIOKEHHOE TUCTAIb-
Hee JIeBOM MOJKIIOYMYHOM apTepuu psijaoM C apre-
puanbHbIM NpoTokoM. KoapKTaius aopThl COCTaBISET
0,2-0,6 na 1000 poaMBIIMXCS >KMBBIMH WU YacCTOTOU
5-8 % cpenn Bcex BPOXKICHHBIX ITOPOKOB CEpIla.
B 65-80 % ciyuaeB coderaercst ¢ TUIOIUIA3UEH TuC-
TalbHON YacTW WX BCeU Ayru aoptel [1, 3, 9].

IlepBas ycnmemnass omnepanusi MO YCTPaHEHUIO
koapkranuu Obiia BeIToTHeHa Crafoord B IlIBenmwm
B 1944 r. Pe3exknnio KoapKTariu y HOBOPOXKIEHHOTO
nposen Mustard B 1953 . [1, 3, 9]. Cuyctst Gosee
70 ner Obu pa3pabOTaHbl PA3JIMYHBIC XUPYpPrUye-
CKH€ METONbl KOPPEKIMH KOAPKTAI[MH, B TOM YHC-
Jie acCCOIMMPOBAHHOW ¢ THmorazueid ayru. OmHako
€IMHOTO TIOAX0Ja K BEIOOPY BapHaHTa XUPYPTHUCCKOU
KOppEeKIH B HacTosiiiee BpeMsi HeT. Hanbonee momy-
JISIPHBIMHM TEXHUKAMH SIBIITFOTCS BapUAHTHI TUIACTHKHU
A0PTHI JIEBOW MOAKIOUUYHON apTepueii, B TOM YHUCIE
CBOOOTHBIM JIOCKYTOM W TIyT€M DPEBEPCHUBHOW a0pTO-
TUTACTUKH, HAJIOKEHHE aHACTOMO3a MEXIy HHUCXOMs-
el a0pTOM U MPOKCUMAIbHOW 4aCTbO AYTH IO THUILY
«KOHETI-B-00K», PE3EKIHs CYKCHHOTO yYacTKa aopTHI
C HaJIOKEHWEM pACHIMPEHHOTO aHacTOMO3a IO THUITY
«KOHeI-B-KoHem» [2, 3, 5, 9]. MsI conmmmapHbl ¢ aB-
TOpaMH, KOTOpBIE TOJararoT, 4TO JIYYIIMX OTJaJIeH-
HBIX PE3YJABTATOB MOXHO IOCTUYb MPU PEKOHCTPYKIIUU
JIyTH B YCJIOBUSAX HMCKYCCTBEHHOTO KpPOBOOOpaIleHus,
MUPKYIATOPHOTO apecTa WM HU3KOTIOTOYHOH mepdy-
3UHU TOJIOBHOrO Mo3ra [1, 9].

HecmoTpst Ha TO 4TO pe3yabrarhl JCUEHUS B TO-
clenHue ACCATUICTUS 3aMETHO YIYUIININUCh, BCE €IIe
OCTArOTCSI KPaTKOCPOUYHBIE M JIOJATOCPOYHBIE TMpoOITe-
MBI, CBS3aHHBIE C OTEparyell W MOoCIeonepauOHHbIM
neproioM. CMEPTHOCTH TOCIIE PE3EKINU KOAPKTaIH
y neteil 1 roga sxu3nu coctasuseT 3,8 % [5]. Pannss
CMEPTHOCTh TIOCJE€ KOPPEKIUH KOAPKTAIlud C THIIO-
TuTa3uen Iyru aopTel — 9 %, HO OHa accoMUpoOBaHA
C CONYTCTBYIOIIUMH aHOMaJusAMu [8].

Kparkocpounsle npoOieMbl MOTYT OBITh CBSI3a-
Hbl C HEJOHOIICHHOCTHIO, MaJOBECHOCTBIO, a TaKXKe
MIEPUOTIEPAIIIOHHBIM COCTOSSHUEM TaKHX MaI[MeHTOB.
Muanernsr ¢ OHMT u BIIC umeror 6osiee BBICOKHIA

puck cmeptHocTH, yeM aetu ¢ BIIC, ne umerouiue
OHMT. HenoHOIIEHHOCTh CBs3aHa C HE3PEIOCTHIO
OpPraHoB, YTO IpeJpacrioyiaraeT MIAJACHIEB K TaKUM
3a00eBaHMUAM, KaK PECIUpPAaTOPHBIA JUCTpECC-CHH-
JpOM, HEKPOTU3UPYIOLIUH SHTEPOKOINT, HH(EKUus,
[OoYeyHasi HEJOCTAaTOYHOCTh, BHYTPHIKEITYIOYKOBOE
KPOBOMBIHUSHIE, MEPUBEHTPUKYISIPHAS JIEUKOMAJISIIHS
W PETHHOIATHS HEIOHOIICHHBIX. DTH (aKTOPBl TaKKe
BIMSIOT Ha XUPYPTUYECKOE JIEUEHHE C TOUKU 3PEHMS
CPOKOB ONEpaIyy, UCIOIb3yEMOT0 MOIX0Ja M BBINOI-
HIeMOH Tporeayps! [4].

B namem ciyuae peberok Becom 1330 r ObuT 00-
CJEe0BaH Ha HaJW4Me COIMYTCTBYIOIIEH MaTOJIOTHH.
I'enetnueckue anomanuu orcyTcTBoBaiu. [Ipu ynprpa-
3ByKOBOM MCCJIEAOBAaHWU T'OJIOBHOI'O Mo3ra Oblia 00-
Hapy’ke€Ha HE3peloCTh MO3TOBOM TKaHHW, a B OpraHax
OpIOIIHOW TOJIOCTH MATOJOTHU He BbIsBIEHO. CoBep-
LICHCTBOBaHWE METONK MCKYyCCTBEHHOTO KPOBOOOpa-
LICHUS, TUIIOTEPMHUS, CEJeKTHBHAs mep(dy3us ToJoB-
HOTO MO3Ta IHO3BOJSIET CHU3UTh PUCKU MOBPEKICHHUS
LIEHTPaIbHOW HEPBHOW CHUCTEMBI.

K nonrocpoynsiM mpobieMam ciieyeT OTHECTH BbI-
COKYIO 4acTOTy Pa3BUTHUSI PEKOAPKTAI[MM A0PTHI, apTe-
pUaIbHOM TMIEPTEH3UH, aHEBPU3M aopThl [3, 5, &, 9].
Henonomennocts, Macca Tejaa MeHee 2,5 Ky JeTei
C KOapKTanued aopThl — 3HAYUTENbHBIA (haKTOp pH-
CKa, a HaJIM4YMe TUIOIJIa3UU TyTH aOpThl YBEIUUMUBACT
PHUCK pa3BUTHS PEKOApPKTallMM U cMepTH B 2,9 pasza
[5, 9].

KJIMHUYECKUIA CNYYAH

[MarueHT, MaNBYMK, 1-€ CYTKH KH3HH, TOCTYIIHII
B otraenenue peanumanuu OI'BY OICCX Ilenss
¢ uHpysmer anmpocranmna (mpocrarianauHa E 1)
0,1 MKT/(KTr - MUH) B TSDKEIIOM COCTOSIHHH. PeGeHok
OT TIEpBOM OEPEMEHHOCTH, IPOTEKABINEH Ha (QoHE
BHYTPUYTPOOHOM 3a/Iep>KKH pa3BUTHS IIoAa 3-if cre-
MEHHU, CUMMETpPUYHasi popMa, YMEPEHHOE MaJlOBOJIHE.
Ponpr 1-e, B 35 Hen., npexxaeBpeMeHHbIE — J0CPOY-
HOE OIIEpPaTUBHOE POJOpa3pelleHHe 10 MOBOAY Majo-
BOJIVSI, BBIPOKEHHOW 3aJIep)KKH POCTa II0NA, OIICH-
Ka 1o mkaige Anrap 7/8 6anoB. Bec mpu poxiaeHun
1330 , mueaa Tena 37 cwm.

[Ipu ocMoTpe peOeHKa KOXKHBIE IOKPOBBI OJiCIHBIC
C LMAaHOTHYHBIM OTTEHKOM. YacToTa cepaeuHbIX CO-
kpamenuit 170 B MHHYTY, apTepHaibHOE JaBlCHHUE
Ha mpaBoi pyke 55/31 MM pT. CT., Ha JIEBOH pyke —
46/27 MM pr. cT., Ha Horax — 40/25 MM pT. cT.
Carypaunsa 98 % Ha pykax u 92 % Ha Horax. Jny-
pe3 nocrarounbii. Ilo manHbiM ra3zoB kpoBu: PH —
7,31; PO, — 52 mm pr. cr.; PCO, — 46 mm pr. cT;
JIaKTarT — 3,5 MMOJIB/J.

Pentrenorpadusi:  pacmmpeHa  TeHb — cepAlLa
(KTU — 51 %). BrimonneHo 3xokapauorpaduyeckoe
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Puc. 1. KaptuHa MynbTMCNMpanbHOi KOMMbIOTEPHOK TOMOrpa-
¢un po onepauuu. Crpenkoii nokasaH nepelueexk aopTbl
(1,7 MM) ¢ runonnasmeit AUCTanbHOM Ayru

MSCT picture before surgery. The arrow shows the isth-
mus of the aorta (1.7 mm) with hypoplasia of the distal
arch

Fig. 1.

uccnenosanue (9xo0-KI'), mo maHHBIM KOTOpOTO yCTa-
HoBileH JuarHo3: «Koapkranus aoptel. [wumormua-
3us Ayru aopThl. OTKPBITHIA apTepUaNbHBIA MPOTOK
(OAIl) — 3aBHCHMBI CHCTEMHBIH KPOBOTOK. Jlmia-
Talusl MpaBbIX KaMep cepila. AopTalibHbIM KiamaH:
KiananHoe kombio 4,4 MM (Z-omenka 2,3). Aopra:
BOCXofsmas aopra 6 MM (Z-ouenka 0,2); gyra aopTsl
Ha ypoBHe mepemeiika 1,8 MM (Z-ouenka 5,5); OAII
3,8 MM, cOpoc cripaBa HasleBo. COKpaTHMOCTh MUOKap-
Jla JIEBOTO JKENIyJI04YKa He CHIKeHa. CpenHee AaBieHNe
B JIero4HOM aprepun 50 MM pT. CT.

IIo nmaHHBIM MyIBTHCIHPAIBHOU KOMIIBIOTEPHOU
tomorpadunn (MCKT): Bocxomsammii oTaen aopThl
6,5 mm (Z-omenka 0,35); myra mepen ycTbeM JICBOM
MONKITIOYNTHON apTepuu 2,0 MM (Z-o1ieHKa 5,5); mepe-
meek aoptel 1,7 mm (Z-ouenka 5,8); OAIl 4,1 mm
(puc. 1).

Ha 3-e cyTku xu3HN peOSHKY BBHITIOIHEHA OTIEPAITHSL:
PEKOHCTPYKIHSI TyTH aOpThl B YCIOBUSAX HCKYCCTBEH-
HOIO KPOBOOOpAIICHHUsT C apecToM KPOBOOOpPAIICHUSI.
HoctyrnoM BbIOpaHa CpeaWHHAs CTEPHOTOMHSI B CBS-
3W C aHartoMuen OpaxuoredaabHBIX COCYIIOB, HE TIO-
3BOJISIFONICH TIOAEpKATh aIeKBATHBINA IepeOpaTbHBIHN
KpPOBOTOK Tpu Koppekiuu. IlomkirodeH ammapar wc-
KyCCTBEHHOIO KpoBooOpareHus: aopra 6F, obmas ka-
Hions B mipaBoe npencepane 10F. DxcrpakoprnopanbHoe
kpoBooOpamenue. [unorepmust 20 °C. Kapanormierus
B KOpEHB a0pThI (KPOBsHAS, MBaXbl). [lepexara HUCXO-
JUIIas aopTa ¢ yAaJIeHUEM JyKTabHBIX TKaHe. Ilepe-
ata aopra (Hauara ceJleKTHBHas nepdy3us TOIOBHOTO
MO3ra). YiaueHa KaHIoJsl U3 BOCXOSLIETro OT/IesNa a0pThl
(apect xpoBooOparnieHus). Bekprita myra BocXofsiei
aopTHI MO 33HEOOKOBOMY AacIlleKTy W HAJIOKeH aHa-
CTOMO3 C HHUCXOSIIEH aopTOil ¢ BHIMIOJIHEHUEM PEKOH-
CTPYKLMH IYTH aOpThl HUTBHIO. YIIMBaHWE PaHbI C MO-
MOIIBIO JIATEKCHOHM 3ariatel. BpeMsi MCKyCCTBEHHOTO
KpoBooOpamieHuss — 93 MHH, WINEMHH MHOKapma —

42 muH, apect kpoBooOpameHus — 20 muH. [lo mikane
Apucrorens (Aristotle score) — 16 Gamios.

PebGenox mocTynmuin B OTJENEHHE peaHHMaIluu
Ha MCKYCCTBEHHYIO BEHTWJIALIMIO JIETKUX C pa3Be/ieH-
HOW TPyANHON, HHOTPOITHOH MOAJIEPHKKOH aApeHaTMHOM
0,1 mkr/(xr - mun). [Tocnenyromue 2 cyT MpOBOIMIACH
mTyOOKast MyJTbTHMOATbHAS aHaJroceaanyst (KoMOnHa-
ust (peHTaHWIa, KeTaMIHA, JICKCMEICTOMUINHA, Tapa-
LeTaMosia) ¢ Muorierneit poxyponueM. Ha 3-e moce-
ONEpPALMOHHBIC CYTKH B YCJIOBHUSIX PEaHUMAIMOHHOTO
OTZAETICHHUs TPOU3BEJCHO OTCPOYECHHOE CBEACHHUE TPY-
JUHBl C MOCIEAYIOUIE OTMEHOM MMOPEIaKCaHTOB
U OIMOMJIOB. YUHTHIBAs PAa3BEACHHYIO IPY/IUHY, IIPOBO-
JINJIACh KOMOMHHPOBaHHAsI aHTUOMOTUKOIIPOPHIIAKTHKA
AMHUKAIIMHOM ¥ BaHKOMHIIMHOM COTJIACHO IPHHSATOMY
B KJIWHUKE MPOTOKONMy. JIMTeNnsHOCTh KapIMOTOHH-
YECKOM TOMJEPKKH aJpeHaInHOM COCTaBmia 65 d.
HckyccTBeHHass BEHTWISIMSA JIETKMX  [TPOBOJMIIACD
120 4 ¢ mocnenyromuei SKCTyOaluen U TepeBOIOM
peOeHKa Ha BBICOKOIOTOYHYIO OKcureHamuio. C Mo-
MEHTa TOCTYIUICHHUSI B OT/EJICHHE pEeaHnMAallid OCY-
LIECTBISJIACH TEPANMsl BBICOKOM JIETOYHOM TUIIEPTEH-
3un: MHCY(Q M okcuaa azora B koHTyp MBJI, mon
KOHTPOJIEM COJICpKAaHUSI METTeMOITIOOMHA B KpPOBH
C TIOCJIEIYIOIINM TIEPEX0JI0M Ha SHTEPAbHOE BBE/ICHUE
cuieHaduia. BRIMOTHSIICS CTPOTHIE KOHTPOJIb TeMITe-
patypsl Tena B npenenax 36,5-37,5 °C. Co 2-x mocie-
OIEPALIMOHHBIX CYTOK IMPOBOAMIIOCH MapeHTepalbHOE
MUTaHNE PACTBOPAMHU TIIFOKO3bI, AMUHOKHUCIIOT H JKHAPO-
BOU AMyJbcuel. B CBSA3M ¢ BBICOKUM PUCKOM Pa3BUTHS
HEKPOTHYECKOTO SHTEPOKOJINTA IHTEPATHLHOE MHUTAaHUE
OBUIO HAYaTO B TPOPHUECKOM OOBEME C MOCTEIICHHBIM
pacuupenuem. [lomHbIH 00beM KOPMIICHUS! JTOCTUTHYT
Ha 7-€ TocJeonepalioHHbIe CYTKH.

Ox0-KI' mocne omepannu. AopTalbHBIA KIIamaH:
KJIallaHHOE KOJBIIO0 4,4 MM; aopTa: BOCXOSINAs aopTa
6 MM; aHAaCTOMO3 Ha Jyre aopThl AuaMeTpoM 4,5 MM,
rpagueHT 9 MM pT. cT. bpromHas aopra: KpOBOTOK
MarucTpajibHbli  Heu3MeHeHHbIH.  COKpaTUMOCTb
He cHmKkeHa. CpeHee JaBiieHHE B JIETOYHOW apTepHH
40 MM pT. CT.

Ilo nanaeiM MCKT-uccnenoBanusi mocie onepa-
LUUU: BOCXONSIIMNA OTIEH aopThl 7,5 MM, Iyra nepen
YCTBEM JICBOU TTOIKIIOIMYHON apTepuu 4,7 MM, Tiepe-
LIEEK AOPTHI 3a YCTHEM JIEBOM NOJAKIIOUMYHON apTepuu
4,9 MM, HUCXOIAIIMKA oTAen aopTel 4,9 MM (puc. 2).

Ha 9-e mocneomnepallioHHbIE CYTKH pPEOCHOK s
JTATBHEHTIIETO BBIXaKHUBAHUS OOPTOM CaHWTApPHOI aBHa-
IIUH TIEPEBEICH B MIEPUHATAJIBHBIN IIEHTP 10 MECTY JKH-
TenbcTBa. Bec mpu nepesone coctaBun 1390 .

[lanmeHT OCMOTpEH MOBTOPHO OoJiee roja CIycTs
B Bo3pacte 1 . 3 mec. Bec 8 kr. I'pyObIx comarmue-
CKHX OTKJIOHCHHWH He BBIABICHO. [IpoBemena Dxo-KI.
AopTanpHBIA KIamaH: KJIAMaHHOe KoJbIo 11 mwm;
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KopeHb 15 MM; aopra: Bocxomdm@as 12 Mw; gyra
11 mm; anactomo3 8 MM (TpaaweHT 13 MM pT. CT.,
V. .. 1,7 m/c), uucxonsamas 8 mm. bprommas aopra:
KPOBOTOK MarucTpaibHbIil Hen3MeHeHHbIH. Cokparu-
MOCTh He cHmkeHa. CpeaHee AaBlieHHE B JIETOUHOM
aprepun 28 MM pT. cT. [Ipn u3MepeHnun aprepruaibHOro
JTABJICHUS] TUIIEPTEH3USI HE BBIABIICHA.

3AKNTIOMEHUE

CoBpeMeHHasi HeoHaTallbHasl KapIUOXUPYpTus Je-
MOHCTPHUPYET OOJbIINE YCIEXH, OJHAKO UX HEBO3MOXK-
HO JOCTHYb 0€3 TECHOro MEXIUCLUILIMHAPHOTO B3a-
MMOJICHCTBHSI HEOHATOJIOIOB, AETCKUX KapJuOJIOrOB,
KapIHOXUPYPIroOB, aHECTE3HOJIOTOB-PCAHUMATOJIOTOB.
Huskas macca Tena u Maiblii T€CTALlMOHHBIA BO3pacT
HE JOJDKHBI OBITh NPENSATCTBHEM U HallpaBJICHUS
HOBOPOXKJICHHBIX HA OINEPAaTHBHOE JICYCHHE B CIICLHU-
AJIM3UPOBAHHBINA KapIUOXUPYPIMUECKUI CTAallMOHAp.

OOMOJMIHNTENbHAA NH®OPMALUS

Bkian aBropoB. Bce aBTOphHl BHECHM CYyIIECTBEHHbBIN
BKJaJ B pa3paOOTKy KOHIICIIMH, HMPOBEAEHHE HCCIEIO0Ba-
HUS ¥ TIOATOTOBKY CTaThU, IPOWIX U 0J00pHIA (PUHATBHYIO
BEPCHIO Tepe]] MyOnuKamuei.

Konguukr uHTEpecoB. ABTOpHI JEKIAPUPYIOT OTCYT-
CTBHE SIBHBIX W TIOTCHIMAIBHBIX KOH(JINKTOB HWHTEPECOB,
CBSI3aHHBIX C MyOJUKAIMEH HACTOAIIEH CTaThH.

Hcrounuk ¢uHaHcHMpoBaHMsA. ABTOPBl  3asABISIOT
00 OTCYTCTBHMHM BHEIIHETO (DMHAHCHPOBAHMS IPH IIPOBEJIC-
HUM UCCIIEIOBAHUS.

HNupopmupoBanHoe coriiacue Ha MyOIUKANMIO. ABTO-
PBI TIOYYHIIN MTUCEMEHHOE CoIacue O(HUIMANBHBIX MPEICTa-
BUTEJICH TMallMeHTa Ha MyOJUKAIMI0 MEIUIUHCKUX JaHHBIX.
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KIUHUYECKUIA CNTYYAN MUKCT-UHOEKLUWN LEHTPAIbHONM HEPBHOW CUCTEMDbI
CTAOUNOKOKKOBOWU U TYBEPKYNE3HOMN 3TUONOMMMU Y OBYXNETHEIFO PEBEHKA

© A.H. KonecHukos?, HO.H. Monsxosa?

! [loHeLKMi HaLMOHANbHBIM MeaULMHCKMIA YHuBepcuTeT uM. M. fopbkoro, loHeuk, AHP;
2 PecnybaMKaHCKUIA MEAMULMHCKUI MHOrONPOGUAbHbIA LeHTp, LixuHean, PHOO

Ana yumuposarus: KonecHukos A.H., Monaxosa KO.H. KanHnyeckuit cayyain MUKCT-MHOEKUUN LLEHTPANbHOW HEPBHOM CUCTEMbI
cTabUNOKOKKOBOW M TybepKynesHol aTnonorun y AsyxnetHero pebexka // Neamatp. — 2022. — T. 13. — Ne 4. — C. 107-113.
DOI: https://doi.org/10.17816/PED134107-113

BocnanutenbHble 3aboneBanusa BewecTBa M 000104eK FONOBHOrO MO3ra XapakKTepU3yKTCS BbICOKOW NeTanbHOCTbIO
(10-25 % B pa3BuTbix cTpaHax U 54-70 % B cTpaHax C orpaHu4eHHbIMK pecypcamu). OaHa U3 ocobeHHocTel MHDEKLMOHHON
NaToNorMKU LLeHTPaNbHOM HEPBHOM CUCTEMbI — MOJM3TUONOIMYHOCTb BO3OYAMTENEN, @ B CIyYasnX Pa3BUTUS MUKCT-UHDEKLUU
BCEraa cywectsyeT npobnemMa aucbdepeHuManbHOM AMATHOCTUKM M HA3HAYeHWs aLleKBAaTHOM 3TMOTPOMHOW Tepanuu.
CTadMNOKOKKOBbLIM MEHWHTro3HUedanuT BcTpevaeTtcst B 6,9 % cny4yaB MHPEKLMOHHOTO MOPAXEHWS LEeHTPanbHOW HEpPBHOM
CUCTEMbI, MPU 3TOM Tpynny puUcKa COCTaBASKT AETU C UMMYHOLEDUUMTHBIM COCTOSHMEM. YaenbHbli Bec TybepKynesHoro
NOpaXKeHUs LLeHTPaNbHOM HEPBHOM CUMCTEMbl KpailHe Man u coctasnsiet Bcero 0,05-0,07 % Bcex peten ¢ Tybepkynesom.

MpencTaBneHo KAMHMYECKOe HAabNAEHUE TSIXKENOoro TeYeHUs MUKCT-MHDEKUMM LeHTPanbHOM HEPBHOM CMCTeMbl Y pebeHka
nByx net. OCO6EHHOCTbI [AaHHOrO KAMHWMYECKOro Cayyas CTano pegkoe codyeTaHue CTadMIOKOKKOBOM M TybGepKynesHoMn
3TUONOTMM NOPAXEHUS HEPBHOM cucTeMbl. ONMcaHa AMHAMMKA COCTOSHUS MaUMeHTa B TeyeHwe 32 AHeN B OTAENEHUM UH-
TEHCUBHOM Tepanuu. PaccTaBneHbl akLEeHTbl B HAaNpaBNEHUSAX UHTEHCUBHOM Tepanuu 1 OTMeYeHa posib BAUSHUS afeKBATHOM
3TUOTPOMHOM Tepanuu Ha ucxop 3aboneBaHus (B 4AHHOM Cllyyae aHTMOMOTWMKM LIMPOKOro CrekTpa B KOMOMHALUMKM C nNpo-
TMBOTYDOepKynesHbiMM npenapatamu). HecMOTps Ha OKasaHHY MeAMLUMHCKYI0 MOMOLLb, B Ucxone 3aboneBaHus y pebeHka
3aduKcMpoBaHoO hopMUpOBaHMeE CybaypanbHOW ABYCTOPOHHEN 3MMNMeMbl N0O6HOM 06/1aCTH, BEHTPUKYIUTA U OKKJTKO3MOHHOM
TPUBEHTPUKYNSPHON ruapouedanuu, YTo BeyeT 3a COOOM BbICOKMI PUCK AanbHeNnlen MHBAaNUAHOCTU. [peacTaBneHHbIn
KJMHUYECKUIA CNyYaid, ONUCHIBAOWMIA TEYEHUE M UCXOL PeaKoro covyeTaHus Bo3byauTeneir MeHWUHrosHuedanuTa, aBnseTcs
NpUMepoM Heob6X0AMMOCTU paclMpeHHOoW AuddepeHLManbHOM AMAarHOCTUKM BHE PaMOK CTaHAAPTHOrO NOMCKA Kak Ha am-
6ynaTopHOM, Tak U Ha CTaLMOHAPHOM 3Tane BeAeHWs NauueHTa.

KnioueBble cnoBa: MeHMHrosHuedanuT; MHOEKUMUA; MHTEHCMBHAA Tepanus; LepebpasibHble OCNOXHEHMS.
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A CLINICAL CASE OF THE CENTRAL NERVOUS SYSTEM MIXED INFECTION
(STAPHYLOCOCCAL AND TUBERCULOSIS) IN A TWO-YEAR-OLD BOY
© Andrey N. Kolesnikov?, Yuliya N. Polyakhova?

1 M. Gorky Donetsk National Medical University, Donetsk;
2 Republican Multidisciplinary Medical Center, Tskhinval

For citation: Kolesnikov AN, Polyakhova YuN. A clinical case of the central nervous system mixed infection (staphylococcal and
tuberculosis) in a two-year-old boy. Pediatrician (St. Petersburg). 2022;13(4):107-113. DOI: https://doi.org/10.17816/PED134107-113

Inflammatory diseases of the substance and membranes of the brain are characterized by high mortality (10-25% in
developed countries and 54-70% in countries with limited resources). One of the features of the infectious pathology of
the central nervous system is the polyetiology of pathogens, and in cases of mixed infection, there is always a problem
of differential diagnosis and the appointment of adequate etiotropic therapy. Staphylococcal meningoencephalitis occurs
in 6.9% of cases of infectious lesions of the central nervous system, while the risk group consists of children with an
immunodeficiency condition. The proportion of tuberculous lesions of the central nervous system is extremely small and
is only 0.05-0.07% of all children with tuberculosis. A clinical observation of a severe course of mixed infection of the
central nervous system in a two-year-old child is presented. The peculiarity of this clinical case is a rare combination
of staphylococcal and tuberculous etiology of nervous system damage. The dynamics of the patient’s condition during
32 days in the ICU is described. The emphasis is placed in the areas of intensive care and the role of the influence
of adequate etiotropic therapy on the outcome of the disease (in this case, broad-spectrum antibiotics in combination
with anti-tuberculosis drugs) is noted. Despite the medical care provided, the outcome of the disease in the child is the
formation of subdural bilateral empyema of the frontal region, ventriculitis and occlusive triventricular hydrocephalus,
which entails a high risk of further disability. The presented clinical case describing the course and outcome of a rare
combination of pathogens of meningoencephalitis is an example of the need for extended differential diagnosis outside
the standard search both at the outpatient and inpatient stages of patient management.

Keywords: meningoencephalitis; infection; intensive care; cerebral complications.
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BBEOEHUE

BakrepuanbHoe nopaxxkeHue HEHTPAIbHON HEPBHOU
cuctemsl (LHHC) — 3aboneBanue, mpu KOTOpoM pede-
HOK MOXXET YCHYTh C JISTKUMU CUMIITOMaMH H OOJIbIle
HE NPOCHYThCs. BocnanurenbHble 3a00eBaHus Bele-
cTBa W 00OOJIOYEK TOJIOBHOTO MO3Ta XapaKTEepPH3YIOT-
csl BBICOKOH JeTambHOCThI0 — 10-25 % B pa3BUTHIX
ctpanax u 5470 % B cTpaHax ¢ OrpaHMYEHHBIMHU pe-
cypcamu. B 5-40 % ciydaeB B ucxone 3a00jeBaHHS
UMEIOT MECTO TSDKEJIble HEBPOJIOTUYECKUE TTOPAKEHUS,
KOoTOpbIe (POPMHPYIOT MHBAIUAHOCTH [2].

OcHoBHast 0COOEHHOCTh MH(EKIIMOHHOW MaTOJIOTUH
HHHC — nonmsTHonorudHocTh Bo3Oynutenen [4, 5].
U3 cradunokokkoB HanOoblliee 3HAYEHUE B Pa3BUTHH
MEHUHTUTOB/MEHUHIO9HIIE(DATUTOB HMEET 30JI0THCTHIN
crapuinokokk [8]. s cTaduiIioKOKKOBOrO MEHUHIH-
Ta/MEHUHTO3HIIe(haTuTa CBOMCTBEHHO JUIMTENBHOE,
3aTsHKHOE TEeYeHHE CO CKJIOHHOCTHIO K alcrenupo-
BaHMIO, C BBICOKOW PE3UCTCHTHOCTHIO K aHTHOHOTHU-
KaM OOJIBIIIOTO KOJMYECTBA INTAMMOB CTa()UIOKOKKA,
OBICTPBIM HPUOOPETCHHUEM YCTOMUMBOCTH B IpoOLEcce
nevyenus [3, 11].

Ty6epkynesnoe mopaxkenue [IHC — onun u3 Hau-
Oosiee TSOKENBIX BApUAHTOB TEHEpANM3alld U TPO-
rpecCUpOBaHUs MEPBUYHON TyOSpKyJIE3HOH UHPEKITUU
M OCHOBHAas TMpPHYMHA CMEPTHOCTH OT TyOepKyresa
B JeTckoM Bo3pacte. Kak mpasuio, mopaxenne [[HC
TyOepKyJIe3HOU STHOJIOTUU NPOTEKACT B BUE Oa3uiisip-
HOTO MEHWHTUTA, TO €CTh BOCHAJICHUE JIOKAIU3YeTCS
MPEUMYIIECTBEHHO Ha MATKHX MO3TOBBIX 000JI0YKaX
ocHOBaHUs Mo3ra. OTMeuaeTcs BBICOKHH ypOBEHBb
WHBAJTUIN3AIMN JIeTel, NepeHecInX TyOepKyae3HbIH
MEHHUHTHUT [6].

OO0mue WHTOKCHKAITMOHHBIC TIPOSBICHHS Y IeTei
HEpEIKO HUBEIUPYIOT HEBPOJIOTUYECKYI0 CHMITOMA-
THKY, YTO MPHUBOJAMUT K TMO3JHEH JIMArHOCTHUKE HEHpPO-
WHQPEKIMH 1 HEeaJIeKBaTHOCTH TEPAIMK B MEPBBIC JTHH
3aboneBanus [9]. Puck peanmsaruy MUKCT-HH(EKITUH,
OCIIO)KHEHHOTO TEUEHUS 3a00JIEBAHMS Y JIETEH MEePBbIX
JICT JKU3HHW, 3aBUCUT OT HWHMBHUIYaJbHBIX PE3CPBOB
OpraHM3Ma, HapyIIeHHsI UMMYHOJIOTHYECKON pEeaKTHB-
HOCTH B BHJI€ THIIO- WM THNEPPYHKINH UMMYHHOU
CUCTEMbI, (POPMUPOBAHUS UMMYHOJOTHYECKOH TOJIE-
panTHOCTH K areHty [10].

Teparmus 4acTo OCIOXKHSIETCS ABYMs (haKTOpPaMH:
CHIDKEHHEM MO3TOBOTO KpPOBOTOKAa Ha (OHE OTeKa-
HaOyXaHUsI TOJIOBHOTO MO3Ta, YTO OCJIOXKHSET Maccax
AHTHOMOTHKOB Yepe3 reMarosHIedannueckuii oapnep,
a TaKke HallM4heM 30H OMOHEIOCTYIMHOCTH BO30yIH-
TeIsl — OYaroB pa3MATUEHHs MO3TOBOTO BEIECTBa,
reMaToM — M, OCOOEHHO, HamuuueM (UOPUHO3HO-
THOWHOTO 3KCCy/IaTa Ha MOBEPXHOCTU M B 00OJIOYKAX
mosra [1, 7].

ONMUCAHUE KIIMHUYECKOIO CNIYYA4

Manpunk, 2 roma, HaXOAWJICS Ha JICYEHUH B OT-
neneHun WHTeHCHBHOW Tepanmuu (OUT) mmsa mereit
¢ WH(MEKIIMOHHON TaTOoJIOTHEe B TEeUCHUW 32 JHEH
(10.09.2019-11.10.2019). ITaumuenty pyTHHHO MpOBE-
JIEHbl KIIMHUYECKU U OMOXMMHUYECKUH aHAIIM3BI KPO-
B, KJIMHWYECKUI aHaJIN3 MOYH 1 JTHKBopa. Ha MomeHT
rocrmranu3anui u Ha 7-¢ cyTku B OUT mpoBemeHs
0aKTepUOIOrMYECKUE UCCIISIOBaHMS JTMKBOPA, KPOBH,
Kaja, Ma3Kka CO CIU3UCTOW OOOJOYKH POTOTIOTKH.
C nenpto audQepeHaIbHON TUATHOCTHKN HEHpo-
WH(EKINN HUCCIEeI0BaH JINKBOP Ha OMpeIeNieHHe BO3-
OyauTesIsl METOMIOM IOJUMEPA3HOM LEMHONW PeaKIlUu.

B nunamuke peOcHKAa KOHCYIBTHPOBAIM HEBPOJIOT,
0()TaTBMOIIOT, OTOJIAPUHTOJIOT, HEUPOXUPYPT, PTU3HUATP.

[lo mokazaHusM TpoBenEeHA pEHTreHorpadus
" criupaiibHas kommbioTepHas Tomorpadus (CKT) op-
TaHoOB TPYyAHOH KieTku. B muHammke (c MHTEpBaJIOM
B 18 cyt) Beimonnena CKT romoBHoro mosra.

[laruent oOcienoBan Ha mpenMer Haiawuus BUU-
nH(peKnuu, TyoepKynesa.

PebGenox rocmmrammupoan B OUT mnms nmereit
¢ uHpekuuonnod mnarosorueit 10.09.2019 B Tsbxe-
JIOM COCTOSIHHH, KOTOpO€ OBLIO OOYCIIOBJICHO B TIep-
BYIO OdYepelb HEBPOJOTHYECKOW CHMIITTOMATHKOM
[mo mkame koM [masro — 7 6aminoB (koma 1), cy-
TIOpPO’KHASI TOTOBHOCTH| W ABIXaTCIBHBIMH PACCTPOM-
ctBamu [Opaaunuod 8—10 B MUHYTY, 3MHM30/bI alHO?
1o 20 ¢, carypauus kucinopona B kposu (SpO,) 74 %].
MeHuHTeallbHbIe 3HAKW OTPHIIATENIbHBIC, OYaroBbIe
CHMITTOMBI Tak)Ke OTCyTCTBOBaIM. Ha done ¢pedprin-
Hoit ymxopazaku (38,5 °C) ormeuanach peskas Onen-
HOCTB KOXKHBIX TIOKPOBOB C BEIPAYKEHHBIM «MPaMOPHBIM
pUCYHKOMY. JleaTenbHOCTh cepAlla PUTMHUYHAS, TaXu-
kapaus 10 170 B munyty. CpenHee apTepualibHOE JaB-
JIEHUE B TIpeeiaXx BO3pacTHOW HOPMBI — 65 MM PT. CT.
JKuBOT MSTKUH, 3amaBIinii, JOCTyNEH ITyOOKOW TMajhb-
nanud. [locne mMocTaHOBKH HA30racTpajbHOTO 30HAA
MOJIyYEHO OTAENSAEMOE IO TUMY «KO(MEHHOW TyIIm».

OTpe3kn  KHMIIEYHHKAa OOBIYHBIX  MAaJbIIATOPHBIX
cBoMcTB. IlapeHXHMMaTO3HBIE OpraHbl B BO3PACTHBIX
peaenax.

PebGenok nHTYOMpOBaH, HauYaTa UCKYCCTBEHHAs! BEH-
TWJISIHS JeTKuX B pexkume PSV ¢ mapamerpamu Peak
18 mb6ap, PEEP 5 mb6ap, MAP 11 mbap, F 20/mun,
Ti/Te:1/2, FiO, 60 % (noctenenno FiO, cHmken
no 30 %). beima Ha3HaueHa Tepamnus: aHTHOAKTEPH-
anpHas (Ue(TpUAKCOH, aMHUKAalMH), MPOTHBOBUPYC-
Hasi (AIUKJIOBHD), MPOTUBOTPHOKOBas ((IFOKOHA30IM),
aQHTUKOATyJIIHTHas (TemapuH), TOPMOHAbHAS (IIeK-
caMeTa3oH), WH(y3uOoHHAs (07 KOHTpOJIeM OaiaHca
KHUJIKOCTH B PEKUME HOPMOBOJIECMUH).

[lo pesynbraram 1a0OpaTOPHBIX HCCIECAOBAHUN
Ha MOMEHT TOCIHUTAIU3alMU HUMEIH MECTO: aHEeMHS
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Jerkoi creneHu (reMorsioOMH 96 T/7, SPUTPOLMTHI
2,9 T/n), tpomboruronenwust (136 /i), ypoBeHb nei-
KOITUTOB 5,6 T/T C BBIPAKCHHBIM HEUTPODUIHLHBIM
caBuroM (manoukosiiepHsie HeWTpodumasr 50 %, cer-
MeHTosiiepHble HeUTpoduibl 29 %, mumdorutsr 18 %,
MoHOUUTH 3 %). YpoBeHb (UOpHHOTEeHa HA MOMEHT
TOCIUTAIM3aIuK cocTtaBmi 9,8 /1. B pesynbrare mom-
OJIbHON TTYHKIIUH TIONYYCH MYTHBIH CBETIO-KEITHIHA
JIMKBOP MO/ BBICOKHM JIaBIIEHHEM; MUKPOCKOITUYECKH:
IJICOLUTO3 0 165 KIETOK B MK, U3 KOTOphIX 93 %
HEUTPODWIOB, TPOTEHHOAPXHS 10 3,5 T/, TIHOKO3a
JTUKBOpa 2,6 MMOJIB/JT (Ha MOMEHT HCCIICTOBAHUS TIIH-
kemusi 4,1 MMOJIB/I).

Ha ocHOBaHMM KJIIMHMYECKOW KapTUHBI U J1a00paTop-
HBIX JIaHHBIX NPEABAPUTENBHBIM JHATHO3 3ByYasl TakK:
«G04.2 baxkrepuanbHbIi MEHUHTOPHIIE(DAIUT HEYTOU-
HeHHBIH. OCIOKHEHHS: OTEK-Ha0yXaHHe TOJIOBHOTO MO3-
ra, CHH/IPOM JTHCCEMUHHUPOBAHHOTO BHYTPHCOCYHCTOTO
CBEPTHIBAHUS, AaHEMHSI CPEIHEH CTENEHH TSHKECTHY.

W3 anamHuesa 3aboneBaHusl U3BECTHO, YTO PEOCHOK
OosieeT B TeueHue 1 Mec., Korga MOSBHIIKMCH YacCThIN
HEMpPOXyKTUBHBIN KaIllelb, cyOQeOpripHas JTuxXopa-
Ka, pUHUT, 3Kk3aHTeMa. C MOMeHTa 3a00JIeBaHus MOIy-
qan amOyJaTopHOe JIeUeHHE Y yYacTKOBOTO ITeHaTpa
(Budepon, Keunnen, JInzodakr) mo moBoy SHTEpOBUpYC-
HOoM mH(peknun. CoCTOSIHUE YXYOIIMIOCh Ha 3-H JCHb
3a00eBaHys, JUAarHO3 U3MEHEH Ha «OCTPBIN OPOHXUTY,
npozoibkeHa amOynaropHas Tepanusi (3uHHaT, JIMHEKc,
Herpun, naransuun cansOyramona). Ha done neve-
HUSl FIMEJIa MECTO TIOJIOKHTENbHAs TUHAMHKA, OTHAKO
peOEHOK TPOAOIDKAN JINXOPAIUTh Ha CyO(PeOPHIEHBIX
mudpax (mo 37,0-37,4 °C, npeuMyllecTBEHHO B Be-
4yepHee BpeMsl), TaKKe COXPaHSUICS HEMpOXyKTUBHBIN
Kamreib. CocTosiHue peOCHKa CTPEMHUTENBHO YXYILIN-
mock 10.09.2019, xorma Ha (oHe HeOPHILHON JIMXO-
panku (mo 39,0 °C) mOSIBUINCH TOHUKO-KIOHHYECKUE
CYIOpOTH, HapyIICHUs] CO3HAHUS W JIBIXaHUSI.

B xome oOmieHust ¢ pomuTeNsIMH CTal HM3BECTECH
(akT KOHTaKTa pedeHKa C POJCTBEHHUKOM, OCBOOO-
TUBIIAMCS W3 MECT JIMIICeHHS CBOOOIBI 3a 2 Mec.
10 Hadana 3a0ojeBaHHsA. YYUTBIBas JaHHOE 00CTO-
STEJBCTBO, OBUI TPOM3BEACH 3a00p JIMKBOpA M MO-
KpPOTBl M3 TPaxeoOPOHXHAJIBHOIO JAEpeBa C ILEbI0
JIMATHOCTHKH TyOepKyIle3HOTO mporecca. MukobakTe-
pun TyOepKyne3a B MOKPOTE€ OOHapyXeHbl He ObLIH,
onHako Obuta BeiaenieHa JIHK mukoOGakrepun meto-
JOM TIONMMEpPA3HOW WEMHOM peakuud B JIMKBOPE.
[locne xoHcynbranmu (rTu3naTpa OblIa Ha3HAYCHA
ATHOTPOTHAS Tepanus (3TaMOyToJ, pUPaMITHITHH, H30-
HUA3WJI, TUPA3UHAMUL).

Ha 4-e cyrku B OUT Obutn mONTy4YeHBI pe3ylbTaThl
0aKTEepUOJIOrMIECKOTO MOCEBa: B MOKPOTE CO CIIU3H-
CTOH 00OJIOUKHM POTOINIOTKH W B JIUKBOPE OOHApyKeH
Staphylococcus aureus 10° (4yBCTBUTENECH K BaHKO-

MUIIMHY, MEPOIICHEMY, JICBOMULICTUHY, Le()TPUAKCOHY,
JTIMHE30JIHLY ).

JlnarHoctrueckuii TOMCK OBLI OCJIOXHEH TeM, 4TO
U3 CTaHJAPTHHIX MPHU3HAKOB TYyOEpKyJIe3HOro IMopa-
xenus [[HC umena mecto TOJIBKO OEJIKOBO-KJIETOY-
Has JMCCOIMAINASA B KIMHUYECKOM aHAJIHM3€ JHUKBOPA,
B TO BpeMs KaK OTCYTCTBOBAJIM CHIDKEHHE YpPOBHS
IJIIOKO3BI M BBITIAJICHHE TOHKOHM IUIeHKH (pudpuHa.
[lo xnuHUYeckUM U TabOpaTOPHBIM JTaHHBIM Ha IEp-
BOM MecTe ObUla KIMHHKAa OaKkTepHalbHOH 3THOJO-
run 3aborneBaHusa. Ha wuckimodeHne TyOepKyle3HOM
ATHOJIOTUH HATOJKHYN TOT (haKT, 9TO PeOCHOK Ooien
B Te4YeHHE Mecsna (MIUTeNbHBIA HENpPOAYKTHBHBINA
KaIiesb, cyOeOpuiIbpHas TUXopaaka), a TakkKe HMell
KOHTAaKT C POJICTBEHHUKOM C OTSATOIIEHHBIM 3HJIEMHO-
JIOTUYECKHM aHAMHE30M.

Kax Bo3OynuTenn HelponH(EKITNN OBLITH UCKITIOTEC-
HBl BUpyc OmiureiiHa — bapp, muTomeranoBupyc, BU-
pyc mpocToro reprieca 1-ro u 2-ro THIIOB (alUKIOBHP
OTMEHEH cpa3y IOCIe MOMYUYSHHs PE3yIbTaTOB UCCIIe-
moBanus). MccnenoBanne Ha BUU-uH)EKINI0O HMeo
OTPULIATENIbHBIN PE3YJIbTaT.

HeiipoBusyanuzanusi, peHTreHorpadusi OpraHoB
IpyIHON TOJNIOCTH Oblla HEBO3MOXHOM BBHIY TSXKe-
CTH COCTOSIHHS ¥ HEJOIyCTUMOCTH TPaHCIIOPTUPOBKH.

B Tteuenme mepBBIX Tpex cyTtok Tepammm B OUT
TpeOoBaslach MEIUKaMEHTO3Has Cefalus [THOTEeHTal
HaTpuii B 103€ 3—4 MI/(Kr - 4)] ¢ HeNblo KyIMpOBaHUS
CYZIOPO’KHOW TOTOBHOCTH. B cirydyae oTMeHBI THOIEH-
Taja HaTpus BO30OHOBISUINCH KIMHUYECKHE CYOPOTH
[0 THUMY <«JDKEKCOHOBCKHMX MPHUIAAKOB». B Tepammio
ObLIa BKJIIOYECHA BaJBIIPOEBasi KUCIOTA B BUJIE TIOCTO-
ssHHOW MH(QY3un B no3e 30 mr/(kr - cyT). C meipio Ky-
MMMPOBaHUS CHHAPOMA JIMUCCEMHUHHPOBAHHOTO BHYTPH-
COCYIHMCTOTO CBEPTHIBAHUS MAIMEHT JIBAXKIbI MOTYYHI
TpaHCy3UI0 KOHCEPBUPOBAHHOHN CBEKE3aMOPOKEHHOM
Ia3Mbl (C MHTEpBAJiOM B OIWH JeHB). Kak ocMmoTH-
YECKHI AUYPETHK C LIENbI0 Teparuu OTeKa-HaOyXaHus
rosioBHoro Mosra npumensics 10 % pactBop anbOy-
MuHa. Ha 4eTBepThI J€Hb JICUEHMS] HAYaTO CHUXKE-
HUE JI03bl C MOCIEIYIOUIE OTMEHOW THONEHTAJIa Ha-
TpHsL — CYIOPOKHOW TOTOBHOCTH OTMEUEHO He OBLIIO,
OJTHAKO COXPAHSUICS CIIOHTAHHBIM TIEPUOIUYCCKHIA
TUIEPTOHYC NPAaBOW PYyKH, CHa3M MHUMHUYECKOM My-
CKyNaTypsl. PeOCHOK Hauan pearupoBaTh Ha OOJICBBIC
pa3ApakuTesid HEUEJIEHANPABIEHHON JIBUTaTeIbHON
akTUBHOCTHIO. C LIeNbl0 3aMECTUTEIbHON MMMYHOTE-
panuu BKJIFOYEH MUMMYHOTIOOynmuH G dYermoBedecKui
HOpMaNbHEIN B mo3e 1,25 1/cyT kypcom 5 nmuei. Ilu-
TaHHUE dYepe3 Ha30TacTPAJIbHBIM 30HA HE YyCBauWBall,
IepeBe/IeH Ha MapeHTepaibHOe MUTaHHeE.

Hauwnasi ¢ BOCEMBIX CyTOK MHTCHCHUBHOHN TepaIuu
OoTMeYalach TOJOKUTEIbHAS TUHAMHKA B HEBPOJIOTH-
YECKOM CTaTyce B BHJIE CIIOHTAHHOTO OTKPHIBAHUS T7Ia3,
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¢ukcanuu B3VISIA Ha SIPKAX I[PEIMETax, OIHAKO
NPOAYKTUBHOMY KOHTAKTy MALEHT OCTaBaJICsl HEIO-
cryneH. [lokasarenn KIMHHYECKOTO aHaln3a KpOBHU
C TIOJOXKUTEIBHONW JWHAMHKOW: aHEMUs, TPOMOOITH-
TOIEHHS KyNMUpoBaHbl (reMorioouH 112 r/m, tpombo-
mUTHl 286 T/11), KaK MOJIOKUTEIbHBIA MpPU3HAK pac-
[IEHEHO HapacTaHWe YPOBHS JEHKOIHUTOB 10 12,0 /1
(mamoukosiaepusie HeHTpohmisl 12 %, cermeHTOsAACD-
Hble HelTpopmisl 48 %, mumdorutsl 34 %, MoHOLH-
Tol 6 %). IlpokaJbLUTOHUH K MATBIM CyTKam Tepa-
nuu coctaBui 0,2 Hr/mn (mpu HOpMme a0 0,05 Hr/mm).
B OGuoxumudeckoM aHajau3e KpOBHU IOJIYUYECHbI JaHHBIC
0 JIETKOHM THITOKOAryJisiu Ha (OoHEe TpUMEHEHHsS Te-
napuHa B NPOQHIAKTHYECKHX J03aX (IpOTPOMOMHO-
Boe BpeMd 19 c, MexayHapoaHOE HOPMaJIM30BaHHOE
otHomeHue 1,34 yci. en.). OuUOPUHOTEH K MATHIM
CyTKaM CHIDKEH B 2 pa3a OT MCXOJOHbIX 3HAYCHUN
(mo 4,9 r/n). KnuHuueckuil aHaJM3 JIMKBOPA TaKKe
C TMOJIOKUTEIHHON TUHAMMKOM: TIeOnHTO3 35 KIETOK
B MKJI, U3 KOTOPBIX 55 % HEUTpOouIIbI, IPOTEHHOAPXHUS
0,9 r/n.

[InanoBo, ¢ y4eToM pe3ynbTaToB OaKTepHOIOTHYe-
CKOTO MCCIIeJIOBaHMsI, TIPOBEACHA CMEHa aHTHOAKTEpH-
ANBbHOW Tepanuu: KOMOWHAINU NeTPHUAKCOH + aMHKa-
IIUH Ha MEpOIIeHEM + BaHKOMHMIIWH.

K xoHIty BTOpOH HEjenu JieueHHUs OTMEUYEHO IPo-
TrpEeCcCHBHOE yiydlieHhe coctosnus. [lomoxurenbHas
JMHAMMKa HEBPOJIOTMYECKOTO CTaTyca B BHJIE YacTOIO
CIIOHTaHHOTO OTKPBIBaHMS IW1a3, (pukcamuu B3IIsAA,
CHOCOOHOCTH CIEIUTh 33 SAPKUMH IPEAMETaMH, CIU-
0aHUs JIOKTEBBIX, TOJICHOCTONHBIX U KOJICHHBIX CyCTa-
BOB, I[eJIEHANPABICHHON peakuuy Ha 0oJieBbIe pa3apa-
xutenu. IlponomkeHo BBeJeHHE AHTUKOHBYJIHCAHTOB
(BanmbIpoeBasi KUCIOTA) B BUAE NPOIJICHHON HHQY3UU
B TIpekHEH no3upoBke. llammeHT skcTyOMpoBaH MoO-
CJIe TIPOJJIEHHOW MCKYCCTBEHHOM BEHTHJISIIUH JIETKUX
B TeueHun 13 gHeil. PeOeHOK HEMpPOAOKUTEIBHOE
BpeMsI HYXXJaJICAd B KUCJIOPOAOTEpaluy 4Yepe3 JInie-
BYIO MacKy notokoM 1 ji/muH. IlocTeneHHo nepeseneH
Ha SHTEpaJbHOE NUTAHHUE.

Ha 15-e cyTkm c MOMeHTa TOCHHTAIU3AIIU
(25.09.2019), mociie OTHOCHUTEIILHOW CTaOWJIM3AINH
COCTOSIHUSI M OTCYTCTBHSI IOTPEOHOCTH MalMEeHTa
B kucnoponorepanuu nposeaeHa CKT opranos rpyn-
HOW KIJIETKM Ha TpeAMEeT TyOepKyIe3HOro MOpaskeHus,
B UTOTE€ OOBEMHOW M 04aroBOM NMaTOJIOTUU HE BBISBIIE-
Ho. [lo pe3ynbpraTtam HelpoBU3yaIH3alMl UMEIOT Me-
CTO NPU3HAKH OYaroBBIX M3MEHEHMH, OTEKa TOJIOBHOTO
MO3ra, pacIIMpeHHs OOKOBBIX XKEIYIOYKOB TOJIOBHOIO
MO3Ta, a TaKXKe ITMOUIMT.

PebeHOK KOHCYABTHPOBaH OTOJAPUHIOIIOTOM: PEKO-
MEHJI0BAaHO MPOJOJKHUTE TEPAINUIO B IPEKHEM 00bEME,
10CJIe KOHCY/IBTalluu HEBPOJIOra B JICUCHUE BKIIIOUCHBI
HOJIMIIENTHAB! KOPBI TOJIOBHOI'O MO3ra CKOTA.

K 20-m cyrkam B OUT y pebGeHka BOCCTaHOBH-
JIOCh CO3HAaHWE, CTajdM Ooyiee aKTHBHBIMH IBMKEHUS
B KOHEYHOCTSX, PEOEHOK YBEpEHHO JepXall B pyKe
UTPYIIKY, €71 U3 JIOKEYKH, IPU 3TOM CAMOCTOSTENBHO
He Jiepall ToJoBy, He cuaen. [Ipogomkena riaHoBast
Tepanus, B TOM YHCJIE aHTUKOHByIbcaHTamMu. [Ipo-
BeJICHa TUTAHOBAs 3aMeHa aHTHOAKTepHaJbHOW Tepa-
MUY — BKJIIOYEH JIEBOMUIICTHH.

IIpn mpoBeneHUHM KOHTPOIBHOW HEUPOBU3YaIIH-
3amuu Ha 31-e CyTKM OT MOMEHTAa TOCIHTAaIH3aI|H
(11.10.2019) mo maHHBEIM MarHUTHO-PE30HAHCHOM TO-
Morpaguu OOHApYKEHbBI MHOKECTBEHHOE TOpakeHHE
TOJIOBHOTO MO3Ta BOCIMAJIUTEIBHOIO T'eHe3a ¢ MpHU3Ha-
KaMH BEHTPUKYJIUTa B COYCTAHWU C SIBICHHUSIMU IIe-
PUBEHTPUKYJISPHOTO OTEKa, OKKIIO3MOHHAs TpPUBCH-
TPUKyIsIpHAs TuAporedanus, cyoaypatpbHas dMIueMa
T0OHOM 007acT ¢ NByX cTopoH. [locie koHCymbTaru
Helpoxupypra peOeHOK ObUI TepeBelCH B HEHpOXH-
pypra4ecKoe OTHIEICHUE JIJIS ONEPATHBHOTO JICUCHHS.

Ha momeHT nepeBoja BbiHeceH auartos: «(G04.2
BbaxrepuanbHbIii MEHMHTORHIIEPATUT, MUKCT CTaduIIO-
KOKKOBOH U TyOepKyJIe3HOH 3THOoN0rHH. OCIIOKHEHUS:
CyOIypasibHasl JIByCTOPOHHSISI AMITHEMa JIOOHOW o0a-
CTH, BEHTPHUKYJIHT, OKKIIO3WMOHHAs TPHUBEHTPUKYISAP-
Hasg tuaporedanusi. CHHIPOM IHCCEMHHHPOBAHHOTO
BHYTPHCOCYIUCTOTO CBEPTHIBAHU.

3AKJIIOYEHUE

OcoOeHHOCTh ~ MPEACTABICHHOTO  KIMHUYECKOTO
cilydasi 3aKJII04aeTcss B TOM, YTO CoueTaHue Tybep-
Kylle3HOro M cradmiokokkoBoro mopaxenwms [HC,
B 0COOCHHOCTH y JIeTel, BCTPEYAETCsl JIOCTAaTOUHO Peji-
ko. [larueHT ObLT JOCTaBICH B MPO(UIBHBINA CTAIMO-
Hap B TSHKEJIOM COCTOSIHMU C KJIMHUYECKOW KapTHHOH
TUMTUYHOTO OakTepuanbHoro nopaxenus LIHC. Orcyr-
CTBOB&JIM IPSAMbIE NPHU3HAKH HMOPAKEHUS OpraHu3Ma
MUKOOaKkTepuel TyOepkysesa: NMepBHYHbIE OYard HH-
¢unmpoBanus, crnenruUeckue W3MEHEHHUS JHKBODA,
Ha BO3MOXXHOE MHKCT-WHOHUIHMPOBAHHE YKa3bIBAJIU
JMIIb yAa4HO COOpaHHblE aHAMHECTUYECKHE NaHHBIE.

OcTaercsa OTKPBITBIM BOIIPOC TMEPBUYHOTO MII BTO-
puunoro nopaxenus [{HC: y manuenra umena mecto
reHepann3anus TyOepKyJIe3HOro mporecca, 1 Ha (oHe
CHI)KeHHOW peaktuBHOCTH Murparus B LIHC cradu-
JIOKOKKA W3 odara HHPEeKIun (STMOUINT) WK Ha (HoHE
ocTpoii MaHudecTanun OAKTEPUATLHOTO MEHUHTOYH-
nedanuTa Mpou3oLIIa reHepanu3anus TyoepKyae3HoH
nHpexnmu?

[lo HameMy MHEHMIO, KJIFOYEBBIM MOMEHTOM JIe-
YEeHUS! OKa3ajlaChb ITUOTPOIHASA TEpalusi, B YacTHO-
CTH, yJdayHas SMIIMpHYecKas Teparus aHTHOMOTHKa-
MH HIMPOKOTO CHeKTpa (ue(TpUakcoH, aMHKaluH),
qyBCTBHTEJIBHOCTh KOTOPBIX ObUIa MOATBEP)KICHA
pe3ynprataMyu OaKTEpUOJIOIMYECKOrO HCCICIOBAHMS,
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a TaKxkKe CBOCBPEMEHHOE BKIIIOYEHHE CIICHU(PHUYECKOM
MPOTUBOTYOEPKYJIe3HOW Tepanuu (3TamOyTol, pudam-
MMAIIMH, W30HWA3WI, NHpa3uHaMun). PebGeHky mpose-
JICH MIMPOKUH CIIEKTP JHATHOCTHYECKUX MEPOIIPHS-
TUH (OrpaHMYMBAIOLIMICS BO3MOKHOCTSIMH JIE4€OHOTO
YUpEKACHUS), a TakkKe BCS HEOOXOQMMasi MaToreHe-
THYeCcKass W CUMIITOMaTHuYeckas Teparus. Hecmorps
Ha CBOEBPEMEHHOCTH OKa3aHHs MEIUIIMHCKON IMOMO-
M, B UCXOJIe 3a00JIeBaHMsI BHISBIICHBI TSDKEIbIC IIEepe-
OpasibHBIE OCIOKHEHUS (CyOaypalibHasl ABYCTOPOHHSIS
sMnueMa JIOOHOW OONIacTH, BEHTPUKYJIHT, OKKIFO3H-
OHHAs TPHUBEHTPUKYJSIpHAs Tuaporedanus), Tpeoy-
IOIMe JalbHEHIEero ONepaTuBHOTO BMEIIATENhCTBA
C BBICOKUM DPHCKOM (POpMHUpPOBaHUS WHBAJIUIHOCTH.
Takum 00pa3oM, CTAIKHBASCh C MHPEKITMOHHBIM TOpa-
xenneM [[HC, B ocobenHoctn y nereit, He0OXonuMo
BBIXOZMTH 32 PAMKH CTaHJAPTHOTO JHArHOCTHYECKOTO
MOMCKa, KaKk Ha aMOyJIaTOpHOM, TaK M Ha CTallMOHAp-
HOM 3Tare, a TaKKe IIOMHUTh, YTO HECMOTPS Ha IIHPO-
KHE BO3MOXXHOCTH JIADOPATOPHBIX M MHCTPYMEHTAIIb-
HBIX METOJOB JHArHOCTHKH, ITOAPOOHO COOpaHHBIMA
aHaMHe3 He YCTyNaeT MM B IICHHOCTH TOJyYeHHOM
WH(POPMAIHH.

OOMNOJIHUTE/NIbHAA UHO®OPMALIUA

Bkuan aBropoB. Bce aBTOphl BHECHIH CyLIECTBEHHBIN
BKJIQJ B Pa3pabOTKy KOHIEMIMH, MPOBEICHHE HCCIeI0Ba-
HUSI M TIOATOTOBKY CTaThH, MPOWIN U 0100pMIN (PHHAIBHYIO
BEPCHUIO Tepe]] MyOiIuKaruei.

Konguukr uHTEpecoB. ABTOpHI JEKIApUPYIOT OTCYT-
CTBHE SIBHBIX U TIOTEHIHAIBHBIX KOH(IMKTOB HMHTEPECOB,
CBSI3aHHBIX C MyOJUKaIMel HACTOSIIEH CTaThu.

Hcrounuk ¢uHaHcMpoBaHusA. ABTOpPBl 3asdBISIOT
00 OTCYTCTBMM BHEIIHEro (PMHAHCHPOBAHMUS IPU INPOBEJIE-
HUHU UCCIIEOBAHUSI.

HNudopmupoBanHoe coriiacme Ha MyOJuMKanuio. As-
TOPBl TONYYWIM MHCBMEHHOE coImacue OQHUIHaIbHBIX
NpEe/ICTaBUTENCH MalMeHTa Ha MyOJMKalWI0 MEIMITHCKUX
JTQaHHBIX.
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Mapus Kadaw

Kunra npencrasifeT co6o0il HHEBHMK, paccKa-
3pIBAIOLINII O MAajieHbKOJ JeBouke Mapuke u ee
v MaMe, >XVM3Hb KOTOPBIX VAVBUTEIbHBIM 0Opa3oM
K raH CKM M nepecekaach ¢ TeHMeM oproneauy laBpummnom
yp A6pamosnyeM Vmn3apoBbIM, 0 ero BpaueOHOI fie-
ATEIBHOCTHU, KOTOPYIO OH Be/l C HEOOBIKHOBEHHBIM
A H e B H M K 4e/I0BEKOM0OMeM, Bepoii, aHaTU3MOM M HEyTO-
MuMocTblo. Ynrartenb ysHaer, kak [A. Vinmmsapos
OTHOCWICA K JIOfAM, KOTOpbIe XWIM wim pabo-
Ta/m B OONbHMIIE, CyMeeT IPOCIeAUTh 3a IIPOYVC-
XOIMBIIMMU U3 TOfja B TOJl I€pEMEHAMMN.
B wuspmaHum 3amevarieHbl IPOM3OLIEALINE

B Poccum BakHbIe MCTOpMYECKIE COOBITUA, KOTO-
pble OKasamy CygbOOHOCHOE BINUSAHIE HA BeCh MUP.

YnraTenb, KOTOPBIN OKaKET [OBEpUe HEM3BECTHOMY MMEHM U BO3bMeT B pyku «KypraHckmit
nHeBHMK» Mapuu Kapam, monyuut HeoObIKHOBeHHOe BIedaTieHye. OcoOblil MHTepeC MpUAAIT
THEBHUKY T'YMaHN3M, MUPOBUJEHNE U KM3HEHHASA IO3ULMA €0 aBTOpa.

Banepus Haodpa,
HYPHATUCI U KPUMUK

OTa KHUTA ABIAETCA MPEKPACHBIM IIPYMEPOM CIIOCOOHOCTY YelOoBeKa BHIKOBBIBATD LIEHHOCTHU U3
csoux mcnbitanmit. Kak mucan Jlacno Hemert, pasyMHbII 4elOBEK CyMeeT CO3aThb TBOPYECKYIO
MacTepckylo maxe B capae. ITpumep Mapum Kapam y6enuTenpHO NOKasbIBaeT, KaK IVCAaHUe
JIHEBHVIKA 11 OTBETCTBEHHOCTb MHTEJIEKTYasIa IIOMOTA/IN eil BEeCTV HeueloBe4ecKyio 60pbOy, BbI-
IaBIIYI0 Ha €€ JOM0. OTO OIH U3 YPOKOB, KOTOPBIl KOCBEHHO ITOMOTaeT OCO3HATh 3Ta KHUIA.

Hoxkmop Onope ILletizenv,
épau-zeHemux
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B3AMMOCBA3b NCUXOJIOFMHECKOT0 ANCTPECCA, BA30BbIX YBEXAEHWUA

U BOCNPUATUA CEMEMHbIX OTHOWEHWW Y POACTBEHHMKOB, OMEKAIOLWLNUX
OETEU U B3POCJIbIX, CTPAOAKOLLUX SNUNENCUEN

© AM. lWnwkosa?, B.B. bouapos®?, AM. Teeppoxnebosa?, H0.C. YepHaa®?, A.f. Bykc?,
B.A. Muxaiinos?, H.A. CuBakoBa?
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2 HaumoHanbHbIi MeAULMHCKMIA UCCNELOBATENbCKMIA LIEHTP NCUXMATPUM U HEBponoruu uM. B.M. bextepesa,
Cankr-Tetepbypr, Poccus

Ans yumuposaHus: Lnwkosa A.M., boyapos B.B., Teepaoxnebosa A.M., YepHas t0.C., Bykc A.fl., Muxaiinos B.A., CvBakosa H.A. B3aumocsssb
MNCMXO/IOTMYECKOTO AMCTpecca, 6a30Bbix YOeK AeHUIA M BOCNPUATUA CEMENHbIX OTHOLLIEHUIA Y POACTBEHHUKOB, OMEKAOLWMX ETEN 1 B3POC/bIX,
cTpagatowwmx anunencumeit // Negmatp. — 2022, — T. 13. — Ne 4. — C. 115-127. DOI: https://doi.org/10.17816/PED134115-127

AKTyanbHOCTb. POACTBEHHMKM, OCYLECTBASOWME YXO4 33 O0MbHbIM 3MUAENCUEN, UrPaOT 3HAUYUTENbHYK PO/b B CUCTEME
OKa3aHMs MOMOLUM M NOAAEPXKAHMM BNarononyyns XpoHmMyeckn 60bHOro M YacTo UCMbITbIBAKOT BO3AENCTBUE 3HAUYUTENBHOTO
cTpecca.

Lenb — u3yyeHue B3aMMOCBA3M NCUMXONOTMYECKOrO AUCTpecca, 6a30BbiX yOexAeHWUA U BOCNPUATUS CEMEMHbIX OTHOLUEHUN
Yy POACTBEHHWKOB, ONEKAKLWMX AETEN U B3POCbIX, CTPAAAMLWMX NUENCUEN.

Matepuanbl u MeToabl. B uccnenoBaHum NpuHaAmM yvyactme 62 poacTBEHHMKA, OneKawwmnx 60nbHbIX anunencuen, 44 poa-
CTBEHHMKA, OMeKalWmxX OeTel, — CpefHWU BO3pacT POACTBEHHMKOB cocTaBun 34,64 [cpepgHekBajpaTMyecKoe OTK/IOHe-
Hue (SD) = 6,73] rona, u 18 poACTBEHHMKOB, ONEKALWMX B3POC/bIX, — CpeAHuii Bo3pacT 48,72 (SD=10,99) rona. B pabote
NMPUMEHANUCL CNeuuanbHO pa3paboTaHHas aHkeTa ANs OLEHKM COLManbHO-AeMorpaduyecknx u KAMHUYECKUX XapakKTepu-
CTWK, OMPOCHUK BbIPaYXEHHOCTU McuxonaTonornyeckor cumntomatnkn — Symptom Checklist-90-Revised, Lkana 6a3ncHbix
ybexnaeHunii u Lkana ceMeiHOro okpyxeHus.

Pesynbrathbl. Pe3ynbTathl UCCIe[0BAHMS BbIPAXXEHHOCTU MCMXONOTMYECKOro ancTpecca, 6asmncHbix yoexaeHuin n BOCNpuaTns
CeMelHbIX OTHOLEHWUI B M3yYaeMbIX rpynnax poACTBEHHUKOB MO3BOAMIIN BbISIBUTb 3HAUMTENbHOE CXOACTBO KakK B 3KCMIMLM-
POBAHHOCTM CMMMNTOMATUUYECKUX NPOSBAEHUI Y BAN3KMX BONbHBIX, TaK U B BOCMPUATUM UMK COBCTBEHHOW NUYHOCTU, OKPY-
XalLWero MMpa U BHYTPUCEMEMHOIO B3auMoaencTeums. Y 61M3KMxX TakMx BONbHbIX OTMEYaeTCs 3Ha4YMTeNbHas BApMaTUBHOCTb
M BbIPaXXEHHOCTb NCMXOMATONIOMMYECKOWM CUMMNTOMATUKK, a AEMOHCTPUPYEMOE POACTBEHHMKAMMU BOCNpUsATHE Cebs U OKpyxKa-
IOLLEr0 MUPA XapaKTEPU3YeTCs BbIPAXKEHHOCTbIO «dacafHbiX» TEHAEHLMNA, BbICTYNAOWMX B KAYECTBE MCUXONOrMYECKON 3a-
WMTbI, NPEeNaTCTBYOWEN KaTacTpodm3aumm CybbeKTUBHOM OLEHKM CUTYALLMK, CBA3AaHHOW C XpOHMYeCKon 6one3Hbio 6ansKkoro.
3akntoueHue. poBeaeHHOe MCCief0BaHWe NPOAEMOHCTPUPOBAN0 HEOBX0AMMOCTb pa3paboTku CneumMannu3mpoBaHHbIX MCU-
XOTepaneBTUYECKUX MEPOMPUSTUIA, HANPABNEHHbIX HA CHUXEHWE YPOBHS MCUXONOrMYECKOro AMCTPecca Y pOACTBEHHUKOB,
onekawwmx 6onbHbIX anunencuent. Mpu co3gaHMM U NPOBEAEHUM TAKMX MEPOMPUATUIA BaXXeH YYeT CyObeKTUBHOM OLLeHKM
HaIMYHOW XM3HEHHOM CUTYaLMM OMeKaLWMUM POACTBEHHUKOM, @ TaKXKe ero IMYHOCTHbIX LLeHHOCTEeW M YCTaHOBOK, BO MHOTOM
onpenensoLmX BbIpAXKEHHOCTb MCMXOMNATONOMMYECKON CUMATOMATUKU Y NAHHOTO KOHTUHIEHTA.

KntoueBbie cnoBa: snunencus; poacTBEHHUKM, onekarlme 60NbHbIX; NCUXONOrMYECKMI ANCTpecC; 6a3ncHble YCTAaHOBKMY;
BOCMPUATUE CEMENHbIX OTHOLIEHUN.

Moctynuna: 08.06.2022 Opobpena: 20.07.2022 Mpunsta k nevatu: 30.09.2022
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INTERRELATIONSHIP OF PSYCHOLOGICAL DISTRESS, BASIC BELIEFS

AND PERCEPTIONS OF FAMILY RELATIONSHIPS IN INFORMAL CAREGIVERS

OF CHILDREN AND ADULTS WITH EPILEPSY

© Alexandra M. Shishkova?, Viktor V. Bocharov ! 2, Anastasia M. Tverdokhlebova?, Julia S. Chernaya®?,
Alexandr Ja. Vuks 2, Vladimir A. Mikhailov?, Natalia A. Sivakova?

1 St. Petersburg State Pediatric Medical University, Saint Petersburg, Russia
2VM. Bekhterev National Medical Research Centre for Psychiatry and Neurology, Saint Petersburg, Russia;

For citation: Shishkova AM, Bocharov VV, Tverdokhlebova AM, Chernaya JuS, Vuks Ala, Mikhailov VA, Sivakova NA. Interrelationship of
psychological distress, basic beliefs and perceptions of family relationships in informal caregivers of children and adults with epilepsy.
Pediatrician (St. Petersburg). 2022;13(4):115-127. DOI: https://doi.org/10.17816/PED134115-127

BACKGROUND: Relatives caring for an epilepsy patient play a significant role in the care system and maintaining the
well-being of the chronically ill and often suffer from significant stress.

AIM: The aim of the study was to reveal the relationship of psychological distress, basic beliefs and perceptions of family
relationships in relatives taking care of children and adults with epilepsy.

MATERIALS AND METHODS: The study involved 62 relatives caring for patients with epilepsy, 44 relatives of children
(mean [*SD] age, 34,64 £ 6,73 years) and 18 relatives of adults (mean [*SD] age, 48,72 * 10,99 years). The Symptom
Checklist-90-Revised (SCL-90-R), the World Assumption Scale and the Family Environment Scale was used as an assess-
ment tools. Also semi-structured interview for assessing socio-demographic and clinical characteristics was applied.
RESULTS: The results of the study revealed significant similarities of the studied groups both in the explication of the
psychopathological symptoms and in perception of their own personality, the surrounding world and intra-family in-
teraction. Informal caregivers of such patients demonstrates significant variability and severity of psychopathological
symptoms. And their perception of themselves and the surrounding world is characterized by the “facade” tendencies
that act as psychological protection that prevents the catastrophizing of the subjective assessment of the situation as-
sociated with the chronic disease of a loved one.

CONCLUSIONS: The study demonstrated the need to develop specialized psychotherapeutic interventions aimed at re-
ducing the level of psychological distress in informal caregivers of patients with epilepsy. During the development and
carrying out of such interventions, it is important to take into account the subjective assessment of caregiver’s available
life situation, as well as his/her personal values and attitudes that largely determine the severity of psychopathological
symptoms.

Keywords: epilepsy; informal caregivers; psychological distress; basic beliefs; perception of family relationships.
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AKTYAJNIbHOCTb

Onunencus — TSHKEI0e XPOHUYecKoe 3adoieBa-
HUE, PACIPOCTPAHEHHOCTh KOTOPOTO, IO OIICHKAM
BcemupHoli opraHuszanuu 34paBOOXpaHEHUs], COCTaB-
nsetr oT 4 g0 10 ma 1000 genosex [13].

W3BecTHO, 4YTO MEIMKO-COIMAIBHBIE MOCIEACTBUS
SMHJICTICHY OKa3bIBAIOT 3HAYUTENFHOE HETaTHBHOE BIIHS-
HHUE Ha KaueCTBO JKU3HM ManueHToB. OryIieHne noTepu
KOHTPOJIA U HE3aBUCUMOCTH, CTpax, ACNPECCUd, CTurMma-
TU3AIMS ¥ CAMOCTHIMATU3allMs, Pa3JIMYHbIC COIUAIIb-
HBbIE OTPaHWYCHHS, a TaKke (HMHAHCOBBIE TPYIHOCTH,
OIMCHIBAIOTCSl ABTOPAMHU B KadeCTBE YACTBHIX TIOCIEN-
cTBUi 310i Oomesnu [20]. Ocoboe MecTo B HCCIIEHO-
BaHMSX 3aHUMAIOT TPOOJIEMbI COIMANIM3AIMN Y CTpajia-
IOLUX SIWIETICUel aeTel u moapocTkoB [3, 4, 7, 15].

3HaunTeNnbHAS O TIIO0ATHHOIO MHPOBOTO Ope-
MeHU OOoNe3Hel NPUXOTUTCS HMEHHO Ha JIIIeT-
cuto [13], mosToMy pa3paboTka CTpaTreruii Mo CHU-
JKCHHIO COLIMAJIBHOTO W HSKOHOMHUYECKOTO yiepoa
oT 3TOro 3a0o0JieBaHWsI — OJHA W3 IEPBOCTEICHHBIX
3a/1a4 37paBOOXPAHEHUS.

B mocneanue aecsaTHiICTHS BHUMaHUE HCCIIEIOBaA-
TEJIeH BCE Yallle MPHUBJICKAIOT POJCTBCHHUKHU, OICKaKO-
e OONBHBIX Jmmierncuel. Takoe nmpucTanbHOE BHU-
MaHHE K POJCTBEHHUKAM OOJBHBIX OOYCIIOBIEHO TEM,
YTO, C OIHOW CTOPOHBI, OHH WTPAIOT BAXKHYIO POJb
B 9(O(hEKTUBHOCTH TEpareBTUYECKUX MEpPOTPHSITHI
W TOJJICPKAaHUM Onaronojy4yusi OOJILHOTO, a C JIpy-
TOH — HaJMYUE SIMWICTICUH Y OJTHOTO U3 YWICHOB CEMbU
CHI)KAaeT Ka4eCTBO JKMU3HU €ro ONM3KUX, ITOBBIMIACT
PHUCK DPa3BUTHA CTPECCOOYCIOBICHHBIX TMCHXHYECKUX
U COMAaTUYECKUX PACCTPONCTB KaK y HEMOCPEICTBEH-
HO OIEKAKINUX OOJIBHOTO POJACTBEHHUKOB, TaK M BCEX
OCTaJIbHBIX YJIEHOB cembHu [2, 6, 9, 11, 15, 22].

OYHKIUA OTEKAOMIEr0 JUIA, OCYIIECTBISIONIETO
yXOm 3a OONBHBIM JIUJICTICHEH, BKIIOYAIOT B CeOs
KOHTPOJIb 33 CBOCBPEMEHHBIM IPUEMOM JIEKapCTB,
KyIHUpPOBaHUE MPHUCTYIIOB, MOHUTOPHUHI H IEpeaady
WHGOpPMAIIMHA O CUMIITOMaX MPUCTYIIOB METUIIMHCKAM
paboTHUKaM, Tojaep)aHue (QYHKIMA CaMOOOCTYXH-
BaHUs OOJILHOTO, OKa3aHUE MCUXOJIOTUICCKOMN TTOMOIIH
nanuenTty u MHoroe apyroe [17]. Takas Harpyska, kak
MIPABHJIO, CONPSDKEHA CO 3HAYUTEIBLHBIM CTPECCOM IS
OMM3KUX OOJEHOTO.

B COBPEMCHHBIX HMCCIICAOBAHUAX TPYAHOCTH U IIC-
PEKUBAHUA POACTBCHHUKOB, OIICKAIOUIUX XPOHUYCCKHU
0OJIBHBIX, Yalle BCEr0 KOHICNTYATH3UPYIOTCS B paM-
Kax MOJENN «OpeMeHM».

NccnenoBanus «OpeMeHn» yXofa 3a OOIBHBIM JITH-
JIETICUed U BOIIPOCHI, CBA3aHHBIC C KAaYC€CTBOM KHU3HHU
OTEKAIIUX €ro OJIM3KUX, B OOJBIIUHCTBE HCCIIEHO-
BaHUI M3YyYalOTCSd Ha TMEIUATPHUSCKONW MOIYISIHH
[2, 5, 11, 15, 19]. JlanHbIEe 00 OmeKyHax B3pOCIHBIX Ia-
IINEHTOB BCTPEUAIOTCS 3HAUYNTEIRHO pexe [16, 17, 21].

B wuccrnemoBaHusgX, HanmpaBlIeHHBIX HAa W3ydeHHE
POJICTBEHHUKOB, OICKAIOMHUX OONBHBIX SITHIICTICUCH,
BHE 3aBHCHMOCTH OT BO3pPAacTa OMEKAEMBIX UMHU 0OJb-
HBIX, OIMHKCHIBAIOT 3HAYUTEIHHOE CHI)KCHHE KauecTBa
JKU3HU ONEKAOMIUX ONM3KHUX, HAJTHYUE Y HUX TPEBOXK-
HBIX M JICMIPECCUBHBIX PACCTPONCTB, HEYIOBIETBOPECH-
HOCTh COIMANTLHOM MOAIEpKKoii [5, 14, 15, 17-19, 21].
B To ke Bpems COMOCTaBICHHE JHUTEPATYPHBIX IaH-
HBIX O POJCTBCHHHKAX, OICKAIONIMX OOJIbHBIX JITHU-
JIETICKe pa3HOTO BO3pacTa, B HACTOSIIUHA MOMEHT
MIPEICTABIACTCS 3aTPYAHUTEIBHBIM H3-32 Pa3TuIHiA
B METOMIOJIOTMH HWCCJIENOBAHUS W TPUMEHSICMBIX Me-
TOaxX IHUArHOCTHUKHU.

Hecmotpst Ha TO 4TO MccienoBaHUs OOHApYKUBA-
0T OTYETIIMBYIO CBsI3b OpEMEHHM W AWMCTpecca y JIWI,
OCYIIECTBISIIOMNX YXOI 3a OOJIGHBIMHU DITHIICTICHCH,
C OCOOCHHOCTSIMH (DYHKIIMOHUPOBAHUS WX CEMEHHOM
cuctemsl [17], a Takke 3HAYUMOCTHIO CyObEKTUBHOM
OLICHKU MPOUCXOMASIIETO ONEKAIOMIUM POJICTBEHHUKOM
B TIpoIlecce €ro aaanTanud K OOJE3HH, BOCHPHSITHE
CEMENHBIX OTHOIIEHWI M OCOOEHHOCTEH IIEHHOCTHO-
CMBICTIOBOH c(ephl JINYHOCTU OTECKAIOIIUX POJCTBEH-
HUKOB OCTAIOTCSl HEIOCTATOYHO H3yUYCHHBIM.

Llenv pabomer — WCCIENOBaHWE B3aUMOCBSI3U
TICHXOJIOTHYECKOTO JHWCTpecca, 0a30BBIX yOeKICHHIA
U BOCHPUSITUA CEMEWHBIX OTHOLIEHWH Yy pOJICTBEH-
HUKOB, OTNEKAIONINX JETEH M B3POCIHBIX, CTPATAIOLIUX
SMUJICTICUEH.

MATEPWUANDbI U METOLbI

B uccnenoBanuu npuHuManu yyactue 62 poacTBeH-
HuKa [17 MyxuuH W 45 KEHIINH, CPEIHUN BO3pacT
coctaBunl 34,64, CpeaHEKBAIpPaTUUECKOE OTKIIOHE-
Hue (SD) = 6,73], onekaromux OOJbHBIX SIHJICIICUCH,
HaXOMAIIUXCS Ha JIedeHHH Ha 7-M oraenenuun HMMUIL]
ITH um. B.M. Bexrepera Munznpasa Poccuu u ncuxo-
HeBposornyeckoM otaeneHun Cankr-llerepOyprexoit
JIETCKOM ropojickoit OonbHUIBI ¢B. Onbru. [locTranoBka
JIMarHo3a OOJIEHBIM OCYIIECTBIISIACH SKCIIEpTaMU-Bpa-
gyamu, ocHoBHOM auarHo3 G40 mo MKB10.

B 3aBucuMocTH OT BO3pacTa ManyueHTOB POJICTBEH-
HUKWA OBUIM pa3ziesieHsl Ha JBe Ipynmbl. B mepsyro
TPYIIy BOUUIM POJACTBEHHUKHU B3POCHBIX IAIMCH-
toB (PB) — 18 wenmosek. Bropyto rpymmy cocraBmiu
ponctBennuku neteit (PJI) — 44 denoeka.

[IpoBenenne wuccrnemoBaHusi ObUIO OmOOpPEHO He-
3aBUCHUMBIM JITHYECKMM KkKomuTetoM npu PI'BY
«HMUL] TIH wum. B.M. bexrtepeBay, MTpOTOKONI
Ne DK-U-35/21.

Kputepun BrumodeHusa: Hamuune ONM3KUX POJI-
CTBEHHBIX OTHOIIEHWH (MaTh, OTel, JKeHa, MYX)
¢ 6ombHBIM, cTpagaromumM snuiencueit (G40); Bozpact
o0ceryeMoro pojiCcTBEHHUKa OT 18 Jer; 1o0poBOIb-
HOE COorlache Ha y4acTHE B MCCIIEIOBAHUM.
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Kputepun HeBKIIOUCHHUSA: HAIMYUE Y OINEKAEMOIO
POICTBEHHUKOM OOJIEHOTO KOMOPOHTHOM IICHXHYECKON
MMaTojoruu  (MU30(peHUs, MaHHAKATHHO-ICTIPECCHB-
HBIN TICMX03, OOJBINOE MEMPECCUBHOE PACCTPOICTBRO;
aJIMKTUBHBIE PACCTPOMCTBA); HAJIMYKE y 00CIe yeMO-
IO POJICTBEHHUKA TPYOBIX TICUXUYECKHUX HIIN HHTEIUICK-
TyallbHBIX PAacCTPOWCTB B aKTyaJIbHOM COCTOSTHUHW WU
B aHaMHe3e; HaJH4ue y 00CIIeayeMOoro poICTBEHHHUKA
TSDKEJIBIX COMATHYCCKHUX, HEBPOJIOTUUECKUX U APYTUX
3a00eBaHUI B COCTOSTHMM BBIPOKEHHOM JEKOMIICHCA-
WU, TIPETSITCTBYIOIINX MTPOXOXKICHUIO 00CIIe0BAHUSI.

Juzaitn uccienoBaHusi — KPOCC-CEKIIMOHHOE.

B nccrnenoBanuu Taxke MCIONB30BAINCH JaHHEIE,
coOpaHHbIC HAMU B TIPEIBIAYIINX UCCIIeAOBaHUAIX [1],
W JaHHbIe paboT JAPYrux HCCienoBaTelNel, mpeacTas-
JeHHble B quTeparype [8, 10]. Jns conocraBnenus pe-
3yJABTATOB, MOIYYEHHBIX MO0 OMPOCHUKY BBIPAKEHHO-
CTH TICUXOIIATOIOTUYECKON cUMITOMAaTUKH (Symptom
Checklist-90-Revised, SCL-90-R), mamu ObLIH HC-
MOJIb30BaHbl  JIaHHBIE, TIOJYYCHHBIE JlabopaTropueit
TICUXOJIOTHH TIOCTTPaBMAaTHIECKOTO CTPECCa W IICHXO-
tepanuu MHcTuTyTa ncuxonorun PAH, Ha monmymsnumy,
MOABEPTILICHCS BO3JECUCTBUIO XPOHUYECKUX IICUXO-
TPaBMUPYIOIMX COOBITUH, a MMeHHO OexeHnax [10].
Jnst yrounenus: pesyneraroB mo Illkane OazucCHBIX
yoexnenuit (LIBY) paccmarpuBaimich HOpPMAaTHBHEIC
JIaHHBIE, TIOJTYYCHHbIE TPW MPOBEACHUU aJaNTalluu
Metonuk [8]. Jms comocTaBieHusl pe3ylbTaToOB, IO-
nyueHHbIX 1o lllkane cemelinoro oxpysxenus (LLICO),
WCTIOJIH30BANIUCh HOPMATHUBHEIE JaHHBIE, TIOJTyYCHHBIC
HaMH Ha BBIOOPKE W3 PECIIOHACHTOB 0€3 BUIUMOH CO-
MAaTU4ECKOM, HAPKOJIOIMYECKOM U ICUXUATPUYECKOU
narosioruu [1].

HucTpymentbl mucciaenoBanusi. lccrnemoBanue
MIPOBOMIIOCH C TIOMOIIBIO TECTOBBIX M KIMHHUKO-TICH-
XOIIOTHYECKUX MeTOoB. C KaXKIbIM DPOJICTBEHHHKOM
MpoBOAMIAch Oecena, B XOJE KOTOPOW 3arloNHSIIACH
CHEIMAIILHO pa3padoTaHHas aHKeTa, B KOTOPYIO ObLIH
BKJIFOYEHBI KJIMHUYECKHE U COLMAThHO-IeMorpaduue-
CKHE XapaKTepUCTHKU OOCIIeqyeMBIX, MX CeMel U Ta-
LMEHTOB. B KadecTBe TECTOBBIX METOJIOB MpPUMEHS-
nu: OnpoCHUK BBIPAKEHHOCTH MCHXOIATOJIOTHYECKON
cumnromatuku SCL-90-R B amantamuu H.B. Tapa-
OopuHoii [10] — mtst M3ydeHus: BRIPAKEHHOCTH TICHXO-
MATOJIOTUYECKUX TIPOSBIICHUIA W OIEHKH WHTEHCHBHO-
CTU ucHbIThIBaeMoro nucrpecca; IIBY B agantauuu
M.A. Tlagyna u A.B. KortenbHuxoBoil [8] — s
WCCIIEZIOBaHUSI OTHOIICHHUS K CaMUM cebe W OKpyKa-
romemy mupy; LHICO B aganrammm C.1HO. KympusHo-
Ba [12] — mia u3ydeHHs 0COOCHHOCTEH BOCTIPUSTHS
POJCTBEHHUKAMH BHYTPUCEMENHBIX OTHOLICHUN.

MeTtonbl crarucTudeckoii odpadorku. O6padoTka
JTAHHBIX TIPOBOAMIACH TIPH TIOMOIIHM CTaTHCTHYECKOTO
maketa IBM SPSS v.21. IIpoBepka Ha HOPMAIEHOCTH

pacnpe/ieNieHns] KOJTMYeCTBEHHBIX TTOKa3aTeNnel B KaKIoi
TpyTIIe OCYIIECTBISIACH MpH TomMory kKputepus Lllamm-
po — Yunka. Ilpu npoBeaeHnr CpaBHUTEIBHOIO aHAJIM3a
ucronb3oBam  Meton Kpackena — Yoimca ¢ mocie-
qyromuM npumeHeHneM U-kputepuss ManHa — YUTHH.
Jis comocTaBieHusT pe3yabTaroB, MOMYYEHHBIX B HC-
CJIETyeMBIX TPYTIax ¢ HOPMaTUBHBIMHU JTAaHHBIMH, TIPEI-
CTaBJICHHBIMU B JIUTEpaType, UCIOIb30BAJICS OIHOBBI-
Oopounblii kputepuii -Creronenrta. J[ns mokaszarernet,
UMEBIIIUX HOPMAaJIbHOE paclpe/ielieHue, pPacCUUThI-
BaUCh cpemuue (M) W cpemHEKBaApaTHUSCKHUE OT-
kioneHust (SD), IS OCTambHBIX IOKa3arened — Me-
muaHa (Me) n MexkBapTWIBHBIN pasmax (/OR). Jns
HOMHUHATHBHBIX ITOKa3aTeNeil BBITOIHIOCH CPaBHEHUE
BBIOOPOYHBIX YAaCTOT € MOMOIIBI0 KpuTepus x> [TupcoHa.
Paznuamus Mex ity TpyniaMu IpUHIMAIHACH CTaTHCTHYe-
CKM 3HAYMMBIMH, €CJIH TIOyYeHHBIC 3HAUYEHUS p OBLIH
meHee 0,05. B kauecTBe Mephl CBA3M MEXIy IOKa-
3aTes MU ObLT MpHUMEHEH KOY(PQPHULIUCHT KOppesin
Cnupmena.

PE3YNbTATbI

CounajbHo-1eMorpadgpuyeckue u KJIHMHHYECKHE
MoKa3aTeJin

Cpeny  pOJICTBEHHUKOB, OIEKAIONIUX B3POCIBIX
O0NBHBIX, OBUTO 5 MyX4uH U 13 xeHmuH. CpenHuii
BO3pacT ponCcTBEHHUKOB coctaBui 48,72 (SD =10,99)
roja, OONBUIMHCTBO HMHTEPBHIOCPOB HMMEIH BBICIICE
(61,1 %) wnm cpenHee crenuaabHOE OOpa3OBaHUE
(27,8 %), paboTanu Ha MOMEHT HccienoBanus 88,9 %.
Cpemauii BO3pacT IMAaMEHTOB B ATOW TPYIIE COCTa-
Bun 28,23 (SD = 8,423) rona, cpeHUI BO3pacT HadaIa
3abonesanust 17,11 (SD = 6,286) roma, JINTEIBHOCTb
3a0oneBanust B cpeareM 6,56 (SD = 12,88) rona.

B rpymme poncTBeHHHMKOB geredl Obuto 12 Myx-
quH U 32 >xkeHmUHBL CpemHuii BO3pacT pecTOHICH-
ToB coctaBun 34,64 (SD = 6,73) roma, OOIBIIMHCTBO
nMenu Boiciiee (75 %) uinu cpeaHee CHEUalIbHOE
obpazoBanue (13,6 %), paboranum Ha MOMEHT HC-
cinenoBanus 63,6 %. Cpemnuii BO3pacT TManyeH-
ToB — 4,72 (SD =4,59) roma, cpemHuii Bo3pacT 3a-
ooneanus — 1,51 (SD =2,932) rona, JJIMTEILHOCTb
3aboneBanust B cpeauem 3,10 (SD = 3,14) rona.

ConocTaBneHne HCCIEAYyeMBbIX TPYII POJICTBEH-
HUKOB TI0 COIMAIbHO-IeMOTpadUIeCcKUM U KIMHHYe-
CKUM TIpU3HAKAM I10KA3aJi0 3HAYUTEIBHYIO CXOXKECTh
BBIOOPOK IO TOJY, 00Pa30BaHUIO U COLMAIBLHOMY TIO-
JIOKEHUI0. 3HAYUMbIE U OXKUJAeMbIe, B CHIY OCOOCH-
HOCTEH BBIOOPOK, OTIIMYHS TPUCYTCTBOBAIN IO BO3-
pacty oOcrmenyeMbx — poiacTBeHHHUKOB (p < 0,001)
U omekaeMbix mMmu O0mbpHBIX (p < 0,000), BO3pacty
Hauajga ¥ JUTUTEILHOCTH 3a00JieBaHUS Yy TMalUeHTa
(» <0,000). B rpymnrme poacTBEHHHKOB, OIEKAIOIIUX
B3pPOCIIBIX, OTH ITOKa3aTely OBbLIM 3HAYMMO BEHIIIIE.
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Pe3yabrarhl  ucCI€I0BaHUSI  BBIPAKEHHOCTH
MCHXOMATOJIOTHYECKOH CHMITOMATHKHM B Ipynmax
POICTBEHHUKOB, OMEKAIIINX JeTell W B3POCJBIX,
CTPAJAIONIUX dMUJIeNCcHeil

Pe3ynbraThl CpaBHUTENBHOTO aHANIM3a BBIPAKCH-
HOCTH IICHXOIATOJIOTHYECKOW CUMITOMATHKH (IT0 JaH-
HeIM MeTonukn SCL-90-R) y ponuteneii nereit ¢ smu-
JIETICUEH, POJCTBCHHHWKOB, ONCKAIONMINX B3POCIBIX
OONBHBIX W TPYMIIBI JIUII, TIOABEPTIINXCS BO3CHCTBUIO
XPOHHUYECKUX IICUXOTPABMHUPYIONIUX COOBITUH (OeKeH-
1[eB), MpEeICTaBIeHbl B TaOm. 1.

BrisiBsieTcs 3HaUUTENBHAS CXOXKECTh BCTPEYaeMO-
CTH OTMe4YaeMol y cebsi pOICTBEHHHKAMH TICUXOIIaTO-
JIOTUYECKOH CHMITTOMaTHKH, & TAK)Ke COMOCTaBUMOCTh
YPOBHS W JMara3oHa NPOSBICHUH CHMITOMATHKH
¢ rpymmnoi OexenueB. Tak, uccremyembie BBIOOPKH
HE UMEIOT Pas3iU4Yuil IO MOKazaTelisiM «MexInIHOCT-
Hasg ceHcutuBHOCTE» (INT), «Jempeccus» (DEP),
«TpeBoxuocts» (ANX), «Bpaxnednocts» (HOS),
«[Tapanoiisibabie  cumntoMbl» (PAR), «O0mmit wH-
nekc Tsokectu cumntoMoBy (GSI) u «OO6miee yucio
yTBepAUTeIbHBIX 0TBeTOB» (PST).

Tabauya 1 / Table 1

CooTHOLWeHMEe cpeaHMX 3Ha4YeHus nokasatenen metoamkn Symptom Checklist-90-Revised (SCL-90-R) rpynn poacTBeHHMKOB,
OMeKawLWmX AeTel U B3pOC/bIX, CTPAAAOLLMX IMUNENCUEN, U TPYNMbl DexeHLeB

Means (Standard Deviations) and Mean Comparisons of Symptom Checklist-90-Revised (SCL-90-R) subscale in groups of
informal caregivers of patients with epilepsy and group of refugees

PB/RA PJ1 / RCH Bexennpr / Refugees
Iokazarenu SCL-90-R / (n=18) (n = 44) (n = 53) »
SCL-90-R subscales
M SD M SD M SD

Comaruzanus (SOM) / 3
Somatization (SOM) 0,71 0,57 0,55 0,6 0,85 0,73 0,002
O0ceccHBHO-KOMITYJIbCUBHBIE
paccrpoiicta (O-C) / 0,9 0,39 0,53 0,61 0,68 0,63 0,003'
Obsessive—Compulsive (O-C)
MesxnunuHocTHast ceHCUTUBHOCTD (INT) /
Interpersonal Sensitivity (INT) 0,66 0,43 0,62 0,55 0,76 0,68 a
Hemnpeccus (DEP) / B
Depression (DEP) 0,67 0,46 0,83 0,79 0,67 0,62
TpeBoxxnocts (ANX) /
Anxiety (ANX) 0,6 0,48 0,77 0,76 0,58 0,58 -
Bpaxnaeduocts (HOS) / B
Hostility (HOS) 0,51 0,38 0,82 0,62 0,59 0,75
dobuueckas TpesoxHOCTH (PHOB) / 0,031', 0,025%,
Phobic Anxiety (PHOB) 0,18 0,17 0.14 0,29 0,30 0,37 0,001°
[MapanoiisibHeie cumnToMel (PAR) /
Paranoid Ideation (PAR) 0,48 04 0,51 0.6 0,64 0,53 -
ITcuxotusm (PSY) / 3
Psychoticism (PSY) 0,22 0,27 0,16 0,17 0,30 0,42 0,000
OO0muil HHACKC TIKECTH
cumrtomoB (GSI) / 0,53 0,31 0,55 0,5 0,60 0,51 -
Global Severity Index (GSI)
WHJeKkc HATMYHOTO CUMIITOMATHYe- I 2
ckoro guctpecca (PSDI) / 1,22 0,19 1,71 0,55 1,45 0,46 0’003 (’)(?3’901 ’
Symptom Distress Index (PSDI) >
OO01ee 9YUCII0 yTBEPAUTEIBHBIX
otBetoB (PST) / 39,14 22,43 26,56 17,72 32,13 21,88 -
Positive Symptom Total (PST)

Ilpumeuanue. PB — poncTBEHHUKH B3POCHBIX C JHATHO30M dIIuIencus; PII — ponCTBEHHUKH JeTel ¢ JUarHO30M SIIHIICTICHS;
M — cpennee; SD — cpenHeKBaapaTuyeckoe oTkiIoHeHHe. 'CTaTUCTHYCCKH 3HAYMMBIC Pa3sindus Mexay rpynmnamu PB u PJI;
2CTATHCTHYCCKH 3HAYMMBIC PAa3Indus MKy rpynnaMu PB i BexeHIbl; *cTaTUCTHUSCKH 3HAYMMBIC PA3JINYHsi MEXy IPyIIIaMu
P/l n bexennsr. Note. RA — relatives of adults diagnosed with epilepsy; RCH — relatives of children diagnosed with epilepsy;
M — mean; SD — standard deviation. 'Statistically significant differences between the RA and RCH groups; statistically significant
differences between the RA and Refugee groups; *statistically significant differences between the RCH and Refugee groups.
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[lomy4yeHHsle  pe3yabTaThl CBHUJICTEIILCTBYIOT
O CXOJICTBE COMOCTABISIEMBIX TPYII 1O TOKa3aTeNsiM
TICUXWYECKOTO JTUCTpecca.

Omymenuss TenecHOW AUCRYHKIMH, CBS3aHHBIC
c Bo3jelicTBUEM cTpecca (mokazarenb SOM), co-
MOCTaBUMO B TpyIIax POICTBEHHUKOB, ONEKAIOLINX
OOJNBHBIX AMHIIETICHEN, OJHAKO 3HAYMMO MEHBIIE BHI-
paXeHO B TpyIIe POACTBEHHUKOB, OTIEKAIOIMINX JCTEH,
[0 CPAaBHEHWIO C TPYIMION OeXeHIEB. Y pPOJICTBEH-
HUKOB, OINEKAIOIIUX B3POCIBIX OONBHBIX, MOKa3aTelb
SOM He mMeeT 3HaYMMBIX pa3IN4YUil MO0 CPABHEHUIO
C TpyHmoi OeXeHIIEB.

VY pOACTBEHHUKOB-OMEKYHOB B3POCIBIX MAIEHTOB,
10 CPABHEHUIO C ONEKyHaMH JeTel, yalle BCTPeyaroT-
csl pazHooOpa3Hble HaB3YMBOCTH (mokazatenb O-C).
B 10 ke BpeMms pe3ynbTarT MO ATOH IKaje B TpyIIe
POICTBEHHUKOB B3POCIBIX TMAIMEHTOB HE OTIMYAETCS
OT TOKa3arellsi B TPyIIe OCKEHIICB.

W36eraromiee noseneHue, csizanHoe ¢ Gpoduuecku-
MU rnepexuBaHusiMu (mokazarens PHOB), nanGonee
MIPEJICTABIIEHO B TPYIINe OSKEHIIEB, 3aTEM T10 CTEIEHH
BBIPQXEHHOCTH HJIET TPyIIa pPOJCTBEHHHKOB, OMEKa-
IOIIUX B3POCTBIX OONMBHBIX. B HamMeHbIIEH cTemeHH
TaKkue MNEepeKWBAaHWUS W IOBEICHUE XapaKTEPHBI LIS
poIMTENeH, ONMEeKalNMX AeTel, OONBHBIX SIUJIETICH-
efi. CtpemieHHE K MEKIMIYHOCTHOW W3OJAIUN (T10-
kazarenb PSY) 3Haummo Bbilie B rpymme OeXEHIEB,
[0 CPAaBHEHHUIO C TPYIIION POJCTBEHHHUKOB, OIEKaro-
LUX JETeH C SMUJICNCUEH, U COMOCTAaBUMO C TPYIIOM
POICTBEHHUKOB, OIIEKAIOIIUX B3POCIBIX OOJIHHBIX.

OTmMedaeTcs, 9TO HauOOMNbINAs BHIPAKEHHOCTh Ha-
JIMYHOTO CUMITTOMaTH4ecKoro auctpecca (uaaexc PSDI)

IIPU CONOCTABJICHUM HUCCIEIYEMbIX TI'PYIN BbISBISCT-
Csl y POACTBEHHHUKOB, Olekaromux aerei. ITokazarens
TICUXOJIOTHIECKOTO TUCTPECCa B 3TOHM T'PyIIE MPEBHI-
IaeT 3HAUCHUs, OOHAPYKMBACMBIC KaK B TPYIIE POJI-
CTBEHHHMKOB B3POCJBIX OOJIBHBIX, TaK WU B TpyIie Oe-
JKEHIIEB.

Taxum 00pa3oM, TOTyYEHHbBIE PE3YITBTATHl TOBOPSIT
0 BBICOKOM YPOBHE JUCTpPECCa B UCCIICTyEMbBIX TPyIIax
POIICTBEHHUKOB. BBIpa’KeHHOCTh AMCTpEcca OKas3bIBa-
€TCsl COIOCTaBMMOH €O CTENEHBbIO IUCTpecca, Iepe-
YKUBAEMOTO TPYIION JIUIl, OObEKTUBHO HAXOJSIIIXCS
B TPYZIHOW KM3HEHHOW cUTyaluu. B rpymme 6exeHres
YPOBEHDb IICUXOJOTHYCCKOI'O HAIIPAKCHUSA CBA3aH C HE-
00XOIMMOCTBIO aJIaNTAlNU K HEIPUBBIYHBIM yCIOBHSIM
CYILLIECTBOBAaHUS B HOBOM Cpelie, a TakKe B Psifie CIy-
YaeB C HAJIMYMEM HETaTUBHOIO TPABMATUYECKOTO JKH3-
HEHHOTO OmbITa. BasxkHo OTMETUTH, YTO JaHHAasd rpymnia
OKa3bIBACTCSl CXOMHOM C HMCCIENYyeMBIMH BBIOOPKAMH
POICTBEHHUKOB OOJBHBIX TI0 Mapamerpy JITUTEIbHO-
CTH, TO €CTh IO MapaMeTPy XPOHUUYECKOTO XapakTepa
CTpeccoBoro BozfekcTBrsa. OOpamaeT BHUIMaHHAE TIpe-
o0JalaHre HAIMYHOTO CHMIITOMAaTHYECKOTO JAUCTpecca
Yy POACTBEHHUKOB OOJIBHBIX JICTCH.

Pesyabrarbl ucciaeqoBaHusi 0a3MCHBIX YOe:ke-
HMil B rpynnax poJAcTBeHHHKOB, ONEKAIOIINX JAeTei
U B3POCJIBIX, CTPAAAIONIUX dMHJIeNCHel

Pe3ynbrarel cpaBHUTENBHOIO aHalIM3a OTHOLIEHHS
K ce0e U OKpy’KarolemMy Mupy (o JaHHBIM METOAUKU
LIBY) y pomutenelr AeTeil ¢ SMUICTICHEH, POIACTBEH-
HUKOB, OINEKAIONIMX B3POCHIBIX OOJBHBIX, M TPYIIIBI
KOHTpOJISl TIpeCTaBieHbl B Tabm. 2.

Tabnuya 2 / Table 2

CooTHOLWeHMe cpeaHMX 3HayeHus nokasatenen no Lkane 6asuncHbix ybexxaenui (LUBY) rpynn poacTBeHHMKOB, OMEKaLWmX
[leTel 1 B3pOoCAbIX, CTPAAOLWMX INUAENCUEN, U TPYMMbl HOPMATUBHOTO KOHTPOS
Means (Standard Deviations) and Mean Comparisons of World Assumption Scale (WAS) subscale in groups of informal

caregivers of patients with epilepsy and group of control

I EY / PB/RA PJ1 / KCP I'pymnma koHTposs /
oKa3aTenu
=18 =44 Control =201
WAS subcales & ) (n ) ontrol group (1 ) 4
M SD M SD M SD
JloOposkenaTenbHOCTh OKPY KaIOLIEro MUpa / 0,016
Benevolence of the Impersonal World 3710 7,040 35,20 3870 319 >l 0,000?
CrpasennuBocTs / Justice 22,30 2,890 21,10 4,700 22,6 3,6 0,039?
1
O6pa3 S / Self-Worth 31,30 3,850 31,60 4,650 25,2 3,2 8’8882
0,000
Vnaua / Luck 34,20 5,360 32,00 7,800 27,3 33 0.000°
VYoexnenus o koutpoie / Self-controllability 26,80 3,320 28,00 4,160 299 3,6 0,001"
Ilpumeuanue. PB — poOICTBEHHMKH B3pPOCIBIX € JUarHo3oM snuiencus; P/l — poacTBeHHUKH aeTell ¢ AMAr€Ho3oM S3IHIEICHS;

M — cpennee; SD — cpenHekBaapaTHuecKoe oTKIoHeHHe. | CTaTHCTHYECKH 3HAYMMbIE PAa3IHuns MeX 1y rpynnamu PB u rpynmnoi
KOHTPOJIST; > CTATUCTHYECKH 3HAUYMMBbIC pa3iudusi Mexay rpynnamu PI[ u rpynmoii koutpoins. Note. RA — relatives of adults di-
agnosed with epilepsy; RCH — relatives of children diagnosed with epilepsy; M — mean; SD — standard deviation. ' Statistically
significant differences between the RA and control group; *statistically significant differences between the RCH and control groups.
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B uccnenyemsix rpymmax (Tabi. 2) poJCTBEHHUKOB
MAMEHTOB pa3Inyus Mo nokaszareiasim Meroguku LIIBY
oTCcyTCTBYIOT. [Ipu aTOM M0 TIKamaM «JloOposkenarems-
HOCTh OKpYyXaromero mupa», «Ob6pa3 S» u «Ymaday
B HCCJIENYEMBIX TPYIIAax POJCTBEHHUKOB MOKA3aTEIN
3HAQUUMO BBIIIE, YeM B HOpMaTuBHOU rpymme. [lomy-
YEHHBIC PE3YJbTAThl OTPAKAIOT OMNPEICICHHYIO HIca-
JU3AII0 MUPA U ce0sl B 3TOM MHpPE y POJICTBEHHHUKOB,
OTEKAIOMIMX OONBHBIX dnuiencueil. s odenx rpymnmn
POJCTBEHHUKOB XapaKTEPHO JCKJIApUpPOBAHHUE J00PO-
JKEJIATEeIbHOCTH MHUpa € OAHOM CTOPOHBI, LEHHOCTH
COOCTBEHHOHN JIMYHOCTH ¥ YNA4JIHMBOCTH — C JIPYTOH.

Bwmecre ¢ TeM BBIACIAIOTCS OTHOCUTEIIHEHO HU3KHE,
10 CPAaBHEHHUIO C HOPMATUBHOM I'PYIIION, NOKA3aTENIN
no mkaine «CrpaBemsuBOCTH» B TPYIIIE POIUTENCH
JleTel, CTpaJalouuX SMuiencueil. 1o, ¢ Halel TOUKu
3pEHUsI, MOXKET OTpa)kaTb HaJIW4YUE€ MPOTUBOPEUYMBO-
CTH B cucTeMe 0a30BBIX yOekneHui poauteneit. Takas
MIPOTUBOPEUYUBOCTD 3AKIIOYACTCSI B TOM, YTO HAPSIY
C COOCTBEHHOH IEHHOCTHIO M YJAWIMBOCTHIO, a TaK-
JKe OMIYIICHHEM JA0OPOTHI OKPYXKAIOIIETO MUpPa y HUX
CYIIIECTBYET MPENCTABICHUE O €T0 HECTIPABEIITUBOCTH.
AJNBTEpHATHBHOW WHTEPIIPETAel OMTMCAaHHON KOH(H-

Typaluu CPEIHETPYIIOBBIX OLEHOK SIBISIETCS THUIIO-
Te3a O MPOEKIMH COOCTBEHHOTO YYBCTBAa HECIIPaBell-
JIUBOCTH MHpa Ha OKpyXarommx. MHaue roBops, Mup
HECOBEPIIECHEH, HO €r0 HECOBEPUIEHCTBO HE 3aTparu-
BaeT PECIOHICHTOB JIUYHO.

B rpynmne poacTBEHHUKOB, ONEKAKOIIMX B3POCIBIX
MalMEHTOB, B KAYECTBE IUCCOHUPYIOLIEH BBICTYyIAET
mKana «YOexaeHuss 0 KOHTPOJIE», MoKa3aTreidu KOTOo-
pOii OKa3bIBAIOTCS HUKE, YeM B HOPMATUBHOW BHIOOD-
ke. BHyTpeHHee omryiieHre COOCTBEHHOH IIEHHOCTH
Y yIaWIMBOCTH B IIEJIOM JTOOpOKeIaTeIbHOM (Tom4ac
WJeaIM3UPOBAHHOM) MHUpPE OKa3bIBa€TCSA IJIOXO KOH-
TPOJIUPYEMBIM [IJISI TAKUX POJCTBEHHUKOB.

Pesyabrathl uccae10BaHus BOCIPUATHS CeMeii-
HbIX OTHOLIEHUi B Ipynmnax poicTBEHHUKOB, OIle-
KaIOIMX JIeTeil M B3POC/IbIX, CTPAJAIOIIMNX dMUJIeN-
cueit

Pe3ynbrarel McciaenoBaHUSA Pa3IUYHBIX ACHEKTOB
BOCTIPHSITUSI CEMEHHOM CHUTyalMd y POJACTBEHHHUKOB,
OIEKAIOIINX JETeH U B3POCIBIX, CTPAJAOIIUX JIIHJIIETI-
cueil (mo manueiM Metoauku LICO), mpencraBieHbl
B Tabm. 3.

Tabnuya 3 / Table 3

CpaBHeHue LeHTpanbHbIX TeHAeHUMI nokasatenen no Lkane cemenHoro okpyxenus (LLUCO) rpynn poacTBeHHUKOB, OMneKato-
WMX AeTel U B3pOC/bIX, CTPAAALWMX INUNENCUEN, U TPYNNbl HOPMATUBHOTO KOHTPOAS
Median (Interquartile Range) Median Comparisons of Family Environment Scale (FES) subscale in groups of informal

caregivers of patients with epilepsy and group of control

— B | Aar [ Koo
FES subscales £roup P
Me IOR Me 10R Me IOR
Crnouennocts / Cohesion 7 58’7255_ 7 6-8 7 6-8 -
OkcnpeccuBHOCTH / Expressiveness 7 4-7 7 6-8 6 5-7 0,008°
1
Konguukr / Conflict 1,5 0-2,25 3 1-4.75 2 0-3 8’3?83
Hezasucumocts / Independence 5 3,75-6 4.5 4-5 5 4-6 0,050°
OpI/I'eHTaLlI/Iﬂ Ha JIOCTIKCHUS / 5 46 5.5 46 5 46 B
Achievement-orientation
VHTeNIeKTyalIbHO-KYJIbTypHAsl OpUEHTALS / 4 35.6 4 35 5 36 _
Intellectual-cultural orientation ’
OpueHTanus Ha aKTUBHBIA OTIBIX / 3 1754 5 36 4 36 0,018!
Active-recreational orientation ’ 0,054>
MopasbHO-HPAaBCTBEHHBIE aCIEKTHI / 4 275_6 6 5.7 5 44 0,012!
Moral-religious emphasis i 0,000°
Opraunusanus / Organization 6 4,5-7 7 4-7 6 4-7 —
0,011
Kontpomns / Control 1 0-2,25 3 1,25-4 2 1-4 0.0482
Ilpumeuanue. PB — poacTBEHHUKH B3POCIBIX C AMArHO30M snwtencus; P/l — pOACTBEHHHKH JOeTei ¢ JUarHO30M DSIINJICTICHS;
Me — wmenuana; [QR — MeXKBapTHIIbHBINA pa3Max. 'CTaTHCTHYCCKH 3HAYMMbIC pasiuuus Mmexay rpymnnamu PB u PJI; 2cra-

TUCTHYECCKH 3HAYMMBIC DPa3IM4usi MEXAy rpynnamu PB u rpynmoil KOHTpOIs; 3CTATHCTHYECKHM 3HAYHMMBIC DPA3lIUYMsI MEXK-
ny rpynnamu PJ{ u rpynmnoii xonTpons. Note. RA — relatives of adults diagnosed with epilepsy; RCH — relatives of children
diagnosed with epilepsy; Me — median; [QR — interquartile range. 'Statistically significant differences between the RA and
RCH groups; statistically significant differences between the RA and Control group; 3statistically significant differences between

the RCH and Control group.
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OO6HapyXeHO, 9TO B TPYyNIE POICTBEHHUKOB, OIe-
KaloIUX JeTei, OOJNBHBIX SIHUICICUEH, MOKa3aTeIu
mo mkanam «Kordmukry u «MopalbHO-HPABCTBEH-
HBIE AaCMEKTbl» JIOCTOBEPHO BBILIE, YE€M B TIpyMIe
POJICTBCHHUKOB, OIICKAIOIIUX B3POCIBIX OOJIBHBIX,
u B rpymnme koHTpois. Kpome toro, B rpymme po-
OUATENEN, OMEKaromMX OOJBHBIX DIIMIEICHEN IETEH,
110 CPaBHEHHUIO C HOPMATHBHOW BBIOOPKOH, OTMEUaCT-
csi Ooylee BBICOKHMH IMOKa3aTellb MO IIKalle «JKCIpec-
CHUBHOCTb» WM HHU3KUU T0 MmKaie «He3aBUCHUMOCTBY,
B TO BpeMsl KaK B IPYIIE POACTBEHHUKOB B3POCIHbBIX
OOJIBHBIX JIOCTOBEPHBIC PA3IUUMsl C HOPMATUBHOM BbI-
OOpKOIl 1O ATHM MMOKa3aTesiM OTCYTCTBYIOT.

Y PpOICTBEHHHKOB, OIEKAIOIIUX B3POCIBIX OOJb-
HBIX, OTMEUAIOTCA 00Jiee HU3KUE TOKA3aTeNH IO IITKa-
ne «OpueHTalus Ha aKTUBHBIN OTObIX» U «KOHTpOIIBY»
KaK M0 CPaBHEHUIO ¢ OJM3KUMHU OOJIbHBIX JIETCH, TaKk
U C HOPMATUBHON BBIOOPKOH.

B rpynme poncTBeHHMKOB, ONEKAarOIIUX NETEH, Kap-
THUHA BOCTIPUSTHS OKA3bIBACTCS B 3HAYUTEIBHOM CTEIICHU
TIPEICKa3yeMOi, OHA XapaKTePH3yeTCsl OIIYIICHUEM Ya-
CTO BO3HHKAIOIINX CCOP M KOH(IMKTOB, CKJIOHHOCTHIO
K OTKPBITOMY MPOSIBIICHUIO HEAOBOJIBCTBA B UHTEPIIEPCO-
HAJIBHBIX OTHOIICHUSX, U 9TO — IPU JOCTAaTOYHO BBICO-
KOM YpPOBHE CEMEMHOW cruiodeHHOCTH. HarpasineHHOCTb
CEMEMHBIX OTHOIIECHUHM, MO MHEHHIO PECIIOH/IEHTOB,
OIIPEAEISIETCS CTPEMIICHUEM K CIACP)KUBAHUIO JIMUHON aK-
TUBHOCTH U HE3aBUCUMOCTHU 4WJICHOB CEMBbH B COUECTAHUU
C OpHEHTAlMeH Ha MOPAILHYI0 HOPMATUBHOCTB.

B rpynne poacTBEHHUKOB, ONEKAKOUIMX B3POCIBIX
OOJIBHBIX, CCOPBI U KOH(IMKTHI BO3HUKAIOT HE 4allle,
9eM B HOPMAaTHUBHOU BeIOOpKEe. OTMEUaeTCsl 3HAYMMOE
CHUKCHHE CTPEMJICHHUS K aKTUBHOMY OTIBIXY W OILLY-
IIEHUE CIA00CTH KOHTPOJIA.

JlaHHblE CONOCTABIECHMSI TPYHN POACTBEHHUKOB,
Pa3IUUAIONIUXCSl IO BO3PACTY MAlMEHTOB, CBS3aH-
HeIe C OoJjiee HU3KHMH [TOKa3aTeNsIMH IO [IKajlaM
«Kou(mukry, «OpueHTanus Ha aKTHBHBIH OTIBIX»,
«MopanbHO-HPAaBCTBEHHBIE aCHEKTh» U «KOHTpOIbY,
MO3BOJISIIOT MPEANONMKUT HAIMYUE OIpPEeICHHOM
YCTaJIOCTH M aCTCHHH, XapaKTepusyrollei armochepy
CEMEIHOro B3aUMOJICHCTBUS Yy POJICTBEHHUKOB B3pOC-
JBIX TMAIIMEHTOB. BMecTe ¢ TeM mpeacTaBiICHHBIN nu-
3aiiH UCCIIe0BaHUA, XapaKTEPU3YIOIIUICS MONEePEUHbIM
Cpe3oM (a He JIOHTUTIOIOM), 3aCTaBIIsIeT pacCMaTpHBaTh
9TO TIPEATIONIOKEHHE JIUIITh Ha YPOBHE THIIOTE3BI, TPE-
OyromIeil JOTOIHUTEIBHON IMITUPUIECKON TPOBEPKH.

Pesyabrarbl  uccieqoBaHusi B3aMMOCBSI3ell  BbI-
PA:KeHHOCTH TCUXONATOJIOIMYECKOH CUMIITOMATUKHU
U BOCHIPUSITHSI CeMelHbIX OTHOLLEHU B Ipynmnax poi-
CTBEHHMKOB, ONEKAIOIIUX MALUEHTOB € 3MUjIencuei

UccnenoBanue  B3aUMOCBSI3M  BBIPAXKEHHOCTU
TICUXOTIATOIOTMYECKOW ~ CHUMITOMATUKH,  Oa3MCHBIX

yOeXIeHU! W BOCHPHUATUS CEMEHWHBIX OTHOIICHUI
Yy POICTBEHHWKOB, OIEKAONINX JIeTeH W B3POCIHIX,
CTPaJAIONINX AIWICTICHEH, MPOBOAMIOCH MPH TIOMO-
1 KOPPEJALMOHHOTO aHajln3a MoKa3aTesieil MeTOnK
SCL-90-R, IIBY u IICO. B cBs3u ¢ TeM 4YTO B HC-
CJIETyeMBIX TPYyTITax POACTBEHHUKOB OBLIO BEISBICHO
3HAYUTEIHHOE CXOJICTBO KaK B AIKCIUTUIIMPOBAHHOCTH
CUMITTOMAaTHYCCKUX MPOSBIICHUN, TAK U B BOCTIPUITHH
COOCTBEHHOM JIMYHOCTH, OKPYXKAIOILIEr0O MUpPa U BHY-
TPUCEMEHHOTO B3aUMOACUCTBUS, aHAJIU3 B3aUMOCBS-
3eil JIaHHBIX MapaMeTPOB TPOBOAMICS B OOBEIMHEH-
HOM Tpynme pOICTBEHHHUKOB, OMEKAIOINX OOIBHBIX
snwternicuedt (tadn. 4). B Tabmuile nmpuBeneHbI TOJb-
KO CTaTUCTHYECKU 3HAUUMBIC KOPPETSIUU, YPOBEHD
3Haunmoct (p) menee 0,05. Ilockonbky mokaszarenu
SCL-90-R He MMEIT 3HAYUMBIX CBSI3€M CO LIKaJaMU
«IKCIpeccuBHOCTEY, «KoubmukTy, «He3zaBucuMocTh
u «Opranuzanus» (I1ICO), nanHble mIKaidsl HE BOIILIH
B TaOmMILy.

Hawubonpiree kommduecTBO cBsizei (Tabim. 4) BBI-
SBJIICHO Mexny mkamamu Metonuku SCL-90-R u mo-
kazaresisimu IIBY, npu aTomM Bce KOppesiiUU OTpH-
HaTeNbHble. AHATU3UPYs TONYYEHHBIE PE3yJIbTaThl
C yYeTOM JAaHHBIX CPABHUTEIBHOTO aHalIu3a HCCie-
JyeMbIX TPYNI POACTBEHHWKOB W HOPMATHBHOW BHI-
oopku mo metomnuke IIBY, MOXXHO TpPEIITONOXKUTH,
YTO JAEKJapanusi J0O0pOThl M JOOpOXKEIaTeNIbHOCTH
OKPY)KaIOIIEro MHpa, a TaKKe COOCTBEHHOH IpH-
BJICKATeIbHOCTH W YAaYWIMBOCTH Y POJICTBEHHUKOB,
OTIEKAIOMINX OOJIBHBIX DIHIICTICUEH, COTPSIKEHBI C Jie-
MOHCTpaIuei UM OTCYTCTBHUSI BHYTPEHHUX TPYIHO-
creit u mpoOnem. MHadye roBopsi, KaK B OTHOIICHUU
0a30BBIX YOEKICHHI, TaK U B OTHONICHUH IICHXOIA-
TOJIOTUYECKOW CHUMIITOMATHKHU PECTIOHICHTHI CKIIOHHBI
MIPENBABIATh BBIpAKEHHBIE (DacagHble TEHACHIINU.
JemoncTparus dacaaHbIX TECHICHIMI HaOIroIaeTCs
B 00euX rpyImmax MU 3aTparuBaeT pa3iMyHbIC KU3HCH-
HBIE CHUTYalluH, CBSI3aHHBIC KaK C BOCITUTAHHEM OOJIb-
HBIX JETeH, TaK M C OMEKOH XPOHHYECCKH OOJICIONTHX
B3POCIBIX. JTO MOXET TOBOPUTH O SIBHO 3aI[UTHOM
XapakTepe HAIMYHBIX TCUXOJOTHUYECKUX YCTAaHOBOK,
MPETATCTBYIONINX KaracTpo(u3aluu CO3HAHUS Olle-
KalOIUX POJCTBEHHUKOB. DTH 3alllUTHBIC YCTAaHOBKH,
MIPOSIBIISIONINECS B YCTOWYMBBIX HICANHCTUYECKUAX
0a30BBIX YOEKICHUAX W «IOJNABICHUM» pediIeKcuu
CUMIITOMOB TICHXOMATOJIOTMYECKOT0 HEeOIaronoiayyus,
MOTYT BBICTYIIaTh HE TOJBKO 3al[UTHBIM «IKPAHOMY,
HO W, TO-BUJMMOMY, BBITIONHATH (PYHKIIMHU MOOWITH-
3YIOIIETO TICHXOJIOTUYECKOTO HaJaa.

OTpunarensHble KOPPEISAIUOHHBIE CBSI3H CHUMIITO-
marnyeckux mkan SCL-90-R ¢ mokaszarenem «Opu-
eHTanMss Ha akTuBHBIA OTARIX» (LLICO), BeposiTHO,
OTpakaeT TEHJEHIIUH, XapaKTepHbIE I POAMTEIEH
JleTeld, cTpajarolux snuiencuei. s HuUX npeomo-
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Tabnuya 4 / Table 4
KoppensumnoHHble cBssu nokasarteneit Symptom Checklist-90-Revised, Lkanbl 6a3uncHbix y6exaeHui u Lkanbl ceMeliHbix oT-
HOLLUEHWIA B rpynnax poACTBEHHMKOB, OMEKAOWMX NALMEHTOB C SMUNENCUEN
Correlations between SCL-90-R, WAS and FES subscales in groups of relatives caring for patients with epilepsy

IToka3aTeau METOIUK /

SOM O-C INT DEP ANX HOS | PHOB | PAR PSY GSI PST PDSI
Subscales
Jlo6pokenaTenbHOCTh
OKPY)KAIOWETO MHPA /| 343u| 349+ 0 430%|  _  |_0420*|-0,396™|-0,419°*|-0,517"*| 0,287 |-0.449**|_0.452%* -
Benevolence of the
Impersonal World
Cnpase)lnusocn/ B B ~ |20.491%*| —0,208* |-0,355"* _ _ _ ~0,306* —  |-0441™
Justice
O6pa3 «SI» / * sk ok *k ok *k sk ok kk kk s,k
—0,327* |-0,622**|-0,589** |—0,383"*|-0,683**|-0,401""|-0,444™*|-0,546"* |-0,627**|-0,58 7**|-0,634 -
Self-Worth
yﬂa‘{a / * dk ek Kk kg dkk ok ek ok ek K3k ek
-0,302* |-0,453**|-0,511"*|-0,624**|-0,621** |-0,528**|-0,397**| 0,405 | -0,566™* |-0,637**|-0,598*|-0,425
Self-Worth

Vo6exieHns 0 KOHTpO-

sie / Self-controllability —04077 -0,316 - - - B - - - B -

~0,337*

CIUI04€HHOCTD /

Cohesion 0,269 - - — _ _

OpueHTanus Ha J10-
crmkenust / Achieve- - -
ment-orientation

0,303* - 0,320* | 0,265* | 0,295* | 0,357** — 0,281* | 0,341** -

WuTennexryanbHO-
KYJIETypHasi OpUEH-
tanus / Intellectual-
cultural orientation

~0,351**

OpueHTaIus HA aK-
TUBHEIN OTHBIX /
Active-recreational
orientation

- |-0,597"*|-0,489"*| —0,314* |-0,385"*|—0,379**|—0,437"*|—0,441"*|—0,365"*|—0,427"*|-0,467"*|  —

MopanbHO-HPaBCTBEH-
HbIe acnekTsl / Moral-
religious emphasis

~0259*| - - - - - - - - - - -

0309* | - - - - - -

Konrpomns / Control - - - — _

Ipumeuanue. * p<0,05; ** p<0,01. INokazarenu SCL-90-R: SOM — comarusaius; O-C — 006CECCHBHOCTD — KOMITYJIbCHBHOCTb;
INT — wmexnuuHOCTHas ceHsutuBHOCTh, DEP — nempeccust; ANX — TpeBoxkHocTh; HOS — Bpaxmednocts; PHOB — dobuye-
cKasi TpeBOXKHOCTh; PAR — mapanoiissibabie TenaeHiuy; PSY — ncuxotusm; GSI — oOmuit mHaeke TsbkecTH cuMnTomMoB; PST —
o0lee YMCIIO YTBEPAUTENBHBIX O0TBETOB; PDSI — MHJEKC HATMYHOTO CHMITOMATHYeCKOro auctpecca. Note. * p <0.05; ** p<0.0l.
SCL-90-R subscales: SOM — Somatization; O-C — Obsessive—Compulsive; INT — Interpersonal Sensitivity; DEP — Depression;
ANX — Anxiety; HOS — Hostility; PHOB — Phobic Anxiety; PAR — Paranoid Ideation; PSY — Psychoticism; GSI — Global Severity
Index; PST — Symptom Distress Index; PDSI — Positive Symptom Total

neHne OOJIe3HH BUAWTCS B HCIIOJIB30BAaHUH Pa3rpy-
JKarommXx (opM COIMANBbHON aKTUBHOCTH, YYaCTHH
B COLMAJIBHON JKU3HU Yepe3 IMOBEPXHOCTHBIC B3au-
MOJICHCTBHSI, KOTOPBIC IO3BOJISIOT JICMOHCTPUPOBATH
OTCYTCTBHE OIPAaHUYCHUH, CBI3aHHBIX C OOJIE3HBIO pe-
0OEHKa, W TPEIATCTBYIOT cTHrMaru3anuu. OurymieHue
BKIIFOYEHHOCTH B OOIIECTBEHHYIO >XHM3HBb OOecredn-
BaeT yCWICHHE HICHTH(HKAIUU ¢ OeCrpOOIeMHBIMH
(C TOYKHU 3pEHUS 3I0POBbS) CEMbSMHU.

Bwmecte ¢ Tem oTMeudaroTCs MHOTOYHCIICHHBIE IT0-
JIOXKHUTEIHHBIE KOPPEISAIUHN KA, OTPaXKAFOMIUX IICH-

xonarojoruueckyto cumnromaruky SCL-90-R ¢ mo-
kazareneM «OpueHtanus Ha poctmwkeHus» (LLICO),
OTpaKarolue TO OOCTOATENBCTBO, UYTO YCTOHUYUBBIC
KOHKYPEHTHBIE COLIMaJbHbIE OTHOILIEHHS Y pPECIOH-
JICHTOB CONPSDKEHBI C aKTyallM3allel CTpaxoB, Bpaxk-
J1eOHOCTH, MOJO3PUTENBHOCTH M OOLICH BBIPa’KCHHO-
CTH CUMIITOMATHKH.

Takum 00pa3oM, pOACTBEHHUKH OOJBHBIX STIHIICII-
CHEH TOTOBBI NPUHHMATh y4yacTHE B OOILIECTBEHHOH
JKU3HH, HO HE XOTST BCTYIATh B JUINTEIIbHbBIC CIOXKHBIC
COPEBHOBATEJIbHBIE OTHOLICHUSI.
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Ocoboe BHHMaHHE CieAyeT oOpaTUTb Ha OTpH-
[ATENbHYI0, KOPPEIAIHOHHYIO CBsI3b MIKaibl «MH-
TeIUICKTYaIbHO-KyNIbTypHast — opueHTarms»  (LLICO)
C UHACKCOM HAJIMYHOTO CUMIITOMATHYCCKOI'O JUCTPEC-
ca — PDSI (SCL-90-R), no-BuauMoMy, OTpaskaroIryto
MOHATHBIN (DAaKT CHWKEHHMS BHYTPEHHErO ICHXO3MO-
[MUOHAILHOTO HATPSOKCHHUSI 332 CUCT MEPEKIFOYCHUS
BHUMAaHUS Ha IMUPOKUE KYIbTYpHBIC ACIICKThI KU3HH.

OBCYXOEHUE NONYYEHHbIX PE3YJIbTATOB

PesynbraTsl uccienoBaHusl BbIPaKEHHOCTH MCHXO-
JIOTHYECKOTO UCTpecca, 0a3uCHBIX YOSKICHUI U BOC-
TIPUATHS CEMEHHBIX OTHOIIEHUH B M3yYaeMBIX TPYIIax
POJICTBEHHUKOB, OTMEKAIOIMINX KaK B3POCIBIX, OOTHHBIX
SIUJIETICUEH, TaK U CTPAJalOIIUX JIWIEIICUEN JETEM,
MO3BOJIMJIINA BBISBUTH 3HAYUTENHLHOE CXOJCTBO B DKC-
IJIMIUPOBAHHOCTH CHUMIITOMATHYECKUX TPOSBICHUI
y OnMm3Kkux OONBHBIX M B BOCIPHUATHH UMU COOCTBEH-
HOHM JIMYHOCTH, OKPYXKAIOLIEr0o MUpa U BHYTpPUCEMEN-
HOI0 B3aMMOJICHCTBHSL.

B noctrynHoil nureparype yaanochk HAMTH TONBKO
OnHY padoTy, BKIIOYAIONIYIO0 OTHOBPEMEHHOE H3yde-
HUE POJICTBEHHUKOB, OTEKAIONIUX IOJPOCTKOB, CTpa-
JAIOIINX SIWICTICHEH, M POACTBEHHUKOB B3POCIBIX
nauueHToB [22]. Pe3ynbraThl, onMCcaHHbIE B JaHHOU
paboTe, Kak ¥ pe3yNbTaThl HAIIETO MCCIeIOBaHNSA, T10-
Ka3aJM 3HAYUTEIFHOE CXOJICTBO BBIPAXKEHHOCTH Ope-
MEHU OOJIE3HU M CHUKCHMSI Ka4eCTBa XKU3HU y OOJb-
IIMHCTBA OOCIIEIOBAaHHBIX PECIIOH/ICHTOB.

B TO xe BpeMs aBTOpbl YyIOMHUHAE€MOM BbILIE pa-
OOTBHI OTPENCIAIOT BBIPAXKCHHOCTh OpeMeHH Ooires-
HUA y 3TOTO KOHTHHTEHTA B TIApaMeTpax «OT JIETKOM
JI0 YMEPEHHOI», B TO BpeMs KaK JAHHBIC HACTOSIIETO
WCCIICZIOBAHUSI TOBOPST, YTO y OJIM3KUX, OTEKAFOIINX
TaKuX OOJBHBIX, OTMEYACTCS 3HAYUTEIIbHAS BapHaTHB-
HOCTBH TICHIXOITATOJIOTHUYECKON CHMITTOMAaTHKH, a ypoO-
BEHb BBIPQXKCHHOCTH CUMIITOMATHYECCKUX MPOSIBICHUIA
OKa3bIBACTCSA 3HAYUTENIHBIM M COMOCTaBUM C BBIpa-
KEHHOCTBIO TaKUX PACCTPOUCTB Y JIML, HAXOIALIUXCS
B YCIIOBHUSX XPOHHUYECKOTO CcTpecca, — OCKEHIICB.

Kpome TOTO, TIONTyYEHHBIE PE3yJIBTAThl TO3BOJIIIIN
00HApYXUTh, YTO, HECMOTPSI HA 3HAYUTEIILHOE CXO/I-
CTBO COIOCTAaBJISIEMBIX T'PYII POJCTBEHHHUKOB IO MO-
Ka3aTrejsiM ICUXUYECKOro JUCTpecca, Yy OIEKYHOB
B3pOCI/BIX MMAIIMEHTOB, [0 CPABHEHHUIO C ONEKyHAMH
JISTEH, dalle BCTPEYArOTCs Pa3HOOOpa3HbIC HaBsI3uH-
BOCTH, & Yy TOCIICJHUX BBISBISCTCS OOJbINAas BbIpa-
’KEHHOCTh HAJMYHOTO CUMIITOMATHYECKOTO TUCTpECCa.

B rpynme poACTBEHHUKOB, ONEKAIOIIUX JETEH,
10 CPaBHCHHWIO C POJCTBCHHHKAMH, OICKAOIIMMH
B3POCIBIX, KAPTUHA BOCIPHUSATHS CEMEHHBIX OTHOIIIE-
HUH xapakTepusyercs 0oJiee BHIPAKCHHBIM OIIYIICHU-
€M 9acTO BO3HUKAIOMIMX CCOpP W KOH(IIUKTOB, CKJIOH-
HOCTBIO K OTKPBITOMY TIPOSIBICHUIO HEJOBOJIbCTBA

B HWHTEPIEPCOHAIBHBIX OTHOIICHUSAX, CICPKUBAHHIO
JUYHOW aKTHBHOCTH M HE3aBHUCHMOCTH UICHOB CEMBH
B COYCTAaHWH C OPHCHTAIMECH Ha MOpaIbHYIO HOpMa-
TUBHOCTb. B Trpymme poICTBEHHUKOB, OMNEKAIOIIUX
B3pPOCIBIX OOJBHBIX, CCOPBI U KOH(IMKTHI BO3HUKAIOT
HE yalie, 9eM B HOpMaTUBHOI BeIOOpKe. B TO ke Bpe-
MA Yy HHX OTMEYaeTCs CHWKEHHE CTpPeMJIEHHS K aK-
TUBHOMY OTJBIXYy M OIIYIICHHE CJIA00CTH KOHTPOJIS
B CJICIOBAaHUU CEMCHHBIM IPABUIIAM.

B wuccienoBaHHO# nuTeparype ONUCHIBAIOTCS pas-
JUYHBIE TPEIUKTOPHl OPEeMEHH U TICHXOJIIOTHYECKOTO
JIUCTpPecca y POJACTBEHHUKOB, OTIEKAIONINX OOJBHBIX
snwiencueit. Cpeau Takux (HakKTOpOB aBTOPHI dalle
BCETO OTMEUAIOT TSHKECTh U YaCTOTY MPHUCTYIOB, paH-
HUI BO3pacT Hadaja 3a00JIeBaHUs Y ONIEKAaeMOro U Ha-
JYWe Y HEro KOMOPOUAHBIX PacCTPONCTB, KOITMIECTBO
4acoB, 3aTpauMBaCMbIX HA YXOXI 3a OOJNBHBIM, M YHC-
JIO JIMI, YYaCTBYIOIIMX B OIEKE, OTHOIICHUE K AIIH-
JICTICUU B CEMbE, HaJU4HUe COLMAIBHON MOIIEPIKKHU
[9, 17, 18, 21].

B HacrosimeM wucclieloBaHWM BHUMaHHE CHOKY-
CHPOBAaHO HA aHAJIN3€ B3aMMOCBSI3EH BBIPAKCHHOCTH
TICUXOIATOJIOTUYECKONH  CUMITOMATUKH,  Oa3UCHBIX
yOeX/IeHU! W BOCHPHUATHS CEMEHWHBIX OTHOIICHUI
Yy POICTBEHHHKOB, OTEKAIOIINX OOJBHBIX JIHIICT-
cueil. IlomydeHHble HaHHBIE TO3BOJISIIOT TOBOPHUTH
0 3HAUYUMOCTHU TO3UTHUBHBIX JIMYHOCTHBIX YCTAHOBOK
OTHOCHUTEIIFHO Ce0S U OKPYXKAaIoIIero MUpa, a TaKkKe
OIIYIIEHUS BKJIFOYEHHOCTH B OOIIECTBEHHYIO >KH3Hb
JUIS  TIOJAEP)KaHWS  HOPMAJIBHOTO  MCUXWYECKOTO
(YHKIIMOHUPOBAHUS OTEKAIOIIUX OOJBHOTO ONH3KHUX.
BrisiBeHHbIE TEHICHIIUU, BEPOSITHO, MPEMSTCTBYIOT
CTUTMATHU3allMd W TICUXOJOTHYECKOW TpaBMaTH3a-
IIUM POJICTBEHHUKOB B CHUTyallMH OOJIE3HH OIHM3KOTO.
Hannaue nneann3npoBaHHOTO BHYTPSHHETO TPEACTAB-
JICHHsI 00 OKPYKAIOIIEM MHPE U COOCTBEHHOMN JIMYHO-
CTH, TaK K€ KaK U JEeMOHCTpaIUsl BHEIIHETO «(acaia
Onarormory4rs, OKa3bIBarOTCS 3HAYUMBIMU JUISI COXpa-
HEHHUsI COOCTBEHHOW HWJIEHTHYHOCTH POJCTBEHHUKOB
XPOHUYECKH OONBHBIX MAI[UCHTOB.

3AKNIOYEHUE

[lomyuenHble faHHBIE TO3BOJIUIM BBISIBUTH Ha-
JUYUE 3HAYUTEJIBHOTO KOJIMYECTBA IOJMMOP(HON
[ICUXONATOJIOTNYECKOW CHMITOMAaTHKM KaKk y pPOA-
CTBCHHHKOB, OIICKAKIINUX Z[GTCIZ, TaK W B3POCJIBIX,
6OHLHI)IX snunencuei. BpISIBIEHHBIE B3aUMOCBSI3U
[ICUXONATOJIOTUYECKOW CUMITOMATUKUA C Oa3MCHBIMU
yOSXKICHUSIMH JINYHOCTH M CyObEKTUBHBIM BOCIIPH-
ATHEM COOCTBEHHBIX CEMEHHBIX B3aMMOOTHOIIEHUI
MO3BOJISIIOT TOBOPUTH O HEOOXOIMMOCTH yuyeTa 3THX
napamMeTpoB Mpu pa3paboTke CHEeHUAIN3UPOBAHHBIX
MEpOIPHUATUH ISl POACTBEHHUKOB MAallMEHTOB C JIHU-
nernicuedt. lleHHOCTHO-cMBICITOBas cdepa ITUIHOCTH
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TaKUX POJICTBEHHUKOB XapaKTEPHU3YEeTCsl TUIIEPHOPMA-
TUBHOCTBIO, KOTOpasi BBITIONHSET Ba)KHbBIE 3all[UTHHIE
(hyHKIINH, 00ECIIeYrBACT BO3MOKHOCTD ITOMICPKAHUS
JKU3HEHHOH TMEPCIICKTUBLI, NPETATCTBYCT IMOSABICHUIO
B CO3HAaHUU MPHU3HAKOB BBIPAKCHHOTO MCUXUYECKOTO
HeOIaromomyuuns, KaracTpo(u3aluu CO3HAHUS U CO3-
JTAeT WHTPANICUXUIECKYI0 0a3y JUIsl CONMaIbHO-TICHXO-
JIOTUYECKOU ajanTarui.

OOMOJMHNTENbHAA NHOOPMALMUS

Bkuaan aBropoB. Bce aBTOphl BHECHIM CYyIIECTBEHHbIN
BKJIaJ B Pa3paOOTKy KOHIICIINH, HMPOBEACHHE HCCIIEIO0Ba-
HUS U TIOATOTOBKY CTaThH, POWIH ¥ 000pHIN (hUHATHHYIO
BEPCHIO TIepe]] MyOnuKaiuei.

Kongaukr uHTepecoB. ABTOpHI AEKIApUPYIOT OTCYT-
CTBHE SIBHBIX W TOTEHIMAIBHBIX KOH(JINKTOB HWHTEPECOB,
CBSI3aHHBIX C MTyONUKaIMeld HacTOSIIEH CTaTbu.
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uneH-KkoppecnoHaeHT PAH, npodeccop, 3acnykeHHbI aeatenb
Hayku P®, rnaBHbI Hay4HbIA COTPYAHWK OTAENA reHOMHOM Meau-
umnHbl PIEHY «HUW akywepcTsa, TMHEKOAOMMW U PENPOAYKTONOTUN
um. . 0. OTTa». [naBHbI CNELMANUCT MO MEAULUMHCKOW reHeTU-
ke M3 P® no C3®0 n KomuteTta 3apaBooxpaHeHunsa MpaBuTenbCTea
CaHkT-leTepbypra.

B. C. BapaHos, T. B. Ky3Henosa,
T. K. KameeBa, T. 3. HBameHKo

IMPEHATAJIbHAA
JTUATHOCTHUKA
HACJEACTBEHHBIX
BOJIE3HE

COCTOAHHUE
W NMEPCHEKTHBbI

TatbAHa 3ayapaoBHa MBalEHKO — [JOKTOp OMOMOTMYECKMX HayK,
npodeccop, BeAYLMIA Hay4HbIN COTPYAHMK OTAENa FEHOMHOW Mean-
umnHbl GTEHY «HUW akylwepcTsa, TMHEKOAOMUW U PEnpOAYKTONOTUK
um. [. O. OtTa».

TatbsiHa KoHcTaHTMHOBHA KawieeBa — JOKTOP OMONOTMYECKMX
HayK, BeayllWii Hay4HbliA COTPYAHWK OTAena FeHOMHOM Meawum-
Hbl ®IBHY «HMW aKkywepcTBa, TMHEKONOTUM U PEMPOAYKTONOTUN
um. 4. O. Otra».

TatbsiHa BnagumupoBHa KysHewoBa — OKTOP 6UMONOMMYECKMX HayK,
[OLEHT, BEAYLUMIA HayuyHbI COTPYAHWK OTAENa TeHOMHOM Meauup-
Hol ®TBHY «HWW arywepcTBa, TMHEKONOMMM U PENPOAYKTONOTUN
um. 4. O. Otra».

3KO®BEKTOP

B moHorpadmmu 06006111eHBI UTOTM MHOTOIETHEN pabOThl KO/UIEKTUBA Tab0paTOpui IIpeHaTalb-
HOJI JIaTHOCTVKY BPOXKJEHHBIX U HacnencTBeHHbIX 6onesneit ®ITBHY «HMM akymepcrBa, ruHe-
kororvy u penpopykronoruy uM. [I. O. Otra» mo paspaborke u BHefpeHuto B CankT-Iletep6bypre
u Poccuym HOBBIX METONOB, TEXHOJIOTMII ¥ QITOPUTMOB IIPEHATAIbHON (ZOPOLOBOIL) AMATHOCTM-
K — caMoro 3(pQeKTUBHOrO HalpaB/eHUA MEAVIIIMHCKON TeHeTVKY, IIMPOKO MUCIIOIb3YeMOro
B MIMpe C IIe/bI0 MPO(MIAKTUKY HACIEACTBEHHBIX (T€HHBIX ¥ XPOMOCOMHBIX) 0O/Ie3Heil U BPOX-
JIEHHBIX TTIOPOKOB Pa3BUTHUA.

Knura npepHasHadeHa BpadaM — aKylllepaM-IMHEKO/IOraM, BpayaM-T€HEeTMKaM, BpadaM Yilb-
TPa3BYKOBOJI JMarHOCTUKM, CIEIVAINCTaM BCeX HAIpaB/IeHMI CTy>KObI IpEeHaTaJIbHOI JUarHo-
CTUKM, TI0 MeAVIIMHE IJIOfA, @ TAKXKe CIIelManiCTaM 10 1abOopaTOpHOI TeHeTHKe (LIMTOreHeTHKAM,
MOJIEKY/IAPHBIM OmororaM, O6MoxyMukam, OmomHdopMmaTukam). V3gaHue MOXXKeT NpefCcTaBIATH
MHTepecC /I OPTaHM3aTOPOB 3IPABOOXPAHEHMA B 00TAaCTH OXpaHBI 3I0POBbs MaTepyu U pebeHKa,
Bpayell KIMHUK BCIIOMOTATe/IbHBIX PENpPOYKTUBHBIX TexXHONOruit. OHa MOXeT CIyXUTb y4uebh-
HBIM IT0COOMEM CTyeHTaM MENMIMHCKMX BY30B, OMONIOIMYECKUX UM MEJVIIVMHCKUX (PaKyIbTeTOB
YHUBEPCUTETOB, U3y4aIOIUX OCHOBBI HOPMAJIbHOTO U ITATONIOIMYECKOTO 3MOpUOreHe3a 4e/oBeKa,
9TMOJIOTHM, TTATOTeHe3a U MPOPUIAKTUKY HAC/IEACTBEHHBIX ¥ BPOXX/JEHHBIX 3a00/IeBaHMIIL.



MHOOPMAL WA

NMPABUJIA AN ABTOPOB
HACTOAWME MPABWUIA ANA ABTOPOB ABMAKNTCA W3AATENLCKUM AOrOBOPOM

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

B XKypnane neuaratorcst paHee He OIyOIMKOBaH-
Hble paboThl mo npodmirto JKypHana.

MHoOXecTBeHHbIE U AyOIHUPYIOMUe MyOIUKaul —
9TO MyOJIMKAILIMK CTaThU, MaTepHabl KOTOPO BO MHOTOM
COBIAJIAIOT C YXKE OJHAX/bI OMYyOIMKOBaHHBIMH. JKyp-
HaJl HE pacCMaTpUBaeT pabOThI, PE3YIILTAThl KOTOPBIX TIO
OoJbITIelt YacTH yke ObUTH OITyOTMKOBAHBI FITH OITUCAHBI
B CTaThsiX, MPEICTABICHHBIX WJIM MIPUHATHIX IS TyOJIH-
Kalliy B JIPyTHE MEUaTHBIC WU JICKTPOHHBIC CPEJICTBA
MaccoBoil mH(popmaruu. [IpeacTaBisisi craThio, aBTOp
BCEra JOJDKEH CTaBUTh PENAKIHIO B W3BECTHOCTH 000
BCEX HAIPaBJIICHUSAX ATOW CTaThH B I€YaTh U O TPEIbl-
JYLIUX TyOJIMKAIUSX, KOTOPbIE MOTYT pacCMaTpHBaThCs
KaK MHO)KECTBCHHBIC WM JTYOIHPYIOIINE ITyOIHKAI[IH
TOH K& CaMOM WJIM OYeHb OJHM3KOH padoThI. ABTOp JIOJ-
JKEH YBEIOMHTH PENAKIHIO O TOM, COIECPYKUT JIM CTaThs
yKe OIyONIMKOBaHHBIC MarepHasibl. B Takom ciyuae B
HOBOH CTaThe JOJDKHBI OBITH CCBHUTKM HA MPEABITYIIYIO.
Kormuu takux MarepraioB J0JDKHBI TPUJIATATHCS K P
CTaBJISIEMOM CTaThe, YTOOBI AaTh PEAAKIIUH BO3MOYKHOCTb
MIPUHSTD PeIlIeHue, KaKk TIOCTYNUTh B JaHHOW CHUTYaIlHH.

He mpuHUMaroTCs K TIe4aTH CTaThH, MPEICTaBIISIONINC
co0O0¥ OT/IEBHBIC ATAIBI He3aBEPIIICHHBIX UCCIICIOBAHUI,
a TaKXe CTaTbd C HapyuieHueM «lIpaBunm u HOpM Ty-
MaHHOT'O OOpallieHUsI ¢ OMOOOBEKTAMH KCCIICIIOBAHUIN.

Pa3memenne myOnuKamuii  BO3MOXKHO — TOJIBKO
MOCTIe TOJYUYCHUS TMOJIOKUTEIBHON PEleH3NH.

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

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

CONPOBOAUTENIbHbLIE LOKYMEHTDI
K aBTOpCcKOMY OpUTHHAITY HEOOXOAUMO MPUIIOKHUTh

AKCIIEPTHOE 3aKIIOUYEHHE O BO3MOYKHOCTH OITYOIHKO-

BaHUS B OTKPBITOW medaru (OJaHK MOXHO IOTYyYHUTH

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

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

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

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

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

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

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

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

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

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

8) ums, aapec, TeneoHHBII HOMEp U e-mail aBTopa,
OTBETCTBEHHOT'O 332 KOPPECIIOHICHIINIO U 32 CBS3b

@ Mlenpnatp. 2022.T. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)
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C ApYyrMMHU aBTOpPaMH IO BONIPOCaM, KacaroIlUM-
cs mepepaboTKM, UCIIPABJICHHS M OKOHYATEITHLHOTO
0T0OpeHusT TPOOHOTO OTTHCKA;

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

€CTM OHa TMpEACTaBJICHA KOMIUJIEKTHO M OdopmIe-

Ha B COOTBETCTBHUU C OIHUCAHHBIMH TPEOOBAHUSIMHU.

[IpenBapuTensHOE€ paccCMOTpEHHE PYKONHCH, HE 3a-

ka3aHHOW Pemaknuei, He sBIsIeTCS (AKTOM 3aKIIO-

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

HECYT OTBETCTBEHHOCTHh 3a PACKPBITHE CBOMX (PMHAH-

COBBIX M JPYTHMX KOH(JIMKTHBIX HHTEPECOB, CIIOCO0-

HBIX OKa3aTh BIHUSHME Ha uX pabory. B pykomucu

JIOJDKHBI OBITh YIIOMSIHYTHI BCE JIMIA U OpPTraHU3alluy,

OKa3aBIve (PMHAHCOBYIO TOAJEPKKY (B BUE TPAHTOB,

000pyZOBaHMS, JIEKAPCTB FUIM BCETO 3TOTO BMECTE),

a TaKke Jpyroe (pUHAHCOBOE WIIU JIMYHOE Y4acTHe.

ABTOPCKOE NPABO

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

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

2) TEppUTOPHS, HA KOTOPOH pa3perracTcss UCTIOb-

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

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

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

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

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

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

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

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

9) Pemakmusi BrpaBe m3maBaTh JKypHAn JTIOOBIM
THPAKOM.

noPA40K 3AKNIOYEHUA OOrOBOPA
M U3MEHEHUA ETO YCJIOBUW

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

O®OPMJIEHUE PYKONMUCHU

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

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

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

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

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

2.1. Pycckosi3pluHasi aHHOTAIUS

* HasBanwue crarbu.

* ABTOpBI. [Ipy HanmucaHUM aBTOPOB MHUIIUAIBI
AMEHH W OTYECTBA CTaBATCS Tepen QaMuIInei
(I.C. Uanos, C.U. Iletpos, N.II. Cunopos).

* Yupexaenus. Heobxogumo npusectu oduiu-
anpHOoe [IOJIHOE na3Banme yupexpeHus (0e3 co-
kpamenunii). Ilocme Ha3BaHUS YUPEKICHUS Uepes
3amsaTyl0 HEeoOXOAMMO HamucaTh Ha3BaHHE TOpPO-
na, crpaHbl. Eciu B HamuMcaHWUM PYKONHUCH MPHU-
HHUMAaJu y4acTHE aBTOPBI U3 PAa3HBIX yUPEKACHHUH,
HEOOXOOMMO COOTHECTH HAa3BaHMUS YUPEKACHUN
u U. O. ®. aBTopoB myTeM n00aBiIeHUS THUPPOBBHIX
WHJ/IEKCOB B BEPXHEM pErucTpe INnepes Ha3BaHUSIMHU
YUPEXKACHUN U GaMHUIUSIMH COOTBETCTBYIOIUX aB-
TOPOB.

* Pe3lomMe cTaThM J0KHO OBITH (ecmu paboTta
OpPHUTHHAJBHAS) CTPYKTYPUPOBAHHBIM: aKTyaJIbHOCTB,
LeJb, MaTepUaJIbl U METOABI, Pe3yibTaThl, 3aKioye-
Hue. Pe3toMe NOJKHO MONHOCTBIO COOTBETCTBOBATH
coaepkaHuio paboTsl. O0BEM TEKCTa PE3IOME JOJKEH
ob1Ts 0T 100 1o 300 cios.

* KuawueBbie ciaoBa. HeoOxonumo ykas3aTh KIiTkO-
4geBbIe cjoBa — OT 3 1o 10, oHM CIIOCOOCTBYIOT WH-
JIEKCUPOBAHUIO CTAaThU B MOMCKOBHIX cucTemax. Kirro-
YeBbl€ CJIOBA JOJIKHBI ITOMAPHO COOTBETCTBOBATH Ha
PYCCKOM M aHTJIHUICKOM S3BIKE.

2.2. AHIIOS3bIYHAS AaHHOTALUS

* Article title. Anrmos3siuHOe Ha3BaHUE JOIHKHO
OBITH TPAMOTHO C TOUKHU 3PEHHS aHTJIUHCKOTO s3bIKa,
MPU ATOM IO CMBICIY IOJHOCTBIO COOTBETCTBOBATH
PYCCKOSI3BIYHOMY Ha3BaHUIO.

* Author names. 1. O. ®. HeoOXogMMO THCATh
B COOTBETCTBHH C 3arpaHUYHBIM TACIOPTOM HIIH
TaK jKe, KaKk B paHee ONyOJIMKOBaHHBIX B 3apyOex-
HBIX JKypHaJaX CTaThsiX. ABTOpaM, ImyOIUKYOIIHMCS
BIIEPBBIC U HE HMEIOIIMM 3arpaHUYHOTO IacIopTa,
CJeIyeT BOCIIOJIB30BAThCSA CTAaHIAPTOM TPAHCIHTE-
pauuu BGN/PCGN http://ru.translit.ru/?account=bgn.

» Affiliation. HeoOxonqumo ykaswsiBath O®DU-
HUAJIBHOE AHIJIOA3BIYHOE HA3BAHUE
YUPEXIEHW . Hanbonee moNHBIA CIHUCOK Ha-
3BaHUN YUPEKACHUNU W UX O(PUIIMATBHOW aHTIIOS-
3BIYHOM BepcHU MOXXHO HaWTu Ha caiite PYHODb
eLibrary.ru.

* Abstract. AHrOsI3pIYHASL BEPCUSI PE3IOME CTaThU
JIOJDKHA TI0 CMBICTY M CTpyKType (Aim, Matherials
and Methods, Results, Conclusions) moiaHOCTBIO CO-
OTBETCTBOBATb PYCCKOSI3BIYHOH W OBITH TPaMOTHOH
C TOYKHU 3PEHMS aHIJIMICKOIo S3bIKa.

* Keywords (B momaBisitorieM OONBIIMHCTBE 3a-
MaJHBIX CTaTeH MUIIeTCs CIUTHO). [ BEIOOpa KiTto-
YEeBBIX CJIOB HAa AHIJIMICKOM CIIENYyeT HCIOJIb30BaTh
Te3aypyc HalmoHanbHOW MEIMIIMHCKOW OUOIMOTEKH
CIOHA — Medical Subject Headings (MeSH).

2.3. TloxHBIiA TEKCT (Ha PyCCKOM, aHTITMHCKOM HIIH
000uX $3bIKaX) JOMKEH OBITh CTPYKTYPHPOBAHHBIM
no pazaenaMm. CTpyKTypa MOJHOTO TEKCTa PyKOIH-
CH, TMOCBSIICHHON OMNMHUCAHUIO pE3YyJbTaTOB OpPHUTH-
HAJBHBIX HUCCIEOBAHHWH, IOJKHA COOTBETCTBOBATH
OOIIETIPUHATOMY TIAOJIOHY W COACPXKATh Pa3eibl:
BBEJCHUE (aKTYaJlbHOCTH), 11€Jb, MaTepHUaJIbl U Me-
TOJZbI, PE3YJIbTAThI, 00CYXK/ICHUE, BBIBOJBI.

Bce TepMuHBI Ha TATHHCKOM $SI3BIKE BBIACISFOTCS
B CTaThe KypCHUBOM (HATIpUMep, in Vvivo, in vitro, rete
venosus superficialis), a Takxe JaTHHCKHE OyKBBI, KO-
TOpBIC MCHONB3YIOTCS JJIsi 0003HAYCHUST TIEPEMEHHBIX
u usnyeckux BenuuuH (Harpumep, 1 = 20, p < 0,05).

I'peueckue OykBBI HAOMPAFOTCS MPSAMBIM HIPUPTOM.

2.4. JlomomautenpHas wHbDOpMAIusa (Ha PYCCKOM,
AHTJIMICKOM T OOOWX SI3BIKAaX)

* Mupopmanuss 0 KOHPIMKTE HHTEPECOB.

ABTOPBI JIOKHBI PACKPBITH MMOTCHIINAIBHBIC U SB-
HbIe KOH(QJIUKTHI MHTEPECOB, CBSI3aHHBIE C PYKOITHCHIO.
KoHbankTOM HHTEPECOB MOKET CUUTATHCS JIF00AsT CH-
Tyauus (pHHAHCOBbIE OTHOIICHUS, CIIy)0a UiIu pado-

@ Mlenmatp. 2022.T. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

elSSN 2587-6252



132

NWHOOPMALMKMA / INFORMATION

Ta B YUPESKICHHUIX, UMCIOIUX (PUHAHCOBBIA MIIM TO-
JUTHYECKUH MHTEpeC K MyOJMKyeMbIM MaTepuajam,
TOJDKHOCTHBIE 00S13aHHOCTH U JIp.), CIOCOOHAS TTOBJTH-
ATh Ha aBTOpa PYKOIHUCH W TPUBECTH K COKPBITHIO,
WCKa)KCHUIO JTAaHHBIX, WM H3MEHUTh HX TPaKTOBKY.
Hannune KOH(IMKTAa MHTEPECOB y OAHOTO HJIM HE-
ckonbkux aBTopoB HE siBisieTcst moBogom ans oTkasa
B NMyOJUKaIU¥M CTaThbH. BEIABICHHOE pemakmueil co-
KpBITHE MOTCHIIUAIBHBIX U SIBHBIX KOH(QJIMKTOB HHTE-
PECOB CO CTOPOHBI aBTOPOB MOKET CTaTh MPHUYMHON
OTKa3a B PACCMOTPEHMM M IyONHMKAaIMH PyKOIHUCH.

* Undopmanuss o ¢punancupoBanuu. HeoOxo-
JIMMO YKa3blBaTh HMCTOYHWUK (HHAHCUPOBAHUS Kak
HayyHOW paboOThl, Tak H mporecca NyOIHKaUuU
ctaThk (poHI, KOMMEpUEcKas HIJIM TOCYAapCTBEHHAs
OpraHusanus, 4aCTHOE JIMLO MU Jp.). YKa3bIBaTh pas-
Mep (UHAHCHPOBAHUS HE TpedyeTcs.

* baaromapHocTH. ABTOPHI MOT'YT BBIPa3uTh OJa-
TOAapHOCTH JIIOASM W OpraHU3alusiM, CHOCOOCTBO-
BaBIIUM IyOJMKALMM CTaTbU B JKypHajie, HO HE SB-
JSIOLUIUMCS €€ aBTOPaMHu.

2.5. Cnucox Jautepatypbl. B Oubmmorpadun
(mpUCTaTefHOM CIIMCKE JHUTEpPaTyphl) KaxJbli HC-
TOYHUK CJIeyeT MMOMEIIaTh C HOBOW CTPOKH IOJ MO-
psiakoBbiM HoMepoM. TlonpoGuble mpaBuia odopmite-
HHUS OMONWorpadMu MOXHO HAWTH B CIEIIHAITHEHOM
pasznene «Odopmienue Oudauorpadum». Hanbosee
Ba)KHBIE M3 HHUX CIEIyIOMIHE.

* B cnucke Bce paboThl mepeuncisiores: B anda-
BUTHOM TIOPSJIKE.

» KonmnuectBo nutupyembix paboT: B OpUTHMHAJIb-
HBIX CTaThSAX U JIEKIUAX morryckaetcs mo 30, B 0030-
pax — g0 60 ucroyHukoB. JKenmaTeapHO LUTHPOBATh
MPOM3BEACHUS, ONYOIMKOBAaHHBIE B TEUCHHE IOCIIE/-
HUX 5-7 JerT.

* B TekcTe cTaThy CCHIJIKH HA HCTOYHHKHU ITPUBO-
JISITCSL B KBaJPAaTHBIX CKOOKax apaOCKuMu Iupamu.

e ABTOpBl LUTHUPYEMBIX HCTOYHHUKOB B CIIHCKE
JUTEePaTypbl JOJDKHBI OBITH YKa3aHbl B TOM )K€ MO-
psAKe, YTO U B HNEPBOUCTOUYHHMKE (B CIydae €ClIH y
nyonukanuu Oosiee 4 aBTOPOB, TO TMocie 3-ro aBTO-
pa HEoOXOIUMO TOCTABHTH COKPAIIECHUE «... , U JP.»
nim “.. , et al.”). HemomycTumo cokpamarb Ha3BaHUe
craTbi. Ha3BaHMe aHINOSI3BIYHBIX KYPHAJIOB CIEAYyeT
MPHUBOJUTH B COOTBETCTBHH C KaTajJoroM Ha3BaHUH
0a3bl qanHbIX MedLine (B Ha3BaHUSX JKypHalla TOYKH
B COKpallleHUsIX He craBstTcs). Ecnu KypHan He WH-
nexcupyetcst B MedLine, HeoOXoaMMO yKa3bIBaTh €To
NoJHOe Ha3BaHWe. Ha3zBaHUe aHIIIOA3BIYHOTO JKypHa-
Jla TOJDKHO OBITH BBIAENIEHO KypcuBoM. Ilepen Ha3Ba-
HUEM KypHaJla Ha PYCCKOM SI3bIKE CTAaBUTCS 3HAK //,
KOTOPBIM OTHENsieT Ha3BaHUE CTAaThH OT Ha3BaHHS
KypHaia. HasBaHue oTedecTBEHHOIro >KypHaja CO-
KpaliaTh Helb3sl.

* OcdopmileHne CcIUCKa JIMUTEPATYpPhl JIOJDKHO
yIooBieTBOpATH TpeboBanusiM PUHIl m mexayHa-
pOAHBIX 0a3 JaHHBIX. B CBsI3M ¢ 3THM B CChUIKaxX Ha
PYCCKOSI3BIYHBIE MUCTOYHHKM HEOOXOAMMO JOMOIHH-
TEIBHO YKa3blBaTh MH(OPMAIUIO I [UTHPOBAHHS
Ha natuHAIe. Takum oOpa3om:

— aHMJIOSI3BIYHBIC HCTOYHUKH clienyeT 0hopMIIsTh
B ¢opmare Vancouver B Bepcun AMA (AMA style,
http://www.amamanualofstyle.com) — nogpoOHo Ha
ctpanuue «Odopmnenue 6ubarorpadun;

— PYCCKOSI3BIYHBIE  WCTOYHHUKH  HEOOXOIHNMO
opopMIsITE B cooTBeTcTBUM ¢ mpaBmwiamu ['OCT
P 7.0.5-2008; mocne yka3aHus CCHUIKM Ha IMEPBOMC-
TOYHHK Ha PYCCKOM SI3bIKE B KBaJIpaTHBIX CKOOKax
JOJKHO OBITH YKa3aHO OMMCAHKE dTOTO HCTOYHHKA Ha
JIATUHHIE — MoapoOHo Ha crpanule «OdopmiaeHue
oubrorpadumy.

[MPABUJIA TIOAT'OTOBKU JIATMHOA3bIU-
HOW (AHIJIOSI3bIYHOM) YACTH BUBJIMOIPA-
OUYECKUX OIMMCAHNI HE AHIJIOSI3bIYHBIX
NCTOYHUKOB (B POMAHCKOM AJI®ABUTE)

Ecnu craThs HanmucaHa Ha naTUHULE (HA aHTIIUN-
CKOM, HEMEIIKOM, (DMHCKOM, AaTCKOM, HTaJIbIHCKOM
U T.J.), OHa MOJDKHA OBITH MPOIMTHPOBAHA B OPH-
TUHAJIBHOM BUJIE:

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

Ecnu crares Hanucana HE Ha naruHuMIle — HaA KU-
pwuMie (B TOM YHCIE Ha PyccKoM), ueporiudamu u
T. 1., €CIIM Y CTaTbU €CTh O@HL[HAHBHBIPI TTEPE-
BO/l HA3BAHU L, ero Hy»HO BCTaBUTh B KBaIpaTHBIX
CKOOKax ITOCJIC OPUTHHAILHOIO HAIMCaHUsT ONOIHOTpa-
(hmdeckoll CCHUTKM Ha MUCTOYHHUK. [Iporre Bcero mpoge-
pUTH HaTH4YKE OPHULIUATBLHOTO MEPeBOa HA3BAHUS CTa-
THH MOJKHO, OTBICKaB CTaThlo Ha eLibrary.ru. Hampumep:

e I'puropsia O.P,, lllepemetnera E.B., Aunpeesa E.H.,
Jenos N.U. [1narmpoBanne OepeMEHHOCTH y KECHIITMH
¢ caxapHbIM jauabeToM // BecTHUK penpomayKTHBHOTO
3n0poBbst. — 2011. — Ne 1. — C.23-31. [Grigoryan OR,
Sheremet'eva EV, Andreeva EN, Dedov Il. Planning of
pregnancy in women with diabetes. Vestnik reproduk-
tivnogo zdorov'ya. 2011;(1):23-31. (In Russ.)]

Ecnu y craten Her OOULIMAJIBHOI'O ITEPEBO-
HA, 1o myxuo [TPUBECTU TPAHCIIMTEPALIUIO
BCEW CCBUIKM B KBAaJPAaTHBIX CKOOKax cpa3y IOCie
MpaBUIBHO O(OPMIIEHHOW CCBUIKM B OPWUTHHAIBHOM
HamUCaHWW. AHTIOSI3BIYHASI YacTh OuOIMorpadumde-
CKOT'O OITMCaHUSl CCBUIKM Ha PYCCKOS3BIYHBIH HC-
TOYHUK JOJKHA HAXOJUTHCS HEMOCPEICTBEHHO IO-
CJe PYCCKOSI3BIYHOW YacTH B KBAJpaTHBIX CKOOKax
( [...] ). ®amunuu ¥ WHHAIHAIEI BCEX aBTOPOB Ha Ja-
THHHIE ¥ HA3BaHHWE CTaThbH HA AHTJIMICKOM S3bIKE
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CJIeyeT IPUBOJAUTH TaK, KAK OHU JJaHbI B OPUTUHAIb-
HOW myOnukanuu. TpaHCIUTEpAIHIO CIeAyeT PUBO-
IuTh B ctanaapte BGN (aBToMaTw4ecku TpaHCIHUTE-
panus B ctangapte BGN mpou3BoauTCs HA CTPaHUIIE
http:/ru.translit.net/?account=bgn) ¢ coxpaHeHuEeM
CTUIIEBOTO O(OPMIICHHSI PYCCKOS3BIYHOTO HCTOYHU-
ka. Jlamee crmemxyer TpaHCIUTEPUPOBAHHOE HA3BAHUE
PYCCKOSI3BITHOTO JKypHama B crtanmapte BGN, na-
Jiee — BBIXOJIHBIC JJAHHBIC: TO;TOM(HOMEP):CTPAHHUIIBI.

B camoM KOHIIE aHTJIOS3BIYHOM YacTU OMOIMOrpa-
(¢udyecKkoro OmucaHus B KPYIJIble CKOOKW TOMeIla-
0T yKa3aHWe Ha UCXOMHBIN S3BIK MyONWKaIuu, Ha-
npumep: (In Russ.). B konme 6mbanorpaduyeckoro
onucaHus (3a KBaJgpaTHOW CKOOKoil) momematoT doi
CTaThHU, €CIIU TaKOBOW uMmeeTcs. Hampumep:

* AnekceeB JLIL, Heno N.U., XautoB PM., u np.
NmMMmyHOTeHeTHKa caxapHoro amabera | Tmma — oOT
(dyHIaMEeHTaNbHBIX UCCIEOBaHUI K KinHHKe / Bect-
HUK Poccuiickoil akajgeMuM MEIWLIMHCKUX HayK. —
2012.— T. 67. — Ne1— C.75. [Alekseev LP, Dedov II,
Khaitov RM, et al. Immunogenetika sakharnogo diabeta
I tipa— ot fundamental’nykh issledovaniy k klinike.
Vestnik  Rossiyskoy —akademii  meditsinskikh — nauk.
2012;67(1):75. (In Russ.)]. doi: 10.15690/vramn.v67il.114.

[Ipumepbl TpaBUIBHOTO OQOPMIICHHS CCHUIOK
B CITUCKax JIUTEpaTypbl

CTATBbU B XXYPHAJIAX

OObIyHas KypHaJIbHAs CCHUIKA (€CTh MEPEBOIHOM
BapHaHT Ha3BaHUS)

* [lecrakoBa M.B. CoBpemeHHas caxapOCHHKAFOIIast
teparust // [poGnemsr sun0KprHONOrMAH. — 2010. — T. 58. —
Ne 4. — C. 91-103. [Shestakova MV. Moderm hypoglycae-
mic therapy. Problemy endocrinologii. 2010;62(4):91-103.
(In Russ.)]. doi: 10.14341/probl201058491-103.

* Halpern SD, Ubel PA, Caplan AL. Solid-organ
transplantation in HIV-infected patients. N Engl J
Med. 2002;347(4):284-287. doi: 10.1056/nejmsb020632.

KHUT'M 1 MOHOI' PA®UU

Y KHUTH OJWH HMJIU HECKOJIBKO aBTOPOB

e T'mnspesckuit C.P. MuokapauTel: COBpEMEH-
HbIC TOAXOABI K JHATHOCTHKE W JICYCHHI0. — M.
Menna Cdepa, 2008. [Gilyarevskii SR. Miokardity:
sovremennye podkhody k diagnostike i lecheniyu.
Moscow: Media Sfera; 2008. (In Russ.)]

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

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

VY KHUTH OJUH WU HECKOJBKO PEIAKTOPOB

* Undeknuu, nepenaBaeMble IMOJIOBBIM MyTeM /

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

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

Marepunansl KOHGEPEHITHT

* I[Tapxomenko A.A., [leiixanoBa B.M. Oxa3anue
MEJUIIMHCKOM MOMOIIM OOJBbHBIM, MEPEHECHINM HH-
(bapKT roJIOBHOTO MO3ra, Ha aMOyJIaTOPHO-TIOJUKIMHH-
yeckoM dTare / Beepoccuiickast HayqHO-TIpakTHYecKas
koH(pepeHnus «IlyTn pasBUTHS TEPBUYHON MeEIHKO-
canuTapHoil momomm»; Hosiops 13—14, 2014; Capa-
toB. [Parkhomenko AA, Deikhanova VM. Okazanie
meditsinskoi pomoshchi bol'nym, perenesshim infarkt
golovnogo mozga, na ambulatorno-poliklinicheskom
etape. (Conference proceedings) Vserossiiskaya nauchno-
prakticheskaya konferentsiya “Puti razvitiya pervichnoi
mediko-sanitarnoi  pomoshchi”; 2014 nov 13-14;
Saratov. (In Russ.)]. Hoctymuao mo: http://medconfer.
com/node/4128. Ccplnka aktuBHa Ha 12.12.2014.

e Harnden P, Joffe JK, Jones WG, editors. Germ
cell tumours V. Proceedings of the 5th Germ Cell
Tumour Conference; 2001 Sep 13-15; Leeds, UK.
New York: Springer; 2002.

Tesucwl B MaTepuaiax KOH(pEpPEHUUN

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

Huccepranuu

* bysaes 1.B. IIporuo3upoBanue u3MEHEHUN LEH-
TPaJIbHON TEMOJAMHAMUKH U BBIOOP METO/A MIIACTUKH
JIEBOTO JKEJIYZI0YKa MPH XPOHHYECKUX aHEBPU3Max
cepamna: Jluc. ... kaua. Men. Hayk. — HoBocuOupck,
2006. [Buzaev [IV. Prognozirovanie izmenenii
tsentral'noi gemodinamiki i vybor metoda plastiki
levogo zheludochka pri khronicheskikh anevrizmakh
serdtsa. [dissertation] Novosibirsk; 2006. (In Russ.)].
HoctynHo  mo:  http://www.buzaev.ru/downloads/
disser.pdf. Ccpuika aktuBHa Ha 12.12.2014.

* Borkowski MM. Infant sleep and feeding: a tele-
phone survey of Hispanic Americans. [dissertation]
Mount Pleasant (MI): Central Michigan University; 2002.
OTBETCTBEHHOCTbD 3A ITPABUJIBHOCTb BUBb-
JUOTI'PAOUYECKUX JAHHBIX HECET ABTOP.

2.6. Nudopmarmst 06 aBtopax. [locienoBarensHo
yKaspiBaroTcsi Bce aBropbl pykormcu: @. WM. O. (momHO-
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CTBIO), YUCHAs CTEICHb, YUCHOE 3BaHUE, JIOJDKHOCTD, Me-
CTO paboTHI (BKJIFOYAS TOPOI U CTpany). OTIeNBHO ciemy-
€T BBIACHTH (3HAYKOM *) aBTOpa JJISI CBSI3H C aBTOPCKIM
KOJIJIGKTHBOM M TOIIBKO JIJIsl HEro yKa3aTh KOHTaKTHBIN
e-mail. Anpeca u TenedoHbl, a Takke e-mail Apyrux as-
TOPOB B HIOJITHOM TEKCTE PYKOITHCH YKa3bIBAThH HE CIICIYET.

AHTIIMHCKUH A3bIK W TpaHciuTepanus. [Ipu myonu-
Kallud CTaThbU YacTh MM BCS HWH(OpMAIus IOJKHA
ObITH yONMMpOBaHA HA AHTIMHCKUHN SI3bIK WM TpPaHC-
JIUTEpUPOBaHa (HamMcaHa JaTUHCKUMU OykBamu). [1pu
TpaHCIUTEPAIUU CIIENYeT WCIOIb30BaTh CTaHIApT
BGN/PCGN (United States Board on Geographic
Names /Permanent Committee on Geographical Names
for British Official Use), pekoMeHI0BaHHBIN MEXTyHa-
poxubiM m3narenbcTBoM Oxford University Press, kak
“British Standard”. Jlnis TpaHCIUTEpanuu TEKCTa B CO-
OTBETCTBHH €O cTaHmapToM BGN MOXHO BOCIIOJIB30-
BaThCs CChUIKOM http:/ru.translit.ru/?account=bgn.

Tabnuusl ciaeayeT MoOMemaTh B TEKCT CTaThbH, OHU
JOJDKHBI UMETh HYMEPOBAHHBIN 3ar0JIOBOK U YETKO
o0o3HaueHHbIe Tpadbl, YIOOHbIE W TOHSATHBIC IS
YTEHHUS. 3aroJIOBKH K Ta0JMIaM J0/KHbI ObITH NPHU-
Be/IeHbI Ha JIBYX I3bIKAX — PYCCKOM M AHIJIHHCKOM.

Jannble TaOAMIBl JOJDKHBL COOTBETCTBOBATH
nudpam B TEKCTE, OJJHAKO HE JOJKHBI JyOIUpOBATH
Mpe/ICTaBICHHYI0 B HeM WH(popmamuio. CchUTKH Ha
TAaOINUIBI B TEKCTE 00s3aTEIIbHEL.

Pucynxu (rpaduku, 1uarpaMMbl, CXeMBbI, YePTEKHU
W Apyrue WIIIOCTPAalMH, PUCOBaHHBIE CPEACTBAMHU
MS Office) nomxHBI OBITh KOHTPACTHBIMH W YETKU-
mu. O0beM rpauaeckoro MaTepraia MUHIMAaJIbHBINA
(32 HWCKIOYEHHEM paboT, B KOTOPBIX ATO OIpaBia-
HO XapakTepoM uccienoBaHus). Kaxablii pucyHOK
JOJDKEH OBITH MOMEIIEH B TEKCT M COMPOBOXKAATHCS
HYMEPOBAHHOM MOAPUCYHOUHOU MOAMUCHIO. CChUIKU
Ha PUCYHKH B TEKCTe 00s3aTeNIbHBI.

Monpucynoynbie MOANUCU [TOJLKHBI ObITH HA
ABYX SI3BIKAX — HA PYCCKOM M AHIJIMHCKOM.
Hanpuwmep:

Puc. 1. Bec mianeHTsl y AeTeid NalleHTOK OCHOB-
HOI M KOHTPOJIBHOM TpyIII

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

dororpaduu, oTHEYATKH O3KPAHOB MOHHTOPOB
(CKpUHIIOTHI) ¥ APYTHE HEPHUCOBAHHBIE MILTIOCTPAIIHH
HEOOXOIMMO 3arpy’kaTh OTICIBHO B CIEIIHAIEHOM
pazaene GopMbl AJIS MOAAYHM CTaTbu B BHIE (ailyioB
dopmara *jpeg, *bmp, *.gif (*.doc u *.docx — B ciy-
Yae, eclii Ha U300paKeHHe HaHECEHBI JOMOIHUTETh-
HbIe TOMETKH). PaspemieHue W300pa)KeHUs JOIKHO
obiTh > 300 dpi. ®Daitiam m300pakeHU HEOOXOIU-
MO IPHUCBOUTH Ha3BaHUE, COOTBETCTBYIOIIEE HOMEPY
pUCYHKa B TekcTe. B ommcanum aitna ciemyer or-
JIEITBHO TIPUBECTH MOAPUCYHOUYHYIO MOAIUCH, KOTOpas

JIOJPKHA COOTBETCTBOBaTh Ha3BaHUIO QoTrorpaduu,
rmoMeniaeMor B TekcT. (mpumep: Puc. 1. MiBam Mu-
xanmoBud CedeHOB).

Coxpamenns. Bee ucronbs3zyemble aO0peBHaTy pbl U
CHUMBOJIbI HEOOXOAMMO paciiu(poBaTh B MPUMEYAHHIX
K TaOJHIIaM M MOAIHMCAM K PUCYHKAaM C yKa3aHHEeM Ha
WCTIOJIb30BAaHHBIE CTATUCTHYECKHE KPUTEPUU (METOJIB)
U TapamMeTphbl CTAaTUCTHYECKON BapraOeIbHOCTH (CTaH-
JapTHOE OTKJIOHEHHE, CTaHAapTHas OMIMOKa CpegHero
n mpod.). CTaTHCTHYECKYIO IOCTOBEPHOCTH/HENOCTO-
BEPHOCTh PA3JIMYMN JaHHBIX TIPEICTaBICHHBIX B Ta-
OnIax, peKoMeHIyeTcs O00O03HavaTh HAICTPOTHBIMHE
cumBonamu ¥, ¥ 9 I, I mw T o

CooTBeTcTBUE HOpMaM 3TUKH. JlJis myOmuKaruu
PE3yIBTaTOB OPUTHUHAIBLHOW PabOThl HEOOXOIUMO YKa-
3aTh, MOATNMCHIBAIN JIM YYaCTHUKH WCCIIEOBAHHS WH-
(dopmupoBanHoe coriiacue. B ciydae mpoBeieHust ¥c-
CJ'ICILOBaHI/Iﬁ C Y4aCTUEM KUBOTHBIX — COOTBETCTBOBAJI
JU TPOTOKOJ WCCIICNOBAHUS 3TUYCCKUM TIPHHIIUIIAM
¥ HOpMaM TIPOBENICHUS OMOMETUITMHCKUX UCCIIEIOBAHUM
C ydYacTHEeM JKHBOTHBIX. B 00omX ciydasx HeoOXomu-
MO YKa3aTbh, ObLJ JIM MPOTOKOJ MCCIEA0BaHMS 0M00peH
ATUYECKUM KOMHUTETOM (C MPUBEACHUEM Ha3BaHUS COOT-
BETCTBYIOIICH OpraHU3allly, €€ PACIIOJIOKEHUS, HOMe-
pa MPOTOKOIA M MaThl 3acedannst komurtera). IlonpooHO
O TIPUHITUNAX MTyOIMKAIMOHHON STHUKH, KOTOPHIMHU TIPH
paboTe pyKOBOACTBYETCS pEIaKIUs KypHaa, H3JI0Ke-
HBI B pazjieiic « ITUYECKUE MPUHIUIIBI Ky pHAJIAY.

PELLEH3UPOBAHUE

CraThH, MOCTYITUBIIHE B PEIAKIINIO, 00S3aTEIIEHO pe-
neHsupyrores. Ecnu y perieH3eHTa BOZHHKAIOT BOITPOCHI,
TO CTaThsi C KOMMECHTAPUSIMH PEIICH3CHTa BO3BPAIIACTCSI
AgBtopy. JlaToii MoCTyIICHNS CTAThU CYUTACTCS JaTa To-
nydeHus Pemakivell OKOHYATETLHOTO BapHaHTa CTAThH.
Pemakmms ocraBisieT 3a coOoi TTpaBO BHECCHUS pelak-
TOPCKUX W3MEHEHUH B TCKCT, HC HMCKaXarolIuX CMBbIC-
Ja CTaThU (IUTEpaTypHasi U TEXHOJIOIMYECKasl MMPaBKa).

ABTOPCKUE 3K3EMNNAPBI XKYPHATA

Penmakmus 00s3yeTcst BEIAaTh ABTOpPY 1 dK3eMILIAp
XKypnana ¢ onyOJIUKOBaHHOW PYKOIUCHIO. ABTOPHI,
npoxuBatomue B Cankt-IleTepOypre, mnoiyvaror
aBTOpCKHH dK3emIsap JKypHalla HEmoCpeICTBEHHO
B Penaknuu. MHOropomHum ABTOpaM aBTOPCKHUH
sk3eMIuisIp JKypHana BICHITIAETCA Ha afpec aBTopa,
OTBETCTBCHHOI'O 3a IMOJYYCHHC HpO6HI)IX OTTHUCKOB
U aBTOPCKOro sKk3emIuisipa JKypnana.
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