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JIN30COMHDbIE BOJIE3SHU HAKONJIEHUA.
COUHronnunNuao3bl - COUHFOMUENMUHOBBIA NTUNUA03,
MNIN BOJIE3Hb HUMAHHA - NUKA, BOJIE3Hb BOJIbMAHA

© B.H. TopbyHoBa?, H.B. byunHckas?
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Ana yumuposarus: TopbyHoBsa B.H., ByunHckas H.B. /IusocomHble 60ne3Hn HakonaeHus. COUHronnnmao3bl — cHUHrOMUENMHOBbIA NMNNA03,
un 6onesHb HumanHa — Muka, 6one3Hb Bonbmara // Meaumatp. — 2022, — T. 13. — Ne 4. — C. 5-27. DOI: https://doi.org/10.17816/PED1345-27

MpencTaBneHbl ANUAEMUMONOTUS, KIMHUYECKAa BUOXMMUYECKAN U MONEKYNSIPHO-TeHeTUYeCKas XapakTepmucTmka rMUMKoCHUHro-
JIMNUA030B, CONPOBOXAAIOLLMXCA HapylweHneM MeTabonmn3mMa U n3bbITOUHBIM HAKOMIEHNEM B Pa3fIMUHbIX NAPEHXMMATO3HbIX
opraHax, KOCTHOM U FOJIOBHOM MO3re He TOJIbKO COUHIONUMUAOB, HO U CBOGOAHOro xonectepuHa. Mpexae Bcero, 3T0 ChHUH-
rOMMWEIMHOBBIN NUNUA03, UK 6one3Hb HUMaHHa - Muka, — KIMHUYECKU NONMMOPdHAS U FrEHETUYECKM FreTEPOreHHas rpynna
pefKnX MOHOTFeHHbIX 3aboneBaHuii. Pasnunyatowmecs no febioTy M TSXKECTU TeueHus Tunbl A 1 B sBnsoTCca annenbHbIMKU 3a-
6oneBaHnaMM 1 06ycnoBneHbl NPUCYTCTBUEM PELLECCMBHBIX MYTaLMIA B FreHe IM30COMHOWM Kucnomn cduHrommenunasel (SMPDI).
Tun A — 370 Knaccmnyeckas ocTpas HevpoHonaTus, Nnpu kotopor B 85 % cnyyaes 6onesHb feboTMpyeT Ao 6 Mec., CMepTb Ha-
cTynaeT B Bo3pacTte A0 3 neT. [puunHoi 3aboneBaHms CTAHOBATCA MyTaLMU C NPEXAEBPEMEHHON TEPMUHALMEN TPAHCAALMUM
WU TSXKENBIMU HAPYLIEHUSMU KaTaNIMTUYECKOM aKTUBHOCTU hepMeHTa. INpu Tune B yalle 06HapyXMBAKTCS MUCCEHC-MYTaLMUM.
JTO XpoHMYeckas BucLepasnbHas Gopma, Mpu KOTOPOI HEBpPONOrMyeckas CMMNTOMaTUKa, Kak NpaBuio, OTCYTCTBYET, U 60/b-
Hble JOXMBAKT L0 NOAPOCTKOBOro Bo3pacta. FOHoweckune n B3pocnblie GOpMbl XpOHMYECKOW HelpoHonatum tuna C reHeTu-
yecku reteporeHHbl. B 95 % cnyyaes oHu obycnosneHsl MyTaunamu B reHe NPCI (tun Cl) u B 5 % — B rede NPC2 (tun C2).
MpoayKTbl 3TUX TFEHOB — TpaHCMeMOpaHHble 6Genku, OTBEYAlLWME 33 TPAHCMOPT XONECTEPUHA M APYrUX JWMMUAOB.
BonesHb HakonneHus apupoB xonectepuHa, unu 6onesHb BonbmaHa, 06ycnoBneHa HacnenCTBEHHOW HELOCTATOUYHOCTbBIO Jin-
30COMHOM Kucnow nnnasel A. O6cyaaeTcs BO3MOXHOCTb paHHEN AMArHOCTMKM 3TUX 3aboneBaHuii Ha 6ase HeOHATaNbHOroO
CKPUHHMHTA C LEeNbo NoBbIlWeHUA BCDCDQKTMBHOCTVI nx I'IpOdJVIﬂaKTMKI/I n nevyeHums. I'Io,u,qepKHyTo 3Ha4YeHUe 3KCNepUMEHTANIbHbIX
Mofenen ANs U3y4yeHUs MONEKYNSPHbIX OCHOB MAaTOreHe3a 3TUX TSXKesblX HACNeACTBEHHbIX 3a00neBaHuUii 1 pa3paboTku pas-
JIMYHBIX TEepaneBTUYECKUX MOAXOLOB, TaKMX KaK TPAHCMIAHTALMS KOCTHOTO Mo3ra, GepMeHTHas 3aMecTuTeNlbHas Tepanus
u cybcTpaTpenyumpytolwas Tepanus. MNpencTaBneH KavHUYeckuin npumep 6onesHn HumanHa - Muka trna C.

KntoueBbie cnoBa: NM30COMHble 60/IE3HM HAKOMNEHUSN; COMHTOoNMNUA03bl; 6onesHb HuMaHHa - Muka; 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 NPCZ 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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BBEOEHME

B mpeapiaymux HOMepax KypHaja MpeicTaBiieHa
o0Iasi XapaKTepUCTHKa JTM30COMHBIX OOJie3Hel Hako-
wieHus [2], 7aHO ToApOoOHOE ONMCAaHME MYKOIIOJIMCA-
Xapum030B [4-6] u 11epeOdpo3uI030B, K YHUCITY KOTO-
phIx oTHOCATCS Oome3nu Pabdpu, [ome n Dapbdepa [7].
JlaHHbIi 0030p MOCBSAIICH ONUCAHHUIO [IUKOC(UHTO-
JIUIHNI030B, COMPOBOXKJIAIOIIMXCSI HApYIIEHUEM MeTa-
0onmm3mMa M M30BITOYHBIM HAKOIUICHHEM B PETHKYIIO-
9H/IOTETHANBHBIX KJIETKaX He TOIBKO C(HUHTOIUIIHIOB,
HO W cBoOomHOrO XosecrepuHa. lIpexxnme Bcero, 3To
C(O)MHTOMUEIMHOBBIN JTUTINI03, Wik Oosie3Hb Human-
Ha — [luka, — xMHMYecCKH mnomuMopdHas U TeHe-
TUYECKH TETePOTeHHAs TPYIa PEAKUX MOHOTESHHBIX
3aboneBanuii. K merckoii hopme I oTHOCSATCS Kitaccude-
CKUH OCTpBI TN A (HEHpOHOMATHA) U XPOHUYECKHI
BuclepaibHbId TUI B. O0a Tuma SBISIOTCS ajlieib-
HBIMH 3200JICBAaHUSIMH U OOYCIIOBJICHBI MPUCYTCTBUEM
Pa3IMYHbIX PELIECCUBHBIX MyTauuid B rene SMPD1 nu-
30COMHOM Kucyon cunromuennnassl (ASM) [43-45].
IOnomeckas n B3pocnas ¢opma II, nnm xponudeckas
HelpoHomnatus TN C, — TeHEeTHYECKH IreTeporeHHast
rpynna 3aboneBanuii. B 95 % ciyuaeB y OOJBHBIX
obHapyxuBatorcs myranuu B rene NPCI (tumn Cl)
u B 5% — B reae NPC2 (tunn C2) [21, 30, 31].
[Ipomykramu 3THX T€HOB CTAHOBSTCS TpaHCMEMOpaH-
Hble OEJNKH, OTBEUAIOIIME 3a TPAHCIOPT XOJECTEPH-
Ha W JPYrux IunuaoB. bonesHs HakoruieHus >(pupos
XoJlecTeprHa, Win 00je3Hb Bombpmana, 00yclioBIcHA
HACJIEJICTBEHHOM  HEIOCTAaTOYHOCTBIO  JIN30COMHOMU
kucioi munasel A [12, 37, 53]. IloBbillIcHHBIN UHTE-
pec K 3TUM OOJIE3HSIM CBSI3aH C TIOSBJICHUEM U IMpak-
TUYECKOM JTOCTYMTHOCTBIO METOJOB HHIUBUIYaIbHOM
MOJIEKYJISIPHOW JHArHOCTUKH, MPUHIUIHAILHONW BO3-
MOYKHOCTBIO TPOBEJAEHHUS HEOHATaJbHOIO CKPHUHHMHIA
U pa3paboTKoil Oe3onacHbIX U 3Q(HEKTUBHBIX METOHOB
HE TOJHKO CHUMIITOMAaTHYECKOTO, HO W TMaTOTeHEeTHYe-
CKOTO JICYCHHS HEKOTOPBIX M3 3TUX TSDKENBIX HACIEN-
CTBEHHBIX 3a00JIeBaHU.

BONNE3Hb HUMAHHA - MUKA,
COUHTOMMUENIMHOBbBIX NTUNUA03

KanHuka u 3muaeMuoaorus

Bonesnr Humanna — [luka, wmm  chuHrOMHETH-
HOBBIN JIMMIUI03, — 3TO TCHETHYECKU TeTePOreHHAsI
rpyIa ayTOCOMHO-PEIeCCUBHBIX 3a0olieBaHUi, 00-
YCIIOBJIICHHBIX HACJEICTBEHHONH HEIOCTaTOYHOCTHIO
(hepMeHTOB, YJACTBYIOIINX B JETpaaliiid CHUHTOMHE-
JIMHA, a TaK)Ke B TPAHCIOPTEe M MeTaboJIu3Me XOJie-
crepuna [8—10]. B ocHoBe maroreHe3a 3aboJicBaHMSI
JIKUT HAKOIUICHUE JIMIHAJOB, TJIABHBIM 00pa3oM,
c(uHTOMHEIHA U CBOOOJHOTO XOJIECTEPHHA B PETH-
KyJO9HJOTENNATIBHBIX W JPYTUX THIAX KJIETOK, YTO
BeJeT K WX u3buparenbHou rudeinn. OcoOeHHO 4yB-

CTBUTENBHBI K 3TOMY AC(EeKTy KIETKH IEeHTPaTbHOU
HepsHoi cuctemsl (LTHC).

XapaxrepHble cuMITOMbI Oone3nn Humanna — [uka,
KaK TpynIbl 3a00JIeBaHUM, — TenaTroCIIEHOMETalus,
3a/iepkKa  (PU3MUECKOro W YMCTBEHHOTO pa3BHTHSI.
CepbesHble HEBPOJOTHYECKHE pPacCTPOWCTBA BKJIIO-
YaloT MPOrPEeCcCUPYIONIYI0 JAEMEHLHUIO, CIACTUYEeCKHEe
napesbl ¥ Mapalnyy ¢ YTHETCHUEM CYyXOKHIIBHBIX ped-
JIEKCOB M CYJIOPOXHBIM CHHAPOMOM Ha 0oJiee MO3THUX
cTamusax Oone3HW. Y OOJIBHBIX MOTYT HapyIIAIOTCS
3penue u ciayx. llpu uccnenoBanuu ra3HOTO JAHA He-
peAKo OoTMedaeTcs BMIIHEBO-KpacHOE MSTHO — CHM-
NITOM «BHUIIHEBON KOCTOUKM». B TMyHKTare KOCTHOrO
MO3ra, TIEYeHH, CEIe3eHKH, TMM(PATHIECKUX Y3II0B 00-
HapyKUBAIOTCs KPYIHbIE BaKyOJU3UPOBAHHBIC KIIETKU
[luka, Tak Ha3bIBaeMbIE IEHHUCTHIE» KIIETKU.

B 3aBucuMocTtH OT BpeMeHH Ae0IOTa BBLACISIOT
JIETCKUE, IOHOIecKne M B3pociblie (opmber. K nmer-
ckuM ¢opmam (I) oTHOcATCS Kiaccudeckas ocCTpas
HEHpoHoNaThsi — TUI A, U XpOHUYECKasl BUCLEpPab-
Hast ¢opma — Tun B. K 1oHomeckuM M B3pOCIBIM
dopmam (II) orHOCsTCS XpoHMYeCKass HeHpOHOIa-
tua Tun C ¥ HOBOIIOTJIAHJACKUM BapuaHT — Tun D.
Bce ¢opmbl oTiMUaroTCcsi BEICOKAM KIMHUYECKHM I10-
TUMOpP(HU3MOM.

Y 85 % OONbHBIX COUHTOMUEINHOBBIM JIMITHJIO-
30M TUna A CHMNOTOMBI pa3BHBarOTCs K 4-6 wMmec.,
CMEpTh HAacTymaeT B Bo3pacTe A0 3 jeT. Xapakrep-
HBIMH cuMIiToMamMu 6one3an Humanna — [Iuka tTuma A
CUMTAIOTCS 3a/Iep’KKa pocTa, AePHUIUT Beca, dacTble
pecnupatopHble MH(EKINHU, 3aTsDKHAsi HeoHaTabHas
runepowupyonHemust. PoquTenu MOTyT NpeabsBIsaTh
JKaoObI Ha PBOTY, TPYAHOCTH TIPA KOPMIJICHWH, CKIIOH-
HOCTh K 3amopam, OeCIpUYMHHBIE TOABEMBI TEMIIe-
patypbl, TOTEpI0 MPUOOPETEHHBIX paHee HaBbIKOB.
[Ipu ocmoTpe pebeHka MOXKHO OTMETHTH BBICTYIa-
FOIIMNA KUBOT 3a CYET IemaTOCIICHOMETaluu U cra-
0OCTh MBI TIepemHeld OproIHON cTeHKH, AudQy3-
HYIO MBIIIEYHYIO THUIIOTOHHIO, KCAaHTOMBI Ha KOXE,
yBeNMueHne JuMdarndyeckux y3moB. Jus  nmerei
XapakTepHa 3a/iepKKa TICUXOMOTOPHOTO  pa3BUTHS
C TIEPEXO/IOM B WHTEIUICKTYallbHBIA NeduuT B Oojee
cTapmieM BoO3pacTe, OBICTpOEe MpOorpeccCHpoBaHUE He-
BpPOJIOTUYECKOM CUMIITOMATUKA OT MBIIIEYHOW THUIIO-
TOHUM W THUNOPE(PIEKCHH K CIaCTHYHOCTH, MBIIICY-
HOM PUTUIHOCTU U aT€TOMAHBIX IBUKCHUH, PA3BUTHIO
cynopokrHoro cuaapoma [8]. Ilpu oOcremoBanuu OT-
MEUaloT Pa3BUTHE aHEMUU M TPOMOOIWTOIIEHWH, IIO-
BBIIIEHUE TpaHCAMHUHAa3, TUIIEPIUNHUIAEMHI0. PeHTreHo-
JIOTUYECKH BBISBISIOT auddy3HbIe TpaHyIsIpHBIE HIU
PETHKYIISIpHBIE MHMUIBTPATHl B Jerkux [11].

IIpu ¢dopme B mepBeie cumnTombl 3aboieBa-
HUS OTMEYaroTCsl B Bo3pacTte 2—6 JIeT, a HeBpOoJIo-
rudeckas CHMITOMaThKa He XapakrepHa. Bo3MokHa
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HU3KOPOCIOCTh. XapaKTePHbl BBICTYMAIONIUN >KUBOT
W TenaroCIUieHOMerayns, JUM(aaeHONaThs, 4acThie
pecniuparopsbie uH(eKknuu. s mopakeHus: JETKUX
XapaKTEepHO IOCTEIICHHOE IMPOTPECCUPOBaHUE C pas-
BUTHEM WH(WIBTPAIIUHN allbBEOJ, MHTEPCTHIINATBHBIMA
¥ HOAYISPHBIMH WM3MEHEHUSIMH M HCXOJOM B JIbIXa-
TEeTBHYI0 HemocTaTogHocTh K 20-25 romam. Knunu-
Yyeckasl JIMarHOCTHKA 3Toi (hOpMBbI 3a00JICBAHUS YaCTO
OpiBaeT 3arpynHeHa. [lanmeHTsl ¢ Oone3npro Human-
Ha —Iuka Tuna B noXuBarOT 40 MOAPOCTKOBOIO WU
B3pOCIIOTO Bo3pacTa. l[IpuunHamMu jeTasbHOrO McXoma
MOTYT OBITh JIbIXaTeJbHasl HEIOCTATOYHOCTh, IUPPO3
TICUCHU U TEMOPPAruIeCKHe CUMIITOMBI KaK pe3ybTaT
TIEYEHOYHON HEJOCTATOYHOCTH | AepuiuTa (HhakTopos
CBepTHIBaHUS KpoBHU [51].

['pynmbl prcka s BhISIBICHUS! C(OUHTOMHETMHOBO-
ro sunuao3a tuna B: (1) kapauonornyeckue 0OIbHBIC
C HU3KMMH YPOBHSIMU JTUTIONTPOTEHHON BBICOKOM ILJIOT-
HOCTH # (2) SHAOKPUHHBIMH HapyIICHUSMH, COYeTa-
IOIMUCS C 3a7epiKKoi pocta [76].

bone3nr Humanna —Iuka tun C xapakrepusyercs
0osiee MO3IHUM HaYyallioM, TpeoOIagaHreM HEBPOJIO-
TUYECKOW CHMIITOMAaTHKU B KJIMHUYECKOW KapTHHE.
[Tpu ronomeckux popmax neOIOT M CKOPOCTh TEUCHHS
0OJIe3HN MOTYT 3HAUUTEIHLHO BapbupoBath. llpm pe-
TPOCTIEKTUBHOM OOcienoBanuu 70 MalMeHTOB U3 pas-
HbIX cTpal ¢ tunoM C Oose3san Humanna — [Iuka Bo3-
pacT Hauaja KIMHUYECKUX IMPOSBICHUH BapbHPOBal
OT HEOHATAJILHOTO TTepuoaa 1o 55 ner. CMepTh HACTY-
maja B Bo3pacte ot 5 1o 15 met [87]. B 3aBucuMocTH
OT BO3pacTa MaHH(ECTalH BBLICISIOT CIEAYIOIINE
¢opmbl G6one3nn tuna C [9]:

* mepuHatanbHas (neror 1o 3 mec.);

* paHHAT MianeHdeckas (me6ror B 3-24 mec.);

* MO3MHSS MianeH4deckas (2—6 ner);

* IoBeHWIbHasA (6—15 ner);

* TOIPOCTKOBas WU B3pocias ¢popma (>15 mer).

Jns Bcex ¢dopM XapakTepHBI TelaToCIIIeHOMeTa-
TS, 3a7eprKKa TICKXOMOTOPHOTO Pa3BUTHS M MBIIIEU-
Has TUIOTOHHMA. XOJecTa3 U CIUIeHOMeranus 6e3 mpu-
3HAKOB IOPTAJBHON THIIEPTCH3UH SBISIOTCS PaHHUM
Y TIAaTOTHOMOHWYHBIM CHMIITOMOKOMILJIEKCOM OOJIC3HH
Humanna —[Muka tuna C. Tem He MeHee omuparbCs
Ha OTH CHUMIITOMBI BO3MOXKHO TOJHKO B PaHHEM BO3-
pacTe, Tak Kak IMpU3HAKM X0JIecTa3a CaMONPOU3BOIBHO
paspemiaroTcst K Bo3pacty 6—8 Mec., B TO BpeMsi Kak Ie-
MATOCTUIEHOMET ISl MOXKET COXPAaHSETCS UIUTENBHO.
Bucnepanbubie MposiBIeHHAS OOBIYHO TIPEAIIECTBYIOT
CHUMIITOMaM CO CTOPOHBI HEPBHOM cHUCTEMBEI [9].

[Ipu panHem nebr0Te HEMMMYHHAs BOASIHKA, TETaTO-
CIUICHOMETAIIUSI ¥ aCIIUT Pa3BHBAIOTCS BHYTPUYTPOOHO
WIH BCKOpPE IIOCIEe POXJICHWs peOeHKka, B JalbHEH-
IIeM TMOABISIOTCS CHMIITOMBI XOJIECTa3a, CHIDKEHHE
MBIIIEYHOTO TOHYCA, PA3BUBACTCS MOPAKCHHUE JICTKUX

(maunsrparer). Y 10 % manueHToB OONIE3HP MMEET
(YIbMUHAHTHOE TEYCHHE C Pa3BUTHEM ICYCHOUHOM
HEJI0CTaTOYHOCTH M JIETAJIbHBIM HCXO/IOM J0 BO3pacTa
1 rona. [lo3nHsas miageHuyeckas Qopma XapaKTepHu3y-
€TCsl TOSIBIICHMEM MO3KEYKOBBIX PACCTPONCTB (aTak-
cun), Oymp0apHOTO U TICEBAO0YIIBOApHOTO (IU3apTPHs,
nucdarvs), CyIOpOXKHOIO CHHAPOMOB, HaIbSICPHOTO
napesa B3opa.

[lo3naue ¢dopmbl 3a00NeBaHHUS XapaKTEPU3YIOT-
cs MEIJICHHBIM TPOTPECCHPOBAaHUEM W AEOIOTHUPYIOT
B TMOJPOCTKOBOM BO3pacTe WM y B3pOCibIX. [lepBoI-
MU KJIMHHUYECKUMHU CHUMIITOMAaMHU Yy 3TOW TPYIIIbI Ia-
LUEHTOB MOT'YT OBbITh JMOO OOJbINNE TICUXO3bI, JTHOO
OTAIBMOIIIETHS WM JUCTOHUS C COXpaHEHHWEM WH-
TeIUICKTYaIbHBIX (QyHKOuHA. [1pm roBeHMIBHON (Qopme
HaOIIOMAIOTCS  DKCTpaMpaMUIHbIC HAPYIICHUS —
TUIEPKUHE3bI, OpaJUKUHE3Us, MBIIICYHAs JUCTOHUS,
BEPTHUKAIILHBIN Mape3 B30pa, relacTU4ecKast Karariek-
cus. [laruenTs1, ToXKUBarOMIKE /10 TIOAPOCTKOBOTO MIIH
B3pPOCIIOTO BO3pacTa, CTPAAAlOT KOTHUTUBHBIMHU U TICH-
XMUYCCKUMHU HAPYIICHUSIMHU, TAKUMH KaK MICUX03bl, UMe-
0T CKJIOHHOCTh K JISTIPECCUU M PAa3BUTHIO Hin3odpe-
HOIOJOOHBIX paccTpoicTB [9]. BeprukanbHbiii mapes
B30pa — OJWMH U3 CaMbIX BaXXHBIX IHMATHOCTUYECKUX
MpU3HAKOB 3a0oneBaHus. [[Isg B3pOCIBIX TAIMEHTOB
XapaKTepHbl YMEpPEHHAasl TeMaTOCIUICHOMETANUs U OT-
HOCHTEIHLHO HeOOJIbIIIOE HAKOIUICHUE C(PUHrOMUETnHA
B IeNaTOIUTaX, KJIETKaX CEJIe3eHKH U KOCTHOTO MO3Ta.

Ha ocHoBanuu ompiTa HaOmroneHUS 3a 87 amepH-
KaHCKHUMH NamueHTamu ¢ 6one3npio Humanna — ITuka
tuna Cl BBISBIEH CPeAHMI BO3pPacT JUArHOCTHKH —
10 nmet (okomo 50 % mammenToB — 1o 7 n;et) [29].
CpenHuii BO3pacT JIETaJbHOTO HCXO/A COCTaBHWII
16 jet, XOTs MOJOBMHA M3 HMX moruOna mo 12,5 nert.
HauGonee dYacTbiMM CHMITOMaMH TIPH POXKICHUH
Obu1a xentyxa (52 %) ¢ mociaeaylouMM yYBEIUICHUEM
ceneseHku (36 %) u meuenu (31 %); MeHee yacThI-
Mu — actuThl (19 %) u mpimeynas rumotoHus (6 %).
[Ipn nmanpHElmeM pa3BUTHH peOCHKA HEYKITIOKECTh
orMmeuaeTcss y 87 % OONBHBIX, TPYAHOCTH C OOyde-
nueM — y 87 %, arakcusi — y 83 %, aucdarus —
y 80 % u BepTukanbHBIM mape3 B3opa — y 81 %.
DT JaHHBIE MTOJIOKEHBI B OCHOBY JHAarHOCTUKA 0Oie3-
g1 Humanna — [Iuka Il u cocTaBieHns HallMOHAILHOU
KOMITBIOTEPHOM 0a3bl aHHBIX HarueHtos [9, 10, 65].

OKyJIOMOTOpHBIE HApYIICHUS 3a4acTyIO SIBIISFOTCS
KITFOYEBBIMH TIPU3HAKAMH, TIO3BOJISIOIIMMH  3aI0f0-
3puth Oone3ns Hwumanna —Iluka tnma C. OOBIYHO
OHM HAUMWHAIOTCS B CTapIIeM MIIaJeHYCCKOM BO3-
pacTe ¢ HapyIICHHUS CaKKaJAMYECKUX NBIKCHUHN TIya3.
CuMIITOMBI MOTYT OBITh TIPOIMYIICHBI TPH KIIWHU-
YEeCKOM OCMOTpE, €CIM HE OIIEHWBAIOTCS CaMOIpo-
W3BOJIbHBIE JBIDKEHHUS TWIa3HBIX s07OK. llepBbMu
HapyIIalOTCsS BEPTUKATbHBIC NBIDKCHUS TIJIa3, 3aTeM
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TIOSIBIISIFOTCSL HAPYIICHNS JBIDKEHUH MO TOPHU30HTAIIH.
Ha HauanpHBIX cCTagusX HapyHIaloTCd CaMOIPOH3-
BOJIBHBIE CaKKaJMYEeCKUE JIBUKEHUS, IPU COXPaHEHUU
HOPMaJIbHBIX TUIABHBIX JABMXeHUH mma3. C TeueHuem
BPEMEHH TJIa3HbIE CUMITTOMBI TTPOTPECCUPYIOT /IO TIOJI-
HOTO BEpPTHUKAIBLHOTO IMape3a B3opa [9].

C renerudeckoil Touku 3peHust Oone3np Human-
Ha —[luka nenutcst Ha 3 tuma. Jlerckue ¢popmbl chuH-
TOMHEITMHOBOTO JINMUA03a TUIIOB A u B sBisroTcs
AJJIENBHBIME 3a00JI€BaHNSAMHU, TaK KaK OOYCIIOBIEHBI
MPUCYTCTBHEM TOMO3UTOTHBIX WJIM KOMIIAyH/-TeTe-
PO3UTOTHBIX HWHAKTHBHPYIOIIUX MYTAlMil B OJHOM
u TOM ke rene SMPDI nu30coMHOW KHCIOH COUH-
romuenuHassl (ASM) [43-45].

IOnomeckne n B3pocnbie Gopmel 11 reHeTHIECKN
rereporeHusl [9, 10]. ¥V 95 % mnanueHToB C KIH-
HuueckuM TunoM C o0O0HapyKMBAaIOTCAd MYyTalUH
B reHe NPCI, BOBIEUEHHOM B KOHTPOJb BHYTpHUKIIE-
TOYHOTO TIEPEMEIICHUsI XOJIECTEPUHA U JIPYTUX JIUITHU-
1oB. Oto renetndecknid Tur C1, K KOTOPOMY OTHOCHT-
¢Sl Tak)Ke M HOBOIIOTIAHJCKWN KIMHHYEeCKHi Tunm D.
VY 5 % nmanueHToB ¢ IOHOIIECKUMH M B3pOCIBIMH (op-
Mamu Oone3Hn Hwumanna —[luka 0oOHapYyXUBArOTCS
MyTanmuud B Jipyrom rene NPC2, OelIKOBBIA TPOIyKT
KOTOPOTO YYaCTBYET B CBSA3BIBAHUH M TPAHCIIOPTE XO-
nectepuHa. JTo reHerndeckuit Tun C2. TouHble B3au-
MOOTHOIICHUS MKy OeJIKaMu, KOJUPYEMbIMHA T'eHaMU
NPCI n NPC2, no cux mop U3y4eHbl HEIOCTaTOYHO.
Knuandgeckas muarHoCTHKA IByX T€HETHYECKUX THUIIOB
cpunromuenuaoBoro gununo3a Cl u C2 npakTudecku
HeBO3MOXHA. OHa MOXKET OBITh OCYILECTBICHA TOIBKO
C IPUBJICUEHUEM JAHHBIX MOJIEKYIIPHO-TEHETHYECKO-
ro aHanuza [3, 20, 26].

bone3snr Humanna — IIuka oTHOCHUTCS K YUCITY Peli-
KHX ayTOCOMHO-PEIeCCUBHBIX 3aloneBaHuil. OmHaKo
B HEKOTOPBIX 3THHUYECKHMX TpyINIax M TeHETHUYECKUX
M30JI5ITaX €€ 4yacToTa JOCTaTo4yHo Benuka. Tak, B 40 %
BCEX CIIy4aeB OHA BCTpPEUAETCS Cpelld eBpeeB-alllke-
HA30B, U B DTOW MOMYJSIIMKA €€ YacToTa COCTaBISET
1 :40000. Heo6b14HO BBICOKAst 4aCTOTa BUCIIEPAIBbHOM
¢dbopmbl OoJIe3HH 3aperucTpUpoOBaHa Ha ceBepe Adpu-
ku B Mapokko, Amxupe u Tynuce [84]. B mpyrux
MIOMYJISAUSAX YacToTa JAeTCKUX TUTOB A n B GonesHu
Humanna — I1uka onenuBaercs kak 1 : 250000, a roHO-
meckux ¢opm tuma C — 1:100000-120000 [10].
IOnomecknit Tun D 3a0oneBaHus ¢ BBICOKOW YacTo-
Toil BcTpeuaercs B Hosoit Lllotnanauu cpenu Hace-
neHust (ppaHIy3cKOTO TMPOUCXOKAeHH. Tak, B OJHOM
W3 pailoHOB CTpaHbl YacToTa OOJBHBIX JIOCTHTaeT
1 %, a yactoTa reTepo3uror KoiedieTcs B Ipeaenax
or 10 mo 26 % [30, 91].

[Ipu 00oOmIeHNH pe3yIsTaToB MapaUIeIbHOTO HK-
30MHOTO CEKBEHHPOBAHUS, BBHITOJHEHHOTO B HYETHIPEX
HE3aBUCHMBIX UCCIIeIOBAaHHAX, OB IOTyYeHbl HECMe-

IIEHHBIE OIIEHKH YacToThl Oosie3nn Hwumanna — I[Tuka
tunia C u BapuantoB C1 u C2. Ouu cocrapistor 1,12,
1,08 u 0,03 ra 100000 HOBOPOKIEHHBIX COOTBETCTBEH-
Ho. [Ipu sToM mpoucxonuT HenooueHka BapuanToB Cl
C TIO3THAM HAYaJIoM, U TpeOyeTcs WX JOTOIHUTEIbHBIH
CKPUHHHT B TPYIIax BBICOKOro pucka [90].

BONE3Hb HUMAHHA - MUKA |, TUNbl A U B
BuoxnMuyeckne OCHOBBI MATOreHe3a
[TepBuYHBI OMOXUMUYECKAN AePEKT TP METCKUX

(dopmax Oosie3nn THIOB A U B — oTcyTcTBHE MM

CHIDKEHHE aKTUBHOCTHU JIHU30COMHOM C(bI/IHFOMI/IejII/I-

Hasbl, KaTaJIM3UPYIOLICH paclieiicHrne CQOUHTOMUe-

JIMHA, BBITIOIHSIONIET0 (DYHKIMIO cTabuim3aropa Kiie-

TOYHBIX MeMOpaH, o (hocopriIxoanHa U IepaMuIa.

B pe3synbrare HapylieHus karaboju3mMa CUHIOMHUEITH-

Ha MPOMCXOJIUT €ro HAKOIUICHUE B JIM30COMax KIETOK

MHOTHX OpraHoB 00JbHOT0. OJHOBPEMEHHO MPOHUCXO-

JUT HakoruieHue Apyrux (ochommmumoB u xomecre-

pUHA, TaKXKe SBIISIONIETOCS OCHOBHBIM CTPYKTYPHBIM

KOMIIOHECHTOM MeM6paH. I'ucromornyecku 3TO BBISB-

JSICTCSI B TIOSIBJICHUU «IIEHUCTBIX)» KIIETOK.

Kapruposanue u ugentupukauus resa SMPDI1

Omnpenenenne aMHUHOKUCIOTHON TOCIEIOBATEb-
HOCTH (pparMeHTa dKCTparupoBaHHONW M3 Moun ASM
M03BOJIMJIO MCKYCCTBEHHO CHHTE3MpOBATh CMECH OJIHU-
TOHYKJIEOTHJIOB, C TIOMOIIBIO KOTOPBIX OBUT MPOBEJICH
CKpUHUHT JBYX TKaHECTEIN(PUUSCKINX OMOIMOTEK
reHoB (uOpoOIaCTOB W IUIAIICHTHI YeNOBEKa C Iie-
a0 m3onsauuu  kJIHK-0BBIX TIOCTeqoBaTelbHOCTEH
rera ASM — SMPDI [68]. C ucnonb3oBaHUEM Me-
TOJIOB coMaTHueckoil rubpunuzanuu red SMPD1 Obin
KapTUPOBaH B KOPOTKOM Iuiede XpomMocoMbl 11 [67].
Ero noxanmmuzamms B odnactu 11pl5 gokazana metogom
ruOpuau3anuu in situ. 'en SMPDI1 pacnionoxeH B UM-
MIPUHTUPOBAHHOW 00JACTH T€HOMA U IKCIPECCUPYETCS
MPEUMYILIECTBEHHO C MATEPUHCKOM XpOMOCOMBI [72].

Orobpannsie kJIHK-mocnemoBarensHOCTH  OBLTH
WCIIOJIb30BaHbl B JANIbHEHIIEM B KaueCTBE 30H]IOB IS
u3omsiuu renomuoi JIHK u ananmza ero sxcmpeccum.
OmnpeneneHa MojHAas HYKJICOTHHAS IOCJIEA0BATEIb-
HOCTBH TeHa ASM, a Takke JOCTaTOYHO MPOTSKEHHBIX
paitoHOB, (DIAaHKHPYIOIIUX I'€H C JAByX CTOpoH [73].
Koaupyromas yacth reHa pasjeseHa Ha 6 3K30HOB, Be-
JMYMHA KOTOPBIX BappUpyeT oT 77 10 773 map ocHOBa-
Hui. CaMblil KpYNHBIA AK30H 2 KOAMpYeT 258 aMUHO-
KHCIIOT, 94TO cocTaBisieT 44 % 3penoro MmoNUIenTH/Ia.
I'en SMPDI mOBCEMECTHO IKCIIPECCUPYETCS, TO €CTh
OTHOCHUTCSI K YHCIy T€HOB «JIOMAIIHEro XO3siCTBay.
Oxa3zanoch, YTO B Pa3IUYHBIX TKaHSAX, B YacCTHOCTH,
B ¢ubpoliacTax W IJIAIleHTe, B pe3ysbTare albTep-
HATHBHOTO CIUIaiicCMHTa O0pasyroTCs pa3iIHdHbIE H30-
(hopMbI CHUHTOMUETHHA3HI.
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MyTtanuu B rene SMPDI

WNnentudukarnus myrtanui B reie SMPDI y na-
[UEHTOB C JICTCKUMHU (popMaMu CHUHTOMUSITUHOBOTO
JIMINI03a MTOCITYKUIa I0Ka3aTeIbCTBOM €ro IpuyacT-
HOCTH K pa3BuTuio Oonesnu [43, 80]. B Hacrosmee
Bpems ommcano 6onee 100 myramuii B rene SMPDI.
[TokazaHo, 4TO TSDKENbIE MyTallMd, TaKhe KakK He-
OoJbIIME JIENCIUU, MPUBOMASIINE K CIABUTY pPaMKH
CUHMTHIBAHMSI, HOHCEHC-MYTAIlM U aMHHOKHCIOTHBIC
3aMEHBI, TTOJTHOCTHIO pa3pylIafoIIne KaTaTuTHIECKYTO
AKTHUBHOCTh C(OUHIOMHEIIMHA3bI, OOHAPYKUBAIOTCS
y mamueHToB ¢ TUnoM A Oone3nn Humanua — [uka.
Y nauueHToB ¢ TUNIOM B HaliieHBl MUCCEHC-MYyTalluU
W JIeNIeNUd, HE CONPOBOXKJIAIOIINECS CIBUTOM paM-
KW CYMTHIBaHUA. B ombITax mo cailT-HampaBlIeHHOMY
MyTareHe3y OBUIO MOKa3aHO, YTO TIPU MHCCEHC-
MyTalUsAX COXPAHSIETCAd OCTaTOYHAs AaKTUBHOCTH
(dhepmeHTa.

Juns nerckux ¢dopm 3aboneBaHNsT XapaKTEPHO Tak-
K€ TIPUCYTCTBHE MaKOPHBIX MYyTalWi, CHETM(PHIHBIX
JUISL pa3IMYHBIX ATHUYECKUX Tpymil. Tak, cymmapHas
4acToTa TPEX MYTAHTHBIX aJljiesiell cpeau OOJIbHBIX
TUTIOM A eBpeeB-allkeHa30B CUHTOMHUEIMHOBOTO JIH-
nugo3a jgocturaet 65 %, 4To SBISETCS OCHOBAaHHEM
JUISl CKpUHUHTA TETEPO3UTOTHBIX HOCHUTEICH MyTarlui
B JTaHHOW sTHHUYecKoi rpymme [43—45]. JIBe u3 3Tux
myTamuii — L302P u geneuus omHOro HyKJIEOTHAA
B 330-i1 mo3uLKMK reHa — MOJHOCTBIO pa3pyLIaloT Ka-
TaJTUTHYECKYI0 aKTHBHOCTH (pepMeHTa. DTH MyTalluu
HE HalJIEHbI Y MalMEHTOB HEEBPEUCKOIO MPOUCXOXKIE-
HUS WK Yy TAIMEHTOB ¢ TUmnoM B 3abonesanus. Tpe-
Tbst MyTauuss — R496L, sBuseTcs MaxopHOU cpeau
OOJNBHBIX C(UHTOMHETMHOBBIM JIUIHIO30M THITA A,
HO W B JTOM CJIy4Yae €€ YacToTa Cpelu NaIeHTOB
eBpeiicKoro MmpoucxoxaeHusi cocrasiser 32 %, a He-
eBpeiickoro — Toabko 5 % [44].

Yacroii cpeu MalMEHTOB C BUCIEpPaIbHOH Gop-
MOW 3a0oneBaHWS B ATHUYECKOW TPYIIE eBpeeB-
allIKeHa30B SIBIIIETCS JENelusl TpeX HYyKICOTHIOB,
npuUBOAALIAs K OTCYTCTBHIO apruHuHa B 608-m mo-
noxenun chunromuenunaszsl — delR608 [44]. Dty
MYTaIAIO0 TOPa3l0 Peke HAXOAAT y TMAIUSHTOB C TH-
oM B, mpuHaIexammx K ApyruM HallMOHAIHHOCTSIM,
3a OJHUM O4Y€Hb BAXXHBIM HCKII0deHHeM. OKa3ayioch,
YTO B CTpaHax, pacloJIOKEHHBIX B CEBEpO-3ama/HON
yactu Adpuxu, yacrora delR608 cpean MyTaHTHBIX
ayuenedt rena SMPDI cocrasisier okoio 80 % [84].
YIuBUTENBHBIM MOXXKHO paccMaTpuBaTh TOT (akT, UTO
romMo3uroTsl 1o delR608 xapakrepusyroTcest pa3muaHon
KaTaJIMTUYECKOM aKTHBHOCTHIO  C(HHIOMHUEINHA3BI
Y BapbUPYOIICH TSKECThIO TeUSHUS C(OUHTOMHUETHHO-
Boro nunuao3a. llo-BuamMomy, Ha TIPOSIBIIEHUE JTOU
MYTalid MOTYT OKa3bIBaTh BIMSHUE KaKWe-TO JPYTHE
FCHETUYECCKUE MM CPEIOBbIC (DAKTOPHI.

JKcnepuMeHTaIbHbIEe MO/EIH

Coznmana TpaHCTEHHAs «HOKayT»-JIMHUS C Ha-
MpaBICHHO pPa3pyLIeHHBIM I'eHOM Asm Mblmun [60].
Y TOMO3UTOTHBIX MYTaHTOB HAOIFOJAJINCh MacCHUBHEIC
HAKOIUICHWS C(UHTOMHUENHHA B PETHUKYJIOIHIOTEINH-
aJbHON CHCTEME MEYEHH, CeNe3eHKH, KOCTHOTO MO3Ta,
nerkux u [{HC. I'anrnuosnslit cioit kietok Ilypkunbe
MO3KeuKa K 4 MecC. OKa3aJcsi MOJIHOCTBIO pa3pyllieH,
YTO Ha ()CHOTHITMYECKOM YPOBHE IMPOSBISLIOCH B BUIE
TSDKEJIOr0  HapyllleHWsT HeHpoMOoTOpukd. B 1enom
KJIMHUYECKas KapTHHa ObLIa CXOAHA C HEWpOBHUCIE-
pasnbHO#l (opMolr CHUHTOMHEITUHOBOTO JIMMUI03a A.
AHaNOrMYHbBIC pPe3yabTaThl ObUTH IONYyYEHBI HA JIPY-
roit ASM-nedunuTHol «HOKayT»-THHAN MbItren [33].
DTH MOJIEH YCIENTHO HCIIONB3YIOTCS IS pa3pabOTKH
¢depmentHol 3amectutensHON Tepanuu (O3T) nanu-
eHTOB ¢ Oose3nbto Humanna — ITuka 1 [74].

C ucronp30BaHNEM HOBOM TEXHOJIOTHH CKOHCTPYH-
poBaHa emle OAHA TpAHCTEHHAs «HOKAyT»-JIMHUS
MBIIIEH, B KOTOPOW CTaOMIIBHO COXPAaHSJICAd HU3KHHA
YpOBeHb (ppakiiusi JIU30COMHOW COHUHTOMHUEITHHA3HI
(L-SM) u mnomHOCTBIO OTCYTCTBOBaja CEKpETOpHas
cturromMuenuHasa (S-SM) [52]. B pa3znuuHbIx opranax
MYTaHTHBIX JKHBOTHBIX aKTHBHOCTH L-SM konebamnach
B nmpexaenax 1-14 %, u x 8§ mMec. yKe IPHUCYTCTBOBAIH
MaToJ0rMYeCcKre HaKOTUICHHsT C(hUHroMuennHa. B Mo3-
re aktTuBHOCTH L-SM coctaBmsma ot 11,5 mo 18,2 %,
ofHaKo KieTku [lypkrHbe MO3KedKa OBLIH ITOITHOCTHIO
COXpaHHBL. DTOTO OBLIO TOCTATOYHO, YTOOKI Jake TIPH
OoTCyTCTBMH S-SM y MyTaHTHBIX MBIIIEH HE pa3BUBa-
JIUCh TSDKEIIbIC HEBPOJIOIMYECKUE TIPOSIBICHUS C(PUHTO-
MUEJIMHOBOTO JIMIMKA03a, YIy4YIlanach OOIIas KU3He-
CMOCOOHOCTh M YBEIMYHUBAJIACH TPOIODKUTENIEHOCTD
KU3HU 10 CPAaBHEHHIO C ASm-MyTaHTaMHU.

JlaGopaTopHasi THATHOCTHKA M JieYeHHE

Juarnoctrka 3a0olieBaHUS OCHOBAaHA Ha OILICHKE
KIIMHAYECKUX TPOSIBICHUA CHUHTOMHUCITHHOBOTO JIH-
[A103a B COUYETAHUN C HAIMUYUEM ITEHUCTBIX» KIETOK
B IyHKTAare KOCTHOTO MO3Ta U TCUYCHH, CHIDKCHHUEM
aKTUBHOCTH C()UHITOMHUEIIMHA3bI B JICHKOIMTAaX U Ha-
KOIJICHHEM XOJEeCTepPHHA, CUHTOMHUENIMHA U JIPYyTUX
dbochonmumumoB B OGuwonrate neueHU. [loaTBepKacHU-
eM jguarHosa Oonesnn Humanna —I[luka 1 sBisercs
uaeHtudukanus myranuii B rene SMPDI.

B kauecTBe TEpPCHEKTHMBHOTO HANpAaBJICHUS Jieue-
HUS TamueHToB ¢ Oone3sHpr0 Humanna — [Iuka [ on-
HOM W3 TepBBIX ObUTa TIpemiokeHa (apMaKoIoTHUe-
CKas IIAlepOHOTEpanusi, OCHOBAaHHAs Ha HW3y4YCHUH
MOJICKYJSIDHBIX MEXaHHU3MOB KOPPEKIUU IPOHUIIAL-
MOCTH JIN30COMHBIX MEMOpaH, BO3HHUKAIOUICH TIOA
BIMSIHEM pa3nnyHbiX (opm crtpecca. Hapymenue
CTaOMJIBHOCTH JIM30COM — OJIMH M3 IJIABHBIX Map-
KEpOB CTpecC-MHIYyLHpPYeMOH KJIETOYHOW TuOenu.
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IIpu tumax A u B Gonesun Humanna — I[Tuka, 00-
YCJIOBJICHHOM HACJIEICTBEHHOM HEIOCTAaTOYHOCTHIO
ASM, Takke HaAOMIOMACTCSI 3aMETHOE YBEIMUYCHUE
MPOHUIIAEMOCTH JH30coM. [Ipu cTpecce mpoucxomut
TPaHCIIOKANMSA Ha JIM30COMBI HEOOJIBIIOTO OeiKa Te-
mioBoro 1moka Hsp70 m ero cBs3bpIBaHHE C OIXHHUM
13 KO(AKTOPOB JIM30COMHOTO C(HUHTOMHUETUHOBOTO
Metabomm3ma (BMP), uro B KoHEeUHOM cueTe W MpH-
BOIUT K CTa0WIM3alliu JTM30COMHBIX MeMOpaH [36].
HckyccTBeHHOE  WHTHOMpPOBaHWE  B3aWMOJCHCTBHS
Hsp70 ¢ BMP ¢ nomompio antuten k BMP wmm
BBeneHus: Trp90Phe-3zamenst B Hsp70, Tak ke kak
(hapMaKkoJIOrHYecKOoe WM TEHETHYECKOe WHTHOMUpPOBa-
Hue ASM, npenorspaumiaer Hsp70-onmocpenoBanHyro
CTAOMIIM3AITHIO JTHM30COMHBIX MeMOpaH. DTH pe3yibTa-
Thl OTKPBIBAIOT BO3MOXKHOCTH JUISl pa3pabOTKU HOBOM
CTpaTerud JieueHus COUHOMHEIMHOBOTO JIMITUI03a
U JIPyTUX JIM30COMHBIX OOJIe3HEH HAKOIUICHUS C II0-
MoIIbI0 pekoMOnHaHTHOH Gopmbl Hsp70. OmHako 3TOT
MTOJIXO0/] HE HAIeN TI0Ka JaJbHEHIIEero MpoIoIKeHHUS.

Hoxazana OesomacHocTh W dddexruBHOoCcTE D3T
HeHelipoHonatuyeckol  ¢Gopmbl  Oone3Hun  Hwuman-
Ha — [luka Thma B ¢ momormipio BHYTPUBEHHBIX HHbB-
eKIIUH pPEeKOMOMHAHTHOW KHCIION CQUHTOMHUETNHA3bI
(thASM) — omunymaser ansda [89]. Pazpaboramsr
U TMPOUUIA TEPBYI a3y KIMHHUYSCKUX HCIBITAaHUH
ONTUMAJIbHBIE CXEMbl HWHAMBUAYAJIbHOTO JICUCHUS
OOJNIBHBIX B OTHOIICHWH HEOOXOIWMBIX 103 W IEPHO-
JTUYHOCTH BBEJCHHS Tperapara, IpUBOIAIINE K YCTOH-
YUBOMY CHIDKCHHIO HAKOIUICHHSI C(UHTOMHUETIHA
U TIEpPUOJIMUECKOMY TOSIBIICHUIO IlepaMuia — MPOIyK-
Ta Karaboiu3Ma C(PUHrOMHUENINHA, YMEHBIICHUIO 00be-
Ma CeJIe3eHKH U IEYeHU B COYETAaHUH C yIydIleHHUEeM
o0ImuX ToKasaresnei kadecTBa JKU3HHU [54].

Omuako ®3T He MOXeT OBITH HCIIONB30BaHA IS
JeyeHus: HelWpoHonatuueckod Qopmbl Oone3nun Hu-
MaHHa — [IuKa, Tak Kak BBOJUMBIE ITperaparkl He mpo-
HUKAIOT 4Yepe3 remarosHnedamudeckuii 6apbep. D10
OTpPaHWYCHHE MOXKET OBITh MPEOIOJIEHO C TMOMOIIBIO
reHorepanuu. Ha mpumarax mokazaHa 0e30macHOCTh
MPSIMON UHBEKIIUU B LIEPEOCIIOMENY UIIPHYIO ITUCTEP-
Hy reHa ASM denoBeka B COCTaBe aJ€HOACCOLIMUPO-
BaHHOTO BeKkTopa, ceporunm 9 — AAV9-hASM [71].
TepaneBrnueckuid dhdexT 3To Tpoueaypsl ObLI
OLIEHEH Ha MOJIEIbHOW «HOKAyT»-JIMHUU MBbIIIEH
ASM-KO. ITocie BBemenus AAV9-hASM nabGmrona-
U JIIUTETBHYI0 SKCIPECCHI0 TPAHCTeHa BO MHOTHX
KJIETKaX TOJIOBHOTO M CITMHHOTO MO3Ta JKWBOTHBIX 0e3
TIOSIBJICHHST KaKUX-THOO MPU3HAKOB TOKCUYHOCTU WITH
BOCHAINUTENBHBIX peakiuil. Crnycrs 2 mec. mociue mpo-
BEJICHHOU IPOLIEAYPhl B MO3Te MBIIICH HE HAOIIONaIH
CBOWMCTBEHHBIC STOW JIMHUH TPOSIBICHUS HEHpOHOTA-
TUYECKOTO C(PMHTOMHUENNHOBOTO JINMTHA03a, TAKUE KaK
YXYALUICHHEe MOTOPUKH M TaMsTH, HAKOIJICHHE C(UH-

TOMHENNHA, YBEJIMYCHNE Pa3MEepPOB JTU30COM M THOEIb
HelipoHOB. AKTUBHOCTb ASM mosBiIsiach HE TOJNBKO
B MO3re, HO U B IJJa3Me KPOBH, Hapsly C YMEHb-
[ICHWEM HAKOIUICHHUsS C(UHTOMHEIIMHA M CHIDKCHHEM
BOCHIAJICHUSI B Te4eHu. HalijieHa MUHUMalbHAs 1032
TpPaAHCTEHA, CIIOCOOHAs OKa3hIBaTh MOTOOHBIN Tepares-
tudeckuit apdexr [79]. DT pe3ynbTarhl MOKa3bIBAIOT
MEPCIIEKTUBHOCTh TEHOTEPAIUU ISl JICYCHUsST OOJIC3HH
Humanna — Iluka tuma A.

BOJIE3Hb HUMAHHA - MUKA II,
IOBEHU/IbHbIE ®OPMbI, TUMbI C1 N C2

OmnbITB O MEXaJUICJIbHOW KOMILJIEMEHTALUH, BbI-
MOJTHEHHBIE Ha KYJIbTypax (QuOpoOmacToB OONBHBIX,
nokazaiu, uro Tui C 6one3nn Humanna — IMuka II re-
HETHYEeCKH HeomgHopoeH [78]. B HeGompIioM mporieH-
T€ CceMeil MPOCIeKUBACTCS CIEIUICHUE 3a00JIeBaHU
C LUTOTCHETUYECKUMH MapKepamMH [UIMHHOTO Iuieya
xpomocombl 14, a He 18qll.2, B kotopo#i pacmoio-
ke TeH NPCI [83]. HoBbIif TeHETHYECKUH BapHaHT
6onesnn Humanna — [1uka Obu1 00O3HA4YeH Kak THII
C2, a cOOTBETCTBYIOIIMH MYyTaHTHBIH reH — NPC2,
B oTinuue oT tuna Cl, o0yclIoBIEHHOTO MyTauusIMU
B reHe NPCI.

buoxumuyeckue OCHOBBI MaToreHe3a

95 % 1onomeckux ¢Gopm Oosesnn Humanna —
Iluka Tuna C U HOBOLIOTIAHACKUN BapuaHT TUO D
BMECTE COCTaBILIIOT TreHeTrueckuit tumm C1, oOycioB-
JICHHBII HACJIEICTBEHHOIN HEOCTaTOYHOCTHIO OOJBIIIO-
ro MEMOpPaHHOTO IVIMKONPOTEHHA, JIOKAIU30BAHHOTO
Ha MOBEPXHOCTH JIM30COM U 3HAO0COM [85]. OcHOBHas
(YHKIUS 3TOTO BBICOKO KOHCEPBAaTUBHOI'O CBS3aHHOTO
¢ MeMmOpaHoii Oenka, komupyemoro renom NPCI, —
BBICBOOOXK/IEHHE XOJIECTEpHUHA W JIPYTMX IIMKOJIUIHU-
JIOB U3 JIU30COM U 3HJOCOM, IPU 3TOM OH JAEUCTBYET
Kak TpaHCMeMOpaHHasi MOJIEKyJsipHasi momma [82].
bemoxk NPC1 cocrour m3 1278 aMHHOKHCIIOT, CO-
nepkut 13 TpaHcMeMOpaHHBIX JTOMEHOB, 5 W3 KOTO-
pHIX  (QOPMUPYIOT CTEPOIYYBCTBHTENBHYIO 00NaCTb,
u 3 Oompume ruApoQMIBHBIE LUTOIIA3MaTHUECKUE
NeTM ¢ JAWICHIUHOBBIMH MOTHBAaMH, OIpPEeIsio-
MU accoruanuio Oenka ¢ sHmocomamu [20, 34].
IIpocnexxena romomnorust 6enka NPC1 ¢ HekoTOpBIMEU
JPYTUMH OeIIKaMH, y4acTBYIOIIMMHU BO BHYTPUKIIETOY-
HOM IoMeocTa3e XOJIECTepHHa, a TaKkke ¢ MopdoreHe-
TUYECKUM pernentopom «Patchedy, nedexTHbIM y ma-
LIUEHTOB C CUHAPOMOM 0a3aIbHO-KJIETOYHBIX HEBYCOB.

C ucnonb30BaHUEM METOJ0B MMMYHOTHCTOXUMHUH,
CBETOBOW U DJIEKTPOHHOU MUKPOCKOIIUY IIOKA3aHO, YTO
B MO3re Mbllel reH Npcl skcnpeccupyercst B KIeT-
Kax [IMM W acTPOLUTaX M €ro MpPOAYKT y4yacTBY-
€T B NPECHHANTUYECKHUX IIPOLECcCax, MPOUCXOAALINX
B HEPBHBIX OKOHYaHUAX [64]. [IpudeM y TpaHCTEeHHBIX
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MBbIIIEH C MHAKTUBUPOBAHHBIM TeHOM Npcl HMEHHO
TepMUHAJIbHBIE O0JAaCTH JIEHAPUTOB M AKCOHOB Kak
NEpPBUYHBIE CAlThl HeHpojereHepalnun MpealecTBy-
10T TOSIBJIGHUIO HEBPOJIOTMYECKUX U IOBEIEHYECKUX
AHOMAJIUH.

CdunromuennaasHasi akTHBHOCTh y OOJBHBIX, Kak
MPaBUJIO, CHI)KEHA M COCTAaBJSIET B CPEIHEM OKOJIO
38 % HOopMbI. OHAKO MPH CIAUSIHUU KYJIBTUBHUPYEMBIX
KJIETOK, TOJyYeHHBIX OT MAalMeHTOB ¢ Oone3npio Hu-
ManHa — [Iuka tuna C, ¢ KjIeTKaMH MalueHToB Tuila A
wi B mpoucxoaut BocCTaHOBICHHE C(UHTOMHUETH-
Ha3HOM aKTUBHOCTH, TO €CTh B IreTepOKapHOHax Mpo-
MCXOIUT KOMIUIEMEHTAIHsl HCXOIHBIX NIE(EKTOB.

Bonee yem y 90 % OGonbHBIX, BKIIIOYasl BCE TSXKE-
Jble CilydaW, HaOJMIOJaeTcss OYeHb HM3Kas CKOPOCTh
acTepuUKaKM XOJIECTEPUHA, BCICACTBUE 4YEro He-
3CTepU(UIIUPOBAHHBIN XOJIECTEPUH B BBICOKOH KOH-
LEHTpallMi HakaluMuBaeTcs B KieTkax. llomydeHHble
pe3ynbTaThl ObUIM TOATBEP)KIACHBI B COBMECTHBIX
MEKJIa00pPATOPHBIX UCCIEIOBAHUSX, BbINOJIHEHHBIX
Ha 70 mnamumentax c Ooje3npio Hwumanna — [Iuxa
tuna C [87]. ABTOpHI NoOKa3ajaH, 4TO B KYJIbTHUBHU-
pyembix QuOpodIacTax OOJNBHBIX PE3KO IMOHMKEHA
scTepuuKanys XOJECTepUHA INPH  BbIPAIUBAHUN
9TUX KJIETOK B cpelie ¢ A00aBIEHHMEM YHCTBHIX JIH-
nonpoTenHoB Hu3KoM miotHoctu (JIHII) yenoBexa.
[IpomexyTouHasi CKOPOCTb 3cTepuUKanuU HaOII0-
JaeTcsi B KyJbTUBHpPYEMbIX (puOpolnacTax rereposu-
roT. Kimuandecknii (hEHOTHI OYEBHIHO KOPPEITUPYET
¢ ypoBHeM Ouoxummueckoro nedekra. Hescrepudu-
LUPOBaHHBIN XOJECTEpUH HAKAIJIMBAETCA HE TOJIBKO
B JIM30COMax, HO Ha paHHEW cTaguu M B amnmapare
Tompmxm [17]. Ilokazano, WTo chUHTOMHETHHA3HAS
HEJO0CTaTOYHOCTh, B (PuOpodIacTax MAIMEHTOB MO-
JKeT OBITh CKOPPEKTHPOBaHA MpHU YNAJeHUHU U3 KyJb-
TypaJbHOH Cpedpl JUIONPOTeHHOBOH (pakunu [81].
OTH JaHHBIE CONIACYIOTCS C MPEAINOJOKEHHEM, 4YTO
nepBuuHbd gedext mpu tune C Oonesnn Hwuman-
Ha — [Iuka cBs3aH ¢ KJIETOYHBIM TPAHCIOPTOM H/MIU
MPOIIECCUHIOM CBOOOIHOTO XoJjectepuHa. CHIKEHUE
AKTHBHOCTH C(UHTOMHUEIMHA3bl MPOUCXOAUT BCIEI-
CTBHE BHYTPHKJICTOYHOIO HAKOIUICHHS XOJECTEPHHA,
TO €CThb SIBJIETCSI BTOPUYHBIM IPU3HAKOM OOJIE3HH.
YeTkol KOppeNsiUU MEXIYy XapaKTepOM HapyLIECHUH
XOJIECTEPUHOBOTO TOMEOCTa3a M KIMHUYECKHUMH MpO-
SBJICHUSIMH OOJIC3HU HE TPOCICKUBACTCS, U 'y HEKOTO-
PBIX ALMEHTOB HAOIIOAAIOTCS JIMIIL HEOObILINE U3ME-
HEHHS B KJICTOYHOM TPAHCIIOPTE XOJECTEPHHA — TaK
Ha3bIBACMbIl BapUAHTHBIH OMOXUMHUYECKUH (DEHOTHIL.

IIponykt rena NPC2 — KOHCEpBAaTUBHBINH cpe-
I MIIEKONMTAIOUINX CEKPETOPHBI IIIHKONPOTEUH
C MOJEKYyIsIpHOH Maccoil 25-27 k/l, cocrosmumii
u3 151 amMuHOKHCTOT, 19 W3 KOTOPBIX MPEACTABISIOT
co0o¥ curHaibHeIl nentu. [Ipu cyOkineTouHoM (pak-

LIUOHUPOBAHUM OBIJIO IOKA3aHO, YTO 3TOT IIMKONPO-
TEUH OKa3ajcs JM30COMHBIM OEJIKOM, Yy4aCTBYIOIIUM
B CBA3BIBAaHMM XosecTepuHa. OnpeneneHa KpUCTalIu-
gyeckas cTpykrypa NPC2-0enka U oxapakTepr30BaHbI
ero jgurannneie cpoictBa [27]. Ilpu kucnom u Heil-
TpasbHOM pH 00K CBSA3bIBa€T aHAJIOI XOJIECTEPH-
Ha — JUTUApPO3procTepoin. B nanpHeimeM OblIo 1O-
Ka3aHo, YTO OYMIIEHHBIH nponaykt rena NPC2 — 3t1o
CEKPETOPHBIM PacTBOPUMBIN OEJIOK, criequ(UIHO CBS-
3pIBatommii xomecrepur [39]. Ob6a Oemxa — NPC2
n NPC2 — OTBETCTBEHHBI 3a BBIXOJ XOJCCTEPHHA
M3 TO3IHUX HJIOCOM M JIU30COM.

Kapruposanne renos NPCI u NPC2

KaprtupoBannio rena NPCI deloBeka CIIO-
coOcTBOBajia HACHTH(HUKAILMSA MYyTaHTHOIO TI'eHa
B reuernueckor muuHmm Meimed C57BL/Ks, xa-

paKTepH3yIoleiicss CHUKEHHON aKTHBHOCTBIO c(hUHTO-
MHEJIMHA3bl U BHYTPUKJICTOYHBIM HAKOIJICHUEM U30bIT-
ka chuaromuenuna [57]. [lpenmonaraiock, 4To JIMHAS
C57BL/Ks — 3T0 TeHeTuIecKast MOJIeNb IETCKUX Hopm
cunromuenuno3a tunos A u B. Okazanock, 4To 310
He Tak. Jlokyc Spm, myrantneiii B muauu C57BL/Ks,
ObUT KapTUpOBaH B XpoMocome 18 mblmu B obnactu,
CHUHTEHHOI ydYacTKaM JBYX XpOMOCOM 4E€JOBeKa —
S wu 18 [70]. Ha Gosnb1ii0it BEIOOpKE cemel ObLI IPOBEICH
aHanu3 cueryienus reHa NPC/, OTBETCTBEHHOTIO 3a pas-
BuTHE chuHromunuaosa tuna C, ¢ MUKPOCATEIIIUTHBI-
MH MapKepamH 3THX ABYX XPOMOCOM denoBeka [21].
Hukakoro cuerenuss ¢ MapkepaMyd XpOMOCOMBI 5
He OBLJIO HalIeHO, TOTIa KaK CHIbHOE CLEIICHHE OBbLIO
00HapyXEHO ¢ MapKepaMu MEPULICHTPOMEPHOTO paiio-
Ha XpoMOCOMBI 18. DTu naHHbIe ObUTH yOEIUTEIHLHO
MOATBEPKACHBI B OINBITaX MO BOCCTAHOBICHHUIO XOJE-
crepuHoBoro Merabonuzma B 3T3-MyTaHTHOW JTUHHUH
KJIETOK, TOJIyYeHHOH OT Spm/Spm-MBbIIIeid, pu mepe-
HOCE B HUX ()parMeHTOB XpOMOCOMEI 18 dernoBeka [41].
B nanpHeWmMX MccienoBaHUSAX OBUIO IOKAa3aHO, YTO
HauOojee BeposATHAs O0JacTh JIOKAJIM3aLUU IE€Ha
NPCI — 18ql1.2. MeTogoM TO3UITMOHHOTO KJIOHU-
poBanust reH NPCI Obll MACHTU(QHUUIUPOBAH B 3TOU
LHUTOTCHETUYECKOH O00JacTH, YTO MO3BOJMIO H30JIH-
poBarb ero xk/IHK u omnpenenuTh ee HYKICOTUIHYIO
nociegoBarenbHocTh [16, 20]. IT'em NPCI coctout
n3 25 DK30HOB, pacrpellesIeHHbIX Ha TUIomaau Oonee
yeMm B 47 k0 renomuoi JIHK [58].

[Ipr cKpUHMHIE SOUIUAUMAIBHONH TKaHECHIELH-
(raeckoil OMOTMOTEKN TEHOB YeJIOBEKa OBLIT MICHTH-
¢unMpoBaH Hew3BeCTHBIW paHee reH HEI, BblneneHa
u mnpokionupoBana ero kJIHK [35]. T'en HE! sxkc-
MPECCUPYETCs] BO BCEX HCCIIEIOBAHHBIX TKaHAX C 00-
pasoannem MPHK pazmepom 0,9 k6 [59]. HauBbictumit
YPOBEHb 3KCIIPECCUU 3aPETUCTPUPOBAH B TECTHC, M10Y-
Kax M TIeYeHH, CaMbIii HU3KUI — B JIETKUX U MBIIIIAX.
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C #cmonp30BaHUEM METOa PamualliOHHBIX THOPUIOB
red HE! Obut kapTupoBaH B oomactu 14q24.3. Yaurel-
Basl JIOKaJIU3aIuio reHa HE] 1 GyHKIUU ero mpoxyKTa
KaK JIN30COMHOTO O€JIKa, y4acTBYIOIIETO B METa0OIH3-
M€ XOJIeCTeprHa, OBLIO BBICKA3aHO IPEIOJIOKEHNE,
YTO MYyTallMd B STOM T'€HE OTBETCTBEHHHI 3a OOJIE3HD
Humanna — I[Tuka Ttuma C2 [59]. Okaszamoch, 9TO
npoaykt reHa HEI OTCYTCTBYET B KYJIbTUBUPYEMBIX
¢ubpobnacrax manmentoB ¢ tunom C2. bonee Toro,
9K30TCHHOE BBelIeHHE pekoMOmHaHTHOTO Oenmka HEI
B QuOpobmacTel manuentoB ¢ TurnoM C2 MPUBOIMIO
K 3aMETHOMY CHIKEHMIO OTJIOKEHUH XoJecTepuHa
JIHII. Takum obOpa3om Oblia JI0Ka3aHa UIACHTUYHOCTh
reHoB HEI u NPC2.

Myrtauuu B renax NPCI u NPC2

Haubonee uwacteiii Tvn mytauuii B rene NPCI —
3aMEHBbl HYKJIEOTH/IOB, COIPOBOKAAIOIINECS 3aMEHOM
AMMHOKHCJIOT B O€JKe, TO €CThb MHCCEHC-MYyTalUH
[20, 31, 32]. Tak, cpenu 13 wmmeHTUHHUIHPOBAHHBIX
MyTanuid 8 ObLIM MHCCEHC-THIIA, 3 — HEOOJBIIUMHU
JeNIENUsIMU CO CABUTOM pPaMKHM CUUTBIBAHUS U 2 —
crutaicudroseiMu. [Ipu 3TOM 7 M3 8 aMHUHOKHUCIOT-
HBIX 3aMEH ObUIM KJIACTEPUPOBAHbI B OAHOM TpaHC-
MeMOpaHHOM JIOMEHe OeJKa, YTO YKa3bIBaeT Ha €ro
BBICOKYIO (DYHKIIHOHAJIBHYIO 3HAYUMOCTb.

B npyrom ucciepmoBanuu u3 13 Myrtaumii, ujeH-
TUGUIMPOBAHHBIX Yy 12 GonbHBIX, 10 OKazamuch yHU-
KaJbHBIMU M HaXOAMJIMCh B KOMIIAYH/-T€TEPO3UTOTHOM
coctosiuuu [16]. beutn HaliieHbI 2 MUCCEHC-MYTAIHH
B TOMO3HMIOTHOM COCTOSIHUM Yy 4 HEpOJCTBEHHBIX Ma-
LMEHTOB, UMEIOUINX OJMHAKOBBIM TAIUIOTHII 10 BHY-
TPUT'CHHBIM TIOJIMMOP(HBIM MapKepam, YTO YKasbIBa-
€T Ha BO3MOXHOCTH y4acTus «dddexra ocHoBaTEI
B UX PacIpoOCTpaHEHUH.

[IpoBeneno comocTaBieHHE CHEKTpa MyTalHil
B rene NPCI ¢ ypoBHEM HMMYHOPEAaKTUBHBIX (opm
KOJMPYEMOTO ATHM T€HOM Oelka B KOXHBIX (pubpo-
omactax 30 HepoACTBeHHBIX marueHToB ¢ THHoM Cl
Oonesnn Humanna — [luka, 9 ©3 KOTOPBIX HUMENH
«BapHaHTHBIN» OuoxuMuueckud Qenorun [55, 56].
VY 14 GonbHBIX 00HApPYKEHBI TOMO3UTOTHBIE MYTALHH.
32 uaeHTH(OUIMPOBAHHBIE MyTALUH 3aTParuBajIy IpakK-
TH4ecku Bce jJoMeHbl Oeska NPC1, Ho 11 u3 Hux Obuin
KJIACTEPUPOBAHBI B KOHCEPBATHBHOM IIHCTEHH-00raToM
palioHe HMTOIIa3MaTU4ECKOM METIH. 3 MHCCEHC-MY-
TalU{, CONPOBOKAAIOLUIMECS 3aMEHOM aMHUHOKHCIIOT
B CTEpOJI-IyBCTBUTEILHOM jgomMeHe Oenka NPCI,
a TAK)X€ MyTallUU C MPEXKIECBPEMEHHON TEpMHHALMEH
TPaHCIALUN BCTPEYAIUCh HCKIIOUUTENBHO y MalMeH-
TOB C paHHEW HEBpOJIOTHUECKOH (HOopMOIl 3abosieBaHMs
U KJIACCUYECKHMH, TO €CThb TSDKEIBIMHU HapyIICHUSAMHU
B KJIETOYHOM TPAHCIOPTE XOJIECTEpHHA. Y IalUeH-
TOB CO B3POCJIBIMH HEHEBPOJIOTHUYECKUMH (popmamu

W/WIN  «BaPHAHTHBIM» OHOXMMHUYECKUM (PEHOTHUIIOM
OBUTH UACHTU(UIIUPOBAHBI JIPYTHe MUCCEHC-MYTalllH.
YeTKoll KOppessiul MEXIy TeHOTHIIOM B (PEHOTHIIOM
B 3TOM CJIy4ae He HaOIIOIaI0Ch, XOTS BCE 5 MHCCEHC-
MyTaluid, acCOIMMUPOBAHHBIX C «BapHUAHTHBIM» OWO-
XUMHYECKUM (DEHOTHUIIOM, BKIIOYAs PEKYPPEHTHYIO
myTtauuio P1007A, npuBoamiu K aMUHOKHCIOTHBIM
3aMeHaM B LUTOIUIa3MaTHYECKOM paiioHe Oerka.

I[Ipu mpoBeneHWH  MOIEKYISAPHO-TEHETUYECKOTO
aHajan3a B BEIOOpKEe W3 143 HEpPOICTBEHHBIX IAITUCH-
ToB ¢ TunioMm C 6one3an Humanna — [luka MmyTaHTHBIE
anjenu ObUIM HICHTUQHUIMpPOBaHBI B 88 % ciydaes,
n3 HuX 114 paznuunblx MyTtaumid B rene NPCI u 7 —
B reHe NPC2 [62]. Haubomee wactoii Obuta 3amMeHa
[1061T, xotopas cocraBmia 18 % Bcex MyTaHTHBIX
amteneit rera NPCI. Paiton mexny komoHamu 1038
u 1253, umeromuit 35 % romonoruu ¢ COOTBETCTBYIO-
UM TeHOM Patched, sBnsieTCs «ropsiuein» TOUKOl MyTa-
reresa. «BapuaHTHBIIY OMOXUMUYECKUH (HEeHOTHTT Ya-
CTO BCTPEUAETCS CPEIH MOPTYTaIbCKUX OONBHBIX [69].
B oT0il 3THMYECKOW TIpynne y MNAlMEHTOB C TskKe-
JBIM  «KJIACCUYECKUMY» (DCHOTHIIOM OBLIM HaNJICHBI
2 crutaiicuHroBble MyTauuu. Bee 3 MucceHc-MyTaiuu
(C177Y, R978C u P1007A), xoTOpBle B Pa3INIHBIX
KOMOHMHAIIMSAX BCTPEYATINCh Yy MAIIEHTOB C «BapHaHT-
HBIM» OMOXUMHUYECKUM (DEHOTHUIIOM, COIIPOBOXKIATUCH
AMUHOKHCJIOTHBIMU 3aMEHAMH B IIUTOILIA3MATUYCCKUX
paiionax Oenka NPC1l. B Mcnanun npu ¢opmax 6o-
JIE3HW C paHHEM HEBPOJIOrHYECKONH CHUMITOMATHUKON
4yacTo BcTpewaercs MmMuccenc-myrtauus Q775P, a mpu
JeTcKkoi (opMe C MO3IHUM HadaJioM Tpeodafaromas
muccenc-mytanuss C177Y [25]. B Anonun maxkopHoit
SBIAETCS ciUiaiicuHroBast mytauust 1553G-A [92].

OO6HapyXeHHEe y OMHOTO U3 OOJLHBIX HOHCEHC-MYTa-
uu E20X B rene NPC2, koTopast HapyIliaia CBSI3bIBAaHUC
XOJIECTepHHA U TOJIEpKaHHE €ro HOPMAJIbHOTO BHY-
TPHUKIIETOYHOTO COJEPIKaHUsI, PACCMATPUBAIIN KaK OKOH-
YarelbHOE JI0Ka3aTeNbCTBO MPUYACTHOCTH DTOTO TeHa
K pasButHio Oonmesnn Humanna — [luka trma C2 [38].
OTa Ma)KOpHas MyTallMsl COCTABIISET M0 Pa3HbIM JTaHHBIM
ot 34 no 56 % Bcex MyTaHTHBIX ayieneit B rene NPC2
[55, 56, 88]. UnenTuduKkanus 3Toi U Ipyrux MyTarui
B reHe NPC2 1103BOJMIIA ONPEACTUTh (YHKIIHOHATEHO
3HauMMble pailoHbl Oenka [62]. M3 16 naentuduuu-
POBaHHBIX MYTAHTHBIX ajulenel ObIIO TONBKO S5 paz-
HbIX MyTanuii — 2 HoHceHc-tuna (E20X u E118X)
u mo omHoi — penenms 1 Hykimeotwma (27delG),
crutaricuaroBast myTamus (IVS2+5G-A) 1 MucceHc-My-
tarus (S67P). B 7 uccrnenoBaHHBIX CEMBSIX TOMO3UTOTHI
no myrtamusam E20X, E118X u S67P, a Ttawke kom-
nayHa-rerepo3urotsl no E20X u 27delG nmenu tsoxenoe
TeYeHUe 3a00JIeBaHMsI, KOTOPOE 3aKOHUYIJIOCH JIETAEHBIM
WICXOZIOM HaIlle BCEro OT JbIXaTeIbHON HeI0CTaTOYHOCTH
B BO3pacte OT 6 Mec. 10 4 JeT.
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IKcIepUMEHTAJIbHbIE MOJEeIH

OmnucaHbl CIIOHTAHHBIE TEHETUYECKUE JMHUU MBbI-
mell ¢ (PeHOTHIIMYECKUMH aHOMAJIUSIMH, CXOIHBIMHU
C TeMH, KOTOopble HaOmromarorcs npu Oosnesnn Hu-
MaHHa — [Tuka [49]. TlokazaHo, 4TO B OAHOW M3 ATUX
nmuauit (BALB/c) mponsonura uHakTHBaIms reqa Npcl
3a cyeT MHcepuuu perpono3zona Npcl(—/—). Y romo3u-
TOTHBIX MYTAHTOB 3TOW JIMHUU PaHO Pa3BHBACTCS He-
BpOJIOTHUYECKasi CUMITOMATHKA, HAOIIOIAeTCs 3aMETHAs
HOTepsl Beca, CTEPWIBHOCTh WU PaHHAA TUOENb K-
BOTHBIX. TpaHCTeHHOE BBEJICHHE MBIIIAM 3TOW JTMHHUH
HopMasbHOrO TeHa NPC] yenoBeka ¢ oOecrieyeHneM
ero nzbuparensHo# 3xcnpeccun B LIHC npenorspara-
eT npotecc HedponereHepanuuu [48]. YV TpaHCT€HHBIX
MBbIIIEH BOCCTAHABIMBACTCA IUIOAOBUTOCTb M 3HAYU-
TEJIbHO YBEIWYMBAETCSA IMPOAOIIKUTENBHOCTD JKU3HU.
OnHaKo MOJTHOH KOPPEKLMH HEBPOIOTHUECKOTro (heHOo-
THUIIa HE HAOIIOAAeTCsl, TaK KaK B HEKOTOPBIX HEHpOoHaX
M KJIETKaX IJIMU COXPaHsIeTCs N30BITOUHOE HAKOIMJICHNE
GM2- u GM3-ranrmo3uioB. Y TPaHCTCHHBIX JKUBOT-
HBIX HaOJIIOIaeTCsl TaKke KOPPEKIHs BUCIEpPaTbHBIX
HapylIeHUl B MEYEHW U cesle3eHKE. ABTOPHI JeIaroT
BBIBOJI, YTO HEBPOJIOTUYECKHE aHOMaIMK Hpu Oomes-
Hu Humanna — [luka mepBudHO 0O0YyCIIOBIIEHBI HEIO-
cratourocthio Oenmka NPC1 B IIHC, a He sBustorcs
BTOPUYHBIM 3(p()eKTOM BUCIEpaATBHBIX HAPYLICHHH.

B psinge pabor mokazaHo, 4TO HapyleHWE BHYTPH-
kieroyHoro TpaHcnopra JIHII-xonmectepuna mnpuso-
JIUT K CHIDKCHHIO CHHTE3a OKCHUCTEpOJIa M CTEPOMIOB.
B cBsi3u ¢ atuM Ha MblmHON Npcl (—/—)-monenu Obun
MIPOBE/ICHBI UCIIBITAHUS BO3MOKHOCTH HCIOJIb30BaHUSA
HelipocTeponaa autonpersanosona (allopregnanolone)
U CHHTETHYECKOIO JIMTaHAAa OKCHUCTEpoia Uil Jiede-
Hus 6one3an Humanna — [1uka [42]. Haznauenue aTux
MpernaparoB MYTaHTHBIM JKUBOTHBIM YBEJIMYUBAECT
MIPOIOJIKUTENBHOCT UX JKU3HU U 3aMETHO OTO/IBUTaeT
MOSIBJICHUE HEBPOJOIMYECKOW CHMITOMATHKH.

Ilyrem HampaBIeHHOTO TPAHCI€HO3a CKOHCTPYH-
pOBaHa YCJIOBHO HyJleBas MOJEJbHAs JIMHUS MBbIIIEH,
y KOTOpBIX TeH Npc/ WHAKTUBUPOBAH TOJIBKO B 3PEJIBIX
knetkax Ilypkunbe mMo3zxkeuka [25]. ¥V Takux *KUBOT-
HBIX HaOIIOaeTcs BO3pacT3aBUCUMOE YXY/IILICHHUE JIBU-
rareJibHbIX (DYHKLUMH, BKIIIOYas aTakCUIO, HApyLICHHE
paBHOBecCHs, TIOSBJICHNE KPYTOBBIX ABMKEHUH. OIHAKO
BEC M MPOAOIKUTEIBHOCTD KU3HHM YCJIOBHBIX MYTaH-
TOB COXPaHAIOTCA B Npejenax HopMel. [Ipu rucronoru-
YECKOM HCCJIEJOBAHUH BBISABIISIETCS] IPOIPECCUPYIOIIAst
morepst kKiaeTok I[lypkuHbE B OmpemercHHONW oOmacTth
MO3KEUKa, MMPHYEM MPOCTPAHCTBEHHO-BPEMEHHbIE Xa-
PaKTEpUCTUKU DTOU CEIIEKTUBHOW HEWpOJereHepanuu
CXOZIHBI C TEMH, KOTOPbIE HAOMIONAIOTCS Y TIONHBIX HY-
neBbIX MyTaHTOB. CyOmomymsiumsa kietok I[lypkunbe,
PAcIIOIOKEHHbIX B 3aJHEM OTHAEIE MO3XKEUKa, YCTOM-
YuBa K KJIETOYHOM ruOeny, HeCMOTpPS Ha OTCYTCTBHUE

nponykTa reHa Npcl. Takum oOpa3oM, aTaKCHUeCKHA
(eHOTHIT HYJEBBIX MYTaHTOB 1O reHy Npcl onpe-
JIeNsieTCsl CEJIeKTUBHOM TulOenbio kietok [lypkuHbe,
a He UX AUCHYHKLHUEH.

Hexortopsie cunaternueckue mpemaparsl (U18666A)
CMOCOOHBI WHAYIUPOBATh M3MEHEHUS BHYTPHUKIIETOU-
HOro MeTaloJn3Ma, CXOAHbIE C TEMH, KOTOpble Ha-
Omonmatorcss mpu  Oonesnn Hwumanna — [luka [47].
OTH U3MEHEHHSI CONPOBOXKIAIOTCS  JIM30COMHBIMH
HAKOIUICHUSMH C(UHTO3MHA W YMEHBIIIEHHEM YpPOB-
HS JU30COMHOTO Kanmbinsa. ChHUHro3mH caMm 1o cebde
croco0eH MHAYNUPOBaTh HApYIICHHUS BHYTPHKIETOU-
HOI0 roMeocTa3a Kalbliis KOHIIEHTPallMOHHO-3aBUCH-
MbIM 00pa3zom. [Ipu 3TOM HakoruleHHWEe XOJleCTepuHa,
c(huHTOMHENMHA ¥ TIUIEPOCHUHTOIUIHIA BTOPUIHO.
Beenenue Npcl(—/—)-mblliam mpenapara IMUPKyMHHA,
CHOCOOHOTO MOBBIIIATH COACPIKaHUE KaJbLUs B IIUTO-
miazMe, Ha 35 % yBenuuMBaeT MPOIOJIKUTEIbHOCTD
KU3HU MYTaHTHBIX JKMBOTHBIX M Ha TPW HEJETH 3a-
MeIseT pa3BUTHE OONE3HW. ABTOPHI IMPEAIOJIAraiorT,
yT1o mpoaykT reHa NPCI ydacTByeT B BBICBOOOX[E-
HUM cuHTrO3MHA W3 JHM30coM. Hakomsienue couH-
ro3vHa B Jin3ocoMax mnpu Oone3nn Humanna — [luka
W3MEHSET BHYTPUKIETOYHYIO KOHIICHTPAIIUIO KAIIbITHS,
YTO, B CBOIO O4YE€pPEIb, MPUBOANT K HAPYIICHUIO SHIO-
LMTO3HOTO TpPaHCIIOPTa.

Hns uccnenosanust ¢ynkuuit 6enka NPC2 u ero
BO3MOXKHBIX B3ammoneiicrBuii ¢ Oenxom NPC1 cos-
JTAaHBl MBIIIMHBIE THIIOMOP(HBIE MOIENH, B KOTOPBIX
ypOBeHb dKcipeccuu TeHa NPC2 B pa3IUIHBIX TKAHIX
coctaisi1 oT 0 10 4 % [77]. @eHOTUIIBI HYJIEBBIX MY-
TaHTOB 1O oaHOMY U3 reHoB NPCI unu NPC2, Tak xe
KaK JBOWHBIX MYyTaHTOB, OBLJIM CXOIHBI 110 Haday 0o-
JIE3HU, €€ PA3BUTHIO, BOBJICYCHUIO HEPBHOM CHCTEMBI
Y XapaxkTepy JHUMUIHBIX HAKOTUICHHH. DTO I0Ka3bIBAET,
910 (QyHKIMKA 000X OEJNKOB CBS3aHBI C TPAHCIOPTOM
JUMHUI0B OT JIN30COM K JPYT'MM BHYTPHKJIETOYHBIM
caitam.

JlaGopaTopHas AMATHOCTHKA M JieyeHHe

Knuanyeckass u OMOXMMHYECKas JAWArHOCTHKA
oone3nn Humanna — [luka Il Takas ke, kKak u mpu
¢dopme 1. Jlydmme nuarHoCTHYECKHE TECThI, HapAIY
C perucTpamnueil xapakTepHbIX HEBPOJIOTMYECKUX pac-
CTpOMCTB, — JAedeKTHas WHIYKIHS dCTepUPUKALNT
XOJIECTEpHHA M HAKOIUIEHHWE XOJECTEPHHA B BE3UKY-
Jlax, pETUCTPUPYEMOE [IUTOXUMHUYECKH TOCIIE OKPALIH-
BaHMS KJIeTOK ¢umumuHOM [86]. Jnddepennmansaas
nuarHoctuka Oonesun Humanna — [Iuka tumos Cl1
1 C2 BO3MOXKHA TOJBKO TPU HICHTU(DHUKALNN MyTalui
B cooTBeTcTByromuX renax NPCI umu NPC2.

[lepBrIii Tpenapat, KOTOPBIH ObLT TPEATIOKEH IS
neyenus: OosiesHn Humanna — [luka tuna C — 3to0
murnycrar (Zavesca, Brazaves) — HeOombmon umu-
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HOCaxap, y4acTBYIOIIHI B OOpaTHOM pEerylInpoBaHUHN
CHHTE3a TIIIOKOIIepamMmia, KOTOPBIN KaTalu3upyeT mep-
BBl IIar B CHHTE3€¢ TIUKOCHUHTONMUMUIOB. Murmy-
CTaT CcrocoOeH NMPOHUKATh Yepe3 reMaro’Huedannye-
CKuii Oapbep W TMOTEHIIMATFHO MOXKET MCIIOIb30BaThCS
JUTSL JICUCHUST HEBPOJOTHUYCCKUX HapymeHui [50, 66].
Murityctat MOXXET TaKKe OII0CPEJOBaHHO y4acTBOBATh
B PETYISILIUN BHYTPUKJICTOYHOTO TOMEOCTa3a KalbLUs
IyTeM BIUSHUS Ha KOHIEHTPAIUIO TTFOKO3HIIEpaMHU-
Jla ¥ HaKOIUIeHHe C(UHTO3WHA — TIPEATOIaraeMoro
myckoBoro (akrtopa B maroreHe3e 3aboneBanus [9].
BezonacHocth U 3¢ (deKTHBHOCTh MUTIycTara ObuLia
MOKa3aHa Ha JKCICPUMEHTAIbHBIX MOJACISIX OO0JIe3HU
Humanna —Iluka tuma C, 4TO HO3BOJWIIO HEpEeUTH
K KIMHUYECKUM HCTIBITAaHWSIM. B pa3muYHBIX HE3aBH-
CHUMBIX HCCJIEJIOBAHUAX ITOKa3aHO, YTO IMPH EXKETHEB-
HOM IIpHeMe Ipenapara MPOUCXOAMUT CTaOWIU3aIMs
WIN YIIy4YlIEHHE MHOTHX HEBPOJOTHUYECKUX MPOsBIIE-
HUH 3a00J7eBaHUA, TIPEK/IE BCErO UCUE3aeT BEPTUKAIb-
HBIH TMape3 B30pa, KOTOPBIA CIYKUT OJHUM U3 MapKe-
POB mporpeccrupoBanus 3aboneBanus. Hanbomnee yacto
IpHU MpHeMe Tpernapara OTMEYAIOTCA He)KelaTeNlbHbIe
SIBIICHUS: YMEPEHHAs Tuapesi, MeTeOpu3M, MoTeps Beca
u Tpemop. Bce 3TH MposBICHHS WMEIOT TEHICHIIUIO
K CHH)KEHHIO CO BPEMEHEM W YCIIENIHO KOHTPOIUPY-
FOTCA.

B nocnennue rogsl BO BceM MUPE HHTEHCUBHO pas-
BHUBAeTCsl TPAHCIAIMOHHAS MEIWIIMHA, HaIllpaBlIeHHAS
Ha BHEJpPEHHE COBPEMEHHBIX HAyYHBIX JIOCTIDKEHHH
B NPAKTUKY 3apaBooxpaHeHus. Tak, B HanuoHansHOM
Wncturyte 3noposes (NIH) CIIA co3nana mporpam-
Ma JIeYCHUs pelKUX U 3amylieHHbix Oonesnelt (Thera-
peutics for Rare and Neglected Diseases — TRND),
IIe7Th KOTOPOH COCTOUT B OOBETUHECHUN YCUIIHIA aKaje-
MHUYECKON HayKH, HeMpOMWILHBIX OpraHu3aiuii, dap-
MAaIleBTHUECKUX W OHOTEXHOJOTHYECKUX KOMIAHUN
Uil pa3pabOTKH HOBBIX TEPANEBTUUYECKHUX IOJXOA0B
W JICYCHUS TSDKENBIX HACIEICTBEHHBIX 3a00JIeBaHUH.
OpnHoli W3 TEepBBIX 3a7ad dTOW MPOTPaMMEI OBLT IIO-
WCK U HCIIBITAHME MpenapaToB JJs JICYEHHUsS MalreH-
TOB ¢ Oone3npto Humanna — [Iuka tunma C [61]. Oc-
HOBaHHMEM JUJISl WCCJIC/IOBAHUS CITY)KUIH PE3YIIbTaThI
YCHEIHOTO MPUMEHEHHUSI HeHpOoCTeponia ajuioperna-
HOJIOHa M €r0 CHHTETHYECKOTO JINTaHJa OKCHUCTeposa
JUIS. KOPPEKUMH CBOMCTBEHHBIX MBbIIIAM TPaHCTE€HHOMN
muHun  Npcl(—/—) HEBpOJOTUYECKHX HapyLICHHH,
CXOIHBIX C KIMHUYECKUMH TMposiBieHnsmMu tuna Cl
6onesan Humanna — [Iuka [42]. Okazanoch, 9T0 TpH
WCIIOJI30BAHNHU TOJIBKO OJHOTO JIMTAaHAa — 2-THAPOK-
cunponmi-oera-nukinogekcrpuia (HPBCD) — neue-
HUE TMPOUCXOAUT Oosiee 3(PPEKTHBHO MO CPaBHEHUIO
¢ xoMOmHHpOoBaHHOM Tepanueit [22]. [Ipu cucremaru-
geckoMm BBeneHun HPBCD MbImmam, MoAenupyrOmuM
tunbl Cl1 u C2 Oone3un Humanna — [1uka, HaOirona-

€TCsl 3HAUUTEIbHOE CHIDKCHHE BO MHOTHX OpraHax
MYTaHTHBIX KMBOTHBIX JIM30COMHOTO HAKOILJICHHUS XO-
JecTepuHa, 3aMeJIeHUe Tpolecca HelipojereHepanun
W 3HAUUTENIBHOE YBEIMUYEHHE MPOJOKUTENBHOCTH
xu3HU. [Ipu BBeneHnm mpenapara HENOCPEICTBEHHO
B IITHC Npc(1-/-)-mplmeit mporiecc HelpoaereHepa-
MU TIOTHOCTBIO Tpekpamaercs [46].

Onwucan HOBBIA Onomapkep — N-TaJbMHTOWI-
O-docdoxonunazepun (PPCS) — ans nuarHocTUKH
0onesnn Humanna — [Iuka tuna C u oneHkn >Qdex-
TUBHOCTH JICUEHHS 3TOTO 3a00JIeBaHUS C MCIIOJIb30Ba-
HUEM Tpenapara 2-THIPOKCUIPONUII-OeTa-IuKIOIeK-
crpuna (HPBCD) [75]. [Insa onpenenenus cogepkaHust
HPBCD B mnasme W CHMHOMO3TOBOM JKMAKOCTH pa3-
padoTaH BBICOKOUYBCTBHUTEIBHBIA METOM >KHUAKOCTHON
xpoMarorpadui — TaHIEMHOW Macc-CIeKTPOMETPHH.
[Ipu conepkanun PPCS B muasme Bwimme 248 Hr/mi
YYBCTBUTEJIBHOCTh JAMArHOCTUKH cocTaBider 100 %
u crnetmuduunocts — 96,6 %. [Ipu Goneznn Human-
Ha — [Iuka tama C1 comepxanue PPCS B crimHOMO3-
TOBOM KHJKOCTH JOCTOBEPHO MOBBIIIEHO M 3TO TO-
BBIILIEHUE KOPPEIHUPYET C TAKECTHIO HEBPOJIOTUYECKUX
nposiBieHuid 3a0osneBanus. Ilpu neyeHun mytem HMH-
TparekaiapHOro BBeneHuss HPBCD conepxanme PPCS
HE MEHSETCs, B TO BpeMsI KaK IIPU BHYTPUBEHHOM BBe-
neanu (IV KIMHUYeCKHe UCTIBITaHus1) Y BceX OOJBHBIX
mia3MeHHbele ypoBHM PPCS nocroBepHOo cHuMKaroTcs.

Kaunuveckue npumepsl 6o0ie3Hu Humanna —
IMuka Tuma C

B wmacrosmmii MOMEHT B MEIMKO-T€HETHYECKOM
uentpe Cankr-IletepOypra HabnromaroTcst 4 manueH-
Ta ¢ Oonesnpto Humanna — [luka tuma C B Bo3pacte
ot 13 no 24 ner (cMm. TabmUILY).

ITonpoObHO MBI OCTAaHOBHMMCS Ha OMHMCAHUH Ta-
nuenta Ne 2. Dto monomoi myxkumHa 24 net. Ilep-
BbIE CHMITOMBI 3a00JI€BaHUs OTMEUAJNCh C BO3pac-
Ta 2 mer. Manpunka OecriokoWi OO B MBIIIIIAX.
B cBs3u ¢ HecHeMU(PUIHOCTHIO Kalxo0 IMOIPOOHOTO
WCCIIEeNOBAaHUSl TPEANPUHATO He Obuto. B Mmammem
IIKOJILHOM BO3PacTe BO3HUKIIU TPYAHOCTH B 00yUYCHHUH
(co 2-ro kmacca). B 13—14 mer oOpamranu Ha ce0s
BHUMaHHE «pPAacCTIHYyTas pedb», HEIOBKOCTH JIBIIKE-
HUH, cIuleHOMeranus (110 MaHHBIM VIBTPa3BYKOBOTO
uccienoBanusi). C 16 ner Hayanu OeCIOKOUTH: TOJO-
BOKPY)KCHUSI, 3alPOKHILIBAHUE TOJIOBBI, HEJIOBKOCTb
JBIOKCHWH. B CBS3M ¢ JaHHBIMH Kalo0aMW WHHIIAH-
POBaHO HEBPOJOTHYECKOE O0OCIEeNOBaHME, BBHIMOIHEHA
MarHUTHO-PE30HAHCHAsT TOMOrpadus roJIOBHOTO MO3-
ra, Ha KOTOPOW BBISBWJIM YMEpPEHHbIC aTpO(UUYCCKHUEC
U3MCHEHHS BEIIECTBA TOJIOBHOTO MO3ra, IPU3HAKU
TUMOIUTA3MH YepBs MO3KEYKa. MajpduK ObUT KOH-
CYNBTHPOBaH B MeNNWKO-TeHETHYECKOM IIeHTpe, Tep-
BOHAuaJgpbHO ObLTA 3amojo3pena arakcus Dpuapetixa.
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Tabnuuya / Table
XapakTepucTuka naumneHToB ¢ 6one3Hbto HuMaHHa — Muka tuna C
Characteristics of patients with Niemann-Pick type C disease
[lepsbie Bospact
JIHArHO-
CHUMIITOMBI OCoGEHHOCTH KJINHUYECKUX N
Tamuenr, CTHKH, N JuddepenunanbHbli
3a00JeBaHus, MPOSIBJICHUH HA MOMCHT ycTa- | MOJEeKyIsIpHO-TCHETH-
BO3pact / nert / JHarHo3 /
. Bo3pact / . HOBJICHHS JUarHosa / YEeCKOE MCCIICIOBAHUE / . .
Patient, . Time of . . . Differential
Time of first . Symptoms at the time of diag- Genetic base . .
years diagnos- . diagnosis
symptoms, . nosing
ears old e, years
Y old
TTament Ne 1 Atakcusi, Tu3apTpusi, BEpTH- 20/22 siczonrl
113 JeT /_ , 2 rona / KaIII)H,LIHﬁ Hap eI; B3’0 ap/ rena NPCI (¢.3019C>G/
. A 8,5 . De3 B30pa ¢.3325delA) / ~/NA
Patient 1, 2Y0 Ataxia, dysarthria, vertical

13 YO ASe DATesis 20/22 exons NPCI gene

gasep (€.3019C>G/c.3325del A)

Araxcus @puapeiixa.
JuzapTpusi, CKaHIMpOBaHHAS PesunyanbHo-opra-
peub, qusrpadus, CHUKEHHE HUYECKOE MOPaKCHHE
MaMsTH U BHUMaHUs, aTaKCus, Dx30HbI 19/12 LIEHTPaJbHON HEPBHOM
MblIIeYHas TUIIOTOHUS, UHTEH- | reHa NPCI ¢.2861C>T CUCTEMBI: aTpodu-
LHHOHHBIN TpeMop, OpaTuKu- (p.Ser954Leu)/ YeCKUe U3MEHEHHUS
[TaruenT Ne 2, He3Us, BepTHKAJIBHBIN 1ape3 c.1883A>G TCOJIOBHOTO MO3Ta,
24 rona / 2 rona / B30pa, NCUXO03bl, HAPYIICHUE p-Tyr628Cys) / TUTIOILIIA3UsI YePBS
20
Patient 2, 2 YO noxojku / Dysarthria, scanned 19/12 exons MO3XeuKa /

24 YO speech, dysgraphia, decreased | NPCI gene ¢.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
ATaxcusi, TIepHOIUYECKUE
najeHus, Hepa3oopuuBas cMa- HacnencTaenmas
3aHHasl peub, qucdarus. Mbi-
MOTOPHO-CEHCOpHast
nregHast cyiabocTh. Beprukaib- .
HbI nape3 B3opa. OKUBIEHUE neiponarus (Gonesip
CYXOXKHMIIBHBIX e'(bJ'IeKCOB ma- Ten NPCI Hlapxo — Mapu).
[Manuent Ne 3, T(})/J'IOFI/I‘IGCKI/IG cpTonHLIe 3I;aKI/I p-Gly992Arg/p. Cnactuueckas mnapa-
23 ropma / 5-6 ner / 20 edbopMatms cTom, Ha HIeHI/Ié Argl059Term / merus LTprommenst /
Patient 3, 5-6 YO A noxrc)) KII/II ) Ataxi; inl:Zrmit- NPCI gene Hereditary motor-
23 YO A j p-Gly992Arg/ sensory neuropathy
tent falls, slurred speech, .

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

. Strumpel’s spastic
tendom reflexes, pathological arapleia
foot reflexes, foot deformity, parapig
gait disturbance
ATaKcHs HESICHOTO
Hucharus, nucdouus, gusap- Fett NPCI, reHesa, CIIMHOLEPe-
Tpusi. Arakcus. BepTukaib- 308 0 ¢.3019C>G GeyusipHast arakcus’?
HBIH nape3 B3opa. [loBbimenue \ IIpu maruuTHO-pe3o-
[MamuenT Ne 4 (p.Prol007Ala) B romo-
’ CYXOXKIJIBHBIX PE(IIEKCOB. HaHCHOW TOMorpaduu

26 net / 15 net / 24 Hapvinenie moxonkn / Dvs- 3UTOTHOM COCTOSIHUH / CAPTHHA HepeGen

Patient 4, 15 Y0 hapi}; dysphonia Hd sarthyria NPCT gene, nﬂpHoﬁ a? ECI)I/II/I/

26 YO phagld, cyspaoma, ¢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 xnuHMYeckas KapTUHA COCTOsJIa B CIEAYHO-
IeM: JU3apTpusi, CKaHIAUPOBaHHAs pedb, Au3rpadus,
CHIDKEHUE TaMSITH M BHUMAHUS, IIATKOCTh ITOXOMKH,
WHTCHIIMOHHBIA TPEMOp, «IOJbIE CTOIBDY, y MOJIO-
JIOTO YeJIOBeKa TOSBWIIMCH TICUXO3BI (NIEPUOTUICCKH
cTam «3a0bIBaTh, Kak »JKeBAaTh THIIY», IOSBUJIACH
qucdardst Mpy TOIBITKE MPOIIOTUTh IUIOXO IEpeKe-
BaHHYH) TIMIYy, 3aMKHYTOCTh, CTpaxu, pPacUIMpEHHUE
3paukoB). [Ipy ocMOTpe OTMeUanHCh: BEPTHKAIBHBIN
rmapes B30pa, peaKue MUTaHus, Tuddy3Hass MbIIICTHAS
TUIIOTOHUS, TIIyOOKHE CyXOXKHJIbHBIE pedieKchl ObLIH
OXKUBJICHBI, C PACHIUPCHHBIMU 30HaMU. bpanukune-
3Wsl, IBUOKCHUS pa3Maniucteie. [loxonka aTakTruyeckast.
Koopmunanmonuele mpoObl — TpyOble HWHTEHIMOH-
Hble JBIOKeHMS. JIns wckiroueHus Oone3nn Human-
Ha —[luka Tuma C mpoBeneHO wuccienoBaHue: OHO-
XUMHYECKas JUarHOCTHKA Jin3ochuHromueaut-509
6,23 MoM (uopma 0,15-3,7 MoM), 7-keToXonecTepuH
181 ar/mMn (mopma 10-75 ur/mm), Tpuon 76,6 Hr/mn
(mopma 2—-50 ur/™MIT). B CBSI3M ¢ MTOJNIOKHATETHHON OMO-
XMMHUYECKOM TMArHOCTUKOW MPOBEJEHA MOJEKYJIAPHO-
TeHEeTUYECKasl IMarHOCTUKA. BBISIBIICHBI 2 TATOTEHHBIX
BapuaHta B reHe NPC/ B KOMIayHJ-I€TEpPO3UTOTHOM
cocrostHnA: B 9K30HE 19 ¢.2861C>T (p.Ser954Leu)
u sk30He 12 c.1883A>G (p.Tyr628Cys). C Bo3pacta
20 JieT MOJIOIOH YeNIOBeK Havall MoJy4aTh cyOcTpar-
pPeAyLUPYIOIIYI0 TEpamuio MpenapaToM MHUIIYCTaT.
OcHOBHBIM NOOOYHBIM 3(PHEKTOM TEparuK SBISCTCS
TIepUOINIECKass TPOMOOIIMTOIICHUSI C OBICTPBIM BOC-
CTAHOBJICHHEM TIPH TPOITyCKE HECKOJBKUX IPHEMOB
npemapara. K Bospacty 24 ner (4 roma cyOctpar-
penyIUpyOIIel Tepanuu) B KIMHUYECKOH KapTHUHE
COXpAHSIOTCS: JU3apTpuUs, CKAHIUPOBaHHAS peEdb,
mu3rpadus, TU3IEKCHA, MATKOCTh IMOXOIKH, TPEMOop.
[cuxo3bl Ha QOHE Tepanuu CTald PEeKe, BO3HUKAIOT
TOJILKO B BECEHHUI U OCCHHUU TIEPUOJIBI, HE TPEOYIOT
CrieuaIbHOM MEAUKAMEHTO3HOU Koppekuuu. CHU3MII-
Csl ypOBEHb TPEBOXXHOCTH, MAIIEHT MOYKET OCTaBaThCS
noMa ofuH. [Ipm 0ObEKTHBHOM OCMOTpE HEe OTMeda-
€TCs TeraToCIJICHOMETajusl, COXpaHIeTCs] BePTUKAIIb-
HBIIl TIape3 B30pa, aTaKkCHs, IATKOCTh IOXOAKH, He-
TOYHOCTB TIPH BBITOJHEHUH KOOPIWHAIIMOHHBIX TIPOO.
Y momomoro yenoBeka odopmieHa 2-s TpyIa HHBa-
JUJTHOCTH, HO OCTAlOTCS TMPOOJIEMBI C TPYAOYCTPOM-
CTBOM B CBSI3M C HEBO3MOXKHOCTBIO CAMOCTOSITEIIBHOTO
MIEPEBMKCHUSL TI0 TOPOAY, PEUEBBIMH TpOOIeMaMHu,
HapylmIeHUSIMH MEJKOW MOTOPUKH (ITMCbMO, TOY-
HOCThH ABWXeHMI). CoXpaHSETCsS aTakCHs, IMOBBITIICHA
TpaBMaruzanusi B ObITy. B Hacrosmuii MOMeHT mo-
JIy4aeT JIEYEHHE TUIICOBOM JIOHIETOW M3-3a MaJcHUs
JIOMa U TIONYYEHUS] TPaBMbI CBA30K TOJICHOCTOIHOTO
cycraBa. TakuM 00pa3oM, MOKHO OTMETHTH IpOOIe-
MBI paHHEH amarHocTuku Oojne3nn Humanna — [Tuka
tuna C B KIMHWYECKON TpakTuKe. TOIbKO Y OIHOTO

MaryeHTa JTUarHo3 ObLI YCTaHOBJIICH B JETCKOM BO3-
pacte. KpOMe TOT'O, KIIMHUYCCKHU Mbl HC BUJIHUM 3Ha-
yuMoro 3ddexra cydcTpar-peayupyoliel Teparnuu.
CocTosiHHE MAIMEHTOB B IEJIOM CTAOMIHM3HPOBAJIOCH,
HO HEIOCTaTOYHO Ul OCYIIECTBICHHS COLUAILHOM
UHTETPAIMU B OOIIECTBO U BO3MOKHOCTHU TIOJHOM He-
3aBUCUMOCTHU OT YXaKMBAIOMIUX POJCTBCHHHKOB.

BOJIE3Hb BOJIbMAHA, BOJIE3Hb HAKONNEHUA
S®UNPOB XOJIECTEPUHA

KiauHuka v 3nmuaeMuoiorusi

bonesup BosnbmaHa — 3TO peakoe ayTOCOMHO-
penieccuBHOE 3a0oseBaHKe, O0YCIOBICHHOE HACIE-
CTBEHHOU HEJOCTAaTOYHOCTBIO JIM30COMHOM KHCIOU
muna3sl A. OCHOBHOHM IMaTOTEHETUYECKUH MEXaHH3M
CBs3aH C HapyIICHHEM TrOMeOCTa3a JIMIHIOB H OT-
JIOKCHHEM OOJIBIIIOTO KOJIMYECTBA HEPACTBOPUMBIX
3(UpOB XONIECTEPHHA W TPUIIMIIEPUAOB B JIH30CO-
Max KIETOK OonbIIWHCTBA TKaHed. Ilpm aTom pas-
MepBbl U KOJMYECTBO JIM30COM PE3KO BO3PACTAIOT, UTO
MPUBOAMT K THOCNIM KJICTOK M HApYIICHUIO (DYHKITH
COOTBETCTBYIOIIUX TKaHei. [Ipu rucronmormueckoM
aHanu3e B OOJBIIMHCTBE TKaHEH HAOIIOMaeTcs BaKyo-
TU3anus  KIETOK, TOSIBIIEHWE «IIEHUCTHIX» KIIETOK.
JloTOTHUTEIPHO pa3BUBACTCS KadbITU(UKAIUS HaT-
no4yeuyHUKoB. OCHOBHbBIC KIMHUYECKHE TPOSBICHUS
3a00JIeBaHUsl BBIPAXKAKOTCS B AUCPYHKIUU TICUYCHU
W JIUCITUNHUJICMHAN BCJEICTBUE HAKOIUICHHsS >(UPOB
XOJeCTepUHa ¥ TPUIIHIEPUIOB TMPEUMYIIECTBEH-
HO B IEYCHM, COCYIaX M PETHUKYIOIHIOTEIHAILHOM
cucteme. OCOOCHHO YYBCTBHUTEIbHBI K HAKOIUICHHIO
JUTNHUIOB TI€YCHb, TOYKH, CEJIC3CHKA, HaJIOYCUHU-
KH, TUM(OUIHAS TKaHb, CTEHKH TOHKOTO KHIIIEYHHKA
M COCYIOB, a B HEpPBHOW cucTeMe — O0O0JacTH ax-
TUBHOW MUeTMHU3anuu. HabmromaeTcss MacCUBHAs
UHQWIBTPAIMS 3TUX OPraHOB Makpodaramu, Harpy-
JKEHHBIMU 3(UPAMH XOJIECTEPUHA U TPUIIUIEPHIAMHU.
B 3aBucumocTH OT Havanma 3a00JI€BaHUS BBIJIEISIOT
JIBE KIMHUYEeCKHE (POopMbI — HEOHATAIBHYIO U Ooee
MO3THIOI0, KOTOPYIO HA3bIBAIOT OOJIE3HBIO HAKOIUICHUSI
3(UpOB XOJIeCTEPUHA.

[Ipu xitaccudeckoit HeoHaTanbHOU Gopme O0NIe3HBb
pa3BUBaeTCs BCKOpE TMOCIE POXKIECHUS WIH B TEUCHHUE
MIEPBOI0 IMOJYTOAMs >KM3HM W MPOSBISCTCS B BHUJC
rermaToCIICHOMETaIMK, — TEPCUCTUPYIOIIECH  PBOTEHI,
JMaped, CTeaTropeH, MPOTPEeCCUPYIONIeH aHEeMUU.
Bo3moxkHBl TIpHECTYTIBI  CYyO()EOpUIBHON JTMXOPAIKH.
HabOmromaeTcst BBIpakeHHaAsT 3amepikka (PU3HIECKOTO
U TICUXOMOTOPHOIO Pa3BUTHs. PEHTreHOJOrHuecKu
BBISIBJIICTCS KalblU(DUKALMSA W YBEIMUYCHHE HAIO-
YEYHUKOB. BOJIbHBIC Yalie BCero morudaroT B MEPBOM
TOYTOANH JKW3HW, WHOT/Aa B Hadaje BTOPOTO Toaa
OT KaXeKCHH, PEeKyppeHTHBIX HWH(EKIHH, MpOorpeccu-
PYIOIIUX HEBPOJIOTMYESCKUX PACCTPOHCTR.
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Bone3np HakomeHUs 2QUPOB XOJECTEpUHA XapaK-
Tepu3yeTcs MO3THUM HadajioM, BapbUPYIOIINM B JHa-
masoHe ot 2 10 10 e, a uHorza mo Ooiiee yeM 20 JeT.
Teuenue 3a0o0jeBaHUSl NPOTrPEAMEHTHOE, MEIJICHHO
nporpeccupyromiee. HeBpomorudeckass cHMITOMATH-
Ka, KaK MpaBHJIO, OTCYTCTByeT. OCHOBHOE, a MHOTAA
€IMHCTBEHHOE MpOsBIeHHE 3a00JeBaHus — TernaTo-
Meranusi, OOYCIIOBICHHAs WHQHUIbTPALUECH Ie4eHU
Makpodaramu, HarpykKeHHbIMU 3(UpaMu XOJEeCTepH-
Ha. CleACTBHEM TeIaToMeTa Il MOXeT OBITh (hropo3
¥ IUppO3 TedeHd. [lanmeHTsl MOTYyT MPEeabsIBIATh JKa-
700BI Ha peUUAMBUpYIOIIUE OOJHM B KHUBOTE. | wHrep-
XOJICCTEPUHEMUsI HAONMIONACTCS] MPAKTUYECKH Yy BCEX
00NBbHBIX. Y YacTH OONBHBIX Pa3BHUBAIOTCS CILICHO-
Meraiusi, BapHKO3HOE pacIIMpeHre BEeH MHINEBO/IA,
HOCOBbIE€ WJIM KHUIIEYHbIE KPOBOTEUEHHS, IOYEUHAS
HEJ0CTAaTOYHOCTh. HakomleHne HEUTpaIbHBIX JKUPOB
¥ 3QUPOB XOJIECTEPHHA B apTEpUsX Mpeapacronaraet
K Pa3BUTHUIO aTepPOCKIIEPO3a. XOTS OOIINI BUTAIbHBIN
MIPOTHO3 ONAarONMpHUATHBINA, HEKOTOpPHIE MAIMEHTHl MO-
TyT morubarb BO BTOPOH WIIM TpeThel jaeKaje *KU3HU
OT OCTPOM IOYEYHON HEAOCTATOYHOCTH.

Cymmapnast yactora Oone3nn BonmbmaHa He mipe-
Bbimaer 1 : 35000 HOBOPOXKAECHHBIX.

BuoxuMmnyeckne 0CHOBBI MaTOreHe3a

Kucnas nunaza A — omHa W3 JM30COMHBIX TH-
nporna3. Ee ocHOBHas (yHKIUS COCTOMT B THIPOIH3E
B JIN30CcOMax d(PHUPOB XoJeCTeprHa, CBI3aHHbIX ¢ JIHII.
BricBoOOXKIeHNE X0MecTepruHa CyNpecCupyeT ero Jailb-
HEHIINIA CHHTE3 U CTUMYIUPYET ACTCPUDUKAIIHIO.

AKTHUBHOCTb KHCJIOH JHIAa3bl A MOJHOCTBIO OTCYT-
CTByeT WiIM CHIDKeHa Oonee yem B 200 pa3 y mamu-
SHTOB C HeOHaTaJbHOW (dopMoit Gome3nn Bombpmana
u ot 50 o 100 pa3 mpu 6oe3HN HAKOIUIEHHS 3(PHUPOB
xosiectepuHa [18]. Takum oOpa3om, pa3nuyus B Xa-
pakTepe TeueHHs 3THX JBYX aJUICIbHBIX 3a00JIeBaHUI
OTIPENICTISIIOTCSl OCTAaTOYHON aKTHBHOCTBHIO (pepMEHTA.

KaptupoBanune rena LIPA

MetoomM coMaruveckol THOpUIM3alUU TeH JIH30-
COMHOM KHCIIOM JHma3sl A denoBeka — L/P4A — ObL1 Kap-
THPOBaH B JUIMHHOM Tutede Xxpomocomsl 10 [39]. B gaims-
HEHIIIeM C KCIOIb30BaHUEM METoja (IyOpECLCHTHOM
ruOpuM3anuu in situ ObUIO TIOKa3aHO, uTo reH LIPA
pacrionoxen B obmactu 10923.31 [13]. On cocrout
u3 10 5K30HOB, pacrpe/elieHHbIX Ha IDIomaan B 36 kO
reromaoit JIHK [14]. M3omsimus W ceKBEeHWpOBaHHE
k/IHK rena LIP4 mO3BONWIM ONPENEIUTh aMHHOKHC-
JIOTHYIO TOCIIEAOBAaTEIBLHOCTh KUCION numa3sel A [12].

Myrtauuu B rene LIPA
OKoHYATETHHBIM JIOKA3aTeIbCTBOM AJICIBHON TIPH-
pozbl HeoHaTadbHOM Oosie3nn Bonbmana u Oone3Hu

HaKOIICHHUS Y(UPOB XOJCCTEPUHA CTATI0 OOHApPYKEHHE
MyTauuid B reHe LIP4 y NanyeHToB ¢ KaXAbIM U3 3TUX
nByx 3a0oneBanuii. M3 6 wuaeHTHOUIMPOBAHHBIX
B reHe LIPA myTaunii 3 mpuUBOIAT K MPEXKAEBPEMEHHO-
My TIpEKpaIeHuio CHHTe3a Oenka, 2 HapyIIaroT MPOIECC
criaiicuiara 1 1 conpoBOXKJIAeTCsl 3aMEHOM aMUHOKHC-
JIOTBI, Pa3pyIIAIOLICH CTPYKTYpy alib(ha-criupanu Oeka
[1, 12, 15, 28, 37, 53]. Ilpuuem mocrnemHsisi MyTalus
Leul79Pro, Tak xe Kak MHCEpUUs OJHOrO HYKICOTHUAA
1-BP INS, 634T, B xoMmayHzae ¢ IpyrMMUA MyTalUsIMU
ObTa HalifieHa KaK MPU HEOHATAILHOW Ooyie3Hn Bomb-
MaHa, TaK W MpU OOJIE3HU HAKOILUICHUS 3(PUPOB XOJie-
crepuHa. OqHa U3 CIUIAMCUHTOBBIX MYTallUii, COPOBO-
sKparomasicss B 97 % ciydaeB ommO0YHBIM BRIPE3aHUEM
9K30HA &, MO-BUJIMMOMY, SIBJISIETCS MaXXOPHOM, TaK Kak
9acTo OOHAPYKMUBACTCS y HEPOICTBCHHBIX TAIIMEHTOB
¢ Oone3Hblo HakoruieHus: 3upoB xonecrepuHa [15].
B 3% cnydaeB craiicMHr OKa3bIBaeTCs HE HapyIICH-
HBIM, ¥ CHHTE3WpYyeTCcs HOpMalbHBIN (epmeHT. Ocra-
TOYHAs aKTUBHOCTh KHCIOW Jmma3sl A y OOJBHBIX,
HECYIIUX 3Ty MYyTalMIo, MOXET nocturarb 9 %, d4ro
U OOBSICHSAET MSTKOE TeUeHHE 3a00JICBaHUsI.

JKcnepuMeHTaIbHbIEe MO/EIH

ITyTem HanpaBiieHHOTO pa3pyuieHus reHa Lipl co3-
JlaHa TpaHCTeHHas «HOKAayT»-JIMHUS MBbIIIEH ¢ Hyle-
BOM aKTMBHOCTBIO JTU30COMHOW KHUCJIOW JUMAa3bl A —
Lal(=/~) [23]. VYV reTepo3WroTHBIX JKUBOTHBIX aK-
THBHOCTHh KHCIIOW JHITa3bl cocTaBisuia okoio 50 %
W He HaOMIOAaNoCh HAKOIUIGHHWSA JIMMUAOB. [omMo3u-
TOTHBIE MYTaHTBl Pa3BUBAINCh HOPMAJIbHO, HECMO-
Tps HAa MaccuBHble, B 30 pa3 mpeBOCXOISIINE HOPMY
HaKOIUICHHs >(PHPOB XOJECTepHHA W TPUTIIUIEPUIOB
BO MHOT'MX opraHax. B Bo3pacte 21 JHs Ne4yeHb Ku-
BOTHBIX OBLJIa BBOE OOJBIIE HOPMBI U MMEJIA KEIITO-
OpaHXeByI0 OKpacky. [Ipy 3ToM MyTaHTHBIE CaMIIbI
W CaMKH COXPaHsUIM TUIOJOBUTOCTh. JTa JUHHS MbI-
meit Lal(—/—) ¢eHOTHIMHUECKH MomenupyeT OOJIe3Hb
HaKOIUICHHA d3(HUPOB XOJECTepHUHA UEJIOBEKa, XOTH
OMOXMMHUYECKH M T'HCTOMNATOJIOTMYECKH OHAa B OOJIb-
nIeld cTerneHu Mmoxoxka Ha Oosie3Hb BonbMmana.

Ha sToii Mozenu mokazaHa BO3MOXKHOCTb T'€HHOMU
KOPPEKIIMA OCHOBHBIX KIMHHUYECKHX TIPOSBICHHM
Oome3Hn HaKoIUIeHUs 3(QHUPOB XoJecTepuHa. Bae-
JEHHE 2-MeCAYHBIM MyTaHTHbIM Lal(—/—) Mbimam
MyTeM HHBEKIUU B XBOCTOBYIO BEHY HOPMAaJILHOTO
reHa LIPA 4enoBeka B COCTaBE 3KCHPECCHPYIOIIETO
BekTopa (phLAL) u obGecrmiedeHne ero J0CTaBKA B JIH-
30COMBI C TIOMOIIBIO perientopa M6 NMpUBOAMIIO TOCHE
30 nHel JeuyeHus: K MCYE3HOBEHUIO KEJTO-OpaHKeBOM
OKpacK{ MEUCHU U CHIDKEHHUIO ee Beca Ha 36 % [24].
[Ipu sToM conepxanue (UPOB XOJIECTEpUHA U TPH-
IMIAPHUIOB B ITeYeHN yMeHbImiIochk Ha 50 %, B cene-
3eHKe — Ha 69 % u B TOHKOM KuIedHnke — Ha 50 %.
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JlaGopaTopHasi TMATHOCTHUKA M JieYeHHe

Jumarnoctuka 3abofieBaHMs OCHOBaHa Ha OIIpe-
JIEJIEHUH aKTUBHOCTH KHCIJION JHM30COMHOM JHMa3bl
B COUYETAHWU C KIMHUYECKUMU TPOSIBICHHUSIMH 3a-
OojeBaHUsT M OMOXMMHUYECKMMH ITOKa3aTelsiMd Ha-
KOTUIEHHA 3(QHUPOB XOJECTEPHHA W TPHUTIHIICPUIOB.
C mpuBIeYEHHEM CIELHUAIUCTOB PA3IUYHBIX MEIH-
LUHCKUX MpOoduiel — KIMHUYECKUX T'€HETHKOB, Te-
MaTOJIOTOB, TaCTPOIHTEPOJIOTOB, KapJIUOJIOTOB H Ta-
CTPOSHTEPOJIOTOB — pa3paboTaHa MeEXITyHapOmHAS
rporpamMma i PaHHETO BBISBICHHS OOJBHBIX C He-
JOCTAaTOYHOCTHIO KHCJION JM30COMHOM JIMIIa3bl, HX
MOHHMTOpPUHTA M OIpPENEICHUs KIMHUYECKUX KpHUTE-
pueB mporuosa 3aboneBanus [40]. Lleas sToit mpo-
rpaMMBbI — Pa3BUTHE MEXIUCIUTIMHAPHOTO TOAX0Aa
JUISL OKa3aHUsl WHTETPUPOBAHHOM MEAUIMHCKON IIO-
MOIIY B3POCIBIM MAMEHTaM ¢ HaKOIUIEHUEM 3(UPOB
XOJIECTepUHA.

[Ipemnoxkena u mpommia 3-10 (azy KIMHHYECKUX
ucnpiTanuit @3T i meteid m B3pPOCHBIX C HENO-
CTaTOYHOCTBIO KHCJOW JHM30COMHON Jumasel [19].
Ona oCHOBaHa Ha WCIOJB30BAaHUU PEKOMOMHAHTHOIO
(hepmenTa — cebenumnasbl anbga. Vcmnpranue mpomon-
kanmoch 20 Henl., B HEM NPUHAJIM ydacTthe 66 naiu-
eHToB. Habmionanu 1ocToBepHOE YIydIIeHHE COCTOS-
HUE TE€YEeHH, OLIEHMBAeMOE II0 CO/AEP)KaHUIO YPOBHS
allaHMHaMUHOTpaHc(epa3bl U HEKOTOPBIX APYTHX Ia-
TOJIOTHUECKUX TIPOSIBIICHUH NUCIHMUIEMHAH. TaKum
obpaszom, cebenmmaza anbda paccMaTPUBACTCS Kak
TIePCTIEKTUBHBIN TIperapar Ajs JiedeHus: O0JIe3HH Ha-
KOIUIeHUs! 3HUpOB XonecTepuHa [63].

OOMNMOJIHNTE/NIbHAA NH®OPMAL NS

Bkiax aBropoB. Bce aBTOopbl BHECHH CYLIECTBEHHBIN
BKJIaJ] B Pa3pabOTKy KOHIICIIMH, MPOBEICHUE HCCIEI0Ba-
HUSI M TTOATOTOBKY CTaTbU, IIPOWIN U 0100pmim (GUHATBHYIO
BEPCHUIO Tepe]] MyOiIuKaryei.

KoH(puukT MHTepecoB. ABTOpPbI JEKIApUPYIOT OTCYT-
CTBHE SIBHBIX U IOTCHLHUAIbHBIX KOH(IMKTOB HWHTEPECOB,
CBSI3aHHBIX C MyOJMKalWed HACTOSIIEeH CTaThy.

HUcrounuk ¢unHancupoBanus. ABTOpBl 3asBISIOT
00 OTCYTCTBHMHM BHEUIHETO (PMHAHCHPOBAHUS IIPU TIPOBEJIC-
HUHU UCCIIENOBAHUS.

HNudpopmupoBaHHoe corjiache Ha MyOJHKALHUIO.
ABTOpBI TONYyYMIN MUCBMEHHOE COINIACHE MAlUeHTOB M MX
IIPe/ICTaBUTENeH Ha ITyONMKAUI0O MEJUIMHCKHAX JaHHBIX.
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HacToswwum noaTeepxaaercs, 4To

OKCAHA BOPLLL

YenewHo npowen(npowna) kype

TTYBAMKALIMM B MEXXAYHAPOAHBIX HAYYHBIX KYPHAAAX

OHnaunH Kypchbl

1. MybnuKauumn B MeXAyHapOLHbIX HAY4HbIX JKypHanax,
WHTEeNNeKTYyanbHoe npaso.
20 akafeMuyeckux YacoB. YooctoBepenue roc. obpasua o nosbieHn ERCH GRON N3N N @ o N 3
KBarmuKaumm + CepTudMKaT yyacTHUKA.

2. NMy6nuKauumu B MeXAYHapPOAHbIX HayuHbIX JKypHanax.

16 aKapemuyeckux yacos. CepTMdMKaT yyacTHUKA. AKAI[EMI/IH

3. OcHoBbI aKajeMuyeckoro nucbMa (Ha aHrMUMICKOM A3biKe). «9KO-BCKTOP»
10 akapemuyeckux yacos. CepTudMKaT y4acTHUKA.

4. WLikona HayyHOro pegakTopa, MHTEN/IEKTYyaNlbHOE NpaBo.
20 aKaJeMWYecKMX YacoB. YO0CTOBEPEHWE roc. 0bpasua 0 MOBbILIEHNM Kprbl

KBanmuKaumm + CepTUdMKaT yyacTHUKa.

BebuHapbl
5. llkona Hay4Horo pepakropa.

16 aKagemuyeckux yacos. CepTUdMKaT yyacTHUKA. KOHCI)EPEHU.VM

6. CratucTMka B Hay4yHOM nybnuMKauumm.
16 akagemuyeckux yacos. CepTUMKAT yyacTHUKA.

7. 3anyck n BefeHue COLCETei ANs Y4eHOro, JKypHana Mnu Hay4yHou ﬂﬂﬂ MO700bIX

OpraHu3sauuu. U oONnviMmHuvlx
8 aKkameMuueckux yacos. CeptdMKaT yyacTHMKaA.
YUeHDLLX

8. 06bsACHAS cBOIO paboTy: HayYHble KOMMYHUKaLWW, Npe3eHTaLus, nocTep.
5 aKageMuyeckux yacos. CeptdMKaT ydyacTHMKa.

9. UckyccTBo Nyb6AMYHBIX BLICTYNIEHWIA AN1Sl YYEHOro.
3 aKagemmyeckux yvaca. CeptudmKaT yyacTHMKa.

+7(495) 308-83-89 school@ecovector-academy.com
school.ecovector-academy.com
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AKTyanbHOCTb. XOPMOAMHUOHUT, UM BHYTPUAMHUOTUYECKAS MHDEKUMS, — 3TO UHPEKLMS NAOLAHbIX 060/104EK U aMHUOTH-
YecKoM MonoCTH, BbI3BaHHAS MOMMMMKPOOHBIMM accoumaumnsaMm, B ToM uucne Streptococcus agalactia (CTpPeNTOKOKKM rpyn-
nel B — CIB), npeumyLecTBEHHO NI0KANU3YOLWMECS B HUXHEM OTAene reHutanbHoro tpakta. KonoHusauusa peberka CIB
NpOUCXOAWT B pe3y/nbTaTe BOCXOAAWEro MHOULMPOBAHMS OT MaTepu, B MHTPaHaTa/lbHOM Mepuone BO BPeMs MPOXOXAEeHUS
yepes eCcTeCTBEHHble pofOBble MyTW MaTepu. KONOHU3ALMSA KOXM U CAM3UCTbIX 06onovek pebeHka B noaasnstowem 605b-
WIMHCTBE CJly4yaeB npoTekaeT 6e3 KAMHMYECKOM peanusaumm MHOEKLMOHHOro npouecca, Mvib y 2-5 % UHOULMPOBAHHBIX
HOBOPOXAEHHbIX Pa3BMBAETCH MHMEKLMS, accoummpoBaHHas co CIB.

Uenb — nccnepoBaHne MUKpodnopbl BAraaumLLa v NofoCTM MaTKMU Y XXEHLMH C XOPUOAMHUOHUTOM W OnpeaeneHne cTeneHun
KONOHM3aLMKN HOBOPOXAEHHbIX.

Matepuanbl u Metopbl. [poBeneHbl Mukpobuonoruveckne obcnepnoBanusa 113 nap matb — pebeHok. OcHoBHas rpynna
(I rpynna): 6epeMeHHble C [OHOLIEHHbIM CPOKOM 6epeMeHHOCTH (237 Hep.), Y KOTOpbIX OblN AMArHOCTUPOBAH KJIMHUYECKUI
XOPUOAMHUOHUT M Ha3HayeHbl aHTUOaKTepuanbHble npenapaTbl, U UX HOBOPOXAEHHble AeTu (n=77). [pynna cpaBHeHus
(Il rpynna): 36 6epemMeHHbIX 6€3 KIMHUYECKOr0 XOPMOAMHOHUTA C reCTaunOoHHbIM BO3pacToM 237 Hefll. MU X HOBOPOXAEHHbIe
[neTu ¢ GM3MOoN0rMYecknuM TeHeHUEM PaHHErO HEOHATANbHOIo neproaa. KnmHuyeckum MaTepuanom Ans UCCnefoBaHUs CTanu:
oTAensieMoe 3aHero CBOAa BAaranuilia M BHYTPEHHEN MOBEPXHOCTM CTEHKM MaTKM MpU OMepaTMBHOM pOAOpPA3peLleHUn
Y POXEHUL, C KIMHUYECKUMM MPU3HAKAMK XopuoaMHuoHuTa (I rpynna) u 6e3 KJMHMYECKOro NposBieHUs XOPUMOaMHUOHMUTA
(Il rpynna). Matepuan nonyyanu npv MOBbIWEHHOW TeMnepaType Tena poxeHul B | rpynne M B nepBoM nepuone poaos —
B0 Il rpynne. KnuHnyecknum matepuanom Ans UCCNef0BaHUS Y HOBOPOXKAEHHbIX CNYXUAWU NMYNOBMHHASN KPOBb, MOBEPXHOCTb
KOXM 3ayLIHOM CKNafKu, OTAeNsemMoe NonocTu pTa U oTaenseMoe TpaxeobpoHXManbHOro aepesa (B Cyvyae pecnupaTtopHoi
Tepanuu C NOMOLLbI0 UCKYCCTBEHHOM BEHTUNALMU NETKUX).

Pe3ynbratbl uccnepoBanus. [pu 6aKTepUONOrMYECKOM UCCeA0BaHNM Y XKEHLLMH | rpynnbl 4acToTa BblAENEHUS U3 OTAENSNEMO-
ro Bnaranuiia MMKpoOOpraHmM3MoB cocTaBuna: Enterococcus faecalis 31,8 %, S. agalactiae (CI'B) 30,3 % w Escherichia coli 24,2 %.
Lons S. agalactiae B konnyectee 10° KOE/Mn 6bina B 70 % cnydaes. [lons E. coli B koHueHTpauum 106 KOE/mMn — 75 %, nons
Candida albicans — 72 %. Cpeay MMKPOOPraHW3MOB, BblENIEHHbIX U3 MONOCTU MaTKW, fAona S. agalactiage B KOHLEHTpaLuu
10¢ KOE/mMn coctaeuna 60 %, E. coli — 100 %. MNpu 6akTepnonornieckom nccnenoBaHum obcnenoBaHHbIX aetei S. agalactiae
Obl1 BblAENEH NPAKTUYECKM U3 BCEX UCCNELYEMbIX JIOKYCOB HOBOPOXAEHHbIX. MpU NpoBeAeHUN CPaBHUTENbHbIX UCC/Ief0Ba-
HWIA NOKa3aHo, YTO KONOHM3aLMa HOBOPOXAEHHbIX AeTel Hanbonee yacto Obina BbI3BaHa S. agalactiae, E. faecalis v E. coli.
YacToTa nepefaym 3TUX MMKPOOPraHM3MOB MIOLY M HOBOPOXAEHHOMY MPU HanuumMu mux y matepu coctasnset 100 % ons
S. agalactiae v 18-50 % pna E. faecalis v E. coli. Y Bcex ob6cnenoBaHHbIX feTeld OCHOBHOW rpynmnbl U C HannyueM S. agalactiae
B MOMOCTU MATKU MUX MaTepen (n=5) 3TM MUKPOOPraHmM3mbl ObIn BblAeNEeHbl U3 Pa3HbIX IOKYCOB (BO BCEX Cay4yasx — C no-
BEPXHOCTM KOXM 3aYLUHOM CKNAAKM U U3 OTAENSEMOro NojaocTu pTa, U B TpeX Cayvyasx — M3 MynoBMHHOM KPOBWM), OAHAKO
KNMHUYECKUe NposiBNeHUS MHOEKLMOHHOro npouecca He pas3Buil HU OOMH pebeHoK.

3aksoueHue. HecMOTps Ha aHTMOAKTEpUasbHYO Tepanuio XOpMOAaMHUOHMTA Y XKEHLLMH, YacTOTa BblAENEHUS MUKPOOPraHK3-
MOB Kak M3 Biaranumiua, Tak u 13 noaocTM MaTKM OCTaeTCs BbICOKOW. B 6onblIMHCTBE Cly4yaeB HOBOPOXAEHHbIE OT MaTepei
C XOPUOAMHUOHUTOM, KOJIOHM3MPOBAHHbIE MUKPOOPraHM3Mamu, B TOM uncne S. agalactiae, He pa3BMBAOT KJAMHUYECKYIO Kap-
TUHY MHPEKLMOHHOrO npouecca. HeobxoanMbl AanbHelLMe UCCnefoBaHUa No pa3paboTke NpoduaakTUYECKUX MeponpuUaTUit
B OTHOLUEHWM MEePUHATANbHbIX U HEOHATaNbHbIX MHOEKLUUN.

KntoueBble cnoBa: KAMHUYECKUI XOPNOAMHUNOHUT, BHYTPUAMHNOTUYECKASA l/IHCbeKLI,l/Iﬂ; HOBOpO)K,D,EHHbIVI; aHTlllﬁaKTepl/IaﬂbHaﬂ
Tepanua; CTPENTOKOKK rpynnbl B.

Moctynuna: 14.06.2022 Onobpena: 15.07.2022 MpuusaTa k nevatu: 30.09.2022
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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 1):
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 I) and without
clinical manifestations of chorioamnionitis (group I1). Material was obtained at the height of body temperature in group |
and during the 1t 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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AKTYAJIbHOCTb

XopuoaMHHOHUT (XA), WIM BHYTPHAMHHOTHYE-
ckast nHpeKknus [0 MexayHapoHON KIIacCU(BUKAIIH
oonesneit X nepecmorpa (MKb-10) — undekuuns am-
HUOTHYECKOH IMOJIOCTH W TUIOJHBIX 0005I04eK] — BOC-
MajJieHue TUTOMHBIX 000JIOYeK (XOpHOHAa W aMHHOHA),
SIBJISIFOIICECS]  PACIPOCTPAHEHHBIM M KOMIUICKCHBIM
NnaTo(U3NOJOTHISCKIUM CHHAPOMOM, CBSI3aHHBIM C Oe-
peMeHHOCTRIO U pomamu [4, 7, 15]. Haubonee wacto
XOPHOAMHHUOHHT BBI3BIBAIOT MUKPOOPTAHHU3MEI, JIOKa-
JIN3YIONTUECS B HIDKHEM OTIENIe TeHUTAIBHOTO TPAaKTa
JKCHIIUH, KOTOPBIC MPEUMYIICCTBEHHO BOCXOISIINM
IyTeM pPacIpOCTPAHAIOTCS Ha MOJOCTh MAaTKH C II0-
pakKeHUEM IIIAeHTHl U IIOAHBIX oOomouek [19].

[lo nuteparypHbiM naHHBIM, B 9-62 % ciydaes
Y JKEHIIUH ¢ JMarHOCTUPOBAHHBIM XOPHOAMHHOHUTOM
MIPU MUKPOOHOJIOTUYECKOM UCCIICTOBAaHUH OTIEISIEMO-
TO HIDKHUX OTJENIOB T€HUTAIBLHOTO TPAaKTa U aMHHO-
TUYECKOH JKUIKOCTH BIIENAIOTC Mycoplasma genita-
lium, Ureaplasma urealyticum u Mycoplasma hominis,
B 1-37 % — Gardnerella vaginalis, n B 30 % — 0Gak-
tepounsl [13, 14, 17, 19]. Bmecte ¢ Tem BcTpeua-
I0TCS W JIpyrue BO30OYIUTENM BHYTPUAMHHUOTHYECKOM
nH(EKITH, BKIToYaronue (akyJIbTaTHBHBIC aHadPOOBI
(Streptococcus agalactiae — CTPENTOKOKKH TPYIIIBI
B, CI'B) — B 7-19 % cny4aeB, a Takke IpaMOTpH-
narenbHble Oaktepuu (Escherichia coli — 5-8 %
u Klebsiella pneumonia), KOTOPBIM B TTOCIIEHEE BPEMSI
ymensieTcss MHoro BHuManug [1, 9, 14, 17, 19, 20].

XOpHOAaMHUOHUT y MaTepH IPEAIOIaracT BbICOKUN
pucK 3a00JI€BaEMOCTH KaK Yy HEJOHOIICHHBIX HOBO-
POXIICHHBIX, TaK M y OoJiee 3pembIX AETeH CO CPOKOM
recranuu >36 nHen. [2, 11, 12, 16, 18]. HeonaranpHas
3a00J1eBacMOCTh BKITIOYAET B ce0sl pecripaTopHbIe Ha-
PYIICHUSI, HEBPOJIOTMYECKYIO MATOJIOTHIO, HEKPOTU3U-
PYIOIIHI SHTEPOKOIHT, PETUHOMATUIO HEIOHOIICHHBIX,
paHHUM W MO3IHUI HEOHATANILHBINA CEICHC, Yalle acco-
IUUpoBaHHbIH co S. agalactiae (CI'B) [6, 8, 10, 11, 16].

YuuTsiBast HEOOIBIIOE KOIMISCTBO OTEUCCTBEHHBIX
paboT, MOCBAIICHHBIX U3YYCHHIO XOPHOAMHHOHUTA Ma-
TEPU U €ro BIUSHUS HA PaHHWN HEOHATAJIbHBIN Iie-
pHOZ Y HOBOPOXKJIEHHBIX, ObLIIa TIOCTABIICHA Yelb UC-
cnedosames MUKPO(DIOPY Biaraiauina 1 MOJIOCTH MaTKH
Yy JKCHIIUH C XOPUOAMHHOHUTOM M OIPEACIUTH CTe-
MIeHb KOJIOHM3AIlUU HOBOPOKICHHBIX.

MATEPUAJIbl U METOLDbI

HccnenoBanne TpoBOIMIOCH Ha 0a3e pOTUIBHO-
IO OTJCJICHUS, aKyIIEPCKO-(PU3UOIOIHYSCKUX OTeIIe-
HUU, OTJICTICHHS PeaHUMAallU U UHTCHCUBHON TEparuu
HoBopoxieHHBIX CIIOI'BY3 «Ponunbabiit tom Ne 18y
(B mHactrosimee Bpemsi — CIIOIBY3 «lopoxckoit me-
puHaTanbHBIA meHTp Ne 1»). JlaGopaTopHBIE METONBI
KCCIIE/IOBaHUsl TMPOBOAMINCH Ha 0Oa3e J1aboparopuu

AO «Cesepo-3anagnasiii LleHTp moka3aTebHON MeTu-
LUHBD).

B uccnenoranue 0buti BKIIFOYEHBI 113 miap mMarh — pe-
OeHok. Kpurtepum BKiIIOUEHHS B HCClleoBaHue: Oe-
pPEMEHHbBIE C JOHOIIEHHBIM CPOKOM OEpEeMEHHOCTH
(>37 Hen.) m WX HOBOPOXKICHHBIE neTu. Kpurepum
WCKJIIOUYEHUS: POKEHUII U UX HOBOPOXKJICHHBIE JI€TH
C CHH/IPOMOM acCIUpaIi MEKOHHS/KPOBH, BPOXKICHHBI-
MU TTOPOKAMHU Pa3BUTHsI, TEHETUYECKIMHU aHOMAJTHSIMHU.

OcnHosuyto rpynmy (I rpymnma) cocraBmim 77 jKeH-
IIMH C JOHOIIEHHBIM CPOKOM OEpeMEHHOCTH, y KO-
TOPBIX OB AMATHOCTUPOBAH KIMHUYECKHH XOpHOaM-
HUOHUT ¥ Ha3HA4YCHbl aHTHOAKTEpPHAJIbHbIC IPeTapaThl
B cooTBeTcTBUM ¢ [luchmom MuHmCTEpCTBa 3/1paBOOX-
panenus PO «Centuueckue OCIOKHEHUS B aKyIIep-
ctBe KnmHuueckne pexomeHmanuu (TPOTOKOJN Jieue-
HUS)» *, TAKIKE UX HOBOPOXKIEHHBIC JICTH.

[lytem onepaunn kecapeBa cedeHHs pogopaspelie-
Ha 51 jKeHIIMHAa OCHOBHOW TpyHNbl (YTO COCTABHIIO
66,2 %).

I'pynmy cpasuenus (II rpynma) cocraBunu 36 Gepe-
MEHHBIX 0€3 KIMHMYECKOTO0 XOPHMOaMHOHHUTa C recra-
[IMOHHBIM BO3pacToM >37 Hel. U WX HOBOPOXKICHHBIE
JIeTH ¢ (PU3MOIOTHMYECKAM TEYCHHEM paHHEero HeoHa-
TaJHHOTO TEPHO/A.

Kpurepusimu nuarnosa «XopruoaMHHOHUTY» Yy Oepe-
MEHHBIX CIIY)KWIA COYeTaHHUEe OCHOBHOTO (IIOBBILICHHE
TEMIIepaTypbl Tesa y s>keHIuHbl >37,8 °C) n omHOro
WM HECKOJBKUX JOMOTHUTEIHHBIX MPH3HAKOB!

1. Taxukapausi po>KEHHUIIBI (YaCTOTa CEPIIEYHBIX CO-
kpamieauii >100 B MUHYTY).

2. Taxukapaust wiofa (Y4actora cepIeYHBIX COKpa-
mennii >160 B MUHYTY).

3. JleiikoninTo3 poxXeHUIBI Ha (HDOHE TOBBIIICHUS
Temmeparypsl Texa (>15 - 10%/m).

4. 3110BOHHBIE OKOJIOTIJIOAHBIE BOJIBI.

5. IloBbllIeHNe TOHYCAa MaTKH, OMPEICISIONIee KaK
0O0JIE3HEHHOCTh TIPH TAJBIIANN TPH OTCYTCTBUH Ma-
TOYHBIX COKpalleHUHM.

6. [Tokazarens C-peakTUBHOTO Oejika >S5 Mr/jiy po-
KCHUIBI Ha (OHE MOBBILICHUS TEMIEpaTypbl Tena
(=37,8 °C).

B kadecTBe KIMHUYECKOTO MaTepuaia s Hcclie-
JIOBaHUS y JKEHIIWH OBUIM IIOMy4YeHBI: OTIENIIeMOe
3aJJHEr0 CBOJa BJIArajiMilla y BCEX POXEHHUI[ M BHY-
TPEHHSIsSI MOBEPXHOCTh CTEHKHM MAaTKH IPH OIEpaTUB-
HOM POAOpPA3pEelIeHHN y KEHIIMH C KIWHUYEeCKIMH
MpU3HaKaMHl XOPHOAMHWOHWTA. Marepuan Imomyda-
JU IIpU NOBBILIEHHOW Temmeparype Tena B I rpynme
U B mepBoM nepuone ponos Bo II rpymre.

*InceMo MuHucTepCTBa 31paBooxpanenus PO ot 6 pespass 2017 .
Ne 15-4/10/2-728 «Centuueckue OCIOKHEHUs B akymepcTBe Kin-
HUYECKHE PeKOMEH Ay (IIPOTOKOJ JIeueHus)» [DIeKTPOHHBIN pe-
cypc]. MunucrepcTBo 3apaBooxpanenus PO, 2017. 45 c.
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Kimmandeckumu MaTtepuanaMy y HOBOPOXKIEHHBIX
CIYXXWJIHM: IIyIIOBHHHAsI KPOBb, IOBEPXHOCTb KOXKHU
3ayIIHOM CKIAJKU, OTHAENSIEMOE IOJIOCTH pTa, OTHE-
JsieMoe TpaxeoOpOHXMAJILHOTO JiepeBa (B cllyyae pe-
CIUPATOPHON Tepalnuu C IMOMOINBIO HCKYyCCTBEHHOU
BEHTUJISILIUU JIETKUX).

Knunnuecknii marepuasn, MOMyYEHHBIH C TOMO-
IIbI0 JIAKPOHOBBIX TaMIIOHOB, MOMENIAIN B CTEPHUJIIb-
HYIO TOJIMIPOIIMJICHOBYIO MPOOUPKY C TPAaHCIOPTHOMH
cpenoii Diimca. [lynmoBuHHYIO KpOBBH coOHMpany Ha uc-
CJEeI0BaHUE 1O POXKIACHUS IOCHeNa IOCie repecede-
HUSI TynoBuHBL. OThenseMoe TpaxeoOpOHXHAIBLHOTO
JepeBa y HOBOPOXACHHBIX, KOTOpbIE TpeOOBajiM pe-
CIIUPATOPHON Tepanuu C IMOMOINBIO HCKYyCCTBEHHOU
BEHTWISILIMU JIETKUX, COOMpald OJHOPA30BbIM Karte-
TEpPOM Ui aclupaluy JpIXaTeidbHbIX myTeil Trachea
Set B mpo3pauHblii KOHTEHHEpP B MEPBBIH 4ac >KU3HU
[0 Ha3HA4YCHUsl aHTHOAKTEepHaJbHOM Tepamuu. TpaHc-
MOPTUPOBKY IMOIYYEHHOIO KIMHUYECKOTO Marepraia
B JIADOPATOPUIO OCYLIECTBIISAJIM IPU KOMHATHOW TeM-
neparype B TeueHue 2 d.

Hccenenosanue mpoBOAMIIN MTOCIE MOTYYEHUS MTUCh-
MEHHOTO HMH(MOPMHUPOBAHHOIO COINIACHS POXKECHUILIBI
B POIOBOM OT/EJIECHUN.

PE3YNIbTATbl MCCNNIELOBAHUSA

W3 113 pokeHHUI, BKIFOYEHHBIX B aHAIIN3, OAKTePHO-
JIOTUYECKOE HCCIEOBaHUE OTJEISIeMOTO Biarajiuiia
¥ BHYTPEHHEH MOBEPXHOCTH CTEHKH MAaTKH OBLIO TIPO-
BEZICHO COOTBETCTBEHHO y 98 m 41 >KeHIIMHBI, YTO
coctaBuio 86,7 u 36,3 %.

[Tpyn MEKpPOOHOIIOTHYECKOM MCCIIEIOBAHUM OTAECIS-
eMoro Brnaranuma B [ u Il rpynnax pokeHHI] Kakue-
00 MHKPOOPTAHU3MBI BBIIEIBUINCH C 9acTOTOH 95,5
u 87,5 % cootBercTtBeHHO, p = 0,152. C BHyTpeHHEH

70 65,7
60 54,5
50
40 36,4
30 28,6
20
10
0 .

MpoueHTsl / Percents

MTOBEPXHOCTH MaTKH BO BpeM:s KecapeBa CEueHHs IM0Y-
TH y TIOJOBHHBI OOCIICJIOBAHHBIX JKEHIIUH OCHOBHOMW
rpymnnbl ObUTH OOHApPYKEHBI Pa3iUuHbIE MHKpPOOpra-
Hu3MHbI (48,8 %, 20/41).

[Ipu GakTepHOIOTHYECKOM HCCIEIOBAHUH y KEH-
IIMH OCHOBHOM T'pyIIIbl IPH MOBBIIIEHHONW TeMIiepa-
Type Tella U3 OTAEISEeMOro Biarajviia rpaMIoioxKH-
TEIbHBbIC OAKTEPHUH BBIACISLIUCH C yacToTout 65,7 %,
rpaMOTpPHIIATEIbHBIE MUKPOOPTAHU3MBI — C YacTO-
toit 28,6 %, npoxokenonoOHbie Tpudsl poxa Candida
ObUIM BBIJENCHBI ¢ dYacToTor 5,7 %. Y IKeHIIMH
B TpyNIE CpaBHEHHs TPU OAKTEPUOJOTHUYECKOM HC-
CJICIOBAaHUU OTJIEISIEMOro Biiaranuina (B MepBOM Iie-
pHOJIe PONIOB) TPAMIIONOKUTEIbHBIE OAKTEpUH OBLITH
BhIZeNieHbl B 71,4 % cmydaeB W TpaMOTpHIIATEh-
Hele — B 28,6 %.

Bakrepuosnorniyeckoe ucclienoBaHUEe BHYTPEHHEH
MMOBEPXHOCTH CTEHKM MAaTKH, TPU POJOpa3peIICHUH
YKSHIIIUH MTyTeM KecapeBa CEYEeHHs, IMOKa3ajo CIeayo-
ee: TPaMITOJIOKUTENbHbIe 0aKTEPUN OBIITH BBIIEIECHBI
B 54,5 % cmydaeB, rpamorpunarensusic — B 36,4 %
npod, apoxokenonoOHble TpuOel poma Candida —
B 9,1 % (cM. pucynok). JlanHble MHUKpoOHOIOTHYE-
CKOTO WCCIIEIOBaHMs OOCITIeIOBAHHBIX JKEHIIMH TPeI-
cTaBlieHBI B Tabm. 1 u 2.

YacToTa BBLICICHUS MHKPOOPTaHU3MOB W3 OT[e-
JSIEeMOTO BJaranuiua Obuta ciemylowmeit: Enterococcus
faecalis — 31,8 %, CI'B — 30,3% u E. coli —
24,2 %. B otmenseMoM Biaraivina KOHIICHTPAIHS
CI'B B xommyectBe 10° KOE/Mi B 0OHapy»X eHHbBIX
MuKpoopranusmax cocraBuna 70 %. [pyrue Buisl
CTPENTOKOKKOB OBUIM BBHIJICIICHBI B €IMHUYHBIX CIIY-
YasX, HO WX KOHIIGHTpalWs TaK ke ObLIa BBICOKOH.
Hons E. coli B Tako#l ke KOHIIEHTPAIMH COCTaBHJIA
75 %, mons Candida albicans — 72 %.

W Orpensemoe Bnaranmue / Vaginal discharge

BHYTpEHHSIS MOBEPXHOCTb CTEHKU MaTKy /
Inner surface of the uterine wall

57 9,1

[paMnonoxuTenbHble [pamoTpuuaTenbHble
MUKPOOPraHu3Mbl / MUKPOOPraHu3Mbl /
Gram-positive bacteria  Gram-negative bacteria

[lpoxokenofobHble rpubbl
poga Candida /
Candida albicans

PMCVHOK. YacroTa BblgeneHus MUKPOOPraHM3MoOB U3 OTAENIeMOro Biaraaumila 1 c BHyTpeHHeﬁ NOBEPXHOCTU CTEHKU MATKU Y XKeHLIUH

OCHOBHOM rpynnbl

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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Tabnuya 1 / Table 1

Haunbonee vacto BCTpeYaeMble MUKPOOPraHU3Mbl Npu MMKpO6l/IOfIOFl4LIECKOM MCcCcnefoBaHMM OTAENSIEMOrO Baraauwa obcneno-

BaHHbIX XXEHLINH

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

. I rpynmna / Group I (n = 66) II rpynma / Group II (n = 32)
Brijenenubii
MHKPOOPraHH3M / KOHIIEHTPAIHS, KOHIIEHTPAusI,
Isolated abc. uuciuo / o KOE/™mm, n/ abc. umncio / Y KOE/min, n/
microorganism absolute number ¢ concentration, absolute number 0 concentration,
CFU/ml, n CFU/ml, n
103 — 4 10 —2
Enterococcus faecalis 21 31,8 10°-10* — 8 9 28,1 10° — 6
10°-10° — 9 105-10° — 2
1078 —2 102 — 1
Streptococcus agalactiae 20 30,3 10°-10* — 4 5 15,6 106 — 4
10°-10° — 14
Staphvl 107 — 4 10 —3
A 16 24,2 10°-10° — 8 9 28,1 10° — 4
epraermiais 105-10° — 4 105 — 2
o . 10>-10* — 4 10°—1
Escherichia coli 16 24,2 1052106 — 12 7 21,9 10°-10° — 6
10 — 1
Candida albicans 11 16,7 10°-10* — 2 — - -
10°-10° — 8
. . S 1ne 10° — 1
Klebsiella pneumoniae 6 9 10-10° — 6 3 9,4 106 — 2
3_104
Lactobacillus spp. 4 6 IOIOiO_ 3 ! 5 15,6 10°-106 — 5
Staphylococcus 10>-10* — 2 103 — 1
haemolyticus 4 6 10°—2 3 o4 10°—2
10— 1
Staphylococcus hominis 4 6 103-10* — 2 1 3.1 10° — 1
10°-106 — 1
L. 103-10* — 2
Prevotella bivia 4 6 105 — 2 - - -
<3
Corynebacterium spp. 3 4,5 11%5 - 12 - - -
<3 __
Staphylococcus aureus 3 4,5 11%3 o 21 — - -

Ipumeuanue. 103 — cxynupiii poct; 103-10* — ymepennsiit poct; 105-10° — oGuubHbIi pocT. Note. 1073 —

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

Cpenn MUKpPOOPTaHH3MOB, BBIIEICHHBIX W3 IOJIO-
ctu Matku, 0ot CI'B B xonnenrpanuu 106 KOE/mi
coctraBuna 60 %, E. coli — 100 %.

BrinonHeH cpaBHUTENbHBIN aHAIU3 CIIEKTPAa MUKPO-
OpraHU3MOB OTAEJSEMOrO BIArajuilla U BHYTPEHHEH
CTeHKH MAaTK{ XEHIUH | Tpymibl, pogopa3penieHHbIX
KecapeBsIM cedeHueM (Tadm. 3). MwukpoOuomornde-
CKOC HCCJICIOBAaHUE OTAEISIEMOTO BIarajidiia MpOBe-
JEHO Yy 45 >KEHIIUH, C BHYTPEHHEU CTEHKH MOJOCTH
matku — y 40. Kak u3 otrmensiemMoro Biarajiuiia,
TaK W C BHYTPEHHEH MOBEPXHOCTH MAaTKH JTHUX KEH-
ITUH BBIJCISUIACE Pa3HOOOpA3HBIE MHKPOOPTAHU3MEI,
HO ¢ HaumOojblnel yactotod — FE. faecalis, E. coli

meager growth;

u CI'B. CnenoBano 0XuaaTh, UTO 3TU MUKPOOPIaHM3-
MBI YaIre BBIABISIINCH B OTICISICMOM BJIarajuia, YeM
u3 nonoctu Matku [33,3 u 17,5 % — E. faecalis; 28,9
u 12,5% — E. coli; 31,1 u 12,5% — S. agalactiae
(CI'B)], omHako cTaTMcTHYeCKas 3HAYMMOCTH ObLIa
mocturHyta Jumb 1o BeigeneHuio CI'B (p = 0,040).
3mech cieayeT MomuepKHyTh, uTo S. agalactiae (CI'B),
KaK CaMblil 4acThlii BO30YINTENhb HEOHATAILHOTO Cell-
cuca, BBIJCIISJICS U3 IOJIOCTH MAaTKU y KaXIOW Tpe-
TheH KEHIIMHBI, BIIAraJiUile KOTOPOW KOJIOHU3UPOBAHO
9THUM MUKPOOpraHn3MoM. CTaTucTrdeckasi 3HaYMMOCTb
ObLIa JOCTUTHYTA 110 BBIIACACHHIO TaKUX MUKpPOOpPra-
HU3MOB, Kak S. epidermidis n C. albicans (p <0,05).

® [leguatp. 2022.T. 13. Buin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

elSSN 2587-6252



34

OPUTMHANDBHDBIE CTATbW / ORIGINAL STUDIES

Tabnuya 2 / Table 2

Pe3ynbTaThl MMKPOBMONOrMYECKOro NCCNefo0BaHNs BHYTPEHHEN NOBEPXHOCTU CTEHKM MATKM XKEHLUMH OCHOBHOM rpynnbl
The results of microbiological examination of the inner surface of the uterine wall of women of the main group

BuyTpeHHss noBepxHOCTh cTeHKkH MaTku / Inner surface of the uterine wall (n = 40)

BrraesieHHBIIT MUKPOOpPraHu3M /
Isolated microorganism abc. umncuo / o konuentpauusi KOE/mi, n /
absolute number ? concentration, CFU/ml, n
103 —2
Enterococcus faecalis 7 17,5 10°-10* — 4
106 —2
Escherichia coli 5 12,5 107 —1
scherichia coli , 1052106 — 5
105 —1
Streptococcus agalactiae 5 12,5 10° —2
10°-10° — 3
105 —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 10— 1
Gardnerella vaginalis 1 2,5 106 — 1
Streptococcus anginosus 1 2,5 104 —1

Ipumeuanue. 10~ — ckyausiii poct; 10°-10* — ymepennsiii poct; 10-10° — o6unbHbIi poct. Note. 103 — meager growth;

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

[Tpu momapHOM CpaBHEHHMH BBIICICHHBIX MHKPOOP-
TaHU3MOB U3 Blarajuuia 4 mnonoctu marku B 60,8 %
ciyqaeB (7 =13) Obuto coBmajeHWe MO OaKTepHab-
HBIM BHIAM.

IIpu obcnenoBaHMK HOBOPOXKJIEHHBIX OBIIO OTME-
YEeHO, YTO TPH OaKTEPUOIOTUYECKOM HCCIEeIOBaHUH
MYIIOBUHHON KPOBHM BCE MUKPOOPTaHU3MbI OBLIN BbI-
JeJICHBI CO Cpeibl 00OTalleHus, TO €CTh B HE3HAYHU-
TEJIbHOM KOJIMUYECTBE.

B Tabn. 4 npeacraBiieHbl JaHHBIE 110 YACTOTE BbIIC-
JICHUSI MUKPOOPTaHU3MOB NPH MHKPOOHOIIOTHYECKOM
UCCIICIOBAaHUM KIMHUYECKUX MaTepualioB, B3ATHIX
y 00CIJIeIOBaHHBIX HOBOPOXICHHBIX.

CI'B ObIn BBIJIENEH MPAKTHYECKH W3 BCEX HCCIIe-
JIYeMBIX JIOKyCOB HOBOPOXKJCHHBIX M OTH MHUKPOOpTa-
HU3MBI 3HAUUTEIBHO Yalle BBISIBISUINCH B OCHOBHOM
IpyIIe OTHOCUTEJIBHO TPYIIBI CPABHEHUS! KaK € IO-
BEPXHOCTH KOXHM 3ayITHBIX ckianok (32,3 u 11,4 % co-
OTBETCTBEHHO, p = 0,022), Tak U U3 OTHEIIEMOTO IIO-
noctu pra (28,8 u 11,1 % coorBercTBeHHO, p = 0,044).
Yro kacaetcs Gakrepuii cemeiicta Enterobacteriaceae,
a uMeHHo E. coli n E. faecalis, TO CyImecTBEHHBIX
pasIUYHMil B 4acTOTe WX OOHApPYKEHHUS y JCTEH CpaB-
HUBAEMBIX TPYII BBISBICHO HE OBLIO.

Hons S. agalactiae (CI'B), BblaeneHHBIX B KOH-
nentparmu 10°-10° KOE/mi, cocraBuina 48 % c mo-
BEPXHOCTH KOXH 3ayIIHOW cKiaaku, 59 % — u3 or-
JIENIIEMOr0 TOJNOCTH pTa. M3 mNynmoBHMHHOH KpOBH
U OTAENAEMOTO TPaXeOOPOHXUAIBHOTO JIepeBa ATH
MHKPOOPTaHU3MBl BBIACISINCH B HEOONBIINX KO-
YeCTBaX CO Cpeasl 00OTaIIeHUs.

Y HOBOPOXIEHHBIX | IpyINIbl ¢ TOBEPXHOCTH KOKU
3aymHoi ckmanku S. agalactiae (CI'B) Bwiaemsuics
B 32,3 % cayuaeB (21/65), U3 OTHENSIEMOTO TOIOCTH
pra — B 28,8 % (17/59), n3 mynoBHHHOW KPOBH —
B 19,6 % (11/56), u3 acnupara TpaxeoOPOHXUAIBHOTO
nepea — B 33,3 % (2/6), 4Tro OBLIO CYUICCTBEHHO
BbllIE, yeM y aeredd Il rpynmsl

MsI mIpoBeNH TOMIAapHOE CpPaBHEHHE BBIACICHHBIX
MHKpPOOPraHM3MOB y MaTepu M peOeHka (Tabi. 5).
AKLEHT ObUT celaH Ha MHUKPOOpPraHH3Max — BO3-
MOXHBIX BO30YIUTENSIX XOPHMOAMHHUOHUTA, 3 MMEHHO
S. agalactiae (CI'B), E. faecalis n E. coli.

Taxum 00pazoM, pe3ylbTaThl CPABHUTENBHBIX HCCIIe-
JIOBaHHMI CBUICTEIBCTBYIOT O BBICOKOW YacTOTE KOJIO-
HU3alMd HOBOPOXIEHHBIX aereit S. agalactiae (CI'B)
MpH HAJIWYUKM HTOTO OpraHu3Ma y MaTepu U JOCTH-
raer 100 %, B Oomee penkux cimydasx E. faecalis
u E. coli — B 1850 %.
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Tabnuya 3 / Table 3

MI/IKpOOpFaHVBMbI oTAenaemMoro Bnaraauvila u BHyTDEHHef/II CTEHKM MATKM XEHLMH | rpynnbl, poaopa3spelleHHbIX KeCapeBbIM

ceyeHneMm
Microorganisms of the discharged vagina and the inner wall of the uterus of women of group |, delivered by caesarean
section
BoleseHHbIIT MEKPOOpPraHu3m / Brnaranume / Vagina Crenia matin /
Isolated microorganism (n=45) The wall (if 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 1(2,2%) - 0,343
Streptococcus salivarius 1(2,2%) - 0,343
Candida glabrata 1(2,2%) - 0,343
Staphylococcus aureus 1(2,2%) 2 (5 %) 0,488
Proteus mirabilis 1(2,2%) - 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 12,2 %) - 0,343
Anaerococcus tetradius 1(2,2%) - 0,343
MuKpoopraHu3Mbl HE BBIJICICHBI 1(2,2%) 21 (52,5 %) 0,000%*

*p < 0,05 cTaTUCTUYECKU 3HAYUMBbIC pa3InYusI.

bruio ycTaHOBIIEHO, YTO y BCEX JETeM, pPOIuB-
IIUXCS OT MaTepeil ¢ XOPMOAMHUOHUTOM W HAJIMYUEM
S. agalactiae (CI'B) B monoctu marku (n=15), 3TH
MHUKPOOPTaHU3MBbI OBLITH TaKXKe BBIJEICHBI M3 Pa3HBIX
JIOKYCOB (BO BCEX CIyd4asx C Marepuajia 3aylIHON
CKJIQJIKM W OTJAEISIEMOro IMOJIOCTH PTa U B TPeX CIy-
YasiX W3 MyIMOBUHHOW KPOBH), OJHAKO KIIMHUYECKHUE
MPOSIBIICHUsT WHQEKIMOHHOTO IMpoIlecca HE pa3BUII
HU OJIMH pPeOCHOK.

WH}exmoHHbIi Tpoliece B BUAE TUATHOCTHPOBAH-
HOHM BPOXKICHHON MHEBMOHHH MMET MECTO y 3 HeTeid
ocHoBHOU rpymnmsbl (3,9 %). Y marepu ojHOro pebeHka
Biaranuiie ObLIO KOMOHM3UpOoBaHo S. agalactiae (CI'B),
a'y ee peOeHKa 3TOT K€ MUKPOOPTAaHN3M OBLT BBIJCIICH
C TTOBEPXHOCTH KOXH 3ayITHOW CKJIAJKH M U3 acrupara
TPaxeoOPOHXUATIBHOTO JIepeBa, TOINa KaK MpU MUKPO-

OMOJIOTUYECKOM HCCIICJIOBAHUHM ITYITOBUHHOW KpPOBHU
y 3Toro peOeHkKa He ObLIM BbIJIEICHBI HUKAKHE MHUKPO-
opranusMmbl. Elie y AByX nereld ¢ BPOKIEHHOW MHEB-
MOHHEH U3 OTIEISIEMOro BIAralnila X Mareped ObLTr
BhIJIeNIeHb! E. faecalis v apoxokenionoOHbIe TPUOBI pofa
Candida. Y pebeHka OT Marepu, KOJOHU3UPOBAHHOM
E. faecalis, u3 uccienoBaHHBIX JIOKYCOB MHKpPOOpIa-
HU3MBI HE OBUIM BBIIENCHBL. A y peOeHKa OT Mare-
pH, KOJIOHU3UPOBAHHOM JPOMNOKETOMOOHBIMU TprbamMu
pona Candida, ¢ k0oXu 3aylIHONH CKJIagKH U POTOBOM
nosoctu ObutH BhIeeHbI S. hominis (102 KOE/mu)
u 8. epidermidis (10° KOE/Mi) COOTBETCTBEHHO,
a U3 acmupara TpaxeoOPOHXHAIBHOTO JIepeBa MUKPOOP-
raHU3Mbl He ObLIH BbIJeneHbl. ClieyeT OTMETUTb, YTO
BCE€ JIETU C JUArHOCTUPOBAHHOW BPOXKJIEHHON ITHEBMO-
HUEH POIMIUCH Yepe3 €CTECCTBEHHBIC POJOBBIC IYTH.
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Tabnuya 4 / Table 4

YacToTa BblAeneHUs MUKPOOPraHW3MOB C MOBEPXHOCTU KOXM 3ayLUHOWM CKNALKK, OTAENSEMOro NOAOCTU PTa, MYNOBUHHOM KPOBY,
COAEPXKMMOro Tpaxen 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 rpynma / Group I II rpynma / Group 11
HccnenyeMblit JIOKyC HOBOPOXKISHHOTO /
Investigated locus of the newborn abe. wncio, n / o, abe. uncno, n / % P
absolute number, n absolute number, n

TToBepXHOCTD KOXH 3ayLIHOH CKIaaAKH / - _
The surface of the skin behind the ear =65 =35
Escherichia coli 6 9,2 25,7 0,028%*
Streptococcus agalactiae (CI'B) 21 32,3 11,4 0,022%*
Enterococcus faecalis 10 15,4 14,3 0,884
Staphylococcus epidermidis 8 12,3 12 34,3 0,009%*
Escherichia coli 6 10,2 9 25 0,055
Streptococcus agalactiae (CI'B) 17 28.8 4 11,1 0,044%*
Enterococcus faecalis 13,6 4 11,1 0,728
Staphylococcus epidermidis 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 10,7 5 14,3 0,612
Trached disehange. neo o
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 craTHCcTHYECKH 3HAYMMBIC Pa3THIHS.

Tabnuya 5 / Table 5

OLHOBPEMEHHOE BblAeNEHNE MUKPOOPraHU3MOB OCHOBHbIX BO30YAMTENEN XOPUOAMHUOHKTA 13 OTAENSEMOro BAaranuila Matepu
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

MuxkpoopranusM, BblAEJIEHHBII
U3 OTIEISEMOro Biarajiuiia
marepu /

A microorganism isolated from

HUccnenyemble nokycel HoBopoxaeHHoro/ Studied loci of the newborn

MOBEPXHOCTh KOXHU
3ayIIHOW CKJIagKu /

OTACIACMOC TI0JIOCTU

MyHOBUHHAS KPOBb /

acnupar TpaxeoOpoH-
XHUaJIbHOTO JiepeBa /

; ! ‘ 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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OBCYXIOEHUE

JlnarHocTHpoOBaHHBIH XOPUOAMHUOHHUT Yy KCHILIUH
MpeArnoaracT Ha3HaueHHE aHTHOAKTEPHAJIbHBIX IIpe-
naparoB. Hamie wccnenoBaHue mokaszallio, 4TO He-
CMOTpsl Ha aHTHOAKTEPHAIBLHYIO TEpaIii0 XOpPHOaM-
HUOHHWTA y POXKEHHUI] OCHOBHOW rpynmbl B 95,5 %
CllyyaeB MHKpPOOPIaHW3Mbl OBLIM BBIICICHBI M3 BIla-
rajuma 1 B 48,8 % ¢ BHyTpeHHEH MOBEPXHOCTH MarT-
Ki. Y KEeHIMH 0e3 XOpHOaMHHOHUTa W3 Biarajuiia
MHUKpPOOPTaHU3MBl BBLICISUIACH € dacToToil 87,5 %.
[IprueM 10OCTaTOYHO YACTO BBIACISUIMCH TPAMIIONO-
xKuTenpHble OakTepuu (B ocHoBHOoM CI'B). Yactora
WX BbIIeNeHUs npubmmkanach Kk 70 % Kak B OCHOB-
HOW, Tak W B Tpymnne cpaBHeHHs. Clenyer OTMETHTH
YacTOTy BBIIEICHHAS TPAMOTPUIATETIBHBIX OaKTepHil
(E. faecalis, E. coli), cocrapmstonryto 30 %. [puyem
3HAYUTENIbHBIE KOJINYECTBA ITHX MHKPOOPIaHH3MOB,
npeseimaronue 106 KOE/mit, ObUiM BBISBICHBI Kak
B OTJENIIEMOM BJIarajdIia JKCHIIWH, TaK W B TIOJO-
CTH MAarTKH.

CrnenoBarenbHO, HCIIONB3yeMblE TIPU  XOpHOAM-
HUOHUTE aHTHOAKTepHaJbHBIC IpermapaTbl HE BCer-
na s¢dextuBHb. Tem Ooiee YTO TAlMEHTKaM eIle
710 TIONYYEeHHS Pe3yJIbTaToOB 0aKTEPHUOIOTHIECKOTO MC-
clefioBaHUSl ObUIM Ha3HAuYeHbl B OCHOBHOM aHTHOMO-
TUKH TEHULIWIIMHOBOTO psAJa, XOTS W cojepiKaliue
MHTUOUTOPHI OeTa-1akTama3. B Hacrosiiee BpeMs 4a-
cTo QopMupyeTcs aHTHOMOTUKOPE3UCTEHTHOCTh BHI-
JIEJIEHHBIX MHUKPOOPTaHH3MOB.

Jia ycTaHOBIEHHS! BIMSHHUS MHUKPOOHOTO (axTo-
pa Marepu Ha KOJOHM3ALMIO HOBOPOXKJEHHBIX HaMHU
ObUIO MPOAHATU3UPOBAHO, HACKOJIBKO YacCTO BBIJEIS-
IOTCS T€ WM WHBIE MHUKPOOPTaHW3MBI KaK y MaTepH,
Tak W B Pa3HBIX JOKycax y pebenka. [IpoBenennoe
WCCIIEZIOBaHUE TI0KA3aJi0, YTO YacTOTa KOJOHHU3AIUH
HOBOpOXIEHHBIX S. agalactiae (CI'B), mpu Hanmuuuu
9TOro MHKpoopraHuszMa y marepu, pocruraer 100 %,
E. faecalis u E. coli — 18-50 %. Tem He MeHee B 10-
JABIIAIONIEM OOJBIIMHCTBE CIIy4aeB HOBOPOXKICHHBIC
OT Marepell ¢ XOPMOAaMHUOHUTOM, KOJIOHU3HUPOBAHHBIE
MHUKpOOpraHu3Mamu, B ToM uucie S. agalactiae (CI'B),
HE DPa3BUBAIOT KIMHUYECKYIO KapTHHY WH(EKIHOH-
HOrO mporecca. MHDEKITMOHHBIH TIpoliecc B BHUJC
JUArHOCTUPOBAHHONW BPOXKICHHONM MHEBMOHHHU HMEIN
MecTo y 3 geteit ocHoBHOU rpymmbl (3,9 %). D10 Mo-
XKeT OBITh CBA3aHO HE TOJNBKO C MOJYYEHHEM >KCH-
IIMHAMHA B POAAaX aHTHOAKTEPHAIBHBIX IPENaparos,
HO W C MOIIHBIM 3allUTHBIM OaphepoM — IUTalleH-
TOM, KaK BO3MOYKHOW MPErpajiol Ha MyTH BOCXOISLIEN
OaKTepUaIbHON WH(EKIINY.

[lo nureparypHbIM AaHHEBIM, S. agalactiae siBIseT-
Cs OJHWM W3 YacThIX BO30ynWTeNneld HEOHaTaJIbHOTO
cercuca W BpPOXKIASHHOW mHeBMoHuW [3, 5, 21, 22],
B CBA3M C YeM Mbl OOpaTWIM BHUMaHHE M Ha 4acTOTYy

ero BBIAENEHNs 13 MynmoBuHHON KpoBH (19,6 %) u co-

nepsxkumoro Tpaxeu (33,3 %). Cinemyer OTMETHTD, UTO

U3 TNYINOBUHHONH KPOBU M OTJAEISIEMOI0 TpaxeoOpoH-

XHUAJIHOTO JepeBa ATH MUKPOOPTAaHU3MBI BBIJICIISLITUCH

B HEOOJBIINX KOJIMYECTBAX CO CPEabl 0OOTaIleHUS.
B cBa3u ¢ Beicokoi yactoroil xomoHmzarmu CI'B

KaK POXKCHHIl, TaK W HOBOPOXKICHHBIX, HECMOTPS

Ha IPOBOJUMYK) aHTHOAKTEPHAIBLHYIO TEpPAIUi0 XO-

pUOaMHUOHWTA, HAa HAIl B3MIAA, HEOOXOMUM Tiepe-

CMOTp CYHIIECTBYIOIIMX CTpaTeTuii MpPOQUIAKTUKH

CI'B-undexnmii. B cBs3u ¢ pacrymieid aHTHOMOTHKO-

PE3UCTEHTHOCTBIO MHUKPOOPTAaHM3MOB Ba)KCH MOUCK

aJBTEPHATUBHBIX CIIOCOOOB MPO(PHUIAKTUKU TEpUHA-

TaJbHBIX W HeOoHATaNbHBIX HH(peknmid. lIpoBeneHue

antuouornkonpodmiaktukn CI'B-uHbekmuit B pogax

npu obcienoBaHuy KeHIMH B 35-37 Hen. OepeMeH-

HOCTH HE CHIKaeT YpPOBEHb 3a00JeBaeMOCTH HOBO-

POXICHHBIX.

HccnenoBanue moxaszano:

1. HecMoTpss Ha aHTHOAKTepHAIBHYIO TEpaIuio
XOpUOaMHHOHHUTA Y JKEHIIWH, YacToTa BBbIIEIC-
HUSL MUKPOOPTaHM3MOB KaK W3 BIIAraliuiia, Tak
U W3 TOJIOCTH MAaTKH OCTAeTCs BBICOKOM.

2. Hambonee gacto Beiensitorcs S. agalactiae (CI'B),
E. faecalis n E. coli 3 Bnaranuia u u3 MOJOCTH
MaTKH JKEHIIUH C KIMHUYECKHM XOPHOAMHHOHH-
TOM.

3. Yacrora mepenadn 3TUX MUKPOOPTAHH3MOB TLIOTY
¥ HOBOPOXXJIEHHOMY TIPY HaJIMYUHU WX Y MaTepHu CO-
craBmger 100 % mna S. agalactiae (CI'B) n 18—
50 % — nmns E. faecalis v E. coli.

4. B nmonassiroiieM OOJIBIIMHCTBE CITy4aeB HOBOPOXK-
JICHHBIE OT Marepeil ¢ XOPHOAMHHUOHHUTOM, KOJIO-
HU3WPOBAaHHBIE MUKPOOPTaHW3MAMH, B TOM YHCIIE
S. agalactiae (CI'B), He pa3BHBAIOT KIMHUYECCKYIO
KapTUHY WHPEKIHMOHHOTOo npouecca. Jlumb y 3 ae-
Tel ocHOBHOU Tpymmbl (3,9 %) Oblia AMAarHoOCTH-
pOBaHa BPOXKJCHHAS TTHEBMOHUSI.

5. HeoOxomuMbl najmbHEHIIME WCCIENOBAaHUSA I
BBISICHGHHUSI 11€J€CO00pa3HOCTH NPUMEHCHHS aH-
THOAKTEPUAIBHONW TEpanuu B CBSI3M C KOJOHH3a-
el Hamboyee 4YacTo BCTPEYaeMBIMH MHKPOOP-
raausMamu (S. agalactiae, E. faecalis n E. coli)
Y HOBOPOXAEHHBIX JE€TEH OT MaTepeil ¢ XopHoam-
HUOHHUTOM.

OOMOJNIHNTENbHAA NHO®OPMALUMUA

Bkian aBropoB. Bce aBTOpBl BHECIM CYLIECTBEHHbIN
BKJIaJ B Pa3pabOTKy KOHIEMIMH, MPOBEICHHE HCCIeI0Ba-
HUSI M IO/ITOTOBKY CTaTbu, MPOWIX U 0100pmin (GUHATBHYIO
BEPCHIO Tepe]] MyOnnKamuei.

Konaukr uHTepecoB. ABTOpPHI ACKIApUPYIOT OTCYT-
CTBHE SBHBIX M IIOTCHLHMAIBHBIX KOH(IMKTOB HHTEPECOB,
CBSI3aHHBIX C MyOJIUKAIMel HACTOSIICH CTaThU.
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Hcrounuk d¢uHAHCUpPOBAHHUS. ABTOpPBI  3asBISIOT
00 OTCYTCTBHMHM BHEIIHEro (PMHAHCHPOBAHMUS MPH IIPOBEJIE-
HUM UCCIIEIOBAHUS.

HudopmupoBanHoe corjiacue Ha nyOJIuKanuio.
ABTOpBI TIONYYIJIM THCHMEHHOE COTNIACHE TIalMeHTOB
Ha MTyONUKAIMI0O MEIUIIMHCKUX JaHHBIX.
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CPABHUTEJIbHOE WCCNENOBAHUE MMKPOBHOﬁ KOJIOHN3ALMN KATETEPOB
Anga nPOANEHHON PETUOHAPHOWN AHECTE3UN MPU PA3HbIX CMOCOBAX
X ®UKCALUN
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CpaBHWUTENIbHOE UCCNeA0BaHNe MUKPOOHOW KOMOHM3aLMN KaTeTepos A/1A NPOLNEHHOW PerMoHapHOM aHecTe3un npu pasHbix cnocobax
ux dpukcauum // Neamatp. — 2022. —T. 13. — Ne 4. — C. 41-52. DOI: https://doi.org/10.17816/PED13441-52

AKTyanbHOCTb. VIHdEKLMOHHbIE OCNOXHEHWUS NPOANEHHOM 3MMAYPANbHON UM nepudepuyeckon perMoHapHoOn aHecTesun —
[OCTAaTOYHO pefKoe SBAEHME, YTO He UCKIoYaeT HeOOXOAMMOCTH CTPOroro cobnoaeHns Mep, HanpaBAEHHbIX HAa NMpenoT-
BpaleHne MUMKPOBHOM KONMOHM3aLMM KaTeTepoB ANS perMoHapHow aHecTe3mmn. CaMm pakT MUKpOOHOW KONOHM3auum KaTeTepa
He BCerga CoMpoBOXAAETCS Pa3sBUTUEM UH(DEKLMOHHBIX OCNOXHEHUM, HO YBEMYMBAET BEPOSATHOCTb MX BO3HUKHOBEHMS.

Lenb uccnepoBaHusa — onpenenntb YacTOTY KONOHM3ALMK, KAYECTBEHHbIM M KOJIMYECTBEHHbIM COCTAB BbiCEBAEMON MUKPO-
dnopbl Npy pasnnMyHbIX cnocobax GuKcaumMu kateTepa U ANUTENbHOCTU €ro UCMOJSIb30BaHUS.

Marepuansbl n MeToAbl. B cpaBHUTEIbHOE NPOCNEeKTUBHOE PaHAOMU3MPOBAHHOE OAHOLEHTPOBOE UCCeA0BaHMe ObIN0 BKIItO-
YyeHo 76 nauueHToB OT 2 A0 18 neT, KOTOpbIM NPOBOAMIACL NPOANEHHAs 3NMAYPaNbHAs8 UK Nepudepuyeckas perMoHapHas
aHecTte3us. lNauuneHTbl Bbinn pacnpeneneHbl Ha rpynnbl No cnocoby dukcauMu katetepa: aare3nBHas Haknevika (PH), ap-
re3aMBHas Hakfeika M aHTUMUKPOBHoe nokpbithe [esnton B (OH+M) u TyHHenuzaums (OT). MukpobHyto obceMeHeHHOCTb
KaTeTepOB OMNpPenensiiv C MOMOLLbK KACCMYECKUX BAKTEPUONOrUYECKMX UCCIEeL0BAHUA.

Pe3synbtatbl. HM y oaHOro 13 76 nauMeHTOB He OblO 3aperucTpMpoBAHO MPU3HAKOB JIOKANIbHOMO MM CUCTEMHOIO MUH-
dekumoHHoro npouecca. PasHuua B yactoTe KonoHusauum mexay rpynnamu ®OH u OT 6bina CTaTUCTUYECKM AOCTOBEPHA:
x* (1, n=54)=5,5381 (p=0,018), mexxpy rpynnamu ®H n O®H+[1 — HepocToBepHa. OTHOCUTENbHBIM PUCK KONIOHU3ALLUMN KOXK-
HOW yacTu katetepa npu ®H B 2,14 pasa Bbiwe, YeM Npu TyHHenu3auuun katetepa: RR= 2,14, p=0,05 (95 % ON 1,0-4,49).
B rpynne ®H+[ KonoHM3aumMa Kak KOXHOM, Tak U BHYTPEHHEM 4acTu KaTeTepa OTMeyYanacb Ha JOCTOBepHO Gonee paHHUX
cpokax, yem B rpynne ®T. kKoxHaa yactb — U=5,5 U,=8 (p=0,02); BHyTpeHHas vactb — U=55; U, =6 (p=0,04).
Mpy nonoxuTenbHbIX pe3ynbTaTax bakTepuanbHOro aHanusa Haubonee yacto Gbina BbiSBNAEHA KynbTypa Staphylococcus
epidermidis (48,3 %) wn Staphylococcus aureus (20,7 %).

3akntoueHue. TyHHenn3aumna gBngeTcs NpeanoyTUTeNbHbIM MeTOAO0M (UKCaLMM KaTeTepa, ecnu NaaHupyemblit Cpok no-
cneonepaunoHHoro obesbonusaHusa 6onee 3 cyT.

KntoueBbie cnosa: KaTeTep,; permoHapHaa aHecCTe3ns,; MHCDGKLI,VIOHHbIe OCNOXHeHUA.
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COMPARATIVE STUDY OF MICROBIAL COLONIZATION OF CATHETERS
FOR PROLONGED REGIONAL ANESTHESIA WHEN USING DIFFERENT FIXATION
METHODS
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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: ¥? (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=5.5; 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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AKTYAJNIbHOCTb

Meronuka NpPOMJICHHOW pPErMOHApHONW AaHEeCTe3Un
obOecnieunBaeT 3pQPeKkTUBHOEC 00€3007MBaHUE B IIO-
CJICOTICPALIIOHHOM TIEPHOJE, CHMXKAET MOTPEOHOCTD
B TPUMCHCHHH HAPKOTHYCCKHX aHAIBICTHKOB, a TaK-
JKE CIOCcOOCTBYeT Oojiee paHHEMY BOCCTaHOBIICHHUIO
MAIlMEHTOB IOClie XUpypruueckoro JedeHus. OpnHa-
KO KareTep, M0 KOTOPOMY OCYLIECTBISIETCS! BBEICHUE
MECTHOTO aHECTEeTHKa, KaK WM JI000# Ipyroi karerep,
CIIPaBEUIMBO OTOXJICCTBIISICTCS C BO3MOXKHBIMH BXO]I-
HBIMU BopoTamu Juisi uHpekiun [1]. Xots nHpexm-
OHHBIC OCIIO)KHEHUSI TPU TPOBEIACHUU PETHOHAPHOM
AHECTE3UH PEeJIKH, TEM HE MEHEE B CIIydae UX Pa3BUTHS
MOTYT TMPHUBECTH K HEXKEIATeIbHBIM IMOCICICTBHSM,
BIUIOTH JIO KaTacTpo(UUECKUX, KaK MPH HCIIONIb30Ba-
HUU TPOJICHHOM MMy paibHON aHanre3uu 8, 11, 17].
HauOonee ys3BUMBI C TOYKH 3pEHHS Pa3BUTHS HH-
(EKIMOHHBIX OCIOKHEHHUN MAIMEHThI CO CHUYKCHHBIM
WMMYHHBIM CTaTycoM (MAIMEHThI ¢ CaXapHbIM JHuade-
TOM, OHKOJIOTHUECKUMH 3a00JIeBaHUSIMU, MHOXKECTBEH-
HbIMH TpaBMamMu U T. A.) [1, 8]. B cBowo ouepens,
y TMalmUeHTOB C HEBPOJOIMYECKOW MAaTOJOTHEH pPHUCK
WHOPUIMPOBAHUS KaTeTepa MOBBINIACTCS B ClIyvae HX
MaJIOOJIBMKHOCTH. YacTo 3T0 MO Jiexkaune marueH-
ThI, THOO XOJSTUYMe, HO MMMOOWIIN30BAHHBIC HA TIEPHOT
BOCCT@HOBJICHHUS TIOCJIE OIEpPalK 3a CYET TMIICOBBIX
MOBA30K. MHOTUM NalMeHTaM Takke TpeOyeTcs Iiv-
TENILHOE TIOCICONEePaMOHHOe 00e300IMBAHNE 3 CUET
BBICOKOI TPaBMaTHYHOCTH PEKOHCTPYKTHBHOTO OIepa-
TUBHOTO BMEIIATENILCTBA U COMYTCTBYIOUICH I100aib-
HOW CMACTMYHOCTH MBIIILI.

L]env uccneoosanuss — CpaBHEHHE YACTOTHI KOJIO-
HU3AIMU SMUAYPATBHOTO WM Nepuepruveckoro Ka-
TeTepa JJIsl PErMOHAPHON aHeCTe3WH B 3aBUCHMOCTH
OT METOJOB €ro (hMKcaluu W JJTUTEIBHOCTH IMpHMe-
HEHHMS W OIpEIeNiCHHE NPEBAIMPYIOMIET0 BUIOBOTO
COCTaBa BBIJICICHHBIX MHKPOOPTaHU3MOB MpPH IO~
TBEPIKJICHUM KOJIOHHU3AIUK KaTreTepa MUKPOQIOpOH.

MATEPWANDbI U METOLbI

B Hayuno-npakruyeckom nentpe (HIIL]) aerckoit
MICUXOHEBpoJorun JlemaprameHTa 3ApaBOOXPAHECHUS
ropona Mockssl ¢ siHBapa 2020 r. mo anpenb 2022 1.
MIPOBENICHO CPABHUTEIIBHOE MPOCTIICKTUBHOE PAHIOMHU-
3UPOBAHHOE OJHOLICHTPOBOE HCCIEAOBAHUE, B KOTOPOE
OBLTO BKIIFOYEHO 76 mamueHToB oT 2 10 18 neT ¢ ouex-
KO 110 KJIaccupuKanui AMEpUKaHCKOTO OOIIeCTBa aHe-
cresnonoroB (American Society of Anesthesiologists,
ASA) II-1II kmacca ¢ BpOX/IE€HHOW HEBPOJIOTHYECKOM
narosiorueil. MccienoBanue sSBIsAI0CH HHUIIMATUBHBIM,
(MHAHCHPOBAaHUE OCYIICCTBIISIIOCH 32 CUET OFOIKET-
HBIX CPEICTB YUPEXKACHUSI, HAIIPABJICHHBIX Ha Jeye-
HUE TOCHMUTAIM3UPOBAHHBIX OONbHBIX. [lanmeHTam
MIPOBOAMIIOCH KOPPUTHPYIOIIEE OPTOMEIOXUPYpPrude-

CKOE JICYeHHE — OTIepaIli Ha KOCTAX M CYyXOXKFUTUSIX
BEPXHHUX U HIKHUX KOHEYHOCTEH C ILENIbI0 KOPPEKIINU
nedopmarmii. O0beMm, 00NaCTh M JUIUTEIBHOCTh XH-
PYPrUUECcKOro BMEIIATENbCTBA JUKTOBAIN HEOOXOIU-
MOCTh TIPOBEIIEHUS AHTHUMHUKPOOHOW MPO(UIAKTHKI
B COOTBETCTBHHU C Tporpammoii CTparernu KOHTPOJA
antTuMuKkpoOHoil Teparmu (CKAT) [4] u xinuHHue-
CKUMH peKOMeHAauusiMu HanmoHanbHOW accouuannu
CHEeMaTuCTOB o0 KoHTpomto uHdpeknuit (HACKN) [2].
IIpodmmakTika WHGEKIHMOHHBIX OCIOXKHEHHH TIpO-
BOJIMJIACh CONJIACHO BHYTpeHHeMy mporokosny HIILT
JETCKOW TICHXOHEBPOJIOTUH, CO3JaHHOMY Ha OCHO-
BaHMM BBIIICYKA3aHHOM MPOTPaMMbl M KIMHUYECKHX
PEKOMEHIAINI, W 3aKioYajach B OJHOKPATHOM BHY-
TPUBEHHOM BBEJICHUH Pa30BON /103bI aHTUMHKPOOHO-
ro mpemapara 3a 30-60 MUH 10 Hadajga XUpypruade-
CKOT0 BMeEUIAaTeNbCTBA. B KauecTBe aHTUMHKPOOHOTO
npenapara OblT BBIOpaH Heda3onuH, J03a Ipenapara
cocTaBisia 25 MI/KT, TIpH Bece MAalleHTa OoJblie
80 xr — 2 1. [loBTOpHOE BBEACHUE YKa3aHHOW IO3BI
AHTUOMOTHKA OCYIIECTBISUIOCH MPH YBEINYCHUU Bpe-
MEHH ONEpaTMBHOTO BMEIIATeNbCcTBa Oonee 4 .

TpaBMaTHYHOCTB OIEPATUBHOTO JICYCHUS OTpeeisiia
TTOKa3aHMs ISl TIPAMEHEHUS] TOW VUM WHOM METOIIUKH
MIPOJIEHHOM pernoHapHoi aHecte3uu. [Ipu nposeaeHUN
XHPYPrUUECKOr0 BMEIIATeIbCTBA B 00JAaCTH Ta30BOTO
Kombla M Oefep OCYHIECTBIIACH JIUIYypaibHas aHe-
CTE3Ws, TIPH BHIMTOJTHEHNH PEKOHCTPYKTHBHBIX OTIePAITHid
B 00JIaCTH CTOIBI — TIepUQepruIeckas aHeCTE3HsI.

B kauecTBe TaKTHKM MHTPAOMEPAIMOHHOIO 00e3-
OonuBaHus Oblla BBIOpaHA COYCTAHHAS AHECTE3US
C HUCKYCCTBEHHOH BeHTwisinuel jerkux. Ilocne wun-
IYKIIMA aHeCTe3WH M O0ECIeYeHUs MPOXOAMMOCTH
JBIXaTeNbHBIX ITyTeH MPOBOAWIACH JHOO ITyHKITHS
U KaTeTepu3alys dMUIypalTbHOTO MPOCTPAHCTBA, JTHO0
JIOKOpETrHOHapHasi aHeCTe3Hs C yCTaHOBKOW KareTepa
K HEPBHOMY CTBOJIy WJIM CIUICTCHHUIO C IPUMEHEHHEM
YABTPa3BYKOBOM HaBurauuu [3].

IIpu mpoBeneHUN perHoHAPHBIX OJIOKad coOJoma-
JMCh CIEAYIOIIME TPUHIMIBI ACENTHKA U aHTHUCETI-
tuku. llepen BbImomHEHHMEM ONOKaabl aHECTE3HOJIOT
MIPOBOMIMIT AC3UH(EKINI0 PYK, KOTOpasl 3aKI0o4aiach
B JIBYKPAaTHOM MBITbE PYK MBUIBHBIM pacTBopom 0,8 %
aTKuIanMeTIIIoeH3nIaMmMonus  xmopuaa (Jle3adimop,
Medlex, Poccusi) B Teuenue 1 MuUH, BBICYLIMBAHHU
CTEPHIBLHOH caneTKoi U mocnenyomei oopadoTKoi
pactBopom Codracent H (atmnoserii crnimpr 74,1 T,
uzonponuioBbid ciupt 10 T Ha 100 r roToBoro pac-
TBOpa, BBraun, I'epmanus) nBaxnel mo 1,5 MuH.
O0s13aTeNbHBIM yCIIOBUEM OBUIM KOPOTKO CTPHXKEHBIE
HOI'TH, @ TaK)KE OTCYTCTBHE HaKJIaIHBIX HOI'TEH, KOJIel
u 9acoB. Bo BpeMs BbITONHEHUS OIOKaabl aHECTE3HO-
JIOT SKUTTUPOBAJICS B CTEPHIIBHBIA XajaT, MeAUIINHCKYTO
MAcKy, MEJIMIIMHCKYIO IIANKy W CTCPUIIbHBIC MEPYaTKH.
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MemuuuHCKasl CecTpa-aHECTE3UCT IBaKAbl 00pa-
OarpiBasia KOXKy maieHta pactBopom Codracent H
B IpeArojaraeMoM MecTe Karerepusanuu. [locre BbI-
CBIXaHUS KOXKM aHECTE3HOJIOI OrPaHWYMBAI MECTO
MyHKUUW OIHOPA30BOM CTEPWIBHOM XUPYpPruuecKou
IIPOCTBIHEH C OTBEPCTHEM M AJIrEe3UBHBIM CIOEM BO-
Kpyr Hero. CrepuibHBINA OIHOPA30BBIH HaboOp I
SMUIYpalbHON WM Tepu]epryecKoil MpoaIeHHON
AQHECTEe3UH, INIPHI] I MECTHOIO aHECTETHKa, CTe-
pUIbHBIE Cal(EeTKU PACIaKOBbIBAlIa MEIUIMHCKAs Ce-
CTpa-aHEeCTE3UCT M BBIKJIA/(bIBAJIa HA TTOATOTOBICHHBIN
CTEPHIIBHBII CTOJHMK C COONIONEHHEM MPaBUII acerTu-
KH. YABTPa3BYKOBOW JaT4MK MPHU UCIONB30BAHUU YiIb-
TPa3BYKOBOW HAaBUTALMN YIAKOBBIBAJIU B CTEPUIIbHBIN
YEXOIl.

[Tocne mpoBeaeHUs KaTeTepU3aIiK MUY PATbHOTO
WIM TEPUHEBPAIbHOIO MPOCTPAHCTBA MPOU3BOAMIACD
(bukcamnus karerepa, U MO CIOCOOY (UKCAIMH Ialu-
€HTBbI ObUIM pa3liesieHbl HAa TPHU TPYIIIbL:

1-s rpynna — HalMeHTbl, Y KOTOPBIX NPUMEHSIICS
(ukcarop karerepa W3 aAre3MBHBIX MaTEepUATIOB —
anre3uBHas Hakieilika (PH — ¢ukcauusi HakIeHKoOH,
n =724,

2-4 rpynma — ManueHThl, KOTOPBIM Tepen IMpH-
MEHEHHEM aJIre3WBHOTO (pUKCaTopa KareTepa o0iacTb
NYHKIUK 00pabaThIBaiy TPEeXKOMIIOHEHTHBIM aHTHU-
MUKpOOHBIM mOKpeITHEM (PH+]] — dukcanmsa Ha-
Kietikort + Jle3uton, n = 22);

3-1 rpynma — MalueHThl, KOTOPBIM Obl1a BBIIOJN-
HeHa TyHHenm3anus karerepa (OT — Qukcanus TyH-
HeneM, n = 30).

B 1-it rpynne maumeHTOB NpPUMEHSUICS (QHUKCATOP
katerepa llepudukc (BBraun, l'epmanus), coctos-
U U3 ABYX YacTedl — aare3mBHOE (HUKCHPYIOIIEE
MOJINYPETAaHOBOE KOJNBIIO M HakJIeWka M3 Ipo3pad-
HOM IUJIEHKM C HEaJre3MBHOM LEHTPaJbHOW YacThIO.
OnuaypalbHBIi KaTeTep YKJIAIbIBAJICS METIEH IOA
aAre3nBHOE (DUKCUPYIOIIEE KOJBII0 TaKHUM 00pa3oMm,
yTOOBl MECTO BBIXOZla KaTreTepa M3 KOXKU pacrosara-
JIOCh B LIEHTpPE KOJIbLIA, a MEeTIs KareTepa — IOx aj-
re3UBHBIM KOJIbLOM. CBepXy (hPMKCHpOBasIach HaKJIeHKa
U3 TPO3PAYHON IMJIEHKH.

KpaHuanbHblit Bbixos
ToHHens / Cranial exit
site

Puc. 1. TyHHenusauus KateTepa
Fig. 1. Catheter tunneling

Bo 2-it rpynme mepen HakiIenBaHHEM (HHUKCATO-
pa Karerepa NPUMEHSJIM aHTHMUKPOOHOE Mpodu-
JIAKTHYECKoe IMOKphITHE C¢ KpacurteneM (/lesuton B,
Dezitall, Poccus; coctaB — H30NPONUIOBBIA CIIUPT
70 %, KOMIUIEKC YETBEPTHUYHBIX aAMMOHMEBBIX CO-
eNMHECHNH, JI-TTaHTeHON) W3 CTEePWIHHOTO J03aTopa.
Je3uron B — 3T0 Bs3Kasg KHUIKOCTb, U1 €ro HaHe-
CEHUS MCIIONIb30BaIM OJJHOPA30BHII MOJIMMEpPHBII cTe-
pWiIbHBIA 1mmarens. [Inomans HaHeCEeHUsT cocTaBisIa
0K0JI0 9 cM? M MOKphIBaia 00JIaCTh BBIXO/IA KareTepa
M3 KOKM M YacTh KaTeTepa, YIOKEHHYIO B IMETII0 I
nocnenytomeid Gukcanuu. B panpHelemM ¢pukcanuio
MEeTIN KaTeTepa OCYLIECTBIISIM IOCJIE IOJIHOTO BHI-
CHIXaHHSI aHTUMHKPOOHOTO MOKPBITHS, YTO MOJITBEPXK-
JTATOCh OTCYTCTBUEM JIMIKOCTH TOKPHITHS (BpeMs BBI-
CBIXaHMS B CpeAHEM 2—3 MHH).

B 3-if rpynmne marnueHToB KaTeTep TyHHEIU3UPOBa-
m (puc. 1). dns dopmMupoBaHUS MOAKOKHOTO TyHHE-
JIS1 ICTIOJh30BAIH TIepU(epUIeCKHii BEHO3HBINA KaTeTep
Ha urie (IIBK), koTophlii mpoBOIMIN TTOAKOXKHO, OT-
CTynsi Ha 3 CM KpaHHaJbHEe MeCTa BBIXOJa DSIHIY-
pasIbHOTO/TIEPUHEBPATILHOTO KaTeTepa ¢ HallpaBICHHEM
KOHUYMKa UMbl Ha 3—4 MM JaTepajibHee BbIXOAa Kare-
Tepa u3 Koxud. l[locne ynaneHus: UINbl PETPOrpagHo
npoBoawH Yepes npocset [IBK smmnypansabiii/mepu-
HEBPAJIBHBIN KaTeTep JI0 BBIXOAAa €ro M3 MaBHJIBOHA,
3areM [1BK ynansau. Koraa Han koxeil ocraBanach He-
Ooubliast IeTIsl, B Hee YKIAbIBANNA TPyOUaTyro Tepe-
MBIUKY, [IPEIOTBPALIAOIIY0 U3JI0M KareTepa, U MeTI0
3arsruBaid (puc. 2). MecTo TyHHENIN3aluu YKpPBIBaIH
CTepWIbHOM (uKcupytrolei Haknelikon. [locie myHk-
MU ¥ KaTeTepu3allui SMUAYPaTbHOIO WIN NEpPHHEB-
PAIBHOTO TIPOCTPAHCTBA OOIIOCHO BBOIWIICS MECTHBIN
anectetuk (ponmBakanH 0,2 %), mo3y n o6beM aHecTe-
THUKa PaCCYUTHIBAIN WHAMBHIYATbHO.

[Tocne mpoBeneHMs ONEpaTHBHOTO BMEIIATEILCTBA
BCEM MAaLMEHTaM MPOBOAWIN (UKCALUIO KOHEUHOCTEH
THIICOBBIMU TIOBSI3KaMH, TIOITOMY B OJNIKaWIIeM I1o-
CJIEONEepPallMOHHOM TIepHOZie OHM OBUTM MAaJOIoJ-
BWKHBL. Bo Bpemsi HaOmoneHWs B OTHEICHUU pea-
HUMAIMM JE€TH HaXOAWJIHCh B MOJOXEHUU Ha CIIHHE,
OJIHAKO TOJIOKEHHUE NEPUOAMYECKH CMEHSUIOCh IS

KpatmansHblit Bbix0R
Towens / Cranial |
exit site

Tpy6uatas nepéWuKa /L
Pipelike bridge

e

TyHHeNu3upoBaHHbIii KaTeTep Nnocne 3aTArMBaHWa NeTau
Tunneled catheter after tightening the loop

Puc. 2.
Fig. 2.
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MIPOBENCHUS TIPOIEAYP JieueOHOW (HHU3KYIBTYPHI B CO-
OTBETCTBUU C TPHUHATOW cTparerueil paHHed (uzu-
YeCKOM peaOMIUTAalWU  TMalUeHTOB, HaXOISIINXCS
B OTAeJCHUH peannManmu. MH]y3noHHOE BBeneHHE
aHecretuka (ponuBakauH 0,2 %) OCyIIECTBISUIOCH
TOJBKO B OTHEJICHUU AHECTE3HOJOIMU-PEaHHMMALH.
Koutposib 3(pQPeKTUBHOCTH aHAITe3UH pPearu30BbI-
BaJCsS KaXIble 2 4 C WCIOJIb30BAHMEM WIKall OLCH-
K OOJM M €XEIHEBHO OCYIIECTBIISUICS KOHTPOJIbHBIN
OCMOTp KareTepa BpauoM — aHECTE31U0I0rOM-peaHMa-
TosioroM. KOHTPOJIbHBI OCMOTP COCTOSIT U3 BHU3yallb-
HOW OIEHKH OONIaCTW MyHKIMM Ha TPEeIMET Haludus
JIOKaJbHBIX MPU3HAKOB BOCIAICHUS M CKOILICHHUS TOJ
HaKJIEHKON KPOBM WIH BbIIOTa. PyTHHHYIO CMEHYy Ha-
KJIEMKHU OCYHIECTBIISUIA 4Yepe3 3 CyT Mocie MyHKIIUH,
nu00 paHbllle, €CJIM BO3HHMKAJa Takas HEOOXOau-
MOCTH (HaJM4Yue TOJ HaKJIEHKONH KPOBM MJIM BBINIOTA).
Jnsi cMeHBbl HakJICHKH Bpad HajeBajl MEAMLUHCKYIO
LIAMOYKY W MAcKy, 3aMEHy HAaKJICHKH OCYIEeCTBIISUI
B CTEPHWJIBHBIX TepyaTKax, 00lacTh MyHKIIMH 0Opada-
ThIBad pactBopoM Codracent H.

[lepen nepeBojOM MaIMEHTOB B XUPYPruieckoe oT-
nenenue karetep yaaasui. C 1esibio JalbHeHIIero Mu-
KPOOHOJIOTMYECKOTr0 MUCCICOBAHMS KaTeTepbl yAAIsUIN
B Majare ¢ COOJIIOJICHWEM AacCeNTHYECKUX YCIOBHUH,
WCKITIOYAIOUINX BO3MOXKHOCTh BTOPHYHON KOHTaMH-
HaIlMM KaTreTepoB MHKpoopranuzmamu. [lepex ynmaie-
HUEM KaTeTepa Bpauy Ha/eBaJl XUPYPTUUECKYIO MIaroy-
Ky M MEIUIHMHCKYI0 MAacKy, IPOBOIWI AE3MH(EKLUIO
PYK XHPYPTHUECKUM CIIOCOOOM, HaJieBall CTEPUIbHBIN
XaJiaT U cTepuibHbIe mepyatku. O0nacTh Karerepa oT-
JeTsUIach OJHOPA30BOM CTEPUIIBHON XHPYPruuecKon
MPOCTBIHEH € alre3uBHBIM KpaeM. Dukcupyrouyio
HaK/IeHKy yJaJsuld B CTEPUIBHBIX IepyaTkax, Iocie
9TOTO TMepYaTKy 3aMEHAIM Ha HoByio mapy. [Ipu ort-
0ope Hapy>KHOH M BHYTpPEHHEH 4acTH KareTepa Ha To-
CEB MPOBOAWIN MPEIBAPUTEIBHYIO AaHTUCETITUYECKYIO
00pabOTKy KOXKH.

IIpu ypmaneHun karerepa M PaslOelICHUH €ro
Ha (hparMeHTBI ISl MPOBEACHHUSI MUKPOOUOIOTHYECKO-
T'O MCCIIEA0BAHMUS MCIIOIb30BAIN CTEPHUIIbHBIC TUHIICTHI
U CTepWwIbHBbIC HOXHHULBL. s ompenesneHust odaactu
BO3MO)KHOH KOHTAaMHMHALMM KareTep ObUl paszeseH
Ha JIBE YaCTH — HAPYXHYI0O ¥ BHYTpEHHIOI0. B mep-
BBIX JIBYX I'pYIIax HAPyKHOH YacThIO CYMTANACH YACTh
KaTeTepa, PacloJIOKEeHHasl 1OJ aAre3MBHOM HaKJei-
koii. B rpymme, rae Mcnosib30Banach TYHHEIM3ALUS
KaTeTepa, HapyXKHOM CUMTAlach 4acTb, PACIOJIOKEH-
Hasi B OOJIACTH TOJKOXXHOTO TyHHeJs. BHyTpeHHsis
4acTh BHE 3aBHCUMOCTH OT crioco0a (pukcanuu kare-
Tepa — 4YacTh Karerepa OT KOXKH 10 3MUAYPaIbHOTO
WK TIEPUHEBPAIBbHOTO IMpocTpaHcTBa. Jisi mposexde-
HUsl OaKTEpUOJIOrMYECKOrO MCCIIEOBAHUSA BHYTPEH-
HIOI0O M Hapy)XHYIO0 YacTH KaTeTepa pasielisili COOT-

BETCTBEHHO Ha 6 ()parMEeHTOB, KOTOPHIC MOMEIIAIH
B CTepuIIbHBIE MpoOupku. KoHTelHeps! ¢ MaTepraiom
(12 mpobupok ¢ ¢parMeHTamMu KareTepa) It Oakrte-
PHOJIOTHYECKOTO MCCICAOBAHHUS TPAHCIOPTUPOBAINCH
B JIaDOPaTOpPHUIO B OTJEIBHOM OOKCe.

OrmpeneneHne MUKPOOHOW OOCEMEHEHHOCTH Kare-
TEpPOB MPOBOJIMWINA C IOMOIIBIO OaKTEPHOIOTNYECKO-
ro MeToJa C HCIOJb30BaHHEM KOMMEPYECKHX TeCT-
CHCTEM.

[loceB Marepuana NOpPOM3BONWIN B THOIVIMKOJIE-
Byto cpeny (HiMedia Labs, Uamust) u cpexy Cabypo
¢ TeiurypuToM Kanusa. Jid KaXaod cpeapl CTaBUIU
2 mapajuieJibHbIE ONBITHBIE TMPOOBI, MO 3TOW MPUYHHE
TpeboBanoch 6 (parMeHTOB Ka)JOW 4acTH KareTepa.
Ha o0e yxa3aHHble NUTaTeNbHBIC CPEObl MPOBOAMII-
csi 00si3aTenbHBId KOHTPOJb. CommacHO TpeOOoBaHHUAM
nm. 4.3 u 4.4 MYK 4.2.2942-11 «Metoasl caHUTapHO-
0aKTEepHOJIOrMYECKIX HMCCIIeI0OBaHUH OOBEKTOB OKpY-
JKAIOWEH cpeibl, BO3AyXa M KOHTPOJS CTEPUIbHOCTU
B JIEYEOHBIX OPraHM3alMAX» , MOCEBBI BBIIEPKHUBA-
JHMCh B TEpPMOCTaTe Ha MPOTSLKEHWH 7 CYyT B THOIVIH-
KOJIeBOM cpene mpu Temmeparype 32 °C, B OymboHe
Cabypo — mipu 22 °C. IIpu oTCyTCTBUH POCTa MUKPO-
OpPraHU3MOB BO BCEX NPOOHMPKaX 3a yKa3aHHbBII MepHoL
JUTsSL KOHTPOJIS IPOM3BOIMIIMN BBICEB HA TUIOTHBIC TIH-
TaTenbHble cpenbl (5 % KpoBAHOMN arap, XpOMOTEHHBII
arap aus cragpuiokokkoB HiMedia, XxpoMoreHHsblit arap
st rpuboB pona Candida). lpu orcyrcTBuM pocTa
Ha YallKax BbIAABAJIOCH 3aKIKOUYCHHE 00 OTCYTCTBHUHU
00CEeMEHEHHOCTH KaTeTepa.

[Tpu HamMuuM pocta MEKPOOPTaHU3MOB TIPOBOIMITN
0aKTEpPHOCKOMYECKOE HCCIIEIOBAHUE OKPAIICHHOTO
maszka o I'pamy. B 3aBucuMoOCTH OT BbIpocuIeil Mu-
Kpo(uI10pbl BbICEBAIN MaTepuall Ha COOTBETCTBYIOILUE
wioTHBIE cpenbl (5 % KpoBSHOW arap, XpOMOTEH-
HBIH arap ams crapunokokkoB HiMedia, xpoMoreHHBIH
arap ans rpuboB pona Candida, npn Hanuuuu rpa-
MOTPHULIATEIABHBIX Majlouek — arap XaXpom st
0OHapYy)KEHUS W TIOJICUETa YPOIIATOTEHHBIX OaKTepHii)
METOJIOM «TaMIIOH—TIETISH», YTO IO3BOJMJIO  Olle-
HUTb POCT MHUKPO(IOPHI HE TOJBKO KOJIMYECTBEHHO,
HO M KadecTBeHHO. [loncyer KomoHMEOOpa3yroLIMX
emuantn (KOE) ocymectensum gepe3 24 4 u ompene-
s crenieHb obcemeneHHocTr B KOE/mut.

[Tpu mepBUYHOM pocTe Ha TUIOTHBIX MHUTATEIBHBIX
cpemax marepual nepeceBanu Ha quddepeHnnanbHbie
Cpezbl ISl YTOUHEHHUS KaueCTBEHHOT'O COCTaBa MUKPOO-
HOH umopbl. s uaeHTUPUKAIINT MUKPOOPTaHU3MOB
ucrons3oBan Haoopsl pupmbl Erbalachema (Yexwust).

* depepanbHas caysx6a Mo Haa30py B cdepe 3alUTH IPaB MOTPe6H-
Tesnel u Onaromnonyuus deiaoBeka. Meroauueckue ykazanus MYK
4.2.2942-11. 4.2. MeTonbl caHUTapHO-0AKTEPUOIOTUUYECKHUX HCCIIe-
JIOBaHUI 00BEKTOB OKpY:Kalolieil cpesibl, BO3JyXa U KOHTPOJIS CTe-
PHIIBHOCTH B JIe4eOHBIX OpraHu3alusX.
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MuxkpoopranusMbel  poga Staphylococcus wneHTHDU-
nupoBanu ¢ momorisio Habopa CTADU-tect 24, s
OMOXMMHUYECKOW WACHTHU(PHUKAINH KIMHHYECKH 3HAYU-
MBIX MUKPOOPTaHHU3MOB mopsiaka Enterobacterales —
OHTEPO-tect 24, nia uaeHTHGHUKAIANA 1O BUIA MU-
KpOOpraHu3MOB pojia Enterococcus — DHKOKKYC-TECT,
JUTSL MICHTU(UKAIIMK TPaMOTPHLIATEIBHBIX HeepMeH-
tupyroumx Oakrepuiit — HE®DEPM-tect. Ponosas
MPUHAUICKHOCTh  MHKPOOPTaHW3Ma  OIpEe/esiiach
C TOMOINBIO KOMITBIOTEPHOH IporpaMmMbl Mukpo0-2
(Poccus).

B 3axiouenue naGoparopusi mpenocTapisia MH-
(dhopMaLuI0 O KaueCTBEHHOM M KOJIMYECTBEHHOM CO-
cTaBe MUKPOQIOPHI, MO0 00 OTCYTCTBHH POCTA.

MeToabl CTATUCTHYECKOT0 AHAJIHM3A

COBOKYITHOCTH JIUCKPETHBIX TIOKa3aTenell mpea-
CTaBJICHBI B BHJIC 3HaYeHHU Mequanbl (Me) m KBap-
tuned [Q,—0,]. Aud ompeneseHus paziauduil Mexay
COBOKYIHOCTSIMU JUCKPETHBIX BEJIIMYUH Mbl HCIIOJb-
30Banmu TecT Manna — YutHu. Yacrora wuH(UUIUPO-
BaHUsS BBIpaXKaJiaCh B MPOICHTAaX OOIIEro 4mcia Ka-
terepoB. IIpu CpaBHEHUM YaCTOTBHI MOJOXKUTEIbHBIX
mpo0 Ha pocT MUKPOMIOPHI B pa3HBIX TPyIIax Hc-
nosib3oBaticss kpurepuil Ilupcona. B cioydae BbisiBie-
HUS CTAaTUCTUYECKU 3HAYUMBIX PasInduil onpeaensics
OTHOCUTEJIBHBIM PUCK KOJOHU3ALMK B Pa3HBIX [PYII-
nax. KoppensiuunoHHas CBA3b MEXAY IIUTEIbHOCTBHIO
HCIIOJIb30BAHUS KaTETEpa U YaCTOTOM MOJOKHUTEIbHBIX
PE3YyNBETAaTOB MOCEBOB OIMMCHIBATIACh C TOMOIIBIO Me-
TOJIa PAaHrOBO-OMCEpHaIbHON KOPPEALUH, CHIa CBSI3U
olleHMBajach no mkaine Yennoka.

PE3YNIbTATbl N OBCYXXAEHUE

Ha mnpotsokenun wuccnenoBanus (QUKCHPOBAIOCH
HaJIW4Yhe WIA OTCYTCTBHE Yy NAIMEHTOB JOKaJIbHBIX
W3MEHEHWI KOXM B O0JAaCTH KaTreTrepa, IPU3HAKOB
WH(PEKIIMOHHOTO Tpoliecca, JIUTEIHFHOCTh MPHUMEHe-
HUS KareTepa W TMocle MOJIy4YeHHS JaHHBIX W3 J1abo-
paropuu — HaJIM4Ke/OTCYTCTBHE POCTa MUKPOQIOPHI
Ha Marepuasie, odnacTb oOceMeHeHus Karerepa (BHY-
TPEHHSISI WM HapyKHas 4YacTb), BUI MHKPOQIOpPHI
n xommyectBo KOE/mit.

YacTtoTa BO3HHWKHOBEHHS JIOKAIBHBIX W3MEHEHUI
Ha KO)K€, KOTOpPbIe 3aKJII0YaINCh B THUIIEPEMHUH BOKPYT
katetepa (paauyc 1-2 mm), cocraBuna 6,6 % (5 ma-
MUEHTOB). V3 STUX TATH MalMEeHTOB YETBEPO OBLIH
B Tpymme, Tie NPUMEHsIaCh TYHHEIHM3alHs Karere-
pa (@T), u ogun — B rpymmne, rae (GUKcarus Mmpous-
BOIMUJIACH C TOMOINBIO anre3uBHou Hakiehku (DOH).
B rpynme, rae ucnonb3oBain aHTUMHKPOOHOE MOKPHI-
tne (OH+/), HM y omHOrOo mammeHTa HE OBUIO OT-
MEUEHO JIOKAIBbHBIX KOKHBIX W3MEHEHHH. MBI MoXeM
MIPENOIKNATh, YTO OTCYTCTBHIO JIOKAJIBHOM Tumepe-

MHHM KOXXM CHOCOOCTBOBaJIO Hamuuue Jl-maHteHosa
B cocraBe JlesuTona, TuOO y4acTOK THIEPEMHUH He-
OONIBIIOrO MaMeTpa MacKHpOBAJCS 3€JeHBIM Kpacu-
TeJeM, BXOJSAIIMM B cocTaB [le3urona.

[TomyueHHBIE TaHHBIE CXOXKHU C PE3yabTaTaMH, OIly-
OJIMKOBaHHBIMHU B 3apyOeXHBIX HccienoBaHusax. Yacto-
Ta BOZHUKHOBEHHS JIOKAJIbHBIX MPU3HAKOB BOCIAJIEHUS
B MECTE BBIXO/Ia KaTreTepa M3 KOXKH, M0 JaHHBIM pas-
HBIX aBTOpPOB, BapeupyetT oT 0 1o 16 % [7, 9, 13, 14].
B stux nccienoBaHusx karerep (UKCHPOBAJICS C IO-
MOIIbI0 HakieWku. B Hamelt paboTe y OGOJBIIMHCTBA
neteit (4 u3 5), y KOTOpBIX OTMeYajiach THUIEepeMUs
KO)KM B MECT€ BbIXOJa KaTeTepa, Oblla BBINOJHEHA
TyHHenu3anus. JIokajabHble U3MEHEHHs HaOIIoAaInch
B MECT€ BBIXOJa KaTeTepa U3 KpaHHAJIBHOW YacTH TyH-
Henst. ToNbKO y OHOTO M3 3TUX YeThIpeX MalleHTOB
aHaJlM3 Ha T0CEB MHUKPO(MIOpPHI Jal MOJ0KHUTEIbHBIN
pe3ynsrar (Ha 0O0EMX 4YacTsIX KareTepa — KOKHOU
u smmaypanbHoi). B rpymme @H y emwHCTBEeHHOTO
[AllMEHTa, y KOTOpPOro Obla OTMEYeHa T'HIIEPEeMUs
B MeCTe BBIXOJa KareTepa W3 KOXH, Takxke ObLI 3a-
PETUCTPUPOBAH M POCT MHUKPOQIOPH HA KOXKHOH Ya-
CTH KareTepa. B cBsA3M ¢ 3TUM MOYKHO HPEIION0XKUTS,
YTO TUIEPEMHs KOXKH BOKPYI KareTepa MOXKET OBITh
MPOSIBJICHUEM MECTHOW BOCHAJINUTEIBHOM peakuuu,
HO TaKk€ MOXET BO3HUKHYTH H3-32 MEXaHHYECKOTO
BO3ICHCTBUS KaTeTepa Ha OKpY’KaIolLle TKaHU B Me-
CTE €ro BBIXOJA M3 KOXKH.

Hannumne moKaJbHBIX BOCHATUTEIbHBIX N3MEHEHHN
Ha KOXK€ B HaIlleM HCCJIEeIOBAaHWN HE BCETa KOppeIu-
POBAJIO C TIOJNOKUTEIBHBIMU Pe3yJbTaTaMu OaKTepuo-
JIOTUYECKOTO MCCIIET0BaHMSL.

Amnanornynbie BeBozbI puBomuT N. Seth u coasr. [13]:
cpenu JEeTel, y KOTOPBIX OTMEYAINCH JIOKAJIBHBIE U3-
MEHEHHsI B 00JIaCTH BBIXO/Ia KaTeTepa U3 KOXKH, TOJIBKO
y 43 % mnanueHToB OaKTEPUOJOTUYECKUI MOCeB ObLI
MOJOKUTEIBHBIM. B TO ke BpeMmsi aBTOpbI 3aUKCH-
poBanu, uto B 30 % cinyyaeB aHaiu3 Ha TOCEB ObuI
TaK K€ IOJOKUTEIBbHBIM y MAlUEHTOB, y KOTOPBIX
HE OTMEYAJOCh Ha KOXE IIPU3HAKOB BOCIAJICHUS.
B craree npyrux aBTOpPOB MNPUBOJATCS JaHHBIE, YTO
Tonpko y 18 w3 33 mammeHToB, y KOTOpHIX ObLIa 3a-
(uKcHpoBaHAa KOJOHHU3AaLMsA KaTeTepa, OTMEYallUCh
JIOKaJbHBIE M3MEHEHHs] B O0JacTH BBIXOAAa KareTepa
u3 Koxu [9].

Kononuzauusi xarerepa Mukpoguiopoid B Konude-
ctBe 10° KOE/mi u Gonee 03HAuaet, 4To CyNIECTBYET
PHUCK pa3BUTHUS MH(DEKLUNOHHOIO OCIOKHEHHS, U YeM
6osbire BesiBieHo KOE, tem on Bhire. 1 xoTst yacrora
WH(EKIMOHHBIX OCIOKHEHHUH B LIEJIOM HE BBICOKA, TEM
HE MeHee TpeOyeTcsi OAUTENLHOCTh B OTHOILIEHUH TO-
SIBJICHUSI TIEPBBIX CUMIITOMOB JUIsl UX BbIsiBICHUS [17].
B 2007 1. 6511 omryOnMKOBaH MeTaaHanm3 12 uccnenona-
HUH, B KOTOpbIe ObUTH BKIIOYeHBI 4628 marrienTos [12].
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CornacHO TpPHWBEICHHBIM IaHHBIM, YacToTa WH(EK-
LIMOHHBIX OCJOXKHEHUH coctaBuna 6,1 %: y 4,6 %
OTMEYaJINCh MMOBEPXHOCTHBIC BOCIAJICHUS, a HH(]EK-
LUOHHOE TMopaxkeHue niyoxke aepmbl — y 1,2 %.
B 10 u3 12 wumccnegoBaHUSX, BKIIOUCHHBIX B METa-
aHann3, MHPEKIMOHHBIC OCIOKHEHUS (PUKCHPOBAIHCH
MeHee yeM y 2 % mamueHToB. B 9 wumcciemoBaHUSIX
WHQEKIMOHHBINA mpouecc pa3BuBaics B 2,8 % y ma-
[IMEHTOB C OHKOJIOTWUYECKUMHU 3a00IIEBaHUSAMH IIPH
JUIMTEJILHOCTU KareTepu3auuu 74 aHs.

B namewm wmccrnepoBaHum HH y onHOro m3 76 ma-
LUCHTOB He OBLJIO 3aperHCTPUPOBAHO MPHU3IHAKOB JIO-
KaJIbHOTO WJIH CUCTEMHOTO MH(EKIIMOHHOTO IMPOIecca,
Tak)Ke He HaOII0NaI0Ch TaKUX CHMIITOMOB, KaK MOBBI-
IIEHUE TEMIIEPATyphl Tella, 0OJh B 00JACTH ITyHKITHH,
00b B CIIMHE WJIN PaAUKYJIOMATHS.

B mporeHTHOM COOTHOIIEHHH YacTOTa KOJIOHHU3a-
MU B TpyIIax pasiwyanack. Haumbombimas ygactoTa
TTOJIOKUTETBHBIX PE3YNNBTaTOB 0aKTEPHOIOTHIECKOTO
nccaenoBanus (ukcupoBamach B 1-it rpymme (PH)
u cocrasmwia 58,3 %. B rpymme, rae TpUMEHSUIH
Hesuton (OH+/]), yacToTa KOJOHHM3AIMU COCTaBUJIA
31,8 %, a B rpymnme, rae NpoBOAWIACH TYyHHEIH3a-
must (OT) — 26,6 %. Pa3znauma B gacToTe KOMOHHU3a-
umu Mexay rpynnamu @H n OT Obua crarncTHdecku
nocroBepHa: x> (1, n=>54) =5,5381 (p = 0,018). Cxia-
JIBIBACTCsl BIIEYATIIEHHE, YTO NpuUMeHeHue J[lesurtona
TaKXKe TMO3BOJISET CYIIECTBEHHO CHU3UTh PUCK KOJIOHH-
3aliu KareTepa, OJHAKO COBPEMEHHBIE METOBI CTATH-
CTHYECKOTO aHalM3a MOKa3ajH, YTO 3TO yTBEpXKICHHE
uHemocroBepro: * (1, n=46)=3,2525 (p=0,071).

B pasznuyuHBIX WCCIIEOBAaHUSAX YacTOTa IIOJIOKH-
TENBHOTO pe3yibTara II0CeBa KareTepa BapbHUPYET
or 5,8 mo 57 % [4, 5, 7, 8, 11-15]. Tako# 3HAYM-
TEJIbHBIH pa3dpoc TPUBEACHHBIX JAaHHBIX O TOJO-
JKUTEIBHBIX PE3y/IbTaTax IMOCEBOB OOBSCHSCTCS TEM,
YTO OJTHU aBTOPBI JUIsA OAKTEPHOIIOTUIECKOTO UCCIIEIO0-
BaHUSI OTOWPAIINU TOIHKO KOHYHKH KAaTETEPOB, a KOXKY
npenBapuTenbHO obpabareBamm [10, 14, 15], a B apy-

ruX — (UKCHpPOBAIHM TaKKe JIMOO POCT HA KOKHOM
W TIOJIKOKHOM YacTW KareTepa, JH00 HCCIIeA0BaIN
Ma30K C KOKM NalyeHTa B 00JacTh BhIXOJa Karerepa
[6, 7,9, 13, 16, 17], uTo B cymme naBajio Oojee BbI-
COKHI TPOIEHT MOJOKHUTEIBHBIX TPOO.

B mpoBeneHHOM HaMHM WCCIIEOBaHWU Oblla BBI-
SBJIEHA CTAaTHMCTUYECKH 3HAYMMas pa3HHUIAa YacTOThI
KOJIOHM3aLlMM KOKHOM YacTH KareTepa MEXAy Ipyll-
T10#, T/ie ObliIa BBITIOJTHEHA TYHHEIU3aIus, U TPYIIOH,
rme Karerep (PUKCHpOBAICS aare3WBHON HaKIICHKOM:
v (1, n=54)=4,1576 (p=0,041). OTHOCUTENbHBII
puck (RR) KOTOHM3AIIUU KOXKHOM YacTH KaTeTepa Mpu
¢ukcaunu Hakneikoi B 2,14 pasa BeIIe, 4eM IpHU
TyHHenu3auuu karerepa: RR=2,14 (p=0,05; 95%
nmocToBepHEI mHTEpBan 1,0-4,49).

Jna npyrux MeTonoB (pUKCAIMH pa3Inyus B 4acTO-
Te MHOUIMPOBAHMS KaK AMUAYPATbHBIX, TAK U KOXKHBIX
yacTel ObUIM CTaTUCTHYECKU He3HadyuMbl (Tadm. 1).

Pesynbrarel Hamero McciuenoBaHusI COOTBETCTBYIOT
JMAHHBIM JPYTUX MHOTOYHCIEHHBIX pabot. [lo cBenme-
HUSIM pa3HBIX aBTOPOB, TOJOKUTEIbHbIE PE3YJIbTaThl
MHUKPOOMOJIOTMYECKOTO MCCIICAOBAHUS Ma3Ka C KOXKH
B OOJIaCTH KaTeTepa WJIM C KOKHOM 4YacTH KaTrerepa
Bapeupytor ot 32 mo 38 % [7, 13, 17], a yacrora
KOJIOHM3AIlM KOHYHMKa Karerepa — oT 5,8 mo 35 %
[7, 10, 13, 14, 17].

B nanHOM mccnenoBaHMM JUIMTENBHOCTH HCIOJb-
30BaHUs KaTeTepa B IpyNIax COCTaBWIIA B yacax, Me
[0,—0;,]: 1-1 rpynna (®H) — 72 [24-96], 2-1 rpynna
(OH+[) — 36 [24-48], 3-a rpynma (OT) — 96 [72—
120]. OTmeueHa MOMOXKUTENbHAS KOPPENALN MEXIy
JUINTENBHOCTBIO KaTeTepU3alM M YacTOTOM KOJOHH-
3ammu Karerepa (Tadm. 2).

Ilpu npumenenun Jle3utona KoOJOHHU3AIMUS Kak
KOJKHOM, TaKk M BHYTPEHHEW 4acCTH KaTeTepa OTMeda-
Jach Ha JOCTOBEPHO Ooliee paHHHUX CPOKax, 4eM Mpu
TyYHHEJIM3allMM: KOXKHas 4YacTe Karerepa — U=35,5,
U,=8 (»p=0,02); BHyTpeHHss YacTh Karerepa —
U=55,U,=6 (p=0,04).

Tabnuua 1 / Table 1

YacToTa KoNoHU3aLMK KaTeTepa MUKPODIOpOW B MCCeLyeMbIX rpynnax

The frequency of colonization in the study groups

Z[J'II/ITCJ'ILHOCTI) KaTreTepusa-

Kononuzauus (mapyx- | Komonuzauus (BHyTpeH-

I'pynna / Group

uun, 4, Me [Q,—0,] /
Duration of catheterization,
hours, Me [Q,—0;]

Kononuzanus, % /
Colonization, %

Has 4acTb), % / Coloni-
zation (outer part), %

Hss 9acTh), % / Coloni-
zation (inner part), %

®H / AS 72 [24-96] 58,3* 50" 33,3
®HH] / (AS+D) 36 [24-48] 31,8 27,3 23
®T / (T) 96 [72-120] 26,6* 23,3* 26,6

* PasHUIA MEXAy IpyNmnamMu cTaTuctudecku goctosepHa: x> (1, n=154)=15,5381 (p=0,018); * pasHuia Mexay rpynmnamu cra-
tuctudecku jgocroepra: x> (1, n=754)=4,1576 (p =0,041). * The difference between the groups is statistically significant:
¥* (1, n=154)=5,5381 (p =0,018); * the difference between the groups is statistically significant: ¥ (1, n = 54) = 4,1576 (p = 0,041).
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Cpoku KonoHusaumu katetepa MMKpodI0poK B uccnenyemolix rpynnax, Me [Q,-0s]
Timing of catheter colonization in study groups, Me [0Q,-0Q;]

Tabnuya 2 / Table 2

YacTs karerepa / Part of a catheter ®H / AS OH+/1 / AS+D OT/T
HapysxHnast gacTh (koxHas) / Outer part (skin) 84 [66—-120] 48 [48-72] 96 [96-120]
Bryrtpennss gacte / Inner part 96 [66—120] 60 [48-72] 108 [96-120]

100 e 100

9 9

80 80
2 70 B ————
g6 g o
= 50 e 2 0
47 FAV i =
S 300, = 30 / =

0" 20

10 A T

0 / 0 e / :
24 48 120 144 24 48 96 120 144

72 96
Bpemsa, y / Time, h
OH+Q / AS+D ---- QT /T  ---OQH/AS

Puc. 3. duHammuka pocta MMKpohnopbl Ha HAPY)XXHOM YacTH Ka-

72
Bpemsa, 4 / Time, h
OH+0 / AS+D ---- QT /T ---OH/AS

Puc. 4. JuHammuka pocta MUKpodnopbl Ha BHYTPEHHEN 4YacTu

TeTepa Katetepa
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

Pa3nuna B cpokax KOJOHHU3AIMU MUKPOGIIOpOH Ka-
TeTepa B Ipynmax TYHHEIW3AalMM W aAre3UBHOW Ha-
KJICHKH, a TakKe B CpYIIax aAre3MBHON HaKJIEHKU
u Jle3auTona Oblla CTAaTUCTUYECKH HE3HAUMMOM.

[Tpu ukcanmm HakIeHKoit oTMedanach CTaTUCTHYC-
CK{ 3HaYMMas MOJIOKUTENIbHAs KOPPEIAUOHHAs CBA3b
CPeIHEeH CHIIbI MEXIy YaCTOTOW KOJIOHHM3AIMH KOKHOM
YaCcTH KaTeTepa W CPOKaMH ero ucronb3oBaHus. Koag-
(hUIIMEeHT paHTOBO-OHMCEpPHATHFHON KOPPEIAIIUNA MEXKITY
JUIUTEBHOCTBHIO UCTONIB30BAaHUS KaTeTepa M 4acTOTOM
MOJIOKUTETIBHBIX PE3yIbTaTOB MMOCEBOB KOKHOW 4acTH
cocrasui 7, =0,53 (p=0,007). Ormeyanacr Koppe-
JIALIMOHHAS CBA3b YMEPEHHOM CHIIbI MEXJy 4acTOTOH
KOJIOHM3AIlMU BHYTPEHHEH YacTH KaTeTepa U CPOKaAMH
ucnosib3oBanus karerepa: r, = 0,48 (p =0,02).

[Ipu npuMeHeHNN aHTUMUKPOOHOTO TTOKPBITUS TaK-
YK€ OTMedasach KOppEJSAIMOHHAs CBS3b yMEpPEHHOU
CHJTBI MEX]Ty 9aCTOTOHN MOJIOKHUTETHHBIX P00 HA pOCT
MUKPOQIIOPBI ¥ CPOKAMHU UCTIONB30BaHUsSI KaTeTepa s
BHYTpEHHEH yactu karetepa 7, = 0,48 (p =0,02), nns
KOJKHOH vacTu karerepa r, = 0,42 (p =0,048) coot-
BETCTBEHHO.

[Ipn TyHHenWM3aIMM KareTepa CBSI3U MEXIY KOJIO-
HU3alUel Karerepa MUKPOQIOPO U CPOKAMH HCITOJb-

30BaHUs KareTepa BbisiBIIeHO He Obuto. YactoTta pocra
MUKpO(IOpHl Ha BHYTPEHHEH YacTH KareTepa CTaTH-
CTUYECKH 3HAUMMO MEX]y I'pylIaMu HE OTIHYajach.

Ha puc. 3 m 4 mpomeMoHCTpHpoOBaHA TWHAMHKA
pocta MUKPOGUIOphl Ha KOXKHON W BHYTPEHHEH 4acTu
KaTeTepa B 3aBUCUMOCTH OT JUINTEJBHOCTH €ro HcC-
1OJIb30BAHMUSL.

B 2016 1. 6pun omyOnMKOBaHBI JaHHBIE MACIITA0-
HOTO MHCCIIEJIOBAHMsI, IPOBEICHHOIO B lepmaHumy,
BKIIOUMBIEro B cebsi 22411 manueHToB, KOTOPBIM
Ha TPOTSDKEHWH 4 nHed u Oojee OCYIECTBISIACH
snuaypaibHas aHecte3us [5]. ABTOpbI CpaBHUBa-
U YacTOTy pa3BUTHS HWH(EKIIMOHHBIX OCIOKHEHUH
B 3aBUCHMOCTH OT crocoba (uKcalnuu Karerepa —
12870 mammeHTam Oblila BBITOJHEHA TYHHEIU3AIMS,
y 9541 maumenra karerep (pUKCUPOBAJICS HAKICHKOM.
Bb110 IpOAEMOHCTPUPOBAHO, YTO TYHHEIU3ALUS KaTe-
Tepa CHIKAeT PUCK Pa3BUTHS MH(DEKIIMOHHBIX OCIIOXK-
HeHuil. B Hamem uccienoBaHUM Mbl OTMETHIIU, YTO
MpU TyHHEIW3allMd KOJOHU3aLUs MHUKpPOOPraHM3MOB
oTMeyaslach Ha OoJiee MO3JHUX CPOKax, YeM B OCTallb-
HBIX HUCCIENyEeMbIX Ipynmnax, a Takxke B rpymnme OT
3apKcHpoBaHa HAMMEHBIIAs YacTOTa KOJOHHU3AINH
KOXXHOW 4YacTH KaTrerepa, 4YTO TaKKe COOTHOCHTCS
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C JaHHBIMH TPWBEICHHOTO wuccienoBanus. Kpome
TOTO, TYHHENHM3AIUsl obecreunBaeT Ooee HaleKHYIO
(uKkcamuio KareTepa, YTO Ba)XKHO MPH TPOBEICHUU
MPOJUICHHON aHEeCTe3UH y NeTeH.

[lo pa3mu4HBIM JaHHBIM, HaWOOJIEE YACTO KaK
Ha KOHYHMKE KareTepa, TaKk M Ha KOXKE OMpeeseTcs
poct Staphylococcus epidermidis wmn Staphylococcus
aureus [6, 7, 9, 10, 12, 14-17]. B namem uccienona-
HUM MBI TIOyYWJIM aHAJIOTUYHBIC JTAHHBIE — Haubomee
YacTo MpPH TOJOKUTEIBHBIX pe3ysbrarax OaKTephalib-
HOTO aHajM3a OblIa BBISBICHA KYJIBTYpa S. epidermidis
(48,3 %) u S. aureus (20,7 %). BaxxHO OTMETHTB, YTO
TonbKO B rpyrme OH ObUT BBISIBICH POCT MAaTOTCHHBIX
MUKpOoOpranmMoB (Photorhabdus asymbiotica) y nByx
nareHToB (6,9 %). Kommuectso KOE/Mn B 6ombImH-
CTBE ciydaeB He mpesblmano 10°, TompKo y JIByX Ia-
LIMCHTOB W3 TPYIIIbI, IJIe IPUMEHSIach (pUKCUpYrOIIast
aJre3rBHAsl HaKJICHKa, KOMMYECTBO S. epidermidis co-
crauiio 107 KOE/miu 108 KOE/mn. OfHako npu3HAKOB
WH(EKIIMOHHOTO TIpoIlecca HU Y OJHOTO M3 TAlMEHTOB
HE 0TMEUaJIOCh. TOYHBIC Pe3yJIbTaThl MHKPOOHOIOTHYC-
CKOTO aHaju3a MpHUBEJICHBI Ha pUC. 5.

B cmyuae pocra mukpodiopsl Ha O0EMX YacTAX
KateTepa He OBUIO Pa3IN4uii MEXAYy BHIAMH OIpe[ie-
JIIEMBIX MHUKpoOopraHnm3MoB. CiemoBaTellbHO, MOXKHO
clenarh BBIBOM, YTO IMPOHUKHOBCHHE MHKPOQIIOPHI
K 3MUIYpabHON YacTu KaTeTepa ¢ MOCIEAYIOIIeH Ko-
JIOHM3aIMeH TPOUCXOIUT 110 CaMOMY KaTeTepy ¢ To-
BepXHOCTH KOXH. [lpm orOope BHYTpEHHEW dYacTH
Karerepa I MHKPOOHOIOTHYECKOTO WCCIEAOBAHUS
HE TPOBOIWJIACH IMPEABAPUTEIbHAS AHTHUCETITUYECCKAS
o0Opabotka koxu. [lo3TOMy HENb3sI HCKIIOYUTH BO3-
MOXKHOCTh MH()HIIMPOBAHUS SMUAYPATHLHONW YaCTH Ka-
TeTepa mpu oTOope MPOOHL.

3AKJIIOYEHUE

ComnracHO TIOJYYEHHBIM pe3yJibTaraM, MOXHO Ce-
JIaTh BBIBOJ, YTO TYHHEIW3AlUs SBISIETCA MPEIIOYTH-
TEJIHHBIM METOZOM (PHKCaluu KareTepa, eCiy IUIaHU-
pPYEMBIii CPOK IOCJICONEePAI[MOHHOIO 00€300JIMBaHuUs
cocTaBisieT 3 cyT U Oosee. D10 OOYCIOBICHO TEM,
YTO TYHHENH3alus o0ecreunBaeT Hauboee J0iIroBpe-
MEHHYIO 3allUTy OT KOJIOHHM3AIMH KaK KOXHOW, Tak
BHYTPEHHEH YacTH Karerepa M0 CpaBHEHHIO C (UK-
caluel ero aJAre3suBHON HAKIIEUKOMN.

IIpy npuMeHeHUU anre3UBHON HAKICHKU WIH IPU
codyeranuu ee ¢ JleanTonom obecrieuynBaeTcs MpuMep-
HO OIMHAKOBAs MO JUTMTEIHHOCTH 3aIINUTa OT KOJOHH-
3alliy BHYTPEHHEH YacTH KareTepa MpH CpoKax Kare-
Tepusaiuu Jio 2 cyT. OfHaKko Takod criocod dukcanuu
MPAKTUYECKN HE 3aIIMIIAET OT KOJOHM3ALMU KOXKHOU
YacTH KareTepa, HO HE TMPUBOIAUT K PAa3BUTHIO WH-
(heKIIMOHHBIX OCIOKHEHHH B TEYEHHE TEPBBIX IBYX
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
aureus (20,7 %)

Staphylococcus
epidennalis (48,3 %)

Puc. 5. Pe3ynbraTtbl 6aKTEpMONOrMYECKOr0 MCCIEA0BAHUA MUKPO-
¢hnopbl Npu nonoXxuTenbHbIX pesynstatax 6akrepuono-
rMYecKoro aHaausa

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

Fig. 5.

OrpaHn4eHusi HUCCIENOBAHUS: HU OOUH METO[
aHTHucenTuiyecko obpabotku koxu He nmaer 100 %
YHUUYTOXKEHUS KOXHOW MHUKPO(IOpHI, KOTOpas Mo-
JKET OCTaBarbCiAd B IPOTOKAX IIOTOBBIX M CaJIbHBIX
Keres.

OOMOJIHNTENbHAA NH®OPMALUA

Bxuag aBropoB. Bce aBTOpBI BHECIM CYIECTBEHHBIM
BKJIaJ B pa3pabOTKy KOHIICIIMH, IPOBEICHHE HCCIIe0Ba-
HUSL ¥ TTIOATOTOBKY CTaThbU, IIPOWIN U 0100pmim (GUHATBHYIO
BEPCHIO TIepeN ITyOIHKaInei.

KondumkT mHTepecoB. ABTOPHI NEKIAPUPYIOT OTCYT-
CTBHUC SBHBIX U IIOTCHIMUAJIBbHBIX KOH(bJ'II/IKTOB HUHTEPCCOB,
CBSI3aHHBIX C IyOJIMKanued HacTOsIIeH CTaTbH.

Hcrounuk d¢uHaHcupoBaHus. ABTOpBHl  3asBISIOT
00 OTCYTCTBHM BHEUTHETO (pMHAHCHPOBAHUS TIPH IPOBEIe-
HHUM HCCIIEI0BAHMUS.

HNudpopmupoBanHoe corjacme Ha NyOJIHKAIHUIO.
ABTOpBI TOJYYWJIM THMCBMEHHOE COIVIaCHE MalHeHTOB
Ha MyOJIMKAIMI0 MEAWIMHCKUX TaHHBIX.
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KNNHUKO-®YHKLNOHAJIbHbIE OCOBEHHOCTU XPOHUYECKOIO NMUENOHE®PUTA
Y OETEU C AUCNNA3SNEN COEANHUTENIBHOU TKAHU

© W.N. MBaHoBa !, H.lO. KoBasnb?

! TBepcKoli rocyaapCTBeHHbI MeAULMHCKMIA YHUBEpCHTET, TBepb, Poccus;
2 [letckas ropoackas knuHuyeckas 6onbHuua N 1, Teepb, Poccus

Ans yumupoeaHua: WeaHosa U.U., Kosanb H.K0. KnMHMKO-PYHKLMOHANbHbIE OCOOEHHOCTU XPOHUYECKOTO NMenoHedpuTa y aetei
C AMcnnasuei coefuHUTENbHONW TKaHK // Meaunatp. — 2022. — T. 13. — Ne 4, — C. 53-63. DOI: https://doi.org/10.17816/PED13453-63

AkTyanbHoOCTb. [10 IMTEpaTypHbIM AAHHBIM, AUCNNA3Us coeauHUTeNnbHOM TKanu (OCT) BAMsaeT Ha TeYeHne MHOrMX coMaTuye-
CKux 3abonesaHuit. Ee ponb B pazButun xpoHuuyeckoro nuenoHedputa (XpllH) pasHbie aBTopbl NpeacTaBAAIOT NO-Pa3HOMY,
B CBSI3U C YeM BO3HWMK/IA HEOBXOAMMOCTb MPOBEAEHUS AAHHOrO UCCNef0BaHUS.

Uenb pabotbl — oueHUTb BamsHue OCT Ha TeyeHMe U NPOSBNIEHUS XPOHUYECKOrO BTOPUYHOrO nuenoHedpuTa y AeTen.
Marepuanbi u Metoabl. O6cnepnoBaHo 142 pebenka ot 6 no 17 net c XpllH. MauuneHTbl 6binM pasfeneHbl Ha 2 rpynnbi:
1-9 rpynna Bkntoyana 108 peteii ¢ npossnenuamum OCT, B ToM uncne 41 yenosek c 3abonesaHuneM lll ctenenn n 67 yenoeek
Il ctenenu; 2-9 rpynna — 34 nauuenta 6e3 ACT. Tpynnbl Obinn conocTaBuMbl No nony M Bospacty. O6cnenoBaHve npoBo-
Aunu no ctaHpapTam ans naumentoB ¢ XplH. MpusHakn OCT ouennBanu no metony T.M. KamypuHoii.

Pesynbratbl. Ins petent ¢ ACT TMNUYHBI OGCTPYKTUBHLIN M CMeLlaHHbIR BapuaHTbl XplMH. Y 6onbwei yactu nauneHToB 3abo-
neBaHWe MaHWdecTUpoBano Ha 1-2-M roay KM3HU; B LUKONbHOM BO3pacTe nepBble NpU3HaKu 601€3HU BO3HWKANM B OCHOBHOM
y peten 6e3 ACT ¢ amcmetabonnueckumm Hapywenuamu. Oboctpenmnsa XplH y peten ¢ ACT Bo3HMkanu B 1,5 pasa vawe
Ha NpoTskeHuun roga v B 2,1 pasa vawe Ha npoTskeHun 5 neT HabnwopeHusa. [Ana naumentoB ¢ ACT xapakTepHbl 6onee
LUMPOKUI cnekTp Bo3byauTener 601e3HU, aHEMMS, BbICOKAS YaCTOTa BCTPEYAEMOCTU CTPYKTYPHbIX OTKNOHEHUI M HapyLeHWUI
YPOAMHAMUKM, CKNOHHOCTb K 06pa3oBaHMo o4aroB Hedpockieposa. Heo6xoanMMOCTb B ONepaTUBHOM JIEYEHUM MPU HANUYUK
OCT Bo3pacTaet y naumeHTtoB ¢ XpllH B 4,6 pasa, B TOM yucie B MOBTOPHbIX M pagukanbHbix onepauusax. Y geten ¢ ACT
IIl cTenenun Bce yKasaHHble NPU3HAKKW BbIpaXeHbl B 6ONblUEN CTeneHu.

3aknmouenue. [CT BnusgeT Ha TeyeHue u nposeneHus XpllH y peteid, co3gaBas HebnaronpusaTHbli GOH. MNepcnekTUBHbIM
npeactaensetcs usyvyeHune ponu ACT B BO3HMKHOBEHWM aHeMuu y peTeit ¢ XpllH.

KntoueBble cfoBa: XpOHWYECKUIA NUENOHEDPUT; 06CTPYKTUBHbLIA NMUENOHEPPUT; AETH; AMCNNA3USA COEANUHUTENIbHOM TKaHM.

Moctynuna: 22.06.2022 Ono6pena: 11.07.2022 MpuusaTa 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?

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

For citation: Ivanova ll, 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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AKTYAJIbHOCTb

Cpenu 6one3Heit opraHOB MOYEBBIICTUTEIBHON CH-
creMbl (MBC) xponmnueckuii nuenonepputr (XpllH)
3aHMMaeT OJIHO W3 BEAYIIMX MECT B CHIIy BBICOKOM
YacTOTHl BCTPEYAEMOCTH B JIETCKOW TOMYINSAINHU, pe-
UMANBUPYIONIETO XapakTepa TEYEHHWs, HEpeIIeHHBIX
BOMPOCOB TpopuiIakTuku W peadunurauuu [14, 15].
CoBpeMeHHbIE CXEMBbI JICUCHHSI B OOJIBITUHCTBE CIy4YacB
3¢ (GeKTUBHBI, HO HE CIAcarOT MAIMeHTOB OT TOBTOP-
HBIX 000cTpeHnii. X BOSHUKHOBEHHIO CITIOCOOCTBYIOT
arpeccUBHBIC CBOWCTBA MHKPO(]IOPHI, BpPOXKICHHBIC
aHomanmuu pa3Butuss MBC, mny3ppHO-MOYETOUHH-
KOBBIM peduiokc, aucMerabonuueckas Hedponarus
[1, 5, 20].

B mocnennee Bpems Bce Halie McCeqoBaTend 00-
pam@aT BHUMaHHWE Ha POJIb COEAMHUTEIHHON TKaHU
B Bo3HUKHOBeHuH U paszsutun XpllH [8, 12, 13,17, 22].
Ona HaxoAWTCS BO BCEX CHUCTEMax W OpraHax, o0-
pasyeT KpOBb W COCYHIBI, KOCTH, XPSIIM W TIAIKHE
MBIIIIBI, CTPYKTYPHbIC KOMIIOHEHTBI Pa3JIMYHBIX Op-
raioB, B ToM uuciic MBC. Bo3HHKHOBEHHE IaTOJIO-
TUU COCAMHUTENBbHON TKAaHMU Yallleé BCETO CBA3BIBAIOT
C HACJIEZICTBEHHBIMH (PAKTOPAMU, U 3]IeCh CIEIyeT BhI-
JIeNIATH IB€ OCHOBHBIE ()OPMBI ME3EHXMMAaILHOW HECO-
CTOSITENIFHOCTH: HACJE/CTBEHHBIE HAapyIIEHUs U COO-
CTBEHHO aucmiazus coenunutenbHo TKaHu (ICT).
K mepBeIM oTHOCATCST cuHApOMBI Mapdana, Inep-
ca— [lanno, Cruknepa, HECOBEPILIECHHBI OCTEOreHe3
u ap. OHu 0OYCIIOBIIEHBI TIEPBHUYHBIMH MOHOTEHHBI-
MU JeeKTaMu U TMPOSIBISIIOTCS BPOXKICHHBIMH CYIIIE-
CTBEHHBIMH HapyIIEHUSMH MOPQOIOTUH U MeTabo-
nmu3Ma koiutareHa [6]. Ko Bropol ¢opme oTHOCSTCS
aHOMAJINY COCTMHUTEIFHOW TKAaHU B BUE HEIOIHBIX,
CTEPTHIX, HenupHepeHITMPOBAHHBIX (OpPM, HE YKIIaIbI-
BAIOIINXCSI HA B OJUH U3 BBIIICYKAa3aHHBIX BAPUAHTOB.

B mepeBoze ¢ rpedeckoro sA3blka «IUCIUIA3UA» —
«OTKJIOHEHHE B (opmupoBaHum». [1lo coBpeMEeHHBIM
npeactasienusm JJCT — 3To aHoMaius pa3BUTHA Me-
36HXMMaJIbHOTO MaTpHUKCca OpraHu3Ma MyJbTH(haKTOp-
HOU MPUPOABI, MPUBOAAIIAS K CHIDKCHUIO MPOYHOCTH
COCIMHUTEIBHOM TKAHM MHOTHX OpPTraHOB U CHCTEM.
Bo3HUKHOBEHHME TaKUX COCTOSTHUN OOYCIIOBIIEHO TeHe-
TUYECKUMH HAPYIICHUAMH, KOTOPBIE B HACTOSIIEE Bpe-
Ms [TIOKa TOYHO HE YCTAHOBIIEHBI U MPETIOIOKUTEIEHO
BKJIIOUAIOT PA3TUUHBIC «MSTKHEY», TOUYCUHbIC MyTaIlUH,
a TaKKe IMOJIMTCHHBIC JeEeKThl C BapuaOeIbHOM JKC-
MpeCcCUBHOCTHIO. [lonmureHHO-MynbTH()aKTOPHATBHBIHN
xapaktep BosHukHOBeHH JICT moaTBepkmaeTcsi BEI-
COKOM pacrpoCTPaHEHHOCTHIO JAaHHOTO COCTOSHHS,
YCJIOBHOCTBIO TPAHMI] MEKIY HOPMOH M MaTOJOTHUCH,
TECHOU CBSI3bIO C BO3PACTOM, ITOJIOM, BHEITHUMH BIIH-
STHASIMA. YCTaHOBJICHO, YTO JUCIUIACTHYECKHE H3MEHe-
HUS COCTUHUTEIBHONW TKAHW TIOMHMO TCHETHYCCKUX
HapyIlIeHUH MOryT ObITh OOYCJIOBJICHBI HEOJAromnpu-

STHOH DSKOJIOTHYECKOH 00CTaHOBKOH, HecOaIaHCHpO-
BaHHBIM XapaKTepOM IUTaHUs, UHPEKIIMOHHBIM BO3-
JeficTBUEM, BIUAIOUIMMM Ha OpraHU3M B Ipolecce
oHrtoreHesa [6, 12, 20]. PazHooOpa3Hbie HeOmaronpu-
ATHBIE (PAKTOPHI, BO3ACHUCTBYS HA IJIOA BO BHYTPHYT-
pOOHBIN TIepHoJ;, HACITAWBAIOTCA HA TEHETHYECKYIO
MPEPACHOOKEHHOCTh M HapyIIaloT B pa3IMYHON
CTEIIEHH €ro HOpMallbHBIA 3MOpuorenes. Pesynbra-
TOM 3TOTO Pa3HOIUIAHOBOTO BO3JIEHCTBHS CTAHOBSTCS
W3MEHEHHUSI CO CTOPOHBI OCHOBHBIX ME3EHXHMAaIbHBIX
JJIEMEHTOB: BOJIOKOH KOJIaréHa M 3J1acTHHA, TJIMKO-
MPOTEMHOB U MPOTEOIIMKAHOB, COCTABISIOLINX OC-
HOBHYIO MAacCy MEKYTOYHOTO BEILECTBa, ()EPMEHTOB,
PETYAUPYIOINX OOMEH BEIIECTB B COCAMHUTEIBHOMN
TKaHu. B urore, B ocHoBe Bo3HukHOBeHUs JICT mexar
reHeTH4ecKasi PeapacioiIoKeHHOCTb, 00yCIIOBIEHHAs
CYMMUPYIOIIMM JCHCTBHEM MOJUMOP(HBIX ajuIese
OOJIBIIOTO YKCIIa TEHOB, U TPOBOLMPYIOLIEE JIeiicTBUE
pa3nuuHBIX BHeMHHMX (axtopoB [6, 13, 17, 22].

ITo nanueiM MHOTMX aBropoB, XpIIH umeer cBs3b
¢ JCT, mpaBaa, B pa3HBIX HCCIENOBAHUAX BCTpeYa-
IOTCSl TTIOPOIO NPOTHUBOPEUUBBIE JaHHBIE O CPOKAX Ma-
augecramun XpllH y gereid, pKOCTH KIMHHYECKUAX
MPOsIBIIEHUH, MOPQOIOTHIeCKHX ocoOeHHOCTIX MBC
u ap. [2-4, 7, 21, 23]. Ocobennoctu teuenuss XpllH
y nereit ¢ JICT uwactuuHo oTpakeHnl B Poccuiickux
pexomenaauusax (4actb 2) «llommopranHele Hapyie-
HUS TIPH TUCIUIA3HUAX COCTUHHUTEIHLHON TKAaHU y JIETEH.
ANTOPUTMBI OUATHOCTUKH. TakTwka BereHUs» [16].
B OonpmmHCTBE paboT OTCyTCTBYeT WH(pOpMarus
o nposieneHusx XplIH npu pasHol creneHu BbIpa-
JKEHHOCTH HECOCTOSTENILHOCTH COEIMHUTENBbHONW TKa-
HU. Bce 310 00yciioBMII0 HEOOXOMMOCTh TIPOBEICHUS
JTAHHOTO HCCIIeIOBAaHUSI.

Lenv pabomvr — onenuts Bausinue JJCT ¢ yuetom
€e CTENEeHM BBIPAKEHHOCTH Ha KJIMHUYECKHE MPOsB-
nennst XplIH y nmereit, a Taxke Ha HEOOXOAUMOCTb
XUPYPrUYECKON TTOMOIIY TAIUeHTaM C TUCTUIACTHYe-
CKAM (POHOM.

MATEPUANbI U METOAbI

Ob6cnenoBano 142 pebenka c¢ XplIH, xoropsie
OBITH pa3mesicHbl Ha 2 TPYIIBL: B OCHOBHYHO (1-10)
rpynmy BiiroueHs! 108 nereit ¢ JICT, rpynmy cpaBHe-
Hus (2-10) cocraBwiu 34 manuenta 6e3 JICT. Bospacr
obcnemyeMbix coctaBui 6—17 net. Cpeau NalMeHToB
B rpynmnax npeoOnamanu nesouku (70,4 u 67,6 % co-
OTBETCTBEHHO, p > 0,05), 4TO COOTBETCTBYET JaHHBIM
JTUTeparypel 0 Ooiee BBICOKOH paclpoCTpaHEHHOCTH
nuesioHepuTa cpenu Jmil xKeHckoro nona [13, 19, 20].
I'pynmsl conmocraBuMbel 1o Bo3pacTy. Cpenm nereit
¢ XplIH u JACT, B cBOW ouepenb, BblAEICHA NOM-
Tpymna MalUeHTOB C BBIPAKEHHBIMU MPOSBICHUSMHI
JACT (III cremenp) — 41 uenoBex (13 MampIUKOB
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u 28 nmeBouek, 68,3 % muIl )KeHCKOTOo Toia). Y 67 me-
TEH OTMEYaINCh YMEPEHHO BBIPAKCHHBIC TPOSIBICHUS
JCT (II crenens).

B pabore wucCmonb30BaHbl  KIMHUKO-aHAMHECTH-
YECKHWH METOJ], CTaHJIapTHBIE JIabopaTopHbIe OOCIe-
JIOBaHUS TIpU THEIOHEePpPUTE, YIBTPA3BYKOBOE WC-
clie/loBaHMe oOpraHoB OpromiHod mnosoct U MBC.
BonbIIMHCTBY MallMEHTOB TPOBEACHBI PEHTTCHOYPO-
Jorudeckoe oOcnenoBaHre W HEPPOCHUHTUTpAdUS.
Juarno3 XpIIH Bcem manueHTam MOCTaBI€H B COOT-
BETCTBUHU C OOUICTIPUHATHIMU KpuUTepusMu. [IpusHa-
ku JICT onenuBanu mo merony L[.U. Kamypunoit [6].
BenmuunHbl HEOOXOMUMBIX pa3MEpOB BBEIOOPOK OTIpe-
JISJIEHBl TIpY TIOMOIIM Mopyneit Sample size mpo-
rpamm COMPARE2 3.85 uw DESCRIBE 3.18 makera
WiIinPEPI® 11.65 mjist MUHMMANbHO 3HAYHUMBIX pa3-
JUYMA U BEJIUYHMH MEPEMEHHBIX, MOJYYCHHBIX B IH-
JIOTHBIX MCCIICNOBAHUSX U U3 JUTEPATYypPHBIX JaHHBIX,
TOPOTOBOM BEIIMYHMHBI JIOBEPUTEIBHON BEPOSATHOCTH
paBHOU 5 % ¥ TOPOTrOBOW CTAaTHCTUYECKOH MOIIHO-
ctu 80 %.

CraTCTUYEeCKY0 00pabOTKy TMOJNYyYSHHBIX JaH-
HBIX OCYIIECTBISUTN C IMOMOIIbI0 porpamMM Microsoft
Office Excel 2010 u Statistics 23.0. IIpoBepky pac-
MpEC/ICHUs] JAaHHBIX HA HOPMAaJbHOCTb IPOBOINIH
METOJIOM BH3YaJIM3allMH C TOCTPOCHUEM THUCTOTPaMM
U wucnoib3oBanueM kputepus Illanupo — Yunkca.
Pacripenenenne Bcex 3HaYMMBIX KOJMYECTBEHHBIX IIe-
pEMEHHBIX OBUIO OMM3KMM K HOpMadbHOMY. B Kade-
CTBE MOIPAHUYHOTO YPOBHS CTATUCTHYECKOW 3HAYMMO-
CTH BO BCEX CIy4Yasx MPUHUMAJIN 3HAUCHHE OJHO- MU
nBycroponnero p = 0,05.

PE3YNIbTATbl N OBCYXXAEHUE

Kiunnueckune dopmbr XplIH Obimm nipencraieHbr
OOCTPYKTHUBHBIM, AMCMETA00IMYECKUM M CMEIIaHHBIM
BapUaHTaMH, BCTPEYAEMOCTh KOTOPBIX Yy TIAlMEHTOB
pasHbIxX rpynn ommmyanack. Y gered ¢ JCT uame or-
Medamch obcTpykTruBHble M3Menenus (39,8 u 20,6 %
cootBercTBeHHO B rpymmnax ¢ JICT u 6e3 JICT, p <0,05)
U pexe ANCMeTabONIMYecKHue HapyIIeHHs B H30JIH-
poBanHoM Buzae (13,9 u 40,2 % B Tex e rpymnmax,
p<0,05). Y nmereit ¢ JICT Il crerenn manHas TEHACH-
st Obula erie OoJiee 3aMETHOW: 0OCTpyKTHBHAs (op-
Ma cocrasisiiaa 53,6 %, gucmeradonmueckas — 2.4 %,
To ectb y HuX XplIH Ob1 mpeactaBieH B OCHOBHOM
OoOCTpYKTUBHON W cMmemaHHOW (opmamu. [locnemHuii
BapWaHT, B BOHUKHOBEHWH KOTOPOTO WTPAIOT POJIh Kak
OOMEHHbIE, TaK U OOCTPYKTHBHBIC HAPYILICHHUS, BCTpe-
yajcs y OAHOW M TOM K€ 4acTH MAalMEHTOB B Pa3HbIX
rpynnax (46,3, 43,9 u 38,2 % npu ACT B uenom, ACT
II crerrenn u 6e3 ACT coorBercTBenHo, p > 0,05).

[lepBbie knuHuueckue nposisienus XpllH y ma-
UECHTOB HAOJIOAANNCh B pa3HOM BO3pacTe, HauWHas

¢ pamnero [10]. B rpymme cpaBHEHUS MOXKHO BBIJC-
JUTHh JIBa «OTMACHBIX» Iepuona aias MaHudecTaruu
BocHajauTeabHoro 3adonesanuss MBC: 1-if u 2-i rofg
*u3Hu (61,8 % ciyuaeB) u 7-9 ner (35,3 %). B pan-
HEM IIKOJIBHOM Bo3pacte nepsble npuzHaku XplIH
HOSIBJISINCH B OCHOBHOM Y IAILMEHTOB C AUCMETa00-
muaeckoit gopmoii. Y nereit ¢ JACT xpuBas maHu-
¢decrauuu 3a0oneBaHus BBIVIAAENA Oojee IOJOroi:
npuMepHo y nonoBuHbl geteit XplIH Bo3Hukan B pan-
HEM BO3pacTe, OCOOCHHO Ha 1-M W 2-M TOIy >KW3HH,
YMEHBIIAsICh CO BPEMEHEM M COCTaBISsA Y IONPOCT-
KoB 5—6 % Bcex paccMaTpuBaeMbIx ciaydaeB. Cpoku
MaHudecTanuu 3a00JeBaHUs ONPEIESUINCh, B IEp-
BYIO OuY€peb, XapaKTepOM HApYLICHUH YPOIUHAMUKHU
(HanMuKMe U CTENEHb BBIPAKEHHOCTU IY3bIPHO-MOYE-
TOYHHUKOBOTO DPEQUIIOKCa) U BUAOM CTPYKTYPHBIX OT-
kJoHeHu#. Beero Ha 1-M u 2-M rofly >KW3HM TepBbIe
snu30/s! BocnajgeHnds MBC BcTpedanuch y MOJIOBHUHEI
nauueHToB ¢ ICT m nBYyX TpeTedl MauueHTOB C BBI-
paxernon JICT.

Knunudeckn sipko  3abojieBaHue MaHU(PECTUPO-
Ballo y NByX Tperei gerteit (67,6 u 61,8 % B 1-if
U 2-# Tpymmax cooTBeTCTBEeHHO, p > 0,05). Yame 3to
Habmonanoce npu JCT III cremenu, wem II (80,5
u 59,7 % cootBeTcTBeHHO, p < 0,05). JlarenTHOC Hava-
JI0, TIPY KOTOPOM HEBO3MOKHO HAa3BaTh TOYHBIE CPOKHU
nebrora 3aboneBanus, y aeredl ¢ BolpakeHHoil JCT
oTMevanoch B 2 paza pexe, ueM npu ICT II crenenn
u B rpymme 6e3 JACT (19,5, 40,3 u 38,2 % cooTBeT-
cTBeHHO, p < 0,05 mpu cpasuennu ¢ JICT III crenenn).
VY otux gereit nuarnoz XplIH Obu1 mocraBnen Ha oc-
HOBaHMM OOHApYKEHUsI N3MEHEHUI B aHAIU3aX MOYH,
HEPEeIKO 3aMEUYCHHBIX II0CJIE IMEPEHECEHHOH OoCTpoi
pecrupaTopHOl BHPYCHON WH(MEKIINH, ITOJOKHUTEITh-
HOro OakTepHaJbHOTO BHICEBA U  YIBTPa3BYKOBBIX
MPU3HAKOB MAaTOJOrMM Todek. B psne ciayuaeB mep-
BUYHO OOHApYXKMBAJIUCH M3MEHeHHs cTpoeHuss MBC
IIpY YABTPa3ByKOBOM MCCIJICIOBAHUH, a B AajbHEHIIEM
BBISIBJISUIACH IATOJIOTMS B aHAJIN3aX MOYH.

B paGore MBI mmenn BO3MOKHOCTH TOJH30BATh-
csl NaHHBIMM aMOyJIaTOpHBIX KapT W HaOmogaTh Ha-
IIMX MAIMEHTOB HA MPOTSDKeHHH 5—7 jet, Onaromaps
YeMy YIaJIOCh NMPOCIEOUTh y HHUX 4acTOTy obocTpe-
uuit  XplIH. Oxkazanoch, 4TO B Te4eHHE TIEPBOTO
roga mnocie ycraHosieHus auartoza XplIH wdacro-
Ta peuuauBUpOBaHMsA cocTaBimsia 1,71 ana pereit
¢ JACT u 1,32 mna manmentoB 6e3 HACT (p <0,05),
TO €CTh 000CTPEHUS MPOIIecca B MOYKaX HAOITIOMATICH
B 1,5 pa3a yame nmpu HaJIMYUM HECOCTOSATEIHHOCTH
coeMHUTENBHON TKaHu. Emie Oonee sSBHBIMU pa3iu-
4yus ObUIM NP OLIGHKE MCTOPUM OOJIE3HW MAalMEHTOB
Ha MPOTSHKEHUH 5 neT. 3neck nudpsl coctaBisiig 3,16
u 1,47 smu3onoB coorBeTcTBeHHO aisa aereit ¢ JICT
u 6e3 JICT (p <0,01), To ectp B 2,1 u 3,1 pa3za yarie

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

ISSN 2079-7850



OPUTMHANbHbBIE CTATbW / ORIGINAL STUDIES

57

npu cpaBaernu neteit ¢ JICT I crenenn n 6e3 ACT.
CrnenosarensHo, y nereit ¢ JICT, u ocobenHo ¢ BwIpa-
xenHoil JICT, penunuBupoBanue XpIIH mpoucxomut
HaMHOTO Yallle, YeM Y MalUeHTOB IPYIIbl CPABHEHHUS.

Konewyno, dactota 00OCTpeHWII B 3HAUMTEIILHOM
CTEIICHM 3aBUCEJIa OT HEOOXOAMMOCTH M pe3yJbra-
TOB OIEPATUBHOTO JieueHHs. Y HEKOTOPBIX MalleH-
toB ¢ JCT smuzoast XplIH ormeuanuce no 4-6 pa3
B TOJ — 3TUM OOJIbHBIM OBLIO MOKAa3aHO BBIMOJHEHUE
onepauuid. B 2-ii rpynne Takue ciydau He BCTpeya-
muck. Cpenn oOCIEIOBaHHBIX HaMHU JeTel omepa-
MU TIOTPEeOOBATUCH KAXKIOMY YETBEPTOMY MAIUEHTY
c JCT (26,9 %), xaxxaomMy TpeTbeMy MalHeHTY C BbI-
paxennoii ICT (34,1 %) u nmump HeOONBIIONW YacTh
nereir 2-ii rpymmsl (5,8 %) (p < 0,05 nmpu cpaBHEHUH
¢ rpymmoii 6e3 JICT), To ecTh HEOOXOIUMOCTH B OIle-
paTUBHOM JieueHUHM Bo3pacTaeT B 4,6 pa3a mpu Ha-
muann JICT u B 5,9 pasa B rpynne nanueHTOB C BBI-
paxennou JICT.

[IpumepHo y TpeTu MNPOONEPUPOBAHHBIX OONb-
Heix XpIIH mnocne omepauumm HacTynajia IIOJIHAs
HOpMaJIN3allis YPOJMHAMHUKU M JJIUTEIbHas peMuc-
cus, B ocHoBHOM 310 Obut getu ¢ JCT II cremenu.
OIHOKpAaTHOIO XUPYPrUYECKOTO BMEIIATEIbCTBA ObLIO
JOCTaTOYHO B JedeHnu 37,9 % mpoomnepnpoBaHHBIX
netei - rpymmbel M BceX MAIMEHTOB 2-Ml Tpymibl,
Tobko Kaxkaoro mstoro nanueHta ¢ JICT III crerme-
Hu (21,4 %) u nonoBunsl aereét ¢ JICT Il crenenu
(53,3 %).

B kadecTBe oOmnepaTMBHOIO JIEUEHHUS dYaIlle BCETO
MPOBOJMJIM  DHJOIJIACTUKY YCTbEB MOYETOYHMKOB.
[loka3anueM K ee¢ BBIOJHEHUIO OBLI Iy3BIPHO-MO-
YETOYHUKOBBIN peduioke. JlaHHBIA BUA omeparuii
COCTaBJIsUI IOJOBUHY BMELIATEILCTB Ha MOYEBbIIE-
nmutenpHOU cucteme mipu HCT (55,6 %) u 100 % y me-
Teit 2-i rpynmel. 20-27 % nanueHToB, KOTOPBIM ObLIa
BBINOJTHEHA HAOIUIACTUKA, TPEOOBAIOCH €€ MOBTOpE-
HHUE, B HEKOTOPBIX CIy4asxX €€ BhINOMH:UIM 2—4 pasa.
Eme 15-17 % npoomnepupoBaHHBIX JIETEH B CBA3M C Ya-
CTHYHOM WJIM TMONHON HEeI()(PEKTHBHOCTHIO JaHHOTO
BapuaHTa BMeEIIATEIbCTBA MOTPEOOBATUCH MOJOCTHBIC
anTupedurokcHple omepanuu (o Kosny, ['peryapy).
Bce mern, TpeboBaBIe MOBTOPHBIX OIEpaIiuii, ObLTH
n3 1-it rpynmsl, game Bcero ¢ JICT III cremenn.

IToMmumo sHoHOMIacTUKM nauueHtam c XplIH
BBITIOJIHEHBl IUIACTHKA IPUIOXaHOYHOIO CErMEHTa,
Oy>XKMpPOBaHHE YCTbS MOYETOYHHKA M €ro CTEHTHPO-
BaHME, JUIATALs] CTPUKTYP MOYEBBIBOASIIETO KaHaIA
W TUTaCTHKAa YPETphl, Pe3eKIus KiarnaHa 3aJHed ype-
TpBl, ypeTrepolycToHeoaHacToMo3. (CrenoBareibHo,
npu Hannuuu JICT manmentsl ¢ XpIIH B Heckonbko
pa3 dJaiie Hy>KAAlTCsl B ONEPATUBHOM JICYCHUH, NPH-
4YeM HEpeIKO B IOBTOPHBIX U 0ojee paauKajIbHBIX
omepanusax, yeM mnarueHTsr 6e3 JCT.

bompmmucTBO merert ¢ XplIH B mepuon oboctpe-
HUS BOCIAJHUTEIHHOTO Tpolecca MPEeabSIBISIN TH-
NUYHBIE JKaT00bl HAa OOMU W/WIM TSDKECTh B MOSCHUY-
HOW 001acTH, MPOSBICHUS CHUHIPOMa HMHTOKCHKALIUU
B BUJC CHIDKCHMS alIeTUTA, MOBBIILICHUSA TEMIIEpaTy-
Pbl, MAaCTO3HOCTh JIMLA, IU3YPUUYECKHE paccTpoiicTBa
(10,9 u 23,1 % npu ACT u 6e3 JCT cooTBeTCTBEH-
HO, p <0,05). YactoTa BCTpEUacMOCTH 3THX XKaJjo0
CYIIECTBEHHO HE Pa3iHyayiach B IPyMIax ¢ pa3HbIMHU
Bapuantamu JICT u B OombIiell creneHW 3aBHCENA
ot ¢opmbel XpIIH. ¥V MeHsbIIeli 9acTi MarueHToB 060-
CTPEHUs TPOTEKaTu JIATeHTHO, JUArHOCTHPOBAJIHCH
110 U3MEHEHMSM B aHaIM3ax Mo4H. Takue cuTyaluu
3a(UKCUPOBAHbI y KaxJ0ro msaToro pedenka ¢ XplIH
u JICT m xaxmoro derBeproro m3 rpymmsl 6e3 JACT.

[IpuHIMNHUATBHBIX OTIMYUM 10 U3MEHEHUsIM B aHa-
7M3aX KPOBM M MOYM TIPH pelyIvBax 3a0oJeBaHMs
MEXIy TpylNIlaMd HE BBIABICHO, HAapyIICHUS ObUIH
TUMWYHBIMH: JICHKOLUTYPUsI, MHKPOIeMaTypHsl, JieH-
xornto3, moBeimieHHe COD m C-peakTUBHOTO OemKa.
B 10 ke Bpems MHTEpEeCHO OTMETHTh, YTO SIHU30MbI
aHeMmuu B 3,4 paza yamie BcTpeyanucs y aereit ¢ JICT,
yeMm B rpymre cpaBHeHus (39,8 u 11,8 % cooTBeTcTBEH-
HO, p <0,05). OcobeHHo xapakTepHOW aHeMusi OblIa
y nereit ¢ Beipaxkennon JICT (73,2 u 19,4 % npu JICT
I u II crenenn, p <0,01). Ipu JACT III crenenu ane-
MU BcTpeuyasiach B 6,2 pasa yaiie, 4eM B rpymnme 0e3
JACT. Anemus y naunuentoB ¢ XpIIH Obuta o0ycios-
JIeHa pa3HbIMH NPUYMHAMH: Yalle BCEro AeHULUTOM
JKeJie3a ¥ OCTPBIMHU BOCTIAIUTENEHBIMH 3a001€BaHUSIMU.
Onu30/pl TeMoIn3a y HallMX MalUeHTOB He 3aduKcu-
poBanbl. Hepenko y oOcneoBaHHBIX JeTed CHIKECHHE
reMonIo0MHa OTMEYaIOCh IPH OCTPBIX BOCTIAIMTEIBHBIX
3a00JIeBaHISIX IBIXaTeIBHBIX MyTel, a Takke Ha (oHe
oboctpernst XplIH. B Takux ciydasx ypoBeHb remMo-
100MHa OOBIYHO BOCCT@HABIMBAJICS CAMOCTOSITENBHO.

Bcewm mersim ¢ XplIH Ha Bcem npoTrspkeHnH HaOmio-
JICHHS1 MHOTOKPAaTHO OpaJiich ITOCEBBI MOYH, B IIEPBYIO
ouepenpb, Ipu AeO0Te W 000CTpPeHUIX 3a00JICBAHWS.
CambiM yacTeiM Bo3Oynutenem XplIH y mammenrtos
Obula KHMIIEYHAsl Majoyka, KOTopas BCTpedanach Mpu-
MepHO B nosoBuHE ciayvaes B rpymmne ¢ JICT u B 1Byx
Tperax cimydaeB B rpymme 6e3 JCT (puc. 1, 2).
Bropoe m TpeThe MecTa MO YaCTOTE BCTPEYAEMOCTH
cpean Bo30yauTeNel 3aHMManu KieOcuelia U CHHer-
HOIHas Majgoyka ¢ OJUHAKOBOM J0el MpeaCcTaBIeHHO-
cTH B 00eux rpymnmnax. Bee octanbHble MUKpOOpPraHU3-
MbI OBUIH BBISIBJICHBI B HEOOJIBIIOM IIPOLICHTE CIy4aes,
HO BaXXHO OTMETHTH, UTO MX CIEKTp ObLT B 1,5 pasa
mmpe y nauueHToB ¢ JICT, 94To MOXXHO paclieHHBaTh
KaKk 0COOCHHOCTH OakTepHalbHOH (IIOpHl B JaHHOH
rpynmne [9]. CyluecTBeHHBIX pa3iuyuil B pe3ylibTa-
Tax OaKTepHuaIbHOTO TTOCEBAa MOYH Y NETeH ¢ pa3HoM
crenieHbto BbIpaxkeHHOCTH JICT He oTmewanocs.
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Citobacter freundii (1,5 %)
Streptococcus agalactice (2 %)
Providencia rettegeri (1%)
Enterobacter aerogenes (3%)
Proteus mirabilis (3 %)
Proteus vulgaris ( % \
Enterococcus-—
faecalis (6%) \
Pseudomonas
aueroginosa (8 %)

Apyrue /
Others (5,5%)
/ Escherichia coli* (46 %)

Klebsiella oxitoca (20 %)

Puc. 1. Crpyktypa Bo36yauTenei, Bbi3biBalOWMUX NUENOHEDPUT,
y AeTeii ¢ aucnnasueit CoeaMHUTENbHOM TKaHu. * p < 0,05
npu CpaBHeHUMU peTei C Aucnaasuen u 6es gucnnasuu
COeAMHUTENBHOM 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.

[Tpu ¢opmupoBaHNM TPYNN HCCIECAOBAHUS B HHUX
HE BKJIIOYAJIM MALMEHTOB C MPOSBICHUSIMU MOYCYHOH
HeJloCcTaTOYHOCTH. Ha mpoTsKeHuu UIMTeNbHOro Ha-
OJNroZIcHUs] B KaTamHe3e y psfa Jeteid QyHKnuu mo-
YeK Hapyliajnuch. Tak, B TEPHOJ PEMUCCHH CHHUKE-
HUE KOHIEHTPAHMOHHON (DYHKIUH 3apEerHCTPUPOBAHO
y Kaxzaoro aecaroro pedenka B rpymne ¢ ACT (9,3 %),
17,1 % nereti ¢ JICT Il crereHn u HE BCTPEYAIOCH
Bo 2-ii rpymme (p <0,05 mna maper ACT III creme-
Hu — 6e3 JICT). BpemenHoe cCHMXKEHHE KITyOOYKOBOH
¢unpTpanmu 3apeructpupoBano y 1 genoseka ¢ JCT
Il crenenu. @OyHKUMOHAIBHOE COCTOSHHUE ITOYEK
BO MHOTOM OIPENEIIsIOCh BBIPaKEHHOCTHIO Hedpo-
CKJIepO3a, yclieXxaMd B yCTpaHEeHHH (aKTOpOB, MpH-
BOJSIIIMX K HAPYUICHUIO YPOAWHAMUKHU (CTPYKTYPHBIX
Ie(EeKTOB, Iy3bIPHO-MOYETOYHUKOBOIO pediIioKca).
[Ipu pe3yabTaTHBHOM ONEPaTUBHOM JICUCHUH (YHKIMN
nouek He crpaganu. OnHaKo 37ech CleAyeT ele pas
o0paTHTh BHMUMaHHE Ha HEOOXOAMMOCTH MOBTOPHBIX
XUPYPruuecKuX BMEUIATEIbCTB Y 3HAUYUTEIBHOM YacTu
nereit ¢ JICT.

KommnekcHasi OIEHKa COCTOSHHUS 00cCienoBaH-
HBIX JIETeH BBISBUJIA M3MEHEHHUSI CO CTOPOHBI Pa3HBIX
CHCTEM M OpraHoB. MHOrMe M3 HHUX CIyKarT aua-
THOCTHYECKUMH MapKepaMu HECOCTOSTEIBHOCTH CO-
€IMHUTEIbHON TKAaHH, MO3TOMY 3aKOHOMEPHO 4Yalle
Bcrpedanuck B rpyme ¢ JICT. K HuM oTHOcsATCA
IKTOJIEPMANIbHBIC TPU3HAKK (KUCTBI, TPBDKH, CTPHH,
reMaHTMOMBI), CIIOHTAHHbIE HOCOBBIE KPOBOTEUCHHS,
JIETKO TOSIBJISIFOINMECS] CHHSIKH, MHOIHS, CKOJHO3
U IUIOCKOCTOIINE, MaJlble aHOMAJIMK Pa3BUTHS CEpALa,
U3MEHEHUs. (POPMBI KETUHOIro Iy3bIps U Ap. B mByx
TPETSX CIIydaeB y JeTel C MUeNOHe(QPUTOM TPBDKU

Staphilococcus aureus (3 %)

Streptococcus agalactice (4 %)

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

Escherichia coli (61 %)
/‘

Klebsiella oxitoca (18 %)

Puc. 2. Crpyktypa BO36yauTeneii, Bbi3bIBAKOLWUX
nuenoHedpwurt, y Aetei 6e3 aucniasum co-
eAVUHUTENbHOW TKaHW

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

ObUIM ITyNIOYHBIC, B OJHOW TPETH — IIaXOBhIC, IIO-

cieqHue B OOJIBIIMHCTBE CITydaeB JIByCTOPOHHHE.

Tonbko B rpynne namueHtoB ¢ JICT Bcrpedanack
spina bifida (12 %) ¢ TeHaeHUIUEH K OOJIBIICH YacTOTE
npu ACT III crenenu (14,6 %, p > 0,05). B nByx 1pe-
TAX CIy4aeB 3TO ObUIM Manpuuku. HIMBUIYya bHBIN
aHaJIW3 WCTOPHH TMAIMEeHTOB IOKa3aj, 4To OoJiee BHI-
pakeHHBIE MOP(HOIOTHYECKHE HM3MEHEHHUS CO CTOPO-
Hel MBC ormeuanuch npu jiokaiausaiuu spina bifida
B MOSICHUYHO-KPECTIIOBOM OT/JIeNe, YeM B IIEHHOM Cer-
MeHTe. THIMUYHBIMU HAPYIICHUSMU y TaKHUX IallieH-
TOB OBLITM aHOMAJHMH Pa3BUTHS YaIllleYHO-TOXaHOYHOH
crcTeMBbI, HeporTo3 (0OBITHO TIPABOI ITOYKH) U JaXKe
Ta30Bas AUCTOIHSA JIEBOM MOYKHU. Y OCTAJILHBIX JCTEH
co spina bifida oTmMedanuch My3bIPHO-MOYETOYHUKO-
BBl pedumiokc, TpeOylomMid SHAOMIACTUKH, SHYPE3.
W3 »TOro MOXXKHO cjenarh BBIBOJ, YTO Yy TAIMEHTOB
co spina bifida noBeimen puck Bo3HuKHOBeHUs1 XpITH,
0COOCHHO TIpU €€ JIOKaJIH3alui B HIDKHUX CErMEHTax
MO3BOHOYHUKA.

B 1ienoM TeHeHINS POSBICHUA HECOCTOATEIBHO-
CTH COCIMHUTEIHLHONW TKaHH ObLTa OHOHATIPABICHHOM:
OHU YaIle BCTPEYAIUCH U OBUIN 00JIee BHIPAKCHHBIMH
y naruentoB ¢ JICT u oco6enno ¢ JICT III creneny,
YTO COOTBETCTBYET AAHHBIM JHUTeparypsl [7, 8, 14].

WucTpymenTanpHOe oOcienoBanue (yJIbTpa3ByKoO-
BOE WCCIIeZIOBAaHUE OPTaHOB OPIONTHOHN IMOJIOCTH, BHY-
TpHBEHHAast yporpadus, MUKIUOHHAs IHCTOrpadus)
BbIsIBWIIO y nereil ¢ XpIIH pasHble BapuaHThl H3Me-
HeHuit co ctoponsl MBC. YnBoeHue yarieyHo-ioxa-
HOYHOW CHCTEMBI, MOYETOYHHUKOB, TTOYEK, THITOTLIA3HS
mouek, ruaporedpo3 I-II cremenn BcTpeyaaInuch TOMb-
ko y gereir ¢ JICT. Pa3zHble BapmaHThl HapylIEeHHM
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MOP(OJIOTUN YaMICYHO-IOXaHOYHOW CHUCTEMBI (IKC-
TpapeHalbHOE pAacIOJIOKEHHE JIOXaHOK, aHOMAaJluu
CTPOCHUSI, BETBUCTBIN THIT U IIp.) BBIABICHBI B 00CHX
rpymnmnax, Ho B OOJbIleil cTeneHn ObUTH XapaKTepHBI
mas gereit ¢ ICT u ocobenno ¢ JICT III cremcHu.
Y 2 genoex ¢ ACT obHapykeHa TOAKOBOOOpa3Has
MoYKa.

Tonbko B rpymnme nanueHtoB ¢ JICT BcTpeuanuch
yasoenue nouek (9,4 %), ux runorurasus (13,9 %), ru-
nporedposz (11,1 %). I'mapokanuko3 BBISIBIEH C OIU-
HaKoBOW dactoTo B obOeux rpymmax (11,9-12,2 %
COOTBETCTBEHHO). [Inenoskra3us mMenace Oojee yem
y tpetu nanuentoB ¢ JCT, nonosunsl ¢ JICT III cre-
nenu u pexe B rpynmne 6e3 ACT (38, 48,8 u 20,6 %
COOTBETCTBEHHO, p < (0,05 npu cpaBHEHUU C TPYMION
6e3 JICT). et ¢ pa3HOH CTENEHBIO BBIPAKCHHOCTH
JCT cymecTBeHHO OTJIMYAIUCh IO YacTOTe BCTpe-
4aeMOCTH runorasuu mouek (26,8 u 6 % npu JACT
Il u II cremenu coorBercTBeHHO, p < 0,05), pa3zHBIX
BapHAaHTOB AHOMAJIBHOTO CTPOCHHS YaIlleyHO-JI0Xa-
HouHO# cuctemsl (29,4 u 11,9 % B Tex ke rpymmax,
p <0,05).

WHcTpyMeHTambHBIE HCCIIEOBaHUS TTOMOINH Olle-
HUTh PACIIONIOKEHHE TOYeK Y JieTei ¢ muenoHedpu-
ToM. OKa3anock, YT0 N3MEHEHHS UX HOPMAJILHOTO Me-
CTOTIOJIOKEHUS C Pa3HbIM KO3(D(QUIIMEHTOM CMEIIeHUsI
yame Bcrpevanuch y namueHtoB ¢ JCT (Gomee uem
y opHoii Tpetn — 36,1 %) u ocobenno y pereii ¢ ACT
III crenenn (48,8 %), B OCHOBHOM 3a CUET HAJIWYHS
Hedponroza. B rpynme ¢ JICT nedponro3 mmarHo-
CTHpOBAJIM dYallle, YeM IMOBBIUIEHHYIO MOABHKHOCTD
nouek. Kpome Toro, y mamuenros ¢ JICT III creme-
HU 3a(UKCHPOBAHBI Pa3Hble BAPHAHTHI POTAIMH TIOYEK
B OPIOITHOM ITOJIOCTH, XOTSI OTOT CUMIITOM OBLIT PEIKAM
(4,9 %), a Takxke y 2 YEIOBEK — Ta30Bas W IMOIIH-
ajparMasbHasi JUCTOIMUS TaHHOTO OopraHa. Y MalueH-
toB 6e3 JICT u3 aHOManuii pacroyioxKeHus! BIABICHA
TOJILKO TIOBBIIIIEHHAsT MOABMKHOCTH Todek (11,8 %),
JMAHHBIA (DEHOMEH C TaKOH e YacTOTOW BCTpedaICs
y aereit ¢ JACT (11,1 %, p>0,05). ¥V 16,7 % namu-
eHToB ¢ JICT ormeuancd penyIuBUPYIOIIMHA LIUCTHT,
KOTOpBIA B OOJBIIMHCTBE CIIy4aeB OBUT KHUCTO3HBIM
(72,3 %).

[Ipu mpoBeleHHM MUKIHOHHON mHcTOrpaduu my-
3BIPHO-MOYETOUYHUKOBBIA PEQIIOKC pa3HOW CTEIEeHU
BbIpakeHHOCTH BbIBIeH Yy 30,6 % nereit ¢ JCT,
34,1 % ¢ ACT III crenenu, 28,4 % ¢ JCT II crenenu
n 11,8 % 6e3 JACT (p <0,05 mpu cpaBHEHHH TPy
¢ pasabeiMu Bapuantamu JICT u 6e3 JICT), To ecth
HapylIeHUs! YPOIUHAMHUKHU B BHJIE ITy3bIPHO-MOYETOY-
HUKOBOT'O pediirokca B 0OJbIIeH CTENEHN XapaKTepHbI
s maruerToB ¢ JACT.

Cpenn manmentoB ¢ mpuszHakamu JICT He oTMme-
YaJIoCh TIOBBIIIEHHOTO KaMHEOOpa3oBaHUS B Moue-

BBIX MyTAX. Tak, KaMeHb B IOYKE BBISIBIEH TOJBKO
y 1 mammmenta ¢ XplIH u JICT. Ero pasmep cocraBisii
3 MM, OH HaXOAWICS B JIOXaHKE, IPUCTYIIOB MMOYEUHON
KONUKU y peOeHKka He Habmromanock. Bumumo, B net-
CTBE OOMEHHBIE HAPYIICHHUS TPOSBISAIOTCS B OCHOB-
HOM JMCMETa0OJMYECKIMH W3MEHEHUSMH, HO BIIOJHE
BO3MOKHO, YTO y YacTH TAIlMEHTOB C BO3PAacCTOM OHH
pean3yoTcsl B MOYEKaMEHHYIO OOJIC3Hb.

BonpmmHCTBY neTeit Ha 0a3e LEHTpPajIbHBIX KIH-
HUK CTpaHbI TpoBeneHa HedpocmuHTHTpadus. C ee
MOMOIIBIO BBISBISIM M3MEHEHHUS B TApeHXUME II0-
YeK 0o4yaroBoro u au¢@y3HOro xapakrepa, 4To CIy-
JKAJIO  JIOTIOJIHUTENBHBIM — noaTBepxkaeHueM XplIH
y JeTel W OTpakajo CTENeHb IMOPAKEHHs TOYCYHOMN
TKaHW. 3aMeTHBIE ouard Hedpockiepo3a ompene-
nsmuck vame npu JACT (17,1 u 6 % npu ACT 111
u Il crenenu, 2,9 % B rpymme 6e3 [ACT, p<0,05
st map ACT I crenenn — 6e3 ACT, JCT III cre-
renu — JICT I cremenu), Takum 00pa3oM, OHU OBLITH
BBISIBIICHBI B 5,9 pasa daine NMpu HaJU9UW BBIPa)KEH-
voit JICT u B 2,1 paza game npu [ACT Il cremenu
1o cpaBHeHuto ¢ rpynmnoi nanuentoB 6e3 ACT. bonee
Tsokenoe Tedenne XplIH y mamueHToB ¢ Hecocrtos-
TETHHOCTHIO COSIMHUTENFHON TKaHU MTOJITBEPIKAATOCH
TaKKe TIOSBJICHNEM Y HUX 3IM30/I0B apTepHaIbHOMN -
nepren3uu. [lepuonnyeckue noxbeMsl apTepruaIbHOTO
naBiaeHus: BeisBieHbl y 17,1 u 3 % manueHtoB cooT-
BercTBeHHO ¢ JICT III u II cTenenn n He BCTpedaanch
B rpymme 6e3 JCT (p <0,05 mpu cpaBHeHHH AeTeH
¢ ACT II crenenn ¢ npyrumu rpynmnamu). B coort-
BETCTBUHM C 3THMHU JIaHHBIMU TOJIYy4aeTcs, YTO PHUCK
apTepuaibHON TUIIEPTEH3UH YBEIUYUBACTCS B 5,7 pasza
npu BblpakeHHbIX MpossieHusax JCT mo cpaBHeHHUIO
C YMEpEeHHBIMH TIpOsiBIeHUsAMU. [logbembr apTepuans-
HOTO JaBJICHUSI HE ObUIM TOCTOSHHBIMH, MPOXOINIH
CaMOCTOSITEIbHO WM KYyIMUPOBAJIUCh IPUEMOM TIH-
MTOTEH3UBHBIX CPENICTB. ApTepuanbHas THUICPTCH3US
OBLTa XapakTepHa, B TIEPBYIO OYepe/Ib, JUIS TAIlHEHTOB
¢ HEhPOCKICPO30M.

Takum o0pa3om, MpPOBEIEHHOE MCCIEeOBAHUE I10-
kazano, yro Hamuuue JCT Biuser Ha XapakTep Te-
yennst XplIH y nereif, peanmsysich B 0COOCHHOCTSX
CTPYKTYpbl W HapymeHusx ypomuHamuku. [Ipu JICT
XplIH gamie nposiBisiercst 0OCTPyKTUBHON M CMEIIIaH-
HOW (opMamu 3a CUEeT TOTO, YTO JJISl 3TUX MAlUEHTOB
TUIIUYHBI CTPYKTYPHO-(YHKIIMOHAJLHBIC HapyIICHUS
Ha pa3HoM ypoBHe MBC.

Jms nereit ¢ JICT B OONBIIMHCTBE CIy4dacB Xa-
pakTepHa sipkas KiaumHHYeckas Manudecrarms XpllH,
Oonee uvactoe penuAMBUpOBaHME 3aboneBaHus. [lep-
Bl smu3on marogorud MBC y Gomblueil monoBUHB
JIeTeli BO3HWKAJ B PaHHEM BO3pacTe M PACIICHUBAJICS
KaK OCTPBIA THETOHE(PPUT C BHICEBOM OAKTEPHATHLHOU
(hiopel. CriekTp OakTepuabHBIX BO30YIUTEICH B IPYII-
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e C MPOSIBICHUSMU HECOCTOSATEIBHOCTH COETMHUTENb-
HOMW TKaHU ObUI B 1,5 pa3a mmpe, 4To BaXXHO YUUTHIBATh
npHu BbIOOpe aHTHOAKTEpUANTbHOW Tepanuu. Y KaxII0ro
ceapmoro-soceMoro manuenta ¢ XplIH u JICT nua-
THOCTHpOBaHa spina bifida, xoTopasi COIPOBOXKIANACH
Oosiee cepbe3HBIMU YPOJHMHAMUYECKUMH HApYIICHUSIMA
co cropousl MBC mpu ee nokamu3anuu B IMOSCHHY-
HO-KpECTLIOBOM OTJIeNe, 4eM B mmeiHoM. [Ipu Hammuun
JACT namuentsl ¢ XpIIH B 4,6 pa3za yaiie HyXIaroTcst
B OIEpPAaTHBHOM JICYEHUH, [IPUUYEM HEPEIKO B IIOBTOp-
HBIX U 0OJiee paJMKalbHBIX OMEPaIUIX, YeM MallUeHTHI
6e3 JICT, 4ro HEOOXOIMMO YYMTHIBATh MPH IIAHUPO-
BaHMH XUPYPTUYECKOTO BMEIIATEIbCTBA.

Bce ykazannbie Tenaenuu teuenus XpllH coxpa-
HSIOTCS W SBJSIFOTCS OoJiee BRIPQKEHHBIMU y TIAIACH-
toB ¢ JICT III crenenu, Hanpumep, perINBUPOBAHUE
XplIH npoucxonut B 3,1 pa3a uamie, 4eM B TpyImie
nanuenToB 6e3 JICT. JlareHTHOEC Havyano 3a0ojieBaHUS
BBUSIBJICHO JMIIb y OJHOM MSATOM 4YAacTU NAlUUEHTOB
¢ BeipaxxkenHoit JICT, uro B 2 pa3za pexe, 4yeM NpH
JACT 1II crenmenn u B rpynme cpaBHeHus. B rpyn-
ne ¢ JICT IIl cremenu yaimie OTMEUarOTCS aHEMHUSI
(B 6,2 paza no cpaBHenuto ¢ nanueHtamu 6e3 JCT),
He(pOMNTO3 W pPOTAIUs MOYEK, HAPYIICHUS CPYKTYPHI
YaIlIeYHO-JIOXaHOYHOW CHCTEMBI, BBIpaKCHHEE He-
(dpockiepos, yalie BO3HUKAeT apTepHalibHas THUIep-
TEH3MsI, BCTPEUaloTCsl TUAPOHE(PPO3, TPEDKU B Oosee
TSDKENBIX BapUaHTaX, B TOM 4YHUCIE JBYCTOPOHHHUE,
pyoroBerii gumo3s. Ilpu JACT III cremenn B mommep-
JKaHUM XPOHHUYECKOTO BOCTAJHUTEIHHOIO IMpolecca
B MBC Bo3pacraeT posib ypoJIuHaAMHUYECKUX Hapylie-
HUHl o cpaBHeHUIO ¢ oOMeHHBIMU. [[mst meteit ¢ JICT
u XpIIH xapaxkTepHbl U3MEHEHHS] CO CTOPOHBI KOCT-
HO-CYCTaBHOM, CEpJEUYHO-COCYIUCTON CHUCTEM, >Keld-
HOTO MY3BIPs, KOKH, MHONHS, YTO OOS3aTeNbHO He-
00XOIIMMO YYHTBHIBaTh MpPU OOCIEIOBaHHHM U BEICHUHU
MAlUEHTOB.

VY nereii 6e3 JICT mepBble mposBiIeHHs MOpa-
xkeauss MBC B ABYX TpeTsSX cCIydasx IPOUCXOISAT
Ha 1-2-M rogy JKW3HU OOBIYHO B BHJIE SIM307a WH-
¢dexuun MBC, B onHoli Tpetn ciydaeB — B 7-9 ner
Ha (hoHE TUCMEeTa0OMUYeCKIX HapylleHul. JlateHTHO®
Hayalio M B JalbHeHIeM CKphITOoe TeueHne 3aboieBa-
HUS JJI1 HUX XapaKTepHBI B OOJbINEH CTETNEeHH, YeM
JUTSL TPYTIIBI C HECOCTOSATEIbHOCTBIO COEAMHUTEIBHOM
TkaHu. [loutn B nosmoBuHe ciayuyae XplIH npexncras-
JIeH TUCMeTa00IMYecKoi (OpPMOH, MPU I3TOM PEIHIU-
Bl XplIH mabmromatoTcst pexke W ¢ MEHee BBIpaKEH-
HOM WHTOKCHKanuend. HeoOXoauMoCTh B OIeparmsx
y JaHHOM TpyMNIbl NAalMeHTOB 3HAYUTENIBHO HIKE,
OOBIYHO JOCTaTOYHO OIHOKPATHOTO ONEPaTUBHOIO
BMEIIATEIbCTRA.

WNHTepecHbIM pe3ynbTaToM paboThl ObUTO OOHApY-
JKeHHE CYIIECTBEHHO 0o0Jiee YacTOro BO3HHKHOBEHUS

anu3onoB anemun y namueHToB ¢ JICT. Onu Bo3HHKa-
1 Kak Ha ¢oHe oboctpenust XpllH, tak u B npyrux
CUTYyalusiX, HarmpuMep, Ha (OHE OCTPOH pecrnupaTop-
HOW BUpPYCHOM HH(peKuuH. MOXHO MPEIIoNoKHTS,
yro oObenuasromuM ¢ JCT 3mech sBusercst daxTtop
ME3EHXMMAIIBHOTO  MPOUCXOXKIEHUS  DPUTPOUTHOTO
pocTtka. B pe3ynbrare npu HECOCTOATETLHOCTH COENIU-
HUTEJBHOM TKaHW HapyLICHHUsI CTPOEHHS M (PyHKIUHU
COEIMHUTEILHOTKAHHBIX CTPYKTYpP MOTYT KacaTbCs
M KpacHBIX KJIETOK KpoBH. Takas 0cOOEHHOCTh JieTeit
¢ XpIlIH u ACT yka3piBaeT Ha HEOOXOAMMOCTH pe-
TYJIIPHOTO KOHTPOJISl Yy TMAallMEeHTOB aHaJM30B KPOBH,
OILIEHKH 3PUTPOLIUTAPHBIX WHIEKCOB I CBOEBPEMEH-
HOTO BBISIBJICHHS AePULUTA XKejIe3a U IPyrux NpUunH
aHEMUH.

[IpoBenennas padota Mo3BoNMIA YCTAHOBUTH, YTO
JCT Bnusier Ha xapakrep u Teuenne XpllH y nereit.
VY mnanumentoB ¢ JCT Benmuk puck Oojee TSHKEIOro
TEUEHHUs] BOCHAIUTEIBHOrO Ipolecca. 1o 00ycaoB-
JICHO, C OIHOH CTOPOHBI, UMEIOLIUMHUCS Y HUX Oonee
BBIPAKEHHBIMH U KOMOWHHPOBAHHBIMU CTPYKTYpPHBI-
My n3meHeHussMu MBC, 4To npUBOAUT K 3HAYUMBIM
HapyLUIEHUSIM ypOAMHAMHUKH, YaCTBIM pPELUAHBAM
BOCHAIUTENBHOrO mpornecca. C Apyrol CTOPOHBI,
AMEIOIHECS] 0COOCHHOCTU CTPOCHUS M (DYHKITUH CO-
eIMHUTENILHOW TKaHH CIOCOOCTBYIOT TOMY, YTO y Ma-
uueHtoB ¢ JICT nerde m wvamie BO3ZHUKAIOT OYaru
He(pockiiepo3a, HapylleHue (QYHKIHMH TOYEK, BO3-
MOJKHO, C OTAAJICHHBIM UTOTOM B BHUJI€ XPOHHYECKOU
MOYEYHON HEIO0CTAaTOYHOCTU. B paborax mpyrux uc-
cienoBaTesied BCTPEYAIOTCs JaHHbIE O HapyLICHUSX
reMoAnMHaMHuKN B moukax y manueHtoB c¢ JCT, urto
TaK)X€ MOXET ObIThb NaTOr€HETHUYECKH CBSI3aHO C He-
COCTOSITETLHOCTBIO COCMWHUTENbHOW TKauu [11, 12,
18, 19].

BbIBOAbI

1. Ama pererr ¢ JCT TunmudHbl OOCTPYKTHBHBIH
U cMemaHHbli BapuanThl XplIH, conpoBoxnaronuecs
CTPYKTYPHBIMH OTKJIOHEHHSAMU M HapYyIIEHUSMHU YpO-
JUHAMHUKHU, CKJIOHHOCTh K 0Opa3oBaHHMIO 04aroB He-
¢dpockneposa, ocodenno y aereit ¢ JCT III crenenu.

2. O6octpenus XplIH y meteit ¢ HecoCTOATEIHHO-
CTBIO COCTMHUTEIHPHON TKAaHW BO3HUKAIOT B 1,52 paza
yarie.

3. Cnexrp Bo3Oymuteneit XplIH y naumueHTtoB
¢ ACT B 1,5 pa3za mmupe, 4em y aereid Oe3 mqucIuia-
ctuyeckoro (oHa, 4TO HEOOXOAUMO YUHUTHIBATH TIPH
Ha3HAUYE€HUHN aHTHUOAKTEPHAIBLHONW TeparuH.

4. detu ¢ ACT u XplIH ck/IOHHBI K BO3HUKHOBE-
HUIO aHEMHH, 00YCIIOBICHHOM Kak AeUITOM Keresa,
TaK ¥ BOCHAJHUTEIbHBIM IPOLECCOM, YTO OOYCIIOBIIH-
BaeT HEOOXOJUMOCTb PETYIIIPHOTO KOHTPOJISI aHAIU30B
KpPOBH.
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5. [loTpeOHOCT, B ONEPAaTUBHOM JICUCHUH IIPU
Hamnuun JICT Bo3pacraer y mamuentoB ¢ XpllH
B 4,6 pa3a, B TOM 4HCJ€ B TOBTOPHBIX U paJHUKalb-
HBIX OIEPALUsX.

6. JICT co3naet nebnaronpustHelid GoH mis XplIH,
gT0 TpebyeT 0coO0ro BHUMAHUS Bpaya K ATOH TPyIIIe
MAI[MeHTOB.

[IpoBenenHoe wuccnenoBaHWe pacIIUPUIIO Tpe.-
CTaBJICHUS O KiIMHUYeckux nposieienusx XpllH y ne-
teit ¢ ICT u co3gaio MpeamnoChUIKN I BBIPAOOTKH
0co00# TaKTUKU TIPH JWCIIAHCEPHOM HAOIIOICHHUH
TaKUX TalUeHTOB.

OOMOJIHNTEJNIbHAA MH®OPMAL NS

Bkian aBropoB. Bce aBTOpbl BHECHIH CyLIECTBEHHBIN
BKJIaJ B Pa3pabOTKy KOHIICIIMH, MPOBEICHHE HCCIEI0Ba-
HUSI M TTOATOTOBKY CTaThU, IPOWIN U 0100pmin (GUHAIBHYIO
BEPCHUIO Tepe]] MyOauKaryei.

Kon(puukT MHTepecoB. ABTOpPBI JEKIApUPYIOT OTCYT-
CTBHE SIBHBIX U IOTCHUHUAIbHBIX KOH(IMKTOB HWHTEPECOB,
CBSI3aHHBIX C MyOJMKaIMell HACTOSIICH CTaThbH.

HUcrounuk ¢uHaHcupoBaHus. ABTOpBl  3asBISIOT
00 OTCYTCTBHMHM BHEUIHETO ()MHAHCHPOBAHUS IIPU TIPOBEJIE-
HUHU UCCIIEOBAHNUS.
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MOYEBbIE BUOMAPKEPbI Y JETEWA C 3ABOJIEBAHUAMM NOYEK
C YYETOM OXWUPEHUA

© T.J1. Hactaywesa, A.B. XaH, E.H. KynakoBa, I'l. Bonocoseu, E.M. Ynuyra, T.B. Yybapos,
0.B. Typoswuuy, N.B. [pebeHHMKOBa

BopoHexckuit rocyaapCTBeHHbIA MeanULMHCKMIA YHuBepcuTeT uM. H.H. bypaenko, BopoHex, Poccus

[na yumuposaHusa: Hactaywesa T.J1., XaH A.B., Kynakosa E.H., Bonocoseu, I, Ynuyra E.M., Yy6apos T.B., [yposuu O.B., [pebeHHnKoBa W.B.
MoueBble 61MOMapKepbl y AeTelt ¢ 3ab60neBaHUAMM MOYeK C ydeTom oxupenus // Meamatp. — 2022. — T. 13. — Ne 4. — C. 65-74.
DOI: https://doi.org/10.17816/PED13465-74

AKTyanbHOCTb. MHOIMe MCCNefoBaTeNM OMUCHIBAKOT MOBPEXAEHUE MOYEK MPU OXMPEHWM, B TOM YuC/e Yy LeTel, KoTopoe
MOXEeT pa3BMBaTbCS HE3AMETHO, 6€3 KIMHUYECKMX CUMNTOMOB. BO3MOXHO, MArHOCTMKA NOYEYHOTO MOBPEXAEHNUS HA PAHHUX
CTafusX MpU OXMPEHUWU Y LeTeit MOXET ObiTb yNyylleHa C MOMOLLbI UCCNEef0BaHMUS TaKMX MapKepOB MOYEYHOrO MOBPEX-
nenunsd, kak KIM-1, NGAL, IL-18, B,-mq.

Lenb — cpaBHWUTeNbHOE onpejeneHne MoYeBblX HMOMapKepoB TyBYNSPHOrO MOYEYHOro MOBPEXAEHWUS y AeTei npu 3abo-
NIeBAHUAX NOYEK, MPOTEKAKLWMX HA (POHE OXUPEeHMs.

Marepuanbl u MmeToabl. Y 78 petert B Bospacte oT 7 no 15 net (40 petert c 3aboneBaHusaMM novek Ha GOHe HOPMaNbHOW
Macchl Tena v 38 nauMeHToB C 3aboneBaHMAMM Moyvek Ha GOHe OXMpeHus) Obina McCcnefoBaHa KOHLEHTPAUMs Bbilleyrno-
MSIHYTbIX MOYEBbIX MApKepOB MOBPEXAEHWUS MOYEK U €€ OTHOLEHWE K KPeaTUHWHY MOYM (HOPMUPOBAHHbIE MOKA3aTesu),
a TaKXe NpoBeAeH KOPPEensLUMOHHbIA aHanus.

Pe3ynbratbl. B rpynne peteit ¢ 3a6oneBaHUsaMU Noyvek HA GOHe oxXupeHus ypoBeHb MouveBoro KIM-1 umen 6onee Bbicokue
3HaueHus, a KoHueHTpaumna NGAL, IL-18 v 3,-mg B Moue Bbiiia 6M3KOM MO 3HaYeHuo B 06enx rpynnax aetei. Mpu aHanuse
HOPMMPOBaHHbIX®» MOKa3aTesei AoCToBepHOCTb Ans Mapkepa KIM-1 coxpaHsinack. Npu KoppensiuMoHHOM aHanuse 6biin
BbISIBNEHbI 3HAa4YMMble CBSI3WM MeXAy MoKasaTensMu Maccbl Tena u KoHueHTpaumein NGAL Mouun, npuuem B obeux rpynnax
NaLneHToB.

3aknoueHue. Onpepenenve moyeBoro KIM-1 MoxeT MMeTb NpakTUYecKoe 3HaYeHne A5 CYXXAEHUS 0 Hannymm TybynspHoro
NMOYEYHOro MOBPEXAEHUS Y LeTel C OXMpeHueM Ha GoHe 3aboneBaHWi noyeK. YCTaHOBNEHHbIE 3HAYMMble KOppensumMoH-
Hble cBs3M Mapkepa NGAL c nokasaTensiMy Maccbl Tefla MOTyT CBUAETENbCTBOBATb O €r0 AMArHOCTUYECKOM 3HAYeHUW npu
OXWPEHWUU Y LeTel, HE3aBUCMMO OT Hanuumus 3ab60oneBaHUi MoYek.

KnioueBble cnoBa: feTv; 3a00/1€BaHMS MOYEK; MapKepbl MOBPEXAEHUS MOYEK; OXKMUPEHME,

Mocrynuna: 21.06.2022 Ono6pena: 22.07.2022 MpuusaTa 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, B,-mg.

AIM: Aim of our study was the comparative analysis of urinary markers of tubular kidney injury (KIM-1, NGAL, IL-18, 8,-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, B,-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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AKTYANIbHOCTb

Onna u3 cepbe3Heiimux npobiem i Poccnn, kak
U 711 MHOTHX CTpaH MHUpa, B HACTOSIIIEE BPEMSI — 3TO
oxupenue [1, 12, 15]. Oxxupenue B A€TCKOM Bo3pacTte,
KaK ¥ Yy B3pOCIbIX, MOXXHO paccMarpuBarh Kak (pakTop
pHUCKa pa3BUTHS XPOHUUYECKUX 3a00JIeBaHUM, BKIIIOYAs
xpoHuueckyto Oosiesnb mouek (XbBII) [11, 20]. [Touku
OepyT Ha cebst PYHKIMIO KOPPEKIMU MeTaboau3Ma MpH
HapacTaroeM H30bITKE XKHUpa B OPraHu3Me U MOATOMY
CTAQHOBSITCSI ONHUMHM W3 DIABHBIX OpPraHOB-MHILICHEH,
VSI3BUMBIX ITpu okupeHud [8, 12]. ¥V B3pocibIx pokaza-
HO, YTO BEPOSITHOCThH CHIDKEHHSI CKOPOCTH KITyOOUKOBOIA
¢wsrpanun (CK®) meree 60 MiI/MHH 3HAYMMO BO3pac-
TaeT npu Hanmuuu oxupenus [10]. Xapakrepnas oco-
OEHHOCTb HAYaJIbHOTO IIOPAXKEHWs IOYEK B YCIIOBHAX
M30BITOYHOTO JKUPOOTIIOKEHHUS — KITYOOUKOBasi THUIIEP-
¢unsTpanus [18]. Y nereil ¢ o)xupeHneM He3aBUCHMBIM
(hakTOpOM pHCKa TOPAKCHUSI KAHAJIBLIEB ITOYEK CUUTACTCSI
auciunuaemus. JlokasaHo, 4To y manmeHToB ¢ Hepo-
natusaMu Ha (JOHE BUCIICPATLHOTO OXKHPEHUS JIATIHHBINA
CIIEKTpP CHIBOPOTKU KPOBHU XapaKTepU3yeTCs MOBBIIICHU-
€M aTepOreHHOCTH JIMIHUJIOB MPU CHU)KEHUU XOJIECTEpU-
Ha JIMIIONPOTEHHOB BBICOKOW IUIOTHOCTH, YBETMUCHHEM
O0LIEero XOJIeCTepoIa, JIUIONPOTEHIOB O4YEHb HU3KOMH
IUIOTHOCTH B COYETAHWHU C TUIEpICNTHHEMHEW U Ha-
pyuieHneM TtojepaHTHocTH K rmokose [3]. IIpu XbII
-1V craguu B >KUpOBOM TKAHU MALMEHTOB, CTPAIAIO-
LIUX 0KUPEHHEM, ObIIIM OOHAPY>KEHBI MTOBBIIICHHAS SKC-
npeccusi MPOBOCHAIUTENBHBIX LIUTOKMHOB M HMHQUIb-
Tpanysi IMMYHOKOMIICTEHTHBIMHU KIIETKAMH, YTO MOMKET
YCKOPUTH pa3BUTHE AUCQYHKIMU MOYKH U BECTH K MOTeE-
pe byukpm vedpona [18, 19]. dns auarnoctuxu XbI1
TPAJULMOHHO HCIIONB3YIOTCS /IBA OCHOBHBIX IIOKAa3are-
msi: CK® u cooTHoIIEHUE anbOyMUHYPHS/KPEATHHUHY-
pust. Ho KoHLIeHTpalusi KpeaTHHUHA B KPOBH HE MOXET
CIY>KUTb WACAIBHBIM MapKepoOM IAaToJIOTHU TIOYEK, TaKk
KaK €ro ypoBEHb BapbHUpPYyeT B 3aBUCHMOCTH OT MHO-
THX HepeHATbHBIX (pakTopoB [9]. [ToaToMy B HacTosIIIce
BpeMsi B KayeCTBE JMArHOCTMYECKHX KpUTepHueB TyOy-
JIIPHOTO ITOYEYHOTO TMOBPEKICHUS TPEAJIOKEHbl TaKne
OnoMapKephl, Kak: MOJEKyJla MOBPEXKICHHS IOYEK —
1/kidney injury molecule (KIM-1), He#lTpodmIbHBII
JKEJIATHHA30-aCCOLMMPOBAHHBINA JIMITOKAJIMH — nheutro-
phil gelatinase-associated lipocalin (NGAL), wunTtep-
neiikun 18 — interleikin-18 (IL-18), Gera-2 mwukpo-
o0y —  beta-2-microglobulin  (B,-mg), xotopbie
HE 3aBUCAT OT (prItbTparimoHHON (hyHKIMH rmodek [7, 9, 11].
JlaHHBIE MapKepbl yXe IOCTaTOYHO XOPOLIO H3YUEHbI
nipy OOJIE3HAX TMOYEK, HO TIPU OXKUPEHUH y JeTel mpak-
TUYECKH HE PacCMaTpPUBAJINCH.

Lenv uccnedosanuss — onpeneseHnue ypoBHs Mode-
BBIX MapKepoB TyOYJISIPHOTO IOYEYHOTO MOBPEKICHUS
(KIM-1, NGAL, IL-18, B,-mg) y mereit ¢ 3abosesa-
HUSIMH TIOYeK Ha (QOHE OKHPEHUSI.

MATEPWANbI U METOAbl

B nccnenosanue ObuTH BKJITIOUEHBI 78 neTeil B BO3-
pacte ot 7 no 15 ner: 40 nmereit ¢ 3aboieBaHUSIMU
moyek Ha (hoHe HOpMaJILHOW Macchl Tesa (rpymnma 1)
n 38 mamueHToB C 3a0oileBaHUSMHU TO4YeK Ha (oHe
OKUpeHus, WHAeKC Macchl Tema (SDS HMT) >+2
(rpynma 2). Bce netm Haxomuiauch Ha oOCienOBaHUU
u neyennn B bY3 BO «Boponexckas oOnactHas
JeTckas KimHu4eckas OombHua Ne 1» B Hedpoo-
THYECKOM OT/ETIeHUH. 3a0oJieBaHUs TOYEK BKIIOYA-
T CIEIYIONIYI0 MAaTOJIOTHIO: TIIOMEPYIspHbIE 0oies-
Hu — y 13 mamwmentoB (6 — 15,0 %, 7 — 18,4 %
MO TpyNIiaM COOTBETCTBEHHO), WH(EKIUS MOYEBBIX
nyteit — y 12, nuenonedpur — y 37 (23 — 57,5 %,
14 — 36,8 % mo rpynmaM COOTBETCTBEHHO) U JIpy-
rue 3aboneBanus (0e3 nHpeKn) — y 16 manueHToB
(9 —22,5%, 7— 18,4 % no rpymnmnaM COOTBETCTBECH-
HO). OOcnenoBanre OBUIO MPOCIIEKTUBHBIM B TIEPUOJ]
¢ 01.2019 mo 06.2020. YV Bcex o0cieqOBaHHBIX Jie-
Teil, KpoMe KIMHUYECKOIO OCMOTpa C OIpeJelieHHEeM
(u3NUecKoro pa3BUTHA, HCCIEAOBAIN KIMHUYECKUH
U OMOXMMHUYECKUI aHalu3bl KPOBHU, aHAJIM3bl MOYH,
MPOBOJMIIA  YJIBTPa3ByKOBOE HCCIIEJOBAaHUE ITOYEK
u ModeBoro my3wips. [lapamerpsl (QyHKIIMOHATHHOTO
COCTOSIHUS TIOYEK OIICHUBAIH MO Mpode 3UMHHUIIKOTO
u no CK®, paccuurannoit no popmyne Illsapma [17].

Jis  uccienoBaHUST MOYEBBIX MapKepoB TyOy-
JSIPHOTO TIOBPEXKJEHUS TOYEK TIEePBYIO YTPEHHIOKO
MOPIIMI0 MOYM cOoOWpaiii B JBE IUIACTUKOBBIE MPO-
O6upku Vacuette (ogHa mpoOupka MpenHa3HaYaIach
JUISL ONIPEJICIICHUS] KpeaTWHUHA MOYHU, BTOpas — JUIs
WCCIIEJIOBaHUSI MOYEBBIX MapKepPOB MOBPEXKICHUS I10-
yek: NGAL, KIM-1, IL-18, B,-mg). Mova nerert
XpaHWJIach B MOPO3WJIILHON Kamepe TMpH TeMIepary-
pe =70 °C, makcumanpHO A0 6 Mec. HcciemoBanue
npoBoamin Ha aHanuzarope Multiskan Go, (Thermo
Fisher Scientific, ®unnsunus). [IpomMbIBKy miiaHmera
OCYIIECTBIISUTH C TIOMOIIBIO TUTAHIIETAa-OTMBIBATEIS
U1t umMmyHo(epmenTHoro anann3za Wellwash (Thermo
Fisher Scientific, ®unnsauaus), uHKyOanuio (B ciydae
HEOOXOMMOCTH) — C HCIHOJBb30BaHHEM TEpMOLICH-
kepa PST-60HL-4 (Biosan, JlarBus). Mcmomnb3oBanu
aHaJan3aTop OMOXMMHUYCCKUH (POTOMETPUUCCKHUN KH-
Hetruecknii Abx®k-02 «HIIII-TM» co BcTpoeHHBIM
npuaTepoMm o TY 9443-010-11254896-2002, ¢ ompe-
JgeneHueM coiepxkanus kpearmnuHa (OOO HIII
«Texnomenuka», Poccus).

Mouy nentpudyruposam 10 muna mpu 3000 o6/mMuH
JUISL TIONTyYeHUsI HAJ0Ca0uYHON JKUJIKOCTHU, UCIIONB30-
BaBIIICliCcS B JajbHelei padore.

UccnenoBanue criennduueckux MapKkepoB B MoYe
MPOBOAMIIA C WCIIONB30BaHMEM HAOOpPOB peareH-
TOB: 1) 11 ompenmeneHUs COACp)KaHUS KpeaTHHH-
Ha B Moue MmetonoMm Sdde Oe3 menporenHm3aiuw,
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KOJIODUMETPUUECKUI, KHHETHKA 110 JBYM TOYKAM.
Jmaa BoHB! B mpenenax 490-510 HM, TUHEHHOCTH
B auamna3zoHe ot 35,4 mo 1350 mxmonb/n. UyBcTBU-
TEJILHOCTh 25 MKMOIb/I. Mouy pasBoxwin B 50 pa3
(monmyyeHHble KOHLEHTpauUuu yYMHOXWIM Ha 50).
Cepus 0110520, Ne 10102, pmara W3rOTOBIICHUS
27.05.20, AO «/luaxon-/IC», Poccus; 2) mns xonude-
cTBeHHoro onpeaenenns NGAL B Mmoue MeTo0M UMMY-
Ho(epMeHTHOTO aHanu3a (Habop Ha 96 onpexaeneHuil).
Jmmna Bomuet 450 aM. YyBcTBuTensHOCTh 0,02 HI/MIL
Pa3zBenenue moun 1 : 10 (momyueHHBIE KOHIIEHTPAITUU
ymHOxuia Ha 10), kar. Ne RD191102200R, notr E
20-031, romen no 03.2021, mpousBeneno BioVendor
Research and Diagnostic Products, Yemickas Pecmy-
Omuka; 3) [t KOJIMYECTBEHHOTO OMpenesenus [3,-mg
B MOYE METOJIOM HENPsIMOTrO TBEpAO(ha3HOr0 HMMY-
Ho(epMeHTHOrO aHanuza. Doromerpus npu UId-
He BonHbl 450 HM. YyBctBuTensHOCTh 0,1 MKr/miL
Paseenenue B 10 pa3 (momy4yeHHbIC KOHLCHTPALIUH yBE-
muam B 10 pa3). Orgentec Diagnostika GmbH, kar.
Ne ORG 5 BM, ot 2003762, ronen no 06.10.2021.
[MpousBeneno ORGENTEC Diagnostika GmbH,
l'epmanus; 4) nas KOJMYECTBEHHOTO OIPEICICHHUS
KIM-1 B Moue MeTomoM HUMMYHO(PEPMEHTHOTO aHa-
m3a. @otomerpus npu umHe BoaHBI 450 HM. YyB-
cTBUTENbHOCTD 3,13 mr/mi. Pa3senenue 1 :4 (mony-
YeHHbIE KOHIIEHTpauuu yMHOXKUIM Ha 5). Cioud-Clone
Corp., xar. Ne SEA785Hu, cepus 7C20637A38, nor
200826373, rogen mo 04.2021, Kuraii; 5) mus xomu-
4eCTBEHHOTO onpexaenenus [L-18 B Mode meTonom nm-
MyHO(epMeHTHOro aHanuza. PoToMeTpus MpH JUIHHE
BoiHbl 450 M. YUyBcTBHTEnbHOCTE 9 mr/mi. Passe-
neHne He Tpedyercs. Invitrogen, BenderMwdSystems
GmbH, xar. Noe BMS267-2, nor 236202-001, romen
o 09.2021, Asctpus.

CraTtucTHyecKne MeTOAbI MCCIeT0BAHNSA

CratucTuyeckuid  aHaiau3 JaHHbIX IPOBOAMIIU
¢ Tmomompl0 Takera mporpamMm Microsoft Office
Excel 2010, Statistica v.6.0. OOpa®oTKy JaHHBIX
OCYIICCTBIISUTH C PAacueToM CpeaHei apudmeTrue-
ckoi (M), craHmapTHOTO OTKIIOHEHHs (G), Menua-
Hbl W WMHTEPKBAPTHIBHOTO pasmaxa (Me [Q; O.]).
JIiiss Ka4eCTBEHHBIX MPHU3HAKOB BBIUMCIISIM 3HAUCHUS
a0COJIFOTHOM M OTHOCHUTEJIBHON YacTOTHI BCTpPEYaeMO-
ctu. [l cpaBHEHHS MoKa3aresneil PU3nIecKoro pa3Bu-
THS y JIeTel UCTIONB30BaJM Z-OleHKH (Z-Score) JTHHBI
tena s Bo3pacta (HAZ), mMaccel Tema mjis Bo3pac-
ta (WAZ) n UMT nist Bo3pacta (BAZ), BeruncieHHbIE
10 CTaHJAPTHOM MeToAuKe BceMupHOW opraHuzanuu
3MIPaBOOXPAHEHHUsI C HCIONb30BaHUeM mporpamm WHO
AntroPlus m WHO Antro [22] .

[IpoBepky cormacusi HabIIOMAEMBIX paclpeaeIeHNi
C HOPMaJBHBIM OCYIIECTBIISLIA C UCTOIb30BAaHUEM Te-

cra Ilanmupo — Yunkca. [Ipn HamWIum MaibIX BBIOO-
POK U OTPOBEPKEHNHU THIIOTE3bI O HOPMAJIBHOCTH pac-
MIPEJICIICHUS JUTSL BBISIBICHUS PA3IMYUA MEXIY JBYyMS
rpyMIaMy PUMEHSIIN HeTlapaMeTPUUSCKU KPUTEPH
ManHa — YutHu. JIJ1g OUEHKH CTAaTUCTUUYECKOW 3HAYU-
MOCTH Ka9€CTBEHHBIX TIOKa3aTeseil NCTIONb30BaIH TOY-
HbIl kputepuii @uiepa. Eciau oxunaeMoe 3HaueHHE
ob1o >10 — xputepuit ¥* IMupcona. Koppensuon-
HBI aHAJIW3 TIPOBOIWIN C HCIONB30BaHHEM Kod(hhu-
nreHTa panroBoil xoppemsuun Crimpmena (R).

Paznmuuuns Mexay epeMEeHHBIMU CUUTAIIUCH CTATH-
CTUYECKH 3HAYUMBIMU TIpH p < (,05.

PE3YNbTATbDI

CorracHO CTaTUCTHYECKOMY CPaBHEHHIO JIETH JIBYX
00CIIe/IOBAaHHBIX TPYNI HE PAa3IUYaINCh MEXIY CO-
0ol 1o mosy ¥ Bo3pacty (Tabi. 1), HO OTJIMYAIKCH
no Z-ouenkam WMT, xotopele y gerel 2-il rpymiisl
MIPEBBIIIAIA HOPMATHBHBIE MTOKA3aTeNd W MOKA3aTelH
nmeredt 1-if rpymmbel. Y BcexX mered 2-M TpyIITBI uMe-
JI0 MECTO IK30T€HHO-KOHCTHTYIIUOHAILHOE O’KUPEHHE.
B oTHOIIEHNU Z-OICHOK JUIMHBI Tela JCTH JBYX HUC-
CJeyeMBbIX TPYII HE Pa3iHyaliiCh; Z-OUEHKUA COOT-
BeTcTBOBaNM HopMme (Z=or —1 mo +1). B rtadm 2
MPUBE/ICHBl KIMHHUKO-Ia00paTOpHbIE MapaMeTphl 00-
CJIEIOBAHHBIX JETEH.

ComacHO JTaHHBIM, TIPUBEJCHHBIM B Ta0M. 2, AeTH
JIByX OOCIIeyeMbIX TPYIMIl JOCTOBEPHO HE pasinda-
JIUCh TI0 OOJBITHHCTBY JaOOPaTOPHBIX ITOKa3arescit
KPOBHM M MOYHM, a TaKKe 10 YPOBHIO apTepUaIbHOTO
JaBJICHHUS, KaK CHCTOJIMYECKOrO, TaK W JIUACTOJHYe-
ckoro. Omimuns B o0IEeM aHalM3e KPOBU OOHapyxe-
HBI TOJBKO IO YPOBHIO I'eMOIIOOWHA (IIPW HAIWYHH
OKAPEHUS OH OBLI JOCTOBEPHO BHIINIE); HO BCE TIPHBE-
JIeHHBIe B TabnuIe 1aboparopHbIe TapaMeTphl HE mpe-
BBIIIAJIM HOPMY HU Y OJHOTO peOeHKa.

JlaHHbBIE, TIOMYYEHHBIE IPH HWCCICIOBAaHUU Map-
kepoB moBpexaeans moudek (KIM-1, NGAL, IL-18,
B,-mg) B Moue y JeTel BbINICyKa3aHHbBIX JBYX TPYIII,
MpeacTaBieHbl B Ta0i. 3.

3nagenus KIM-1 B rpynme nereil ¢ oxupeHu-
€M uMenu Oosiee BBICOKHI YPOBEHb 10 CPaBHEHUIO
¢ Tpynmoi meredl ¢ 3a00IeBaHUSAMHM TOYEK IIPH HOP-
ManpHOW Macce Tenma (Tabm. 3). CTaTuCTUYECKH 3Ha-
YUMBIX Pa3UUMil B MOKA3aTeNsIX OCTaJIbHBIX TPEX MO-
YEeBBIX MApKEPOB y JIETEH CpPaBHUBAEMBIX JBYX TPYIII
HE YCTaHOBJICHO.

[TockonpKy M3ydaemple MapKephl ObLTH TpeICTaBIIe-
HBl HE TOJIHKO KaK WX KOHIICHTpAIUsl B MOUe, HO M KaKk
X OTHOIIEHHE K KOJMYECTBY (B M) KpeaTHHHHa
B Moue (HOPMHPOBaHHBIC TOKA3aTein), MBI TPOBEIH
TaKkKe W WX CpaBHEHHe. Pe3ynbTaTel OKa3aluch Cire-
IYIONMMHA: Pa3Indns MEXIy IBYMsS TPyIIaMu JeTeit
MPUOOPENH CTATHCTHYECKYIO 3HAYMMOCTh B OTHOIICHUH
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Tabnuya 1 / Table 1
Mon, Bo3pacT, Z-0LeHKM AMHbI U MHAeKca Macchl Tena (MMT) obcnefoBaHHbIX aeTen
Gender, age, Z-scores of height and body mass index (BMI) of examined children

Z-OLEHKH JIJTUHBI
I'pynmna gereii / Groups of | Manpuuku/neBouku / Bospact / Age tena (HAZ) / ZZ-?;ZI;SIZE/IEI:/I{/E ((EIA;AZZ))/
children Boys / girls Me [Q; O] Z-score of height (HAZ) Me [0.: 0]
Me [Q,5; O] e
I'pynmna 1 / Group 1 (n=40) | 18/22 (45,0 % / 55,0 %) | 11,00 [7,00; 14,00] 0,39 [-0,45; 1,06] —-0,26 [-1,20; 0,65]
I'pynma 2 / Group 2 (n=38) | 16/22 (42,2 % / 57,8 %) | 13,00 [7,00;15,00] 0,46 [-0,04; 1,55] 2,35 [1,8625; 2,82]
P 0,49 ** 0,49 * 0,81 * 0,000000 *

Ipumeuanue. Me — mennaua, [Q; Q,] — HHTEPKBAPTUIBLHBIN pazmax. * U-kputepuil Manua — Yutuu; ** kpurepuit y* Iupcona.
Note. Me — median; [Q; Q,] — interquartile range. *Mann—Whitney U-test; **y> Pirson test.

Tabauua 2 / Table 2

Comparison of some clinical and laboratory parameters in examined children, Me [Q,; O,]

CpaBHeHWe HeKOTOPbIX K/IMHMKO-N1abopaTopHbIX nokasaTenen y obcnenyemsix neten, Me [Q,; O,]

[loxazarens / I'pynna 1 / Group 1 I'pynma 2 / Group 2

_ _ p*
Parameter (n=40) (n=40)

g;:tf)‘l’ii“zepcg’een;fl’;fpmﬂgZ?‘;fleﬁiﬁfye“e (eHTub), MM PT. CT. / 63,00 [41,5; 74.7] 69,00 [41,25; 81,0] 0,21
e s s o o s s n | s ws o | oe
I'mroko3a kpoeu, mmous/i / Blood glucose, mmol/l 4,99 [4,75; 5,22] 4.9 [4,6; 5,3] 0,64
AnanmnamuHoTpaHnchepasa, En/n / ALAT, U/L 13,4 [9,1; 15,0] 17,50 [13,65; 36,8] 0,93
AcnaprtaramuHotpancdepasa, En/n / ASAT, U/L 30,20 [24,2; 32,5] 20,95 [16,8; 27,1] 0,58
MoueBrHa CBIBOPOTKH KpoBH, MMoJIb/11 / Urea of serum, mmol/l 3,90 [3,32; 4,50] 3,8 [3,4; 4,40] 0,65
KpeaTtnHuH cpIBOpOTKH, MI/mi / Serum creatinine, mg/dl 0,67 [0,59; 0,85] 0,76 [0,65; 0,89] 0,36

CkopocTh Kiy00uKOBOH Guiasrpanuu, mia/(mus - 1,73 m?)/

GFR ml/(min - 1,73 m?) 116,5 [104,8; 133,7] 114,89 [104,5; 127,5] 0,1

O6wmwuii 6enok, /1 / Total protein, g/l 74,1 [71,1; 78,1] 75,1 [71,7; 78,0] 0,71
I'emorno6un, r/n / Hemoglobin, g/l 136,0 [128,3; 142,00] 139,0 [133,0; 148,5] 0,04
JleitkouuTs! kpoBH, ThIC. MKJI / Blood leukocytes, th/pul 7,0 [5,35; 8,0] 7,2 [5,8; 9,65] 0,06
CKOpOCTh OCelaHus SpUTPOIUTOB, MM/4 / ESR, mm/h 4,0 [3,0; 5,75] 5,0 [2,5; 8,0] 0,22
MakcucanbpHEI yIeIbHBIA Bec Moun / Max spec. grav. 1023 [1015; 1026] | 1021,5 [1015,75; 1026,25]| 0,74
Ph moun / Urine PH 5,0 [5,0; 5,75] 5,0 [5,25; 5,88] 0,13
benok mouwm, r/n / Urine protein, g/l 0 [0; 0] 0 [0; 0] 0,46
Dpurpouutsl mouw, 11/3 / Urine red blood sells, f/v 0 [0; 0,25] 0 [0; 0,25] 0,34
JleitkounTer Mmouwm, 11/3 / Urine leukocytes, f/v 0,45 [0,1; 5,9] 0,75 [0,1; 5,15] 0,89
Ilpumeuanue. Me — wmenmana, [Q; O,] — MHTEPKBApPTHIBHBIN pasmax. * U-kpurepuii Manna — YutHu. Note. Me — median;

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

Tabnuya 3 / Table 3
Mapkepbl nospexaeHns nodek NGAL, KIM-1, IL-18, B,-mg mMoun y obcnenosanHbix aeteit, Me [Q,; Q.]
Markers of kidney injury NGAL, KIM-1, IL-18, urine ,-mg in examined children, Me [Q,; OQ,]

I'pymnmna gereit / Mapxkeps! / Markers
Group of children NGAL, ur/mn / ng/ml | KIM-1, nr/nn / pg/ml | IL-18, nr/mn / pg/ml | B,-mg, mxr/mn / pg/ml
I'pynna 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] 2444,0 [1381; 3077] 109,60 [97.4; 136,1] 10,59 [2,86; 19,57]
p* 0,64 0,06 0,34 0,26
Ilpumeuanue. Me — wmenmana, [Q; O,] — MHTEPKBAPTHIBHBIA pasmax. * U-kpurepuii Manna — YutHu. Note. Me — median;

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

Mapkepbl NoOBpeXAeHNs noyek (HopMupoBaHHbie nokasatenu) NGAL/Cru, KIM-1/Cru, IL-18/Cru, B,-mg/Cru y 06cnenoBaHHbIX

netei, Me [Q,; Q.]

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

Mapxkepsr / Markers

I'pynmna nereii /

Groups of children NGAL/Cru,

HI/MT / ng/mg

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

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

B,-mg/Cru,
MKT/MT / pug/mg

Ipynma 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]

I'pynma 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 — wmenuana, [Q; 0,] —
[Q,; O,] — interquartile range. * Mann-Whitney U Test.

WHTEPKBApPTUIBHBIA pa3max. * U-kputepuit ManHa — YutHu. Note. Me — median;

Tabnuya 5 / Table 5

KoadduunenTol koppensummn CnmpmeHa (R) MoYeBbIX MapKepoB C MOKa3aTensiM1 MacChl U A/IMHbI TENA, apTEPUANbHOIO AABNEHUS
M CKOpOCTM KNyboukoBoM GunbTpaumm y aeTei ¢ 3abonesaHnsaMM 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

TlokazaTens / Mapxkepst / Markers

Parameter KIM-1 KIM-1/Cru B,-mg NGAL IL-18/Cru
Macca reia / 0,03 0,1 0,05 0,34 (0,03) ~0,13
Body mass
Hnpexe maccer Tena / 0,002 0,06 ~0,07 0,34 (0,03) 0,1
BMI
Z-0lleHKa JUIMHBI Teiia /
Z-score of height 0,35 (0,02) —0,37 (0,01) 0,34 (0,03) —-0,08 0,34 (0,03)
Iuacronuyeckoe ap-
TCPHAJILHOC AABICHHE, 0,39 (0,02) 0,01 0,14 0,18 ~0,19
LEHTHIIL /
DAP (centile)
CKopoCTh Ki1y0OOUKOBOI
¢unsrpanun / GFR 0,02 (0,01) -0,24 0,27 -0,3 -0,21

Ipumeuanue. B cxoOKkax NpHUBEACHBl 3HAYEHHUS p TOJBKO JUIS CTATHCTHYECKH 3HAYUMBIX KOI(DGHIHMEHTOB KOPPEISIHH.
Note. The values of p are given in parentheses only for statistically significant correlation coefficients.

KIM-1/Cru (ur/mr). HopmMupoBaHHBIE TIOKa3aTen APY-
TUX MapKepOB HE BBISIBIIM 3HAYUMBIX OTIMIHNA MEXKITY
JIBYMsI HCCIIEyeMbIMU TpyHnamu Jieteil (tadm. 4).

Jlanee HamMu OBLT TPOBEACH KOPPENSIIMOHHBIN
aHaJM3 MEXJy H3y4aeMbIMH MOYEBBIMH MapKepamu
1 HEKOTOPHIMH KJIIMHHKO-JIA00PAaTOPHBIMH TTOKa3aTeIs-
MU JeTedl AByX rpymil. JlaHHbIE Takoro aHanusa i
o0eux rpymnn jAeted MpeicTaBieHbl B Tabl. 5 u 6 co-
OTBETCTBEHHO.

3Ha4YMMBbIe KOPPEISIIIMOHHBIE CBS3H BBISBICHBI MEXK-
Ny xoHueHtpamnuet KIM-1 B Mode u Z-OlleHKH JJIMHbI
tena, KIM-1 u CK®, KIM-1 1 neHTWIsIMHA JIHACTOJIN-
YEeCKOro aprepuaibHoro aapiaeHus (AJl); mpsmbie cBA3U
MEXK/y KOHIIEHTpamuen -mg MOYM U Z-OLEHKH JUIH-
HBI Tena, KoHneHTparumei 1L-18/Cru Mmoun n Z-orieHKn
JUIMHBI Tea, ¥ MeXmy KoHmeHtparmein NGAL moun
1 MoKazarelsiMu mMacchl Tena u MUMT.

B rpymme nereii ¢ 3a001€BaHUAME TTOYEK W OXKHPE-
HHUEM BBISIBIICHBI CIIETYIOIINE 3HAYUMBIE CBSI3U: MEXKITLY
koHueHTpanueit KIM-1/Cru v neHTUIsIMH CUCTOJIHYE-
ckoro AJl; mexxny konnenTtpauued NGAL mouu u mo-
KazaressiMu Maccbl Tena, UMT u anuHbl Tena; Takxe
oOparHasi CBSI3b HAOIONATACh MEXIY KOHIEHTpAIHel
IL-18 u IL-18/Cru Mo4Mm C MOUYEBUHOH CBIBOPOTKH
KpoBu (Tabim. 6).

Takum o6pazom, UMT u Z-onenku UMT xoppenu-
poBasii TOJBKO ¢ KoHUeHTpanuedt NGAL mouu, npu-
9eM W B OJHOMU, M B APYTOM Tpymie marueHToB. OmHa-
KO TIPU ATOM JaHHAs KOPPENSIUOHHAs CBA3b B MEPBOM
rpymnrne jaereil Obuia MpsiIMOiA, a BO BTOPOW rpymre —
oOparHoii. JlocToBepHBIE KOPPEISILUOHHBIE CBSI3U MO-
YEeBBIX MapKepOB C Pa3MYHBIMU TapaMeTpaMH B JIBYX
Tpymmax JAeTeil MOTYT CBHJETEIHCTBOBATH O pa3iIHy-
HOM HMX JHAarHOCTUYECKOM 3HAYEHWU NPHU OKUPEHUH.
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Tabauua 6 / Table 6

KoadduumeHTsl koppensaumm CnupmeHa (R) MOYeBbIX MAapKepOB C MOKa3aTesiMM Macchl U A/IMHbI TENA, apTeEPUANbHOMO AABNEHNS
M CKOPOCTM KNyBOYKOBOW DuAbTpaLmmM y AeTen ¢ 3a60neBaHUAMM NOYEK U OXXUPeHneM
Spearman’s correlation coefficients (R) of urinary markers with body weight, BMI, Z-scores in children with kidney diseases

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

Parameter
Macca Ttena /
Body mass -0,07 0,53 (0,002) ~0.47 (0,007) 0,12 0,06
Iél;{/{;ielcc Maccel Tena / 0,14 0,62 (0,0002) -0,59 (0,0004) 0,07 0,08
JlnuHa tena /
Body length -0,12 —0,41 (0,02) -0,34 0,16 0,004
Cucronmieckooe
apTepuaNbHOE JaBje- 0,39 (0,04) ~0,05 -0,01 0,09 0,38
HHUE, EHTHIb /
SAP, centile
MoueBuna / 0,28 ~0,09 ~0,19 0,41 (0,02) -0,51 (0,003)
Urea

IIpumeuyanue. B ckoOKkax HPHUBENCHBI 3HAYCHMS] p TOJNBKO I CTATUCTHYECKH 3HAUYUMBIX KOI()(DUIMEHTOB KOPPEISALHUU.
Note. The values of p are given in parentheses only for statistically significant correlation coefficients.

OBCYXOEHUE

W3 Bcex m3ydeHHBIX HAMH MOYEBBIX MapKepOB TY-
OyJISIPHOTO TIOYEYHOTO TOBpPEKIeHUS TONbko KIM-1
oKa3zajicd 3HaYMMO MOBBIIIEHHBIM Y JieTel ¢ 3aboie-
BaHUSIMHU IOYEK HA (OHE OKHPCHHS [0 CPABHEHUIO
C NeThMH C 3a0oyieBaHUSIMHU TOoueKk Oe3 Hero. Panee
HaMH1 OBLTH OITyOJTMKOBAHBI aHAJIOTHYHEIC MaHHbIC [ 14].
KIM-1 — 310 TpaHCMeMOpaHHBII IIIMKOPOTEHH, BO-
BieueHHbI B 1uddepeHumpoBky T-xenmepos, mpu-
HQ/IIOKAIUH K MMMYHOIJIOOYJIMHAM; OH HE JKCIpec-
CHpYyeTCsl B 3/I0POBBIX KIETKAaX IOYEYHOTO DITUTEIIHS
1 SIBIISICTCSI PAHHUM MapKepOM TTOBPEKIeHISI TIowek [ 13].
Joxazano moBeImeHue kouentpanuun KIM-1 B mode
B OTBET HAa HIIEMHIO IOYEK, MPU BO3ACUCTBUM HE-
¢porokcnunpix npenapatoB u npu XbII [21]. Nwme-
IOT MECTO HEMHOIOYHCIIEHHBIE ucciaeqoBanusa KIM-1
y JeTell pu OXKMPEHHH, KOTJa BBISIBICHO €T0 IOBBI-
[IEHUE TI0 CPAaBHEHHUIO CO 3M0pOBbIMHU aeTbmu [11].
MoxHO cKa3aTh, YTO aBTOpaMH JAaHHOW CTaTbH yCTa-
HOBJIEHO auarHocrtudeckoe 3HadueHue KIM-1 mouu aiist
TTOBPEX/ICHUS TIOYEK Ha PAaHHHUX dTarax MpH OXKHpe-
HUM Yy JETeH.

Hpyrue mouesbie Mapkepbl (NGAL, IL-18, B,-mg)
HE TMOKa3aJdu SIBHOM JTUArHOCTUYECKON 3HAYMMOCTH
MIpH OXKAPEHWU y JIeTeH C y)Ke HMMEIoNIeics IMaToo-
THeH TMOoYeK, TaK KaK WX 3Ha4eHHWs OBUIM COIOCTaBH-
MBI C TPYTIION JieTel ¢ HedponaTtusiMu 0e3 OXKUPEHHS.
DT0, BUAUMO, YKa3bIBA€T HA TO, YTO MPHU OKUPCHUU
B MATOJOTUYECKUM Mpolecc B MEPBYIO OYEepelb BO-
BJIICKAIOTCS TMPOKCHMAaJbHBIE KaHANBIBI, TaK Kak
KIM-1 — wmapkep TOBpEXACHHUS TPOKCHMAIBHBIX
kananpiieB mouku [11]. JlamHOe cyxkaeHue TpedyeT

TTOJITBEPIKACHUS, MTOITOMY HEOOXOAUMBI JalbHEeHIIne
WCCIIEZIOBAaHUS B ATOH OOJaCTH.

BrisiBiieHHBIE  KOppersiMoHHbIE  cBsizu MIMT
u Z-oneaku UMT ¢ NGAL, ogHako, MOTYT CBHICTEIb-
CTBOBaTh U O AUArHOCTUYECKOM 3HAUUMOCTU JTAHHOTO
MOYEBOTO MapKepa y JeTed ¢ OKUPEHHUEM, HO MOTYT
OBITh He3aBUCHUMO OT Oone3Heil mouek. NGAL skc-
MIPECCUPYETCSl U CEKPETHUPYETCs] B KPOBb PA3JINYHBI-
MH KJIETKaMH{, HaXOASIIUMUCS B COCTOSHHUHU CTpecca,
HarnpuMep, BCIEACTBHE BOCHAIMTEIBHOIO MpolEcca,
a TaKke Npu uImeMuu. B 1erom y denoBeka B OT-
BET Ha MOBPEX/IEHUE PEHAJIbHBIX KAaHAJBIEB YPOBEHb
NGAL pe3ko Bo3pacTaeT Kak B IIa3Me€ KPOBH, Tak
u B Moue [5, 6]. IIpu stom skckpennst NGAL ¢ movoii
Ha 24-48 4 omepexaeT MOBBIILICHUE KOHUEHTpaIUU
KpeaTHHHHA B CHIBOPOTKE KPOBH.

Hexotopsie aBTOphl oT™MedaroT, uto NGAL moun
no cpaBHeHuio ¢ KIM-1 kak Gosee 4yBCTBUTENIBHBIN
Ouomapkep mpu 3a00JCBaHUAX TIOYEK BBISBISET TY-
OyJIOWHTEPCTUIIMAFHOE TOBPEXKIEHHE Yy OOIBHBIX
apTepuaIbHOM THUIEPTEH3UEH WM 3a00JIeBaHUS IT0-
YeK Ha paHHEH cTaguu HapymeHus ux QyHkuuu [4].
KIM-1 Moum, o MHEHHIO JIaHHBIX aBTOPOB, — 00-
Jee WHEPTHBI OWOMapkep, HE CIIOCOOHBIH BBISB-
JATh JAHHOE TOBPEXACHWE Yy OONBHBIX apTepHalb-
HOW THIEpPTEH3WECH C JIETKOW IUC(YHKIHNEH ITOYeK,
HO WACHTHU(DUIUPYET paHHEe TyOyJIOMHTEepPCTHIIHAIb-
HOE TIOBPEK/ICHHUE TIOYEK Y TUIIEPTESH3UBHBIX OOJIBHBIX
xpoHnueckuM nuenoHepputom. Opnako KIM-1 —
9TO SIBHBIA TUArHOCTHYECKAN MapKep MPH OKUPESHUHU
y nmeteit ¢ 3abonmeBanusaMu Todek. To ecth NGAL —
MapKep TpU OKUPEHHH HE3aBHCHMO OT 3a0oNieBaHUI
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mouek, a KIM-1 — camoro oxxupenus Ha (one 3a060-
JeBaHui novek. /[pyrumu aBTopaMu BBISIBICHA JOCTO-
BEpHAas OTPHIATENIbHAS KOPPENALUsA MEXKAY coleprKa-
HueM NGAL u CK® u nonoxurenbHas — ¢ CyTOUHOU
MPOTENHYpUEH Yy TAIMeHTOB C CaxapHBIM JIHa0eTOM
u XBII; cienan BBIBOJI, UTO ONPENEIICHUE CONEePIKAHUS
NGAL MoXeT cTarh MOJIe3HBIM U HEHHBA3WBHBIM Me-
TOAOM JUIS TUATHOCTHKH TUabeTHdecKkoil HeponaTH,
OIICHKH CTETICHH TMOBPEXKICHUS PEHAIbHBIX (DYHKITHMA
[2, 16].

Bce BbIIIen3noKEeHHOE BKYIE C MOJYYEHHBIMHU
JAHHBIMHU aKTyaJIN3UpyeT U3ydeHHE JaHHBIX MOYEBBIX
MapKepoB NpPH OKUPEHMH y JETeH, MpHueM Kak IMpH
CaMOCTOSITeThHOM 3a00JIeBaHUM, TaK W B COYCTAHHH
C Jpyroi mnaroyiorue.

BbiBOL4bI

1.V nereii ¢ 3a0oneBaHusAME MIOYEK HA (OHE OXKH-
pennst 3HaueHuss modeBoro KIM-1, ocobenHo HOp-
MHUPOBaHHbIC, ObUIM CTaTUCTUYECKH 3HAYMMO BBIIIE
M0 CPaBHEHHIO C TPYIION JeTei ¢ 3a0oJieBaHUSIMHU
novek 0e3 OXKHUpEeHUsI.

2. 3nayenns NGAL, IL-18 u B,-mg Mo4n He ume-
JIM CTaTUCTUYECKH 3HAYMMBIX pa3IddYuid y AeTel ¢ 3a-
OoneBaHMsAMHU TIOUeK Ha ()OHE OXHMPEHHS W y JeTel
¢ 3a00JIeBaHMSIMU TTOYEK Oe3 OKHPEHHS.

3. OOHapyKeHbl CTaTUCTUYECKH 3HAYMMBIE KOppe-
nsmoHHbIe cBszu (0T 0,34 mo —0,62) Mexay KOHIICH-
Tparmeit NGAL Moun W mokaszaTrelssMH MacChl Tena:
UMT u Z-ouenku MUMT B obeux rpymnmax aerei.

OOMONHNUTENbHAA NHOOPMALUUA

Bkian aBropoB. Bce aBTOpHl BHECHIM CYyIIECTBEHHBIN
BKJaJ B Pa3paOOTKy KOHIICIIMH, IPOBEACHHE HCCIEIO0Ba-
HUS ¥ TIOATOTOBKY CTaThU, IPOWINA U OJ00pMIH (PUHATBHYIO
BEPCHIO TIepe]] MyOnuKammei.

Konguukr uHTEpecoB. ABTOpHI JEKIAPUPYIOT OTCYT-
CTBHE SIBHBIX U TIOTEHIMAJIBHBIX KOH(MINKTOB HHTEPECOB,
CBSI3aHHBIX C MyOJUKAIlMEell HACTOAIIEH CTaThH.

Hctrounuk ¢uHaHcHMpoBaHMA. ABTOPBl  3asBISIOT
00 OTCYTCTBHMHM BHEIIHETo (PMHAHCHPOBAHMS IPH IIPOBEJIC-
HUH HCCIICIOBAHMS.

HudopmupoBanHoe cornacue Ha MyOIHKALMIO.
ABTOpBI TOJYYMJIM MUCBMEHHOE coriacue O(UIMaIbHBIX
Npe/ICTaBUTeNeH NalMeHTa Ha MyOJMKaluo MEAUIMHCKUX
JTaHHBIX.
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XPOHMYECKUE OBCTPYKTUBHbBIE 3ABOJIEBAHUA NETKUX
KAK ®AKTOP PUCKA TAXENOro TEYEHUA COVID-19 (O630P)

© B.A. Kynukos?, O.A. CyxoBckaa®?, M.A. CmMupHoBa?, H.A. Ky3y6osa?, O.H. TutoBa'

! HayyHo-uccnenoBatenbCkuit MHCTUTYT nynbMoHonorum Mepeoro CaHkT-leTepbyprckoro rocyaapcTBeHHOO
MeMLMHCKOTO YHuBepcuTeTa M. akag. WM. Masnosa, CankT-etepbypr, Poccus;
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Ansa yumuposaHua: Kynukos B.[., Cyxosckaa O.A., CmupHoBa M.A., Kysybosa H.A., TutoBa O.H. XpoHunyeckne ob6CTPYKTUBHbIE
3aboneBaHMa Nerkux Kak Gpaktop pucka taskesnoro tedeHus COVID-19 (o630p) // Meamatp. — 2022. — T. 13. — Ne 4, — C. 75-82.
DOI: https://doi.org/10.17816/PED13475-82

B 0630pe npepncTaBieHbl JaHHbIe METAaHaNM30B M OPUTMHANIbHBIX MCCIELO0BAHUI TAXKENbIX UCXOL0B KOHAaBUPYCHOW MHbEK-
unn COVID-19 y 60/1bHbIX XpOHUYECKMMM OBCTPYKTUBHBIMK 3a00NEBAHUSIMU NIETKUX.

OcHoBHbIMK akTopamu pucka Tsxkenoro TedyeHns COVID-19 Bo MHorux pabotax onpeneneHbl cnepyrolme: BO3pacT cTap-
Wwe 65 net, HanMuMe XPOHUYECKMX 3aboneBaHUI NErknx, CUCTEMHOM apTepuanbHOM TUMNepTeH3UW, CepAEYHO-COCYAMUCTLIX
3aboneBaHuii, caxapHoro avabeTta, MMMYHOCYNpPeCccUn, XPOHUYECKUX 3ab0NeBaHWii NoYeK WM neyeHu. Y nauueHToB C CO-
NyTCTBYIOLWMMM pecnupaTopHbiMu 3aboneBannamu B 4,2 pasa vale oTMevanocb Tsxenoe TeyeHne COVID-19 [oTHoweHue
waxcos (OW) 4,21; 95 % poseputenbHbii nHTepean (AN), 2,9-6,0], ocobeHHO y NauMeHTOB C XPOHMYECKON 0OCTPYKTUBHOM
6onesHbio nerkmux (OW 5,8; 95 % AN 3,9-8,5). bonbHble BpOHXMANbHOM aCTMOM TaKXe Yalle Mony4Yanan MCKYCCTBEHHYHO
BeHTUnauuo nerkmx (OW 1,58; 95 % ON 1,02-2,44; p=0,04) u neyeHne B peaHMMaUMOHHbIX oToeneHuax (OW 1,58;
95 % O 1,09-2,29; p=0,02) umenn Gonee pnutenbHoe npebbiBaHWe B cTaumoHape (OW 1,30; 95 % AW 1,09-1,55;
p<0,003) n 6onee Bbicokyto cmepTHocTb (OLWU 1,53; 95 % AU 1,01-2,33; p=0,04) no cpaBHeHuto ¢ 6onbHbiMn COVID-19
6€e3 acTMbl U ApYrux XpPOHMUYECKMX OOCTPYKTMBHbIX 3abonesaHuit nerkux. Ewe oamH daktop, NpUBOASALWLMIA K TSXKENbIM UC-
xonam 3abonesanus COVID-19, — noTpebneHue Tabaka, KOTOPOe YBENMYUBAET PUCKM TSXKENOro TeYEHUs, rocnuTanmsaumum
M HebnaronpuaTHbIX UCXOLO0B.

Y 60NbHbIX XPOHUYECKUMU OBCTPYKTUBHbIMKU 3a60NE€BaAHUSAMU NErkKnx, 0COBEHHO Y KypALMX, Yalle OTMeYanocb Taxenoe
TeyeHne COVID-19 u HebnaronpusaTHble MCXOAbl 3TOrO 3aboneBaHus, YUTO HEOOXOAMMO YUMTbIBATb MPU HA3HAYEHUM NleYeHUS
KOPOHABMPYCHOM MHbEKLMN.

KntoueBble cnoa: COVID-19; xpoHuyeckne o6CTpYyKTMBHble 3aboneBaHUs Nerkux; TabakokypeHue; Tsxkenoe TevyeHue
COVID-19.

Moctynuna: 17.06.2022 Ono6pena: 21.07.2022 MpuusaTa k nevatu: 30.09.2022
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CHRONIC OBSTRUCTIVE LUNG DISEASES AS A RISK FACTOR FOR SEVERE
COVID-19 (REVIEW)
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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% Cl 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% Cl 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 — o06oie3nb, BeI3BaHHAS KOPOHABHUPY-
coM SARS-CoV-2, BriepBble Oblila 3aperucTprupoBaHa
B nekabpe 2019 1. B Kutae u ObIcTpo pacmpocTpaHu-
jJach 1Mo BceMy Mupy. Yxe k anpemo 2020 r. Obuio
3apEeTUCTPUPOBAHO Oosee 3 MITH ciTydaeB 3a00JIeBaHUS
u 208516 cmeprenpHBIX BcxonoB [4, 21].

VYdyeHble W Bpaud BCEr0 MHpPAa HCKAJIU METOJIbI
JIMArHOCTHKHM W JICYCHHsI ATOTO 3a00JIeBaHUS, a TaK-
ke (aKTOphl, TPUBOMAIINEG K HEOIAronpUsTHOMY
ncxoxy. K centsOpro 2022 r. 1o KIIOYEBOMY CIIOBY
«COVID-19» B mowuckopoii cucreme PubMed nacuu-
TeIBajoCh 301485 crareii, B Tom umcie 2640 mera-
ananuzoB; B PUHI[ — 30747 crarei.

Otmeuaercst, 4TO OJHUM H3 (AKTOPOB TSKEIOTO
KIIMHUYECKOTO TEYEHWS W ero HeOIarompHusTHBIX HC-
xonoB y 6onbHbIXx COVID-19 sBisiercs Hanuuue co-
MyTCTBYIOIIUX 3a0osieBanuii. Tak, Hanpumep, y 00Jb-
Heix COVID-19 ¢ Tpems u Gonee cOMyTCTBYIOLIMMHU
3a0oneBaHusIMH (HMCCIIEIOBaHUE TPOBECHO B Mekcu-
Ke) ObUTH BBINIE PUCKU TOCTIMTAIA3AINH [OTHOIIICHHE
mancoB (OLI) =3,1; 95 % noBepuTenbHBIN WHTEPBAT
Ay 2,7-3,7]; maesmonun (OIL =3,02; 95 % AU
2,6-3,5); rocnMTaIU3alui B OTIEICHUS PEaHUMAaIluu
(oI =2; 95 % AN 1,5-2,7); neramproctr (OLL = 3,5;
95 % JIN 2,9—4,2) mo cpaBHEHUIO C MAIMEHTAMHU C Ofl-
HUM WM JIByMs COIYTCTBYIOIIUMH 3a00JICBaHUSIMH,
a TaKke ¢ manueHTamu 0e3 Hux [22].

Brigenstor cienyromue (GpakTopbl pECKa TSHKEIOTO
teueHus 3abomeBanms COVID-19: Bo3pact crapiie
65 71eT, HaMu4Yhe XPOHUUYECKUX 3a00JICBAHMI JICTKUX,
CUCTEMHOM apTepUANIbHOM TUIIEPTEH3UU, CEPHACUHO-
COCYIHUCTBIX 3a00JIeBaHUM, caxapHOro auadera, UM-
MYHOCYTIPECCUH, XPOHUYECKUX 3a00JeBaHHN TIOYEK
u medeHn [8, 22]. YV OONBHBIX C OXHUPCHHEM dYalle
OTMEYaroTCs HeONaronpusTHBIE HCXOIbI W TSDKENOEe
TeueHue 3aboneBaHus [22]. Y OONBHBIX C WHJIEK-
coM Maccel Tena Oonee 30 ormeuanuch HamOolee
BBICOKHE ToKazatenn C-peakTHBHOTO Oeilka W TyMo-
paTbHBIX DHIAOTOKCHHCBS3BIBAIOMUX (hakTopoB [12].
ABTOpBI UCCIICIOBAaHUSI OOBSCHSIOT 3TO TEM, YTO
n30BITOYHAsT Macca Teja IPUBOIUT K IOBBIIICHHUIO
TPaHCIOKAIIMY YHIOTOKCHHA W3 KHIIEYHUKA B JuMa-
TUYECKYIO CHCTEMY M B KPOBB, a TaKkKe K TMOJIepiKa-
HUIO CHCTEMHOTO BOCIAJICHHS y ManueHToB ¢ SARS-
CoV-2-undexrnueii [12].

[lpu apyrux KIMHUYECKUX HCCIICAOBAHUAX, IIO-
MHMO TIOXHIIOTO M CTap4eCKOr0 BO3pacTa, CepAeyHO-
COCYOUCTBIX 3a00JIeBaHHWN, OTMEYAIOTCS TIOBBIIICH-
HbIE PHUCKU OoJyiee TSIKEIOro TedeHHs 3a00JeBaHUS
COVID-19 y myxuun [15, 18, 29, 31, 33].

B meraananmse, nposenenHoMm B 2020 1. [25], OblH
MIpE/ICTaBIIEHBl TIEpPBBIE HaHHBIE (22 WCCIEIOBaHU)
0 13184 manmeHTax ¢ MOATBEPKIACHHBIM JIHATHO30M
COVID-19, OonpmMHCTBO M3 KOTOPBIX IPOKHUBAIO

B Kurtae. B rpynmy TsSxenblX HCXOA0B BKIIIOUAIHCH
narueHTel ¢ COVID-19, ecnu y HHX HaOMIOMAIOCH
YXYIIIEHHE KIMHIYECKUX CUMIITOMOB, UM TpeOoBacs
YXOZ B OTACJICHUH HMHTCHCUBHOM Teparuu WIM OHHU
ymepiu. 1o cpaBHEHUIO ¢ TPYIIION C HETSHKEIBIM HC-
XOJIOM TAIMEHTHI C TSHKETBIM TeYeHHEM 3a00JIeBaHUs
ObUTH cTapIe, U cpeau HUX OBLIO OONbINEe MY>KYUH
(63 % mporus 51 %) [25]. Beuna Ttakxke oOHapykeHa
0oiee BBICOKAash PaCHpPOCTPAHEHHOCTh XPOHUYECKUX
OOCTPYKTHUBHBIX 3a00JI€BaHUH JIETKUX, B TEPBYIO OUe-
penb, XpOHUYECKOH OOCTPYKTUBHOW OOJIE3HM JETKHUX
(XOBJI, 12 %) mo cpaBHEHHUIO C TPYIION C HeTsKe-
aeiMu ucxonamu (4 %) [25]. Pesynbrarel MeTaaHalu-
3a TIOKa3alld, YTO y MAI[UEHTOB C COMYTCTBYIOIUMH
pecpaTopHBIME 3a00JIEBAaHUSIMHA BEPOSTHOCTD TshKe-
aeix ucxomoB COVID-19 Oputa 3HAUUTENHLHO BBIIIE
(OMI 4,21; 95 % AU, 2,9—-6,0). 3naunmMoii reTeporeH-
HOCTH HccieoBaHus He Obuto. Pucku Tshxenoro Te-
yeHust ObTH Hambonee BhICOKUMHU y OonmbHBIX XOBJI:
Ol 5,8; 95 % AU 3,9-8,5 [25].

Bricokast kontarnosnocts SARS-CoV-2 u nokanu-
3alusl BUpPyCa B HIDKHHUX JIBIXaTEIbHBIX IMYTSIX, CXOA-
Has kiauHH4eckas kapruHa COVID-19 u oGoctpenus
XOBJI, OoTCyTCTBHE MATOT€HETUYECKOW Tepamnuu 3a-
TPYIHSIOT OKa3aHNE MEIUIIMHCKOM TOMOIITY MaIlleHTaM
C XPOHHYECKUMH OOCTPYKTHBHBIMH 3a00JIEBAaHUSIMHU
JIETKUX B MIEPUOA MAaHIEMHUH Ha BcexX ee aTanmax. Kpome
toro, y OonpHbIX XOBJI, kak mpaBHO, AMArHOCTH-
pytorcss u 3aboyieBaHUS CepIla U COCYIOB, KOTOpHIE
TaKXKe SBISIOTCS (PaKTOpaMy pUCKA TSDKENIOTo Tede-
HUSI JTF0001 OCTPO# pecrnupaTopHOl MHPEKIUH, B TOM
gucie COVID-19 [9]. OmHako 0coOEHHOCTh KOpOHA-
BUPYCHOW MH(EKIIMUA COCTOUT B BO3JEHCTBHH BUpYycCa
HE TOJIFKO Ha JBIXaTeNIbHYI0 CHCTEMY, HO ¥ Ha COCY/IbI
¢ o0pa3oBaHHEeM MUKPOTPOMOOB, KOTOPHIC, B CBOIO OUe-
pelb, CIOCOOCTBYIOT YCHJICHUIO PECTIMPATOPHOM IHC-
¢ynkuun: 'y 6ompHeix COVID-19 6bU10 0OHApYKEHO
B 9 pa3 Gosbie MUKPOTPOMOOB aTbBEONISIPHBIX KaITHII-
JSIPOB TI0 CpaBHEHWIO ¢ OonbHBIMH TpummoMm [1, 10].
IIpn mnponukHoBenun Bupyca SARS-CoV-2 B op-
TaHW3M TPOUCXOAWT aKTUBALUS SHIOTEIHAIBHBIX
KIJIETOK, YTO TPHUBOAUT K CHUCTEMHOMY BOCIAJICHHIO,
TpoMOO3y W MHUKpococyaucToi muchyHkmmm [16].
OTn TNaropu3NOJIOTHYECKHEe W3MEHEHUS OCOOEHHO
OTIaCHBI I MAIUEHTOB C CEeP/IeYHO-COCYIUCTHIMU 3a-
0oJIeBaHUSMHU U MOTYT IPEJCTABIATh OJHY U3 IPUYUH
BbIcOKOW cMmepTHOcTH oT COVID-19.

Eme omuu ¢akTop, CIOCOOCTBYIONIUH TSKEIOMY
TEUSHHIO 3a00JIeBaHMS Y MAIMEHTOB C XPOHUYCCKHUMU
0OCTPYKTUBHBIMU 3a00JICBAHUSMU JIETKUX, — TabaKo-
Kypenue. TabakokypeHue, B TOM YHCIIE U HacCUBHOE,
OCTaeTCcsl MIABHOM MpPENOTBPAaTUMON MPUYMHON IIpe-
JKIEBPEMEHHONH CMEpPTH BO BCEM MHpPE U OCHOBHBIM
(bakropom pucka pazsutuss XOBJI, koTopas Moxer

® [leguatp. 2022.T. 13. Buin. 4 / Pediatrician (St. Petersburg). 2022;13(4)

elSSN 2587-6252



78

0B30Pbl /REVIEWS

nmopaxars or 15 mo 30 % xypsmux [7, 17]. Dnm-
JIEMHOJIOTMYECKHE HCCIIEOBAaHUS TOKA3bIBAIOT, YTO
B Poccum pacnpocrpanennocts XOBJI cpenu nui
C pecnupaTopHbIMH cHUMIITOMamMu coctasiseT 21,8 %,
a B obmed momymsiun — 15,3 % [6, 14]. 65 % ky-
PAIIUX UMEIOT IaTOJIOTHYECKUE U3MEHEHUs B JIETKHUX,
kotopeie MoryT mpuBectr kK XOBJI [13]. Haxe y Tex
JUINTENBHO KYpAIIMX JIIOAEH, KOTOpbIE CUMTAIOT ceOs
3I0POBBIMH, BBIPA)KEHHbBIC HapyLIeHHs OPOHXHUAIBHON
MIPOXOAMMOCTH OTMeHanuch B 15 % ciywaes [5]. Ho-
Ka3aHo, YTO OTKa3 OT Tabaka MPHUBOAWT K YMEHbIIIE-
HUIO TEMIIOB CHIDKEHHSI (DYHKIMHM BHEUIHETO JbIXaHUs,
crabunu3upyer KiauHHYeckoe coctosHue npu XOBJI
U CIIOCOOCTBYET YBEJIMYEHHUIO NPOAOIKUTEILHOCTH
W KauecTBa XW3HU [27].

EcTp MHOrOUYHCIIEHHBIE HCCIEoBaHUSA 0 Oonee Ts-
xesoM TeueHnu 3aboseBanust COVID-19 y kypsimux
M0 CPaBHEHMIO C HEKYpAIIMMHU: UM B 2,4 pasza yarie
TpeOoBanack MHTCHCUBHAs Tepamnus, HCKYyCCTBCHHAs
BeHTWIAIHsA Jerkux [11, 20, 28].

ITo nanHbIM BeceMupHOI opraHu3anuy 31paBooxpa-
Henus, 1,4-18,5 % rocnuTanu3upoBaHHBIX B3POCIBIX
narerToB ¢ COVID-19 6pumn kypuunbipkamu [30].
XoTss B psAEe HUCCIENOBAaHUN MPOJEMOHCTPUPOBAH
0oree HM3KWH TPOLEHT KypSAMIMX CPEeau TOCIHUTAH-
3upoBaHHBIX O0nbHBIX ¢ COVID-19 mo cpaBHeHMIO
C MOMyTAUMEeH B LEJIOM, HEOOXOJUMO YYHUTHIBATH
BO3MOKHYIO IOTPELIHOCTb 3THX HCCIECIOBaHUM, CBS-
3aHHYIO C HaIPsKEHHOMN 3MUIEMHUOJIOTMYECKON CUTya-
[Ueil 1 He BCerga JOKYMEHTHPOBAHHBIM CTaTyCoOM Ky-
peHHs, 0COOCHHO B clly4dae OTCYTCTBHS BBIPRKEHHOTO
CHUHIpOMa OTMEHBI HUKOTHHA [11].

[Tarorenes kKOpoHaBUPYCHOW MH(EKIMU U TSHKEIO-
IO TEYEHUS BO MHOIOM CBSI3aHbl C AHTMOTCH3HHIIPEB-
pamatomnm pepmentom 2 (ACE2) u tpancmeMOpaH-
HO#l mpoteazoit cepun 2 (TMPRSS2) [19]. Penentop
ACE2 moBbIIlIEH y MOXKWIBIX JHOJIEH, MYyXYHMH H Ky-
psaumx groned [19]. Ilockonapky KypeHUE MOBBILIACT
skcrpeccruto ACE2, mamumentsl ¢ XOBJI  CKIOHHBI
K 3apaxenuto SARS-CoV-2 u moaseprarorcsa Gosee
BBICOKOMY pHuCKy Tshkenoro Teuenuss COVID-19 [20].
Jlo3o3aBucuMoe yeennuenue skcrnpeccun ACE2 B 3a-
BHCHMOCTH OT BO3JIEHCTBHS JbIMa OBUTIO OOHAPYKEHO
B JIETKUX TPBI3YHOB W HeiloBeka [26].

Okcnpeccust ACE2 m TMPRSS2 y GonbHBIX acT-
MO MJIEHTHYHA (WJIM BCTPEUAETCs PEXKE) TaKOBOU
y 310poBBIX [19]. DTO MOXeT OOBACHUTH Oosee HU3-
Kyl0 3a00JeBacMOCTh KOPOHABUPYCHOW WHGEKIIHEH
(Bo Besikom citydae B 2020-2021 rr.) GOIBHBIX acTMOM
no cpaBHeHuto ¢ 6onbHeIMU XOBJI. Bosee Toro, momy-
YeHbl JJaHHbIE HE TOJIBKO O Oojee HU3KOH 3aboreBa-
emoctn COVID-19 mpu 6ponxmanshoit actme (BA),
HO ¥ CHIDKEHME 4YHCJIa TOCHUTAIM3UPOBAHHBIX Ialu-
€HTOB IO MpPUYMHE O0OCTpPEeHMsI acTMbl (JlaHHBIE HC-

cnenoBanus B Smonun) [19]. IloaToMy KIMHUYECKHE
pPEKOMEHIAIK 110 JeueHuio BA B mepuoa nmaHaeMuu
BO MHOTHX CTPaHaxX OCTAJIUCh MPEKHUMHU.

[lo3nHee 3T pe3ynbTarThl OBUIA MOIBEPTHYTHI CO-
mHeHuto, u B 2022 . 8 CIIIA Opur mpoBeneH aHa-
3 kmuHndeckoro TedeHus COVID-19 y 6ompHBIX
BA. Tlpu nepBuyHOi 00pabOTKE JaHHBIX JEHCTBU-
TEJIbHO HE OBLJIO OOHAPYKEHO PA3JIMYMI B TSKECTH
COVID-19 y 6ompabix BA u 6e3 BA [23]. Onnako
B CKOPPEKTHPOBAHHOM aHam3e (aHaIu3 ObUT CKOPpPEK-
THPOBaH C y4eToM JeMorpaduu, COMyTCTBYIOIINUX 3a-
OoneBaHuH, cTaTyca KypeHHs U BpEMEHHU 3a00J1eBaHMsI
BO BpeMs IaHJAEMUHU) MalUeHThl ¢ BA yame nomyuya-
JU UCKYCCTBEHHYHO BeHTWnuio nerkux (OL 1,58;
95% 1 1,02-2,44; p=0,04), rocmUTATH3AIILIO
B peanmmarmonnsie otaenenus (O 1,58; 95 % JIU
1,09-2,29; p=0,02), Gonee uTeNbHOE NpPeObIBA-
Hue B cramuonape (OLI 1,30; 95 % AU 1,09-1,55;
p<0,003) m wmenu Oojee BBICOKYIO CMEpPTHOCTH
(OuI 1,53; 95 % U, 1,01-2,33; p =0,04) o cpaBHe-
HHUIO ¢ KoropToil 6e3 actmel [23]. brimo ycTaHOBIICHO,
YTO KCIOJb30BAHUE MHTAIALMOHHBIX KOPTUKOCTEPOU-
OB U S03MHO(PUIBLHBIA (EHOTHII HE OBUIM CBS3aHBI
CO 3HAYHUTEIFHBIMU PA3TUYUSAMH B TSDKENBIX HCXO/aX
COVID-19, x0T ecTh W TPOTHBONIOJIOKHEIC ITaHHEIC,
JIEMOHCTPHUPYIOIINE MOJABICHUE PEIUTMKAINK KOPOHA-
BUpyCa M BbIPAOOTKY IIUTOKMHOB B MOJICIISIX in Vitro
MpU TPUMEHEHUH OPOHXOAMIATATOPOB W WHTAJSAIIUOH-
HBIX KopTuKocTtepounoB [24, 32]. ComocTapicHuE KITH-
HUYECKOTO TEUCHHS M CTCIEeHH TsbkecTh BA mokasalo,
YTO Yy MallMEHTOB C YMepeHHOM BA ncxompl ObUTH XyXKe,
4YeM y TalMeHTOB ¢ Tsokenmod BA [23], uto Tpelyer
JTATBHEUIIINX HMCCIICIOBAHNN B 3TOM HAIPaBICHUH IS
TTOHUMAHUS POJIM PAa3INYHBIX JIEKAPCTBEHHBIX CPEICTB,
0COOCHHOCTSIX TeHO- W (DCHOTUIIOB 3a00JICBAHUS IS
npodunaktuku Tsokesnoro tedenus COVID-19.

B Poccuniickoit @enepaunn cpenn NaueHToB ¢ My-
rxoBuciao3oM (MB) 3abomeBaemoctr COVID-19
Ha 01.08.2020 cocraBuna 3.8 (0,38 %) Ha 1 ThIC. TIa-
nuenToB (2,1 : 1000 — ms neteit u 8,8 : 1000 — s
B3pocibix) [2]. HecmoTps Ha To yTo manueHtsl ¢ MB
HAXOJITCS B TPYIIE PUCKA TSHKEJIOro TedeHHs 3a00-
nesannss COVID-19, wHbeknns He mnpuBeia K 3Ha-
YUTEIBbHOMY YXY/IIICHUIO UX COCTOSHHS 10 OCHOBHO-
My 3a0oJieBaHHIO0. Y POCCHICKUX marueHToB ¢ MB
HE 3aperrCTPUPOBAHO HU OJIHOTO JIETAJIHHOTO HCXOJa
or COVID-19 [2]. Cpenu B3pocnbix OonbHbIX MB,
npoxuBatomux B Cankrt-IlerepOypre m Jlenunrpan-
ckoi oOmactu, 3aboneBaemocth COVID-19 cocraBu-
na 17,85 % — wmeHble, yeM B OOINEH MOMYJISIIIHUU.
B penxux ciydasx Oone3Hb MpOTEKanda B TOKEIOH
¢dopme. OT™meuaercss Takke 3PPEKTHBHOCTH JCUCHHS
B aMOyJIaTOPHBIX YCIOBHSX W OTCYTCTBHE CMEPTEIb-
HbIX ucxonoB or COVID-19 [3]. HeoOxomuMo oTme-

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

ISSN 2079-7850



0B30Pbl /REVIEWS

79

TUTH, 9TO Cpear (PaKTOPOB pHCKA THKEIOTO TEUEHUS
COVID-19 y O6onbHbix MB o0TCyTCTBYyeT MOXHIION
BO3pact, morpedicHUe Tabaka, OCOOCHHO aKTUBHOE
tabakokypenue [2, 25]. Henb3st MCKIIOYMTH M POJIb
CaMOM3OJIAIINN B CIIy4ae TaKOTo THKENIOoro 3aboieBa-
HHUsA, Kak MB.

XpOHUYECKHE OOCTPYKTHUBHBIC 3a00JICBaHUS JIET-
kux, ocooerHo XOBJI, a Takxe norpebiieHue Tabaka
MOBBIIIAOT PUCK TSDKEIIOTO TEYEHUS W HeOJIarompu-
aTHBIX ucxofoB COVID-19. DTo BaXHO y4YHTHIBATH
Ui pa3paboTKu MPOQUIAKTHUCCKUX MEPOIPHUSITHH,
YTO TOMOXKET YIY4YIIUTh YIpaBlieHue (aKropamu
pHUCKa MAIUCHTOB B KIMHUYECKOW MpPaKTUKE.

OOMNONMHUTENIbHAA NH®OPMAL NS

Bkuiag aBTopoB. Bce aBTOphI BHECIM CyLIECTBEHHBIN
BKJIaJl B pa3pabOTKy KOHIEIIMH, NPOBEJCHHE HCCIE0Ba-
HUSI M TIOATOTOBKY CTaTbH, IPOWIN U 0100pmim (GUHATBHYIO
BEPCHIO TIepell ITyOIUKaIluei.

KoH(paukT uHTepecoB. ABTOpPHI JIEKIAPUPYIOT OTCYT-
CTBUC SBHBIX MU IIOTCHIMUAJIBbHbIX KOH(bﬂHKTOB HUHTEPECOB,
CBSI3aHHBIX C IMyOJMKalWed HACTOSIIEH CTaThH.

HUcrounuk ¢uHaHCUpOBaHUsA. ABTOpbHl  3asBISIIOT
00 OTCYTCTBHM BHEUIHETO (PMHAHCHPOBAHUS TIPH IPOBEIe-
HUM HCCIIEIOBaHMUS.
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KNMHUYECKUIA CNYYAN BbIABNIEHUA NNEBPOMNY/IbMOHA/IbHOM BIACTOMDI
Y PEBEHKA 8 JIET
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y pebeHka 8 net // Neamnatp. — 2022. — T. 13. — Ne 4. — C. 83-92. DOI: https://doi.org/10.17816/PED13483-92

MnesponynbmMoHanbHas 6nacTtoMa — o4veHb peAkas nepeuMyHas IMOpPUOHANbHANA OMYXONb NErkKUX M NNEBPbI Y A€Tel paHHero
BO3pacTa, CBA3aHHas C MyTauuei B reHe DICERI. Ha 0CHOBaHMM rMCTONOrMYECKOW KAapTUHbI BbIAENSIOT TpU TUNa 3TOM ony-
XO/N: KUCTO3HbINA, UAK TUN |, CONMAHO-KMCTO3HbIN (Tun 1) n conuanbiv (Tun Ill). JleueHne — xupypruyeckoe ¢ nocneayioLlei
nonmxummotepanuen. NMporHo3 HebnaronpuUaTHbIN.

MpencTaBneH KAMHUMYECKMI Cnyyar MNeBponyibMOHANbHOM 61acTOMbl Yy Manbuuka 8 neT, AMAarHOCTMPOBAHHOM Ha GoHe
OCTPOI pecnupaTopHOi BUPYCHOW MHbeKuun. PebeHok 3abonen ocTpo C NogbeMOM TeMnepaTypbl U ManonpoAyKTUBHbIM
Kawnem. Y4acTKOBbIM NeAMaTpoOM COCTOSIHME PACLEHEHO KakK TeYeHWe OCTPOI pecnMpaToOpHO BUPYCHOW MHPEKLMU, Ha3HaYe-
Ha cMMNTOMaTUYeckas Tepanus. Yepes 8 gHelt oT Hayana 3aboneBaHns Ha GOHe NOAHOro 6aarononyyYms oTMeYaeTcs peskoe
YXYALWEHUe COCTOSHWUSA B BUAE OAbIWKM, 0TKa3a OT efbl U MuTbs, cnabocTu. PebeHOK rocnutanvsupyeTcs B LEHTPasbHYto
panoHHY0 60MbHULY, NPOBOAMUTCS AnddepeHLManbHas AMArHOCTMKA C NHeBMOHMeN. Mo AaHHbIM o6cnenoBaHms (0630pHas
peHTreHorpamMMa M CnupasbHasi KOMMbOTEPHAs ToMOrpadbus opraHoB rpyLHOM KNeTKM) B MPaBOM NIEFKOM BU3yanusupyetcs
06bemMHOe 06pasoBaHMe HOMbLWMX Pa3MePOB C POBHbIMU KOHTYpaMmu. MauneHT nepeBoanTCS B CNELMann3MpOBaHHbIiA CTauu-
oHap CaHkT-lMeTepbypra. Mocne npoBeAeHUS MarHUTHO-PE30HAHCHOM TOMOrpaduun OpraHoB rpyLHON KNEeTKM C KOHTPacTUpO-
BaHWeM, B3STUS BMONCMOHHOIO MaTepuana U BbINMOJHEHWUS TMCTONOMMYECKOrO UCCeA0BaHUA Y NaLMeHTa AMAarHoCcTMpoBaHa
ONyxo/lb NPaBOro Nerkoro — naeBponynAbMoHanbHag 6nactoma tun Il

[aHHbIA KNMHUYECKMIA CNlyYalt BbISIBIEHUS PeAKOM 3/10Ka4eCTBEHHOM Onyxonn y pebeHka 8 net, MMetLero oTAroweHHbIM
aHaMHe3 (BPOX[AEHHbIA MOPOK CepALa, AETCKMI LepebpanbHblii Napanuy), BO3MOXHO, LEMOHCTPUPYET TSXKENblii BapuaHT
peanu3aumm CUCTEMHOW AMCMNA3UM COeAUHUTENIbHOM TKAHU M FTEHHOM MyTauuu.

KntoueBble cnoBa: niesponynbMoHanbHas 6nactoma; DICERL-cuHApOM; 3MBpUOHanbHas omnyxosb.

Mocrynuna: 20.06.2022 Ono6pena: 22.07.2022 MpuusaTa 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 DICERI gene. Based on the histological picture, three types of this tumor are distinguished:
cystic (type 1), solid cystic (ll), solid (type Ill). 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 Il.

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.

Received: 20.06.2022 Revised: 22.07.2022 Accepted: 30.09.2022

@ [leaunarp. 2022.T. 13. Boin. 4 / Pediatrician (St. Petersburg). 2022;13(4) ISSN 2079-7850



KNUHUYECKUIM CYYAR / CLINICAL OBSERVATION

85

BBEOEHME

[TneBponynsmonanbhas O6aacroma (I1116) — penkoe
37I0KaueCTBEHHOE HOBOOOpA30BaHUE JETCKOIO BO3pac-
Ta, HO HamOoJee yacTas MepBUYHAs SMOPHOHAIIbHAS
OITyXOJIb JIETKWX W TUIEBPHI Y JIeTell paHHETo BO3pac-
ta (0,03-0,07 cimygaeB Ha 100 ThIC. meteit) [26, 30].
[IneBponynbMoHaNbHas OlacToMa, B OCHOBHOM, JHa-
THOCTUpYETCA y JeTel MepBbIX 3 JeT KU3HHU, B PEIKUX
ciayyasix y aerei crapuie 10 jgeT u oramyaercs arpec-
CUBHBIM Pa3BUTHEM C HEOJIArompHUATHBIM IIPOTHO30M.
o HenaBHero BpemeH cuutanock, uro I1I1b vaiie BbI-
SIBIIIETCSL Y MaJIbuuKoB (cooTHomenue 1,6 : 1) [2, 3].
OpHako 1aHHas OHKOIATOJIOTUS BCTPEUAETCs C O/lMHa-
KOBOM 4aCTOTOW y MaJbdMKOB U JAeBoYeK [28]. 3a Bpe-
MsI MCCJIEJIOBAHUM 3aperucCTPUPOBAH €IUHCTBEHHBIN
B3pOCIbIil B Bo3pacte 36 5eT ¢ Takoi omyxoibio [31].
Cpenu onkonorudeckux 3adoneanuit [1[1b nuarno-
ctupyercsa y 0,1 % manmentos [5, 30].

Brepssie 3a0oneBanne Obuto onucano W.G. Barnard
B 1952 1. kaK «d>MOpPHOHATHHOE JIETKOE)», OCHOBBIBA-
sICb Ha THCTOJIOTHYECKOM MOJO00MH OIyXOJdH U 3M-
OpuoHanbHOW TKaHW Jerkoro mioda [7, 9]. B 1961 r.
H. Spencer npeanonoxuin NpoucxoxkaeHnue 3TOH OIy-
X0 W3 TUICBPOTIOTEHITHAIBHOM JIETOYHOHM Omacrto-
MBI, aHAJOTMYHO TaKUM DPEIKUM «ME3eHXHMAaJIbHBIM
HOBOOOpa30BaHUAMY, KaK OMyXoidb BuibMmca, Heipo-
Onactoma, remaro0iacToMa M JAPYTUe OITyXOJIM, MMe-
IolMe SMOpUOHANIBHOE TpoucxoxaeHue [3, 9, 29].
B 1988 1. J.C. Manivel BBen TepMUH «ITy;IbMOHAIBHAS
OmacToma», KOTOPBIM MPUMEHSJICS ISl OTpeAeTIeHHS
JTAHHOTO THUMa Omyxoiu y B3pocibix [22]. IlozgHee
OBbUI PEATIOKEH TEPMUH «IUIEBPOIYJIbMOHaIbHAs OJia-
cTOMay /Il 0003HAYEeHUsI JAHHOTO 3a00JIeBaHUS y Jie-
TeH, KOTOpOe, B OTIINYHE OT OIYXOJIM B3POCIBIX, HIMEET
B OOJBIIMHCTBE CIy4YaeB CIOKHYIO 'MCTOIOTHYECKYIO
CTPYKTYPY, HO HE COAEPKUT 3JI0KaYE€CTBEHHBIX 3IHTE-
JIMAJIbHBIX KJIETOK [4].

b sBnsercs DICERI-acconimupoBaHHBIM HO-
BOOOpa30BaHUEM, CBA3AHHBIM C MyTallieil B TeHe
DICER]I (14q32.13) [6, 19]. B nactosiiee Bpems rep-
MUHAJIbHbIE MYTAllMd B 3TOM I'€HE paccMaTpUBAIOTCS
KaK HaCIJICZICTBEHHBI CHHJIPOM, AacCCOIMHPOBAHHBIN
C TIOBBIIIEHHBIM PHUCKOM DPa3BUTHS IEJOTO psga 3J10-
Ka4eCTBEHHBIX U JOOpPOKaYeCTBEHHBIX HOBOOOpa30Ba-
Huii, 1 Hocat HaszBanue DICERI1-cungpoma [20, 25].
I'en DICERI pacrionokeH Ha JJIMHHOM IUIEYE XPOMO-
combl 14 (14932.13) u cocroutr u3 36 »Kk30HOB [1].
B mocnennee Bpemsi m3ydeHne 3TOTO TeHa U KOAHpYe-
moro uM 6enka DICER Bo3pociio B CBSI3M ¢ aKTHBHBIM
WHTEpPECOM HccienoBareneld K (QYHKIUH MalblX WIN
MukpoPHK (miRNA). MukpoPHK Obiirt OTKpBITEI
B 1993 . V. Ambros u mpeAcTaBIsAIOT Kjacc MajbIX
Hekomupyromux Monekyn PHK mpmuHo#t okono 22 Hy-
kineotuioB [21]. Hebonbmme ¢parmentst PHK MoryT

TOYHO HACTPOMUThH KOJIMYECTBO O€lKa, KOTOPOE IPOU3-
BOJAT pa3MuHble reHbl; HekoTopble Manble PHK moryt
ux nonHocteio otkiouath. @epment DICER paspesa-
et PHK na Gonee menkue yactu — muxpoPHK, pery-
JTUpYOIKe TeHbl. YueHble o0Hapyxuin, uto DICER
TIOJIIEP’KUBACT CTPYKTYPHYIO HEIOCTHOCTH XPOMOCOM
U «CIIeIUT» 3a TeM, YTOOBl OHU Pa3lessUINCh PaBHO-
MEpHO BO BpeMs KJIETOYHOIrO JIeJEeHHUs, TO €CTh OTBe-
yaeT 3a CTa0WIBHOCTh reHoma [14]. MoxHo mpearo-
T0XKUTh, 9T0 DICER] sBIAETCS TEHOM-CYIIPECCOPOM
OITyXOJI, MYTallUd KOTOPOTO IPHUBOAST K Pa3BUTHIO
[IIb u apyrux ces3anusix ¢ DICER] coctosHuii [6].
DICER1-accounupoBaHHBIMH ~ HOBOOOpa30BaHUSIMU
CUUTAIOTCSl 1OOPOKaYEeCTBEHHbIE M 3JI0KAYECTBEHHBIC
HOBoOOpa3oBanus, Takue kak III1b, omyxoms suaHU-
koB u3 kietok Cepromm — Jleiinura, knucTo3Has He-
¢dpoma, capkoma MOUKU WM HedpobnacToma, y3aoBas
TUNEpIUIa3ks M PaKk IMIMTOBUIHOW JKele3bl, HazalbHas
XOHJIPOME3CHXMMaJlbHasi raMaproMa, 3MOpHOHaJbHAs
pabmommocapkoma, HeHpoOIacToMa, MEIy/UIOdIHTE-
JMOMa [WIMAPHOTO Tena, runodusapHas Omacroma
u nuHeoOmacroma [6, 20].

CymiecTByeT MEXKAYHAPOAHBIH PETHCTP IJIEBPO-
MyTbMOHANBHOHM Onmactombl (International Pleuropul-
monary Blastoma Registry, IPPBR"), ocHoBaHHBII
B 1987 I 1 mpencTaBAIONINI pe3ynbTaThl JIedeHus 60-
nee 500 3apeructpuposanHblx nanuentos c 1115 [23].
OmnyxoJeBblil MpoLecc MPOTEKAaeT B JIETKHX, MPOsB-
JSSICh  CUMIITOMAaMHu 3a00J€BaHUM ABIXaTEIbHOW CH-
crembl. 116 pacTer W3 NeroyHol TKaHHW W/WIN TUICB-
pBl U MMEeT CMeIllaHHOe NpoHcXoXkieHue. buomorus
[ITb — yHuKanbHasi cpenu AaHHBIX SMOPHOHAIBHBIX
OIyXOJICH W XapakTEepHU3yeTCs TEM, YTO KIMHHYECKH
u rucronoruyuecku III1b nporpeccupyer B 3aBUCUMO-
CTU OT BO3pacra B TE€YEHHE MEPBBbIX 7,5 JET XKU3HU
[6, 10, 23]. CymecTByeT 4eTblpe OCHOBHBIX MOp(o-
nornyeckux Ttuna IIIIb: tun I (kucto3nas Qopma),
tun Ir, Tun Il (xucro3no-comumuas Qopma), Tum 11
(comumHas ¢opMa) C TPOTPECCHPOBAHUEM OITYXO-
JU BO BPEMEHH B TEUEHHE MEPBBIX 4—5 JeT KU3HU
OT IPOTHOCTHYECKH OJIarompHusTHOrO KMCTO3HOTO THIIA
I nmo wmebGmarompusitHOrOo comuanoro Tuma IIT [13].
Kaxnpiii u3 stux tunos IIIIb moxer ObITh cBA3aH
¢ wu3meHenneM reHa DICERI. OpmHako OIHMCAaHBI
ciyqan IIIIb 6e3 myramum rena DICERI, a Tak-
K€ HOCHTEIBCTBO MYTallMM JAaHHOTO reHa 0e3 pas-
BUTHUA omnyxonu [16]. OrpuuarenbHble pPe3ynbTaThl
mytaruun DICERI MoTyT OBITH CBSI3aHBI C MO3au-
nu3MoM [12]. Puck obpa3oBaHus OMyXoiu Ha MPOTH-
skeHuu Bcel xu3Hu y mogeit ¢ DICERI-cunapomom
JUIIb YMEPEHHO MOBBIIIEH MO CPaBHEHHUIO C PUCKOM
o0Opa3oBaHusl OMyXoau B oOmel momynsun [16].

* https://www.ppbregistry.org
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Kuctoznas dopma IIIb (tum 1) moxer 6bITh yHUDO-
KaJIbHOHM, YHUJATepajibHOM M OrpaHUYMBATHCS IIOpa-
JKEHHOHM J10JIell JIerkoro, HO B OOJBIIMHCTBE CIydacB
XapaxkTepu3yeTcs: MyJIbTH(OKaIbHBIM/OUIaTepatbHbIM
nopaxenuem [6, 11, 13, 23]. B nepunaraibHoM niepuo-
ne mamHas Qopma muddepeHnupyercs OT BPOXKICH-
HOW KHCTO3HO-aJICcHOMATO3HOH Manb(opManuu JbIxa-
TenbHBIX myTel [6, 13, 15]. Tun II III1b, onucanubIit
B KauecTBe KIMHUYECKOTO MpUMepa B JaHHOU pabore,
MIPEJCTABISAET COOOW KHCTO3HBIE W COJHIHBIE y4acT-
K{, UMEINMe KIeTKH Kak Thmna I, tak m tmma III.
[IIIb tuna Il — xoMmIuiekcHas capkoMa, COYETaro-
mass B ceOe yepThl 3MOpPHOHAIBLHON pabmomuocap-
KOMBI M BEPETCHOBUIHON CapKOMBI BBICOKOH cTere-
HU 3JI0KaYeCTBEHHOCTH, CONepkamield pa3OpocaHHbIe
OoblIMe, CTPAHHO BBINVIAIAIINE AaHAIUIa3MPOBAHHBIC
KJIETKH U y3Jbl capKkoMaTto3Horo xpsma [6]. Tumsr 11
u III IIIIb wyacto mpencraBisoT coboil Oonbiine
Mo pa3MepaM 3JI0KaueCTBEHHBIE HOBOOOpPa30BaHUS,
BCErJa MPHUBOMAIINE K CMEIIEHHIO JIETKHX, CepIla,
muadparmbl ¥ medeHu [6], MOTYT MMETh KaBOAaTpH-
aJbHOE PACHpPOCTPAHEHUE U BOBJIEKAaTh KaK BEHO3HBIN
W apTepHalbHbIi KPOBOTOK, TaK M TPABYIO M JIEBYIO
Kamepsl cepana [27].

IIIIb Tuma Ir — 2310 perpeccupoBanHas Qopma
II1b tuma I [4, 6, 23]. Kuctet [1I1b tuma Ir umerot
CTpOEHME, XapaKTepHOe JUIsl TUNa I, y HUX OTCyTCTBY-
10T CyOlNUTENNATbHBIE TIPUMUTHBHBIE MEIIKHE KIIETKH,
HO WMECTCS THAJWHU3WPOBAHHBIN HMHTEPCTHIHN [6].
Ha maHHBIIT MOMEHT BpeMEHH HEW3BECTHO, OymeT U
tun | [I1b nporpeccupoBars 10 Gosiee arpecCHBHOTO
tuna Il u III wnmn perpeccuposars g0 Tuma Ir. B nu-
TepaType OIMCaHbl Cly4ad, Korna Tum Ir mmen Gonee
no3muee passutHe B [111b Tumos 11 u 111 [11]. beccumm-
TOMHBIE KHUCTBI JIETKUX Y YJICHOB CEMbH, HWMEIOIINX
anamHe3 1o I1I1b, B Bo3pacte crapuie 7 netr HauOosee
BEPOSATHO MMEIOT MOP(OJIOTHYecKuil BapuaHT Tul Ir,
TaKk Kak B 3TOM Bo3pacte Oojee yeM B 95 % ciydaen
nmuaraoctupytores dopmer 11 u 111 [6, 23].

B HacTosimee BpeMs, MO JaHHBIM MEXIyHAPO-
Horo perucrtpa IIIIb, cymecTByeT Koppessuus Mex-
Iy CpPEeIHHUM BO3pPACTOM IIPU ITOCTAHOBKE JIUAarHo3a
n marojjormdeckuM tumoMm IIIIb: twm I — 8 wmec.,
turn II — 35 mec., tun III — 41 mec. pyras 3Ha-
yuMas Koppensuus HabmronaeTcst mexay tunom I1T1b
MU BBEDKHBAaeMOCTBIO: THI I — 94 %, tum I — 71 %,
tun I — 53 % nauuentoB [11, 22].

Kmuanaeckas kaptuna 116 mecnmenmduuna. He-
penko 0one3Hb MPOTEKaeT ¢ KIMHUKOW pecruparop-
HBIX BOCIAJIMTENILHBIX 3a00JIEBAaHUN M COMPOBOXKIACT-
cs1 skanobamMu Ha OOJIM B TPYAH WM B KHUBOTE, Kallellb,
TIOBBIIIICHNE TEMIIepaTyphl, OBIIIKY, c1aboCcTh (Ooiee
xapaktepao it Il m Il TumoB omyxomwm) [4]. Han-
Has CUMIITOMAaTHKa OTMedaslach U y Halllero MaiyeHTa.

JleOGror 3a0oneBaHUS MOXET TIPOSIBISITHCS —HAIPSI-
KCHHBIM ITHEBMOTOPAaKCOM C pa3BUTHUEM JIbIXaTellb-
HOW HemocraroyHoctu (wamie npu tune 1) [3, 24].
Bosmoxnocts IIIIb cnenyer yuuThiBaTh y JeTei
C TIHEBMOTOPAKCOM, MHOYKECTBEHHBIMH JIETOYHBIMH
KHCTO3HBIMU ITOPaKCHUSMHU, CEMEHHBIM aHAMHE30M
JICTOYHBIX KHCT, ceMeliHbiM aHamHe3oMm [IIIb wunum
00beMHBIMH TTOpaskeHHsIMH, cBsizaHHBIME ¢ DICERI1-
curapoMami [32]. TIITIb MoxeTt ObITh OOHApPYKEH CITy-
YaifHO MPH MPOBEICHUH BU3YaIU3UPYIOIIUX HCCIIEHO0-
BaHWW IPH OTCYTCTBHHM CUMITOMOB. B cBsizu ¢ TeM
YTO IJIEBPOMYJIbMOHANIbHAs O6JacToMa — KpaifHe pen-
Kasi OIyXoJib, 0e3 MaTOrHOMOHMYHON CHMITOMATHKH,
OBICTPO pacTyllas M MeTacTa3upylollasi, AUarHoCTH-
Ka U JICUCHHE €€ MPEICTABISIOT OOJbIINE TPYAHOCTH.
[Mockonbky no cux mop no 16 He ObO OmyOIH-
KOBAHO IIPOCIEKTUBHBIX MJIM CPaBHUTEIBHBIX MpO-
CHEKTUBHBIX  HMCCIENOBaHMNA, BCE PEKOMEHJAINH
[0 JMArHOCTHKE M JIEYEHHIO OCHOBaHbl Ha YpPOBHE
nokasarenpHOCTH 1V mm V [8]. JlaboparopHbie maH-
HbIe HecHenMn(UYUHBI, Yalle BCEro HAOIIOMAIOTCS TCH-
JISHIIMSI K aHEMUH, YBEIMYEHHE CKOPOCTH OCEIaHUs
S9PUTPOLUTOB, MOTYT NPUCYTCTBOBATH YMEPEHHBIN
JEHKOIUTO3, TpoMOoInTO3 [4].

PentreHonornyeckue ucciaeI0BaHNs Tak XKe HECTICH-
WU(UYHBL ¥ 3aBUCAT OT THIIA OITYXOJIH, MOTYT IIPOSIBIISITH-
€Sl YHWIAKyHAapHBIMU KUCTaMHU WM MYJIBTUKUCTO3HBIMU
CTPYKTypamMH (KaK CyOIUIEBPAlbHOH, TaK M JIETOYHOH
JIOKAJIM3alnK), KHUCTAMU C COJMIHBIM KOMIIOHEHTOM
WM COJMIHBIMHA MSTKOTKAaHHBIMH OOpa3oBaHUSAMH [4].
g yrouHeHMs AMarHo3a MOXET MOMOYb CITHpaibHas
xommbioTepHas Ttomorpadust (CKT, ypoBeHb nokasa-
tenbHOCTH 1V, cTeneHp pekoMeHmanmii A), TTO3UTPOH-
HO-3MHCCHOHHAsi TOMOrpadusi, COBMEILIEHHAsl C PEHT-
reHoBckoil KT (II9T/KT, ypoeens 1V, crenens C),
Ha KOTOPBIX BBISBISIETCS CONUAHBINA (DparMEeHTHI OIyX0-
JIM, TOHKOCTEHHBIE KUCTBI, CMELIEHUE OPraHoOB CPeo-
CTEHHUS B 3I0POBYIO CTOPOHY, HHTEHCUBHOE HAKOILICHHUE
paguodapMipenapara B COJMIHOM KOMIIOHEHTE OILy-
Xoqu W orcyrctBue ero B kucrosHom. [I9T/KT, Be-
posiTHO, B OyAyIleM MOXKET 3aMEHUTHh CKaHHPOBaHHE
kocteit [8]. Ilpm tumax II u I TIIb HeoOxommmo
KT OpromHo# momoctu [8]. MarHuTHO-pe30HaHCHAS
tomorpadusi (MPT) opraHoB rpyaHOi KIETKH MOXKET
MOMOYb OTPENENUTh PErvoHaIbHOE PACHpPOCTPaHEHHUE
onyxoiu (yposenb IV, crenens C). MPT romoBHoro
mo3ra (ypoBenb IV, cremenr B) m pammonykimmHOe
CKaHMPOBaHWE KOCTEH TO3BOJMT ONPEACIUTh HAIM4IHE
otnanieHHpix Metacta3os mpu Il u 11l tumax II16 [8].
CampIM  A(QQEKTHBHBIM JUATHOCTUYECKUM METOJOM
MPHU3HAHA YHI0OCKONNYECKask TOPAKOCKOMHSI MIIH TOJICTO-
UrosbHast OUOTICHS C IIPOBEICHUEM IOIHOLEHHOH OHoI-
CUM 00pa30BaHUS U TOCIELYIOUIUM THCTOJIOIMYECKUM
U HWMMYHOTHCTOXUMHYSCKMM HccienoBanueMm [10].
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Oxokapauorpadus HeoOXomuMa IS BBLIBICHUS CO-
CYIMCTOW HMHBAa3WU W BHYTPUCEPACUYHOTO TOPAKEHUS
(yposens 1V, ctenens B) [8].

B Hacrosmiee BpeMs cienn(puueckue OHKOMapKephbl
[I1b orcytctByroT (ypoBens 1V, crenens E). Crengyer
pPaccMOTpeTh BO3MOKHOCTH JIOTIONTHUTENBHON OIEHKH
st moncka DICERI-acconmuupoBaHHBIX TATOJIOTHIA
KaK y MalUeHTa, TaKk U Y YJIEHOB €ro CEMbH.

Jleuenue marmentoB ¢ [1I[Ib — xoMmOuHMpOBaHHOE
MYJTBTEMOJAIIFHOE, BKITIOYAIOIIee XHPYPruiecKoe U 1o-
muxumuorepanuio [4, 8]. laHHbIe B MOAIEPKKY HCIIONb-
30BaHMsl a/{bIOBAHTHOM XHWMHOTEpAlli y TAlMeHTOB
¢ IIIb tuma I nporuBopeuuBsl. B Hacrosuiee BpeMs
PEKOMEH/IOBaHO MPOBENICHHE aIbIOBAHTHON XUMHOTEpa-
rmu st TIT1b 1 tuma ¢ Brimrouennem udochamuaa, BUH-
KpUCTHHA, akTHHOMHUIIMHA D 1 nukinodpochamuaa (ypo-
BeHb 1V, crenens C) [6, 8]. YV mereit mmamme 12 mec.
pelIeHre O MPOBEICHUN aJbIOBAHTHOM XMMHOTEpanuu
C TOO3peHneM Ha OOCEMEHEHHE OITyXOJIEBBIMU KIIeT-
KaM¥ HJIF OCTAaTOYHYIO OITyXOJb MOCTIe XUPYPTHIECKOTO
BMeIIaTeIbCTBa HEOOXOMMO PUHUMATD UHIMBUTYaIb-
HO, C JI03aMH, aJIallTUPOBAHHBIMU K BO3pACTy MalleHTa
(yposens V, crenens C). Ilpu II u Il tunax II1b xu-
MuoTepanus ods3arenbHa (yposeHs 1V, crenens A) [8].
Onwcanbl pa3nUYHbIE CXEMBl, JUTUTENFHOCTh Bapbu-
pyetr ot 21 no 45 nen. Pomp JyueBoi Tepanuu Tpu
IIIIb HescHa. JlyueBas Tepamusi HE PEKOMEHIYETCS
npu turne | IIIIb (yposens IV, crenens E). Ilpm II
u III tumax I1I1b mydeBas Tepamus MOXET OBITH PEKO-
MEHJIOBaHa B CIIy4asX OCTATOYHOW >KU3HECIIOCOOHOCTH
OITyXOJIN TIOCJIE MPOBEACHNUsT XUMUOTEpauy U TOBTOp-
HOTO XMPYyprHMUYECKOro BMeIareiabeTBa. B aToMm cityuae
MPEUMYIIeCTBA M PUCKH HApPYXXKHOH JTy4eBOH Teparuu
CIIEIyeT COMOCTAaBUTh C TOTAJIbHOW TUIEBPOITHEBMOH-
sktomueit (yposenb 1V, crenens C). JlanHbIX 00 oII-
TUMaJbHON 103€¢ Jy4yeBod Tepamuu Het [§, 17, 18].

KNMHUYECKUA NMPUMEP

[TanmeHT, ManpUMK, 8§ JIET, OT MEepBOH OepeMeHHO-
CTH, TIpOTEKaBIleld Ha (pOHE aHEeMHUH, MPEIKIAMIICUH,
yYTPO3bl MPEpBIBaHUs, TIEPBBIX CPOYHBIX POJOB Yepes
€CTECTBEHHbIC POAOBbIE MyTH, ¢ BecoM 3010 r, nnuHoit
tena 50 cM, o mkane Anrap 6/7 6amioB, ¢ achUKCH-
el B ponax. Ilocne pokaeHus: TMarHOCTUPOBAaH BPOXK-
JIEHHBIH NOpOK cepana — Terpaga Pamno. [TposeaeHa
2-3TamHasi KOppPeKIus Mopoka B Bo3pacre 6 mec. u 1 T.
3 Mec. B YCIIOBUSX UCKYyCCTBEHHOTO KPOBOOOPAIIEHHS
u runotepmMun. B Bozpacte 1 . 1 mec. mepenec 6ak-
TepHaHBHLIﬁ MCHUHTUT HeYTO‘IHeHHOﬁ O9THUOJIOTHH.
PeGeHOK COCTOMT Ha JUCIAHCEPHOM YYeTe Yy HEBpO-
JIOTa-3MUIICTITOJIOTa, KapAUO0JIora, OPTOTIe [ TO MOBOAY
JETCKOTO IlepeOpaibHOro Mapainda, TeTpamnapesa, 3a-
JIEPKKH PEIEBOTO M TICHXOMOTOPHOTO pa3Butus. llepe-
HECCHHBIC 3a00JICBaHMSI: PEIKUE OCTPBIC PEeCIHpaTOp-

HBIC BHUPYCHBIE WHGMEKIUH, OpoHXUT. Jpyrux nereit
B ceMbe HeT. HacneacTBEeHHOCTh, CO CJIOB POAUTENEH,
HE OTATOLICHA.

Ha MomeHT rocnuranusanuu 0OJEH, CO CIIOB PO-
nutenei, 10 gueit. Hauamo 3a0ojeBaHus — MOKAall-
JTUBaHMUE, YMepeHHas acTeHus. OCMOTpeH MeanaTpoM
M0 MECTYy >KMTEJIbCTBA, COCTOSIHME PACIIeHEHO KakK Te-
YeHUE OCTPOH pecrnupaTopHON BUPYCHOW WH(EKINH,
Ha3Ha4YeHa CHMIITOMAaTH4YecKas Tepamnust AMOporekca-
noMm. Ha ¢done snedenus — 6e3 yiydireHHs, oTMeda-
eTcsl TIOBBIIEHHE Temreparypsl 1o 38 °C, Kariens,
B CBSI3M C 4eM peOeHKa MOBTOPHO OCMaTpUBall ydacT-
KOBBIW IEUaTp, KOPPEKIUs TEparuy HE MPOBOIUTCS.
Mama caMOCTOSTENPHO Hadalla JaBaTh MAaJBuUKy
AmokcukiaB. Ha 2-ii nmeHp mpuema aHTHOWOTHKA,
CO CIIOB pOAUTeNell, OTMEYaloCh YIydIleHHe CaMo-
YyBCTBHUS, HOPMAJIU3allUs TeMIIEpaTyphl Tejaa, yMEHb-
menne kanois. Cembst yexana Ha oTabix B Kapemnwuro,
rae Ha 3-i AeHb nmpeObiBaHus y peOeHKa HaOIomaeTcs
pe3koe YXyAIIEHHE COCTOSHHUS B BHUJE BBIPAKCHHOMN
OJIBIIIKH, OTKAa3a OT €lIbl U INThs, cinadoctu. C JaHHBI-
MU kanobamu pedeHok rocnuTanusuposad B 'bY3 PK
«CopraBanbsckass LIPb». CocrosHue npu mnocryme-
HHUU PACLEHEHO KaK TshKenoe. ManpuuK BsJIbIM, aau-
HamuaHelid. [Ipu ocmorpe oTmewaercs OIeIHOCTD
KOXKHBIX TIOKPOBOB, OJIBIIIIKA CMEIIAHHOTO XapakTepa
no 40-46 npixanuid B munyTy, SpO, 90 %. 3eB 0e3
KaTapajdbHBIX siBIeHHU. llepudepuyeckne mumdoys-
mel He yBenndeHbl. HocoBoe mpIxaHue CBOOOIHOE.
AyCKyJIbTaTHBHO B JIETKHX: CIIpaBa ocialOleHHOe Ibl-
XaHHe, CyXHe CBUCTAIIUE XPHUIIbI 110 BCEM JIETOYHBIM
nonsiM.  [lepkyTopHO HaJl JIETKUMHU: YKOpOUEHHUE Jie-
TOYHOTO TOHA CIlpaBa B MPOEKIWU CPETHEH IOIH.
Tonsl cepama sicHble, puUTMHYHBIE, 102 B MUHYTY.
AprepuanbHoe aasieHue 95/60 mm pr. cr. JKusor
MSTKUH, 0e300JIe3HEHHBIN, TEUeHb MO Kpaw pedep-
HOH JyrH, cene3eHKa He mnajbnupyercs. dusnonoru-
YecKkre OTIpaBleHHs B HOpMe. B KImMHWYecKoM aHa-
JU3e KPOBH TPH TMOCTYIUICHUW Tremormobwn 119 r/m,
sputporutel 4,48 - 10'%/n, neitkouutsr 6,68 - 10°/7,
TpombonuThl 336 - 10°/n, mamoukosiiepHble HEHTPO-
¢miel 5 %, cermenrtosaepHble HeiTpoduns 85 %,
muMporuTel 6 %, MOHOIUTH 4 %. B OnoxuMmdeckom
aHaJIn3e KpoBH: 001uii 0enok 66,7 r/mn, C-peakTUBHBIM
oenmok 33,7 en., amannHamuHoTtpanchepasza 14,7 U/,
acmapratamuHoTpancdepaza 28,0 U/I, Ounupyoun
oo 5,3 MMOJIB/I, TIIOKO3a 7,52 MMOJB/JI, MoYe-
BuHA 5,0 MMONB/JI, KpeaTWHUH 23 MMOJB/1. OOmmii
aHanu3 Mouu: Jeikouutel 20-22 B TmoJe 3peHHS,
sputpouutsl 25-27 B none 3penus. Koarynorpamma:
H-numep 3,27. Ha penTreHorpamme JIerkux (mpsiMas
u mpaBasi OoxoBas mpoekmus, puc. 1) m CKT nerxknx
(puc. 2) — cmpaga, B ipoekruu SVI, orpomHoe obpa-
30BaHHUE C POBHBIMH M YETKHUMH KOHTYpPaMH, TJIOTHOM
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Puc. 2. MaumeHt, 8 ner. KomnbioTepHas TomMorpam-
Ma, NeroyHblit pexxum: A (akcumanbHasa npo-
eKkuus) — Gonblioe conupaHoe obpasoBaHue
B 6-M cerMeHTe NpaBoro JIerkoro

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

Puc. 1. MNaumenr, 8 ner. Mpsamas (a) u npasas 6okoBas peHTreHorpamma (b)
rpyAHOM KEeTKU — CnpaBa, B NpoeKuum S6, orpoMHoe 06pasoBaHne
C POBHbIMU U YETKMMU KOHTYpaMM, NJIOTHOM UHTEHCUMBHOCTH, HE
CONpOBOXAAIOLLEECS HapYLIEHUEM NPOXOAUMOCTU 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 COIPOBOKAAOIIEECS HapylIEHHEM
MPOXOJUMOCTH OPOHXOB.

CrneBa — 0€3 OYaroBbIX M WH(WUIBTPATUBHBIX H3-
MEHEeHHA. DJeKTpokapauorpadus: CHHycoBas TaXu-
Kapawsi, 4acTOTa CEepPACYHBIX CokpameHuii 148 B mu-
HYTY, HeTloJIHas OJIOKaja TpaBod HOXKKH Iyyka ['mcca.
OX0KapMOCKOMNHUS: HE3HAUNTENIbHOE pacIllupeHue mpa-
BBIX TIOJIOCTEH ceplilia, KOCBEHHBIE MMPU3HAKH YMEpPEH-
HOW JIETOYHOW THUMEPTEH3HUH, MUK TPATUEHTa TaBICHUS
Ha JIETOYHOH aprepuu 9,8 MM PT. CT., HIYHTHPYIOIIUX
MOTOKOB HET, HUJIKOCTH B IIOJIOCTH IEpHUKapAa HeT,
He ucKiIovyaercs TpomOo3 aHactomosa. llpenBapu-
TeNbHBIN nuarHo3: «OO0pa3oBaHWE IPABOTO JIETKOTO
(B mpoekruu S6): OMyXoJib, KUCTa, TPOMOO3 aHACTO-
Mo03a — aHeBpu3Ma? OOCTPYKTUBHBIN TPaXeOOPOHXHUT,
JipIXaTenbHas HepocTaroyHocTh Il crenmenu, cmeraH-
HOro rexesa». ComyTcTByromMi nuarHos: «Jlerckuii
1epeOpaabHBIA MMapainy, TeTpamapes, 3aJepKKa pe-
YEBOI0 W TICUXOMOTOPHOIO pa3BUTHS. BpoxaeHHbIN
MOpoOK cepiamna, terpaga Pammo, omeparuu B 2014
u 2015 rr, HemZoCTaTroYyHOCTh KpPOBOOOpAaIEeHUs
0 crenenm». IlpoBommmasi Tepamms: WH(DY3HMOHHAS,
aHTuOaKkTepraibHas (meQTpUaKCcoH), JEeKcaMeTa3OH,
Jua3enaM, KHCIopoioTepanus, HeOymnaizepHas Tepa-
st peHOTEepoIoM M HIpaTponus OpomMuaoMm, Oyre-
conngoM. Ha 3-m cyTkm oT MOMEHTa rocnuTain3a-
MU B pailOHHYIO OOJIBHUITYy TIOCTIE TPeBapUTEILHON
KOHCYNBTaly peOeHOK TPaHCTIOPTUPOBAH CAHUTAPHOU
aBUaIel B OT/EJICHHWE OHKOTeMaTOJNOTHUH KIMHUKH
®I'BOY BO «Cankr-IlerepOyprekuii rocyapcTBeH-
HBIH TEeIUaTpUUEeCKUl MEIULIUHCKUN YHUBEPCUTETY,
rie nociue nposeaeHuss MPT opraHoB rpyaHoOi KIETKU
C KOHTpPAacTHpOBaHWEM (IIPOpacTaHUE OIyXOJIH B KO-
pPeHb JIETKOTO M COCYIUCTHIN IMy4YOK) BBINIOJHEHA 4pe-

CKOXKHAsl TPETaHOOMOIICHS OIyXOJH IMPaBOTrO JIETKOTO
1oj yJAbTpa3BykoBOW HaBurauueu. Ilo pesynsraram
THCTOJIOTUYECKOTO HCCIIEJJOBaHUS JHAarHOCTUPOBaHA
OITyXOJIb TIPAaBOT0 JIETKOTO — IUIEBPOIYJIbMOHATIbHAS
6nacroma, Il Tum (cMemraHHBI BapHaHT C CONHM-
HBIM M KHCTO3HBIM KOMIIOHEHTOM oImtyxoiu). Hauara
HOJIMXUMUOTEpanuss 1o mnporokony Jedenus IIIIb.
B nacrosmee Bpemst mocie 3-ro Kypca MOJIUXMMHO-
Tepalnuu JOCTUTHYTa KIMHHUKO-PEHTTEHOIOTHYECKAs
cTa0mmm3aIusl OIMyXOJIeBOTO TpoIecca: 00pa3oBaHHE
YMEHBIIMWIOCH B pa3Mepax. C yuyeToM MOJI0KUTEIbHON
JUHAMUKA M OTSATOLICHHOTO NpeMopOuaHoro ¢Qona,
a TakXke IMpPOpacTaHHE OIyXOJIHM B KOPEHb JIETKOTO
U COCYIOMCTBIM ITy4OK B HACTOsIIEEe BpeMsl OT OIepa-
MU TTHEBMOHAKTOMMH PEIlIEHO BO3/Aep)karhes. B mia-
HE — MPOJIOJKEHUE MOJIMXUMHUOTEPAIHH.

3AK/NTIOYEHUE

[IneBpomnynpMoOHa/IbHas 01acTOMa IUarHOCTUPOBA-
Ha y peOeHka B Xoze 00cieIoBaHus 110 TIOBOJY OCTPOMH
pecnupaTopHOi BUPYCHOM HMHQEKINH, UMEIouel He-
TUOMYHOE TeyeHue. KpalHssl peakocTb, OTCYTCTBHE
crierupuIeCKOi KIIMHNIECKON KapTHHBI, OBICTPBIN pOCT
¥ METacTa3MpOBaHNE JAHHOW OIyXOJH O0O0YyCIIOBIMBA-
€T CIOXHOCTh JMAarHOCTUKM M HECBOEBPEMEHHOCTb
neyenusi. HeoOXoanMo MOMHHUTH O CYyIIECTBOBAaHHU
JAHHOTO 3a0oieBaHMs y JAeTed MIaJiiero Bo3pacra
B CJIydae OTCYTCTBHUS AWHAMUKHU IIPU JICYEHUH BOCIHA-
JUTENBHBIX 3a00JeBaHNH, KaK B JAHHOM KIMHUYECKOM
npuMepe, a TakKe I[PHU BbBISIBICHUHM KUCTO3HBIX 00-
pa3oBaHMI M MHEBMOTOpakca. J[aHHBIN KIMHUYECKUI
CiTydail BBISIBICHUS PEIKON 3J0KaYeCTBEHHOMN OITyXOJIU
y pebenka 8§ JIeT, UMEIOIIETO OTATOIICHHBIA aHaMHE3
(BpOKIEHHBIIN MMOPOK CcepAla, NeTCKU 1epedpabHbIi
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Tapajimy), BO3MOKHO, IEMOHCTPHUPYET TSHKEIBIA BapH-
aHT peaju3allii CUCTEMHOM JIMCIUIa3uu COCIUHUTENb-
HOW TKAaHU M T€HHOW MYyTallWH.

OOMNMOJMHNUTE/NIbHAA NH®OPMAL NS

Bxaan aBropoB. Bce aBTOpbI BHECIH CYIIECTBEHHBIHN
BKJIJ] B Pa3pabOTKy KOHIICIIMH, IPOBEICHHE HCCIIE0Ba-
HUSI M TIOATOTOBKY CTaThU, IPOWIN U 0100pmim (GUHATBHYIO
BEPCHUIO Tepe] MyOauKarei.

KoH(puuKkT MHTepecoB. ABTOpPbI JEKIApUPYIOT OTCYT-
CTBUC SBHBIX U IIOTCHIUAJBbHBIX KOH(bJ'lI/IKTOB HHTEPECOB,
CBSI3aHHBIX C MyOJMKalWeH HACTOSIIEH CTaThy.

HUcrounuk ¢uHancupoBanus. ABTOpBl 3asBISIOT
00 OTCYTCTBHHM BHEUIHETO (PMHAHCHPOBAHUS IIPU TIPOBEJIE-
HUM HCCIIEI0BAHMS.

HNudopmupoBanHoe corjiacue Ha nMyOauKanuio. AB-
TOPBl TOJYYWIM IHUCbMEHHOE coriacue OQUIHMaIbHBIX
MIPE/ICTaBUTENCH MalMeHTa Ha MyONMKAlMIo0 MEIUIITHCKUX
JIAHHBIX.
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KntoueBble cnoBa: 6epeMeHHOCTb; HEJOHOWEHHOCTb; NPEXAeBPEMEHHOE U3UTUE BOA; NnasMacdepes; doTtoMoandukaums
KpOBMU.
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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

© Vladimir V. Vetrov?, Dmitry O. Ivanov?, Vitaliy A. Reznik?, Larisa A. Romanova?l,
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! Saint Petersburg State Pediatric Medical University, Perinatal Center, Saint Petersburg, Russia
2 Maternity Hospital, Taganrog, Russia

For citation: Vetrov VV, lvanov DO, Reznik VA, Romanova LA, Melashenko TV, Kurdynko LV, Vyugov MA. 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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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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BBEOEHME

IIpexxeBpeMeHHOE U3JIUTHE OKOJIOIJIOHBIX BOJI
(ITMOB) npu GepemeHHOCTH CpOKOM 22 Hefl. — 27 Hell.
6 IHel OYeHb OINACHO, TaK KaK COMPOBOMKAACTCS BBI-
COKOW 3a00JIEBACMOCTBIO H JICTAJIbHOCTBIO HOBOPOXK-
neHHBIX gerei [4-8, 10].

B nureparype ecth cooOIIEHHS O BO3MOXKHOCTH
MPOJIOHTMPOBAaHKUS OEPEMEHHOCTH TNPH YIpo3€ OYEHBb
PaHHUX MPEKJACBPEMEHHBIX POJIOB C MOMOIIBIO METO-
TOB JCTOKCHKAIIMOHHOM, 3¢ depertHoit Tepammu (O7T)
B Buje uazmadepesa u ap. [1-4, 9].

B crarbe mpencTaBieHbl pe3ynbTaThl MCIONB30Ba-
Hust Metof0B DT 11 TpoIoHrupoBaHust OEpeMEHHOCTH
U MPODUIAKTHKU THOHHO-CENTHYECKUX OCIOKHEHUN
y KEHIIMH C YrpO30H OYEHb PAHHUX IMPEKICBPEMEH-
HBIX pojoB Ha (oue [TMOB.

KNNHWYECKOE HABNOAEHUE 1

[Taumentka 30 g;et, poct 152 cm, Bec 54 kr
B anamue3e 1 HopMalibHbIE POJIbI, XPOHUYECKUHN I1U-
ctut. B 12 Hen. Hacrosmelt OepeMEHHOCTH OTMedalia
TsHyIMe O00M B 00JIACTH TOSICHUIIBI CIIpaBa, K Bpa-
yaM He oOpamanack. Ha yder Bcrama B 19 nex., npu
obcnemoBaHnn OBLT BBIABIECH HedpomnTo3 Il cremenn
cripaBa 0e3 HapymnieHus: QyHKIuU modku. [locTynmma
B [lepunaransueiii nentp (I1L[) Cankr-IlerepOyprckoro
rOCYIapCTBEHHOIO0 TMeIUaTpU4YeCcKOro MEIUIUHCKOTO
yausepcutera (CIIOITIMY) B 22 mHen. 21.12.2017
¢ ’kajobaMy Ha BHE3alHOE W3JIMTHE OKOJOTIIOAHBIX
BOJI, MQXYIIIME KPOBSHUCTHIE BBIJICIICHUS U3 MOJOBBIX
MyTei, MOBBIIEHHBII TOHyC MaTKH. O0Iee COCTOsIHNE
MAIUCHTKN OBUIO YJOBICTBOPHUTEIBHBIM, B aHAIIM3aX
KPOBH BBISIBIICHBI: JieTKast aHeMust (remorioOuH 106 1/7),
SHJOTOKCHKO3 [JICHKOIIUTAPHBIN WHICKC WHTOKCHKA-
uuu (JIMNW) 3,2 yecn. en., Hopma mo 1,5 yen. em.],
CKJIOHHOCTh K THIIEPKOATYISIHU (TIPOTPOMOMHOBBIIH
unaexc 116 %, ¢ubpunoren 6,2 r/m), U3 LEpBUKAIb-
HOTO KaHaJIa BBICESTHA KUIIeUHas nanouka (Escherichia
coli) B 3Haunmom tutpe (10°). TecTsI HAa OKOJOILION-
HbIE BOJABI MPH IMOCTYIJICHUU M B JIMHAMHKE HaOIt0-
JIEHUsI TIOJIOKUTEIbHBIE. AHAJIN3BI MOYM — B HOpPME.
[lleBenenne 1oma OIIyIIAET XOPOIIO, Marka B IIO-
BEIIIEHHOM TOHYCE, YacTOTa CEPACYHBIX COKpAIleHH
138 B Munyty. llpm yabTpa3ByKOBOM HCCIICOBAHHUH
(Y3U): B MaTKe OAMH *HUBOW IUION B TOJIOBHOM IIpe.-
JIe’)KaHUHU, COOTBETCTBYET 22 Hell. 0epeMEHHOCTH, TPE-
rostaraemast macca tena (MT) mmona 470 . ITnanenra
pacmonaraercs TO 3aJHel CTeHKE MaTKH, KpaeBoe
npemiexanne. AMHHOTHUeckuit uuAeke (AU) 8 mm
(aHruApaMHUOH), LEPBUKAIbHBIM KaHal COXpaHEH,
quHo 37 wmm. [lpu  gonmiaepoBCKOM HUccienoBa-
HUU BBISBIEHO HApYIIEHHE MaTOYHO-IIIAIlEHTAPHO-
ro kpoBotoka IA cremenu. Ilpu kouTpompHOM Y3U
Ha JPyroi AeHb U B OMMDKAMIINE TOCIEAYIOMNUE THH

aHTUIPaMHUOH OBLT ToATBepkIeH. [IpoBoammacs Kom-
TUIEKCHAsl COXpaHsAomas Tepanus (MUIIpPOHAT B J03€
5,0 ma1+0,9% pactBop HaTpusi XJopuaa B J103€
250,0 mn BHYTpuUBEeHHO KamenbHO, Ne 10; akrtoBe-
ru" B pose 5,0 M+ 0,9 % pactBop Harpus xjnopuia
B no3e 250,0 M BHyTpUBEHHO KamnenbHO, Ne 10; cyib-
¢dar maraus 25 % — 20,0 M3 BHYTPUBEHHO MHKPO-
cTpyiiHo, Ne 4; nedrpuakcon 2,0 v+ 0,9 % pactBop
Hatpus xuopuzaa B go3e 250,0 M BHYTPUBEHHO Ka-
MeNibHO, 7 JIHeW; JeKcaMeTa3oH B J103€ 24 MI BHYTpH-
meimedHo; @eppym Jlexk 1 Tabnerka 2 pasa B JeHb;
AxtoBerun 1 Tabnmetka 3 pasa B JCHB), IIPH IMpEKpa-
LICHUU KPOBSHHUCTBIX BblJENEHUN (C 4-ro JHS OT MO-
CTYIUICHHUs1) OBLIM TOJKIOUeHBl MeToasl DT B Buae
Kypca cpeaHeoObeMHoOro ammaparaoro («lemoc-I1Dy
npousBoacTBa HIIO «buotex My», MockBa) memOpaH-
Horo tuiasmadepesa (MIIA; skcdy3us mIasMbl OKOJIO
1 % o0bema HMPKYIUPYIOLICH MJIa3Mbl; IJ1a3MOBO3-
MeleHne kpucramtongamu). llokazanumem ciyxmia
MOTPeOHOCTh B TPOJIOHTHPOBAHUHN OCPEMEHHOCTH
U TpoUIAKTHKE THOWHO-CENITUYECKUX OCIOKHCHUHI
y Matepu u 1uiona [1].

Uepes neHb-1Ba ObUIM BBITIOTHEHBI 3 IMPOLETYPHI
MIIA, KoTopble codeTannuch ¢ HapyXHOW (OTOMOIH-
(ukanueil KpoBU yabTPapUOIETOBBIMU H JIA3E€PHBIMH
ayyamu (o Ne 3 c yepemoBaHMeM) Ha 0ONacTh coO-
cymucroro myuka Ha mee. Ocnoxaenuit OT He ObLI0,
SIBIICHVSI YTPO3bI MPEPhIBaHUS OSpPEMEHHOCTH OKOHYA-
TETBHO TPOIUIH, YIYUIIWINCh TOKa3aTeld aHaIN30B
kpoBu. Jlnst ycunenus jedeOHOro 3dpdexra, Kymnupo-
BaHUSI MaJjOBOJUS, SHAOTOKCHUKO3a M BOCHAIUTEIHHO-
ro orBera opranusma (mokasarens JIMU coxpawsics
Ha ypoBHe 2,6-3,0 ycn. en.) Tepamusi Obula ycuiieHa
MIPOBEIICHUEM TIPOIIEAYPHI TEMOCOPOIINH B BUIE OIHO-
ro ooweMa tnupkyaupytomieit kposu (OLIK) na amma-
pare «I'emoc-11dD» ¢ UCIOIB30BAHUEM OTEUECTBEHHOIO
remocopbenra «BHUUTY». B nuHamuke oTMe4eHBI
HOpMaJM3anus ToKa3areiei KPOBH, TOSBUIICH OKO-
JOTUTOMHBIE BOABI C Bo3pactanneM AW mo 43 mw,
AaKTUBHBIM POCTOM IIJIOZa MPHU HOPMAJU3alUU T'eMO-
JUHAMHUKA B MaTOYHO-TJIAIIGHTAPHOM KPOBOTOKE.

B mocnenyromem manueHTKa moiaydana HoIepKu-
Batonue ceancbl MIIA ogun pa3 B 7-10 nueit, AN
45-50 mm. Bceero 3a Bpems HaxoxzaeHus B LI mpu
O6epemennoctu monyumina 7 ceancoB MIIA, 1 ceanc
remMocopOuuu u 14 ceancoB HapyxHOH (oTomomudu-
Kallid KPOBH YIBTPA(PHOICTOBBIMU U JIA3€PHBIMH JTy-
gamu (1o Ne 7). Ocnoxuenuit npu DT He oTMedany.
B 32 nen., B CBA3U ¢ CaMOMPOU3BOJIBHBIM TOSBICHU-
€M CXBaTOK, pojlopa3pellieHa IyTeM KecapeBa CeUeHHs
(mokazaHMe — HACTYIUICHHE MPEXKIEBPEMEHHBIX PO-
JIOB TIPH JJTUTEIILHOM OE3BOAHOM ITPOMEXKYTKE).

OcnoxxHeHUN HE OBUIO, KPOBOMOTEPS COCTABU-
na 600 mn. IlocnepomoBoii mepuonx mnporekan 0e3
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Puc. 1. Pe6eHok B Bo3pacte 10 mec.
Fig. 1. Child of patient, 10 months old

OCJIOKHCHHM, BBIMFCaHA JOMOH Ha 6-¢ CYTKH TOCIE
ponos. Ilpu naGoparopHOoM OOCIIECIOBAaHUU: B aHAJIH-
3ax kposu: remornooun 106 r/m, JIMU 2,1 ycn. en.,
obmmit 6emok 60 r/m, ¢ubpuHoren 4,6 1/7; MOKa-
3arenu oOIIero aHaigu3a Moud B HopMe. B mociene
BBISIBIIGH MHKOIUTa3MEHHO-0aKTepHaNbHbIN XOopHoie-
LUJYHUT, O4aroBbl THONHBIM BHUJUTY3UT. XPOHUYECKAs
CyOKOMIICHCHPOBaHHAsl HEIO0CTaTOYHOCTh IUIALICHTHI.
Hoopoxxnennbiii mansuuk, ¢ MT npu poxaeHun
1600 T n omenHkoii o 1mKaixe Amrap 7/9 6amios, B pe-
AHUMAIMOHHON TOMOIIM HE HYXJaJcs, HaOIromancs
B OT/JEJICHUU MAaTOJOTHHA HOBOPOXKACHHBIX. BrImmcaH
JOMOH B YIIOBJIETBOPUTEIBHOM cOCTOsiHMU. KaramHues
pebenka B 10 Mec. )KHM3HH: IO 3aKITIOYSHHSIM Bpadeit
POCTO-BECOBBIE IOKA3aTEeNI COOTBETCTBYIOT BO3PAcCTYy,
pebenok 3mopoB (puc. 1, 2).

KNUHUYECKOE HABNIOAEHUE 2

ITauuentka 28 net, poct 176 cm, Bec 88 kr. Ilo-
crymia B [T CIIOITIMY 21.10.2019 ¢ nmuarHo3om:
«bepemennocts 27 Hen. 2 nmuia. llpexaeBpemeHHOE
mznutue (27.09.2019) oxomomnoansix Box. Manoso-
nue. OTSAromeHHbIH  aKylIEepCKO-TMHEKOIOTHYECKUM
aHamHes. [Iponanc mutpanbHOro KiamnaHa I cremeHwu.
HK 0. Xponnyeckuii ractput. SI3BeHHas 00je3Hb JBe-
HAJIIATUTICPCTHON KHIIKH, PEMHUCCHUS.

C nmerctBa HaOMIOMACTCS y Kapauojora 1o TOBO-
Iy TpoJiarica MUTpajbHOTO Kiamnana. [lomoBas u3Hb
¢ 17 net, B O6pake. B 2018 1. Mo moBoxy Hepa3BHUBarO-
nielicss 0epeMEHHOCTH B 6 HeJl. TIPOBEICHO HHCTPYMEH-
TaJbHOE OIOPOKHEHHE TOJOCTH MAaTKH, 0€3 OCIOXK-
HeHui. Hacrosimass GepeMEeHHOCTh BTOpasi, JBaXKIIbI
(B 9 u 16 Hen.) meunnach B CTAlliOHape OT YIPO3BI
npepeiBanus 6epemernHoctr. 27.09.2019 (24 uen.) BHe-
3aITHO M3JIMJINCH OKOJIOIUIONHBIE BOJBI, ObliIa rOCTnTAa-

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

JM3UPOBaHA B POIJIOM, I€ NPOBOAMIACH COXPaHSIIO-
11ast Tepanus Mo NPOTOKOMY, TpodHIaKTHKA CHHIPOMA
JIBIXaTEeIbHBIX PAcCTPOMCTB (eKcaMeTa30H), aHTHONO-
TUKOTEpamnus (Kypchl 3pUTPOMHUILMHA, LEe)TPUAKCOHA).
C mporpeccupyroiieii 0epeMeHHOCTHIO B YIOBIETBOPH-
TETLHOM COCTOSIHMH 4epe3 3,5 Hen. mepeBencHa B [11]
CIIOI'TIMY. IIpenbspisina jkaio0bl Ha MEPUOAHIECCKOE
YCHJICHUE KHUJIKUX BBIICICHUN M3 BIIArajuila, «IOBbI-
LICHHBIN TOHYC MaTKi» 0e3 OoneBoro cuaapoma. JKeH-
LIMHA B KOMIICHCUPOBAHHOM COCTOSIHUH, (PU3HOJIOTH-
YyecKue OTIpapieHus: B HopMme. [Ipu ocmoTpe pasmepsl
MaTKH COOTBETCTBOBAIH 27 He/l. OEPEMEHHOCTH, TOHYC
HOPMaJIbHBIH, KPOBSHHUCTBIX BBIICICHUH M3 IMOJOBBIX
nyTeil He Obu10. B KIMHMUECKOM aHalM3e KPOBHU: Ie-
Mormobun 108 1/m, mefikonmro3 15,7 THIC., CKOPOCTH
ocenanus spurpountoB 46 mm/u, JIMU 3,9 ycu. en.
B OuwoxuMuyeckoM aHaimM3e KpOBH: OOIIMIA OeIoK
KpoBU 56 1/11, C-peakTUBHBIN Oenok 5,7 Hr/mi, mpo-
TpoMOuHOBBIA uHIekc 103 %, ¢ubpunoren 5,2 r/m,
ocTaJbHbIE [TOKA3aTeNId B Ipenenax HopMbl. B conep-
YKHMOM LIEPBHUKAJIBHOTO KaHasia 00HapyKeH OOMIIbHBIN
poct rpuboB Candida, B nuHaMuKe TpoObI HA HaJU-
YHe OKOJIOIJIOAHBIX BOJ B BBIIGJICHUSX W3 BIarajiu-
ma mosiokuTensHbie. Pedynbrarel Y3U: B Matke ofuH
’KHBOM TUTOJ B TOJIOBHOM TPEJIC)KAHUH, COOTBETCTBY-
er 27 Hen. u 2 AHSIM OepeMEeHHOCTH, Ipejrosarae-
masg MT mioma 1060 1. Ilnamenra TommumHON 32 MM,
[-II cremenu 3penocTH, pacmojaraercs Mo mnepea-
Hel cTeHke MaTKu. llepBUKaJIbHBIM KaHall COXpaHEH,
nnaHoit 37 mm. Manosomue — AW 31 mM. [laHHBIE
kapauoTokorpaguun B Hopme, UCC 142 B MHHYTY.
[Ipu AIIN HapymieHuil reMOAMHAMUKHA B MAaTOYHO-
IUIALIEHTapPHOM KPOBOTOKE He 0OHapy»keHo. [Ipogomxe-
Ha aHTHOAKTepualbHas Tepanus U, y4UThbIBask HAJIMUNE
BBIPQKEHHBIX BOCHAINTEIBHBIX U3MEHEHHH B KPOBH
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M DHIOTOKCHKO3a, no0aBiaeHbl MeTonbl OT. Jleuenue
Ha4aTo ¢ MPOBEICHUS MPOIEAYPHI TEMOCOPOITUH B 00B-
eme 1 OLIK ¢ nomoursto anmapara «l'emoc-I1d» (HITO
«buorex-M», Mocksa) u remocopbentra «BHUUTY».
[Mocnenyromue npoueaypsl DT mnpoBogunu B BUAEC
MITA omwH pa3 B 5-7 mHeH ¢ 3KChy3UEH IIa3MBI
0,8 % OILIK ¢ m1a3MoBO3MEIICHHEM KPUCTALIONIAMHI
B COYETAHHM C OYMILIEHHON METOAOM TeMapUuHKpPHUO-
NpeUUIUTaIuu ayToriazmMou mo 250 M. DT METO[bI
COUYETAINCh C HApy)KHOH (poTOMOAM(pUKAIINEH KPOBH
YIBTPA(PUOICTOBBIMA ¥ Ja3epPHBIMU JIydamu (ammapar
«Marpukc-BJIOK», MockBa) ¢ depemoBaHueM depes
neHb B koiuuectBe mo Ne 7. OcnoxuHenuit npu OT
He Obuto. Ha ¢one Tepammm moxazarenn romeocrasa
HOPMaJTM30BaINCh, B quHamMuke npu Y3M ormeueHO
yBemuuenne AU (no 44-52—65 MM), CBHIETENILCTBY-
roiee 00 ynydiieHUuH (QyHKIIMOHAIBHOTO COCTOSHHS
KU3HECHHO-BAXKHBIX OpraHoB (modek) mona (puc. 3).
OpnHako k 32 Hex. OEpeMEHHOCTH y TAIMEHTKH
BHOBH OBLIO OTMEYEHO HEKOTOPOE YCHIIEHHE BOCIIa-
JUTENFHOTO OTBETAa OpraHu3Ma (C BO3pacTaHUEM TIO-
kazarens JIMU mo 2,5 ycn. en.) ¢ OmHOBPEMEHHBIM
camwkenueM AU no 9 mm (puc. 4).
bruto mpuHATO pemieHre O NMpephiBaHUN OepeMeH-
HOCTH ITyTeM JKCTPEHHOTO KecapeBa cedueHus (ToKa-
3aHHE — HapacTalollee MaJOBOANE NMPHU JUIUTEIHHOM
0E3BOJIHOM IPOMEXKYTKE y HEIOHOIICHHOTO ILIOJNA).
Onmneparus nporia 0e3 0CIOKHEHHUH, KPOBOIIOTEPSI CO-
craswia 600 M. B mociaepo0BOM mepuose OCloKHe-
HUU y MaTepu He ObUIO, BBITMCAHA Ha 6-¢ CyTKH C pe-
3yJabTaTaMHU aHajau30B: remoriooun 106 /i, oOuuit
oenok kpoBu 62 r/m, JIMU 2,0 ycn. en. ['mcronorus
nociena: TrHOMHBIA wuHTepBULLY3UT, PHK-BUpyCHO-
MMKOILJIA3MEHHBIA  XOPUOACHUAYUT C XPOHUYECKOM
CyOKOMITEHCHPOBAHHOM HETOCTATOYHOCTHIO TUIAIICHTHI.
Pomwmiicst xuBoli pebenok (nmeBouka) ¢ MT 1840
JumHOW 38 CcM, C OIeHKoi mo mikane Amrap 5/6 Oai-
noB. C pOXIEHUSI COCTOsIHME peOeHKa pPacIeHWBAJIOCh
KaKk TSDKEJIoe 3a CYET JbIXaTelbHON HEIOCTaTOYHOCTH
(TeyeHue pecnupaTopHOro AUCTPECC-CHHAPOMA), B CBS-
34 ¢ 4eM ObUIT MEPEBECH Ha aIllapaTHYI BEHTHIISIIIO
JIETKUX. 3a BpeMsl JIUYCHUS B OTJCICHHU peaHUMAIUU
HOBOpOXKIeHHBIX [IIl cocrosHMe peOeHKa YITydInm-
JIOCb — Ha 8- CYTK{ BBIITOHEHBI DKCTYyOAIWsI W Tepe-
Box Ha NCPAP, a ¢ 10-x cyTok pecrmparopHasi moaepiK-
Ka OTMEHEHa. B HeBpoJIOruyeckoM craryce OdaroBOif
1 OOIIEeMO3TOBOM CHUMIITOMATHKH HE BBIsABICHO. llpu
MPOBEJACHUN CKPUHUHIOBOM KPAaHWAJIBHOM COHOTPaMMBbI
CTPYKTYPHBIX HApYIICHUA HE BBIIBICHO, IepeOpasibHas
3pENIOCTh M0 HEHPOBU3YATH3ALUOHHBIM KPUTEPHSM COOT-
BETCTBOBAJIA TECTAIIMOHHOMY BO3pacTy peOeHKa (puc. 5).
KonmdecTBeHHBIE XapaKTEPUCTUKH IepeOpPaTBHOTO
KPOBOTOKa CBHJIETEIHCTBOBAIHN 00 YIOBIECTBOPUTEIb-
HOW 1iepeOpanbHOi nepdys3uu (puc. 6).

Puc. 3.

Philips Healthcare

[aHHble aMHMOTMUECKO-
ro MHOEKca Npu ynbIpa-
3BYKOBOM MCCNeAoBa-

Puc. 4. laHHble  ynbTpasByKoBO-

ro UCUIENOBaHUA uepes
56 pOHei nocie OTXOX-

HWUM NaLMEHTKN B NEPUOA, AeHus Bog, (22.11.2019),
npumMeHeHua MeToa0B aAMHUOTUYECKMIA UHAEKC
3¢ depeHTHOM Tepanumu 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. KpaHuanbHasa coHorpamMma HOBOpOXAEHHOro pe6ex-
Ka B 34 Hep. rectaunu. MpoHTaNbHLIA CKaH (HopMa).
Busyanusupytotcs BTOpUUHbIE U3BUIMHBI KOPbl 60/1bLINMX
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. UccnepoBaHne KpoBOTOKA B NepeaHel MO3roBoi apTepumn
HOBOpPOXXAEHHOro pe6eHka. KonuuectBeHHble XxapaKTepu-
CTUKM AONMJIEPOBCKOro CNeKTpa KPOBOTOKa B npeaenax
HOpPMbI, 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.
Fig. 7.

HoBopo)kaeHHas aeBoYKa Ha 22-e CYyTKU XU3HU
Girl on the 22" day of life

B nuHamuke B OTIEICHHUH peaHUMAIMA HOBOPOXK-
JICHHBIX COCTOsIHME peOeHKa cTabuibHOe, epedpalib-
HBII cTaTyc 0€3 MaToJIOTHH, IBUTATeIbHAS aKTUBHOCTh
Y MBIIICYHBII TOHYC COOTBETCTBOBAIM MOCTKOHIICTITA-
yABHOMY BO3pacty. UepenHas mHHepBaiusi 0e3 maTo-
JOTUYECKUX U3MeHeHud. O4aroBoil U 0OIIEMO3rOBOM
CUMIITOMAaTHKHU HEe oTMe4eHO. [locie oTMeHbI pecniupa-
TOPHOHM MONJEPKKU Ha 12-i NeHb *U3HU MepeBelcHa
B OTJIEJICHNE TIATOJIOTUH HOBOPOXK/IEHHBIX HA COBMECT-
HOE mpedbIBaHMEe ¢ Marepwio (puc. 7)

Co cnoB marepu, B 1 T. 8 Mec. 1eBOUKa HE OTCTaeT
B Pa3BUTHH OT CBOUX CBEPCTHHKOB, OYCHBb KH3HEpa-
JIOCTHast. AKTHBHO XOJWT, 3HAa€T MHOTO CJIOB, 3HAeT
BCEX PONHBIX MO UMEHAM, WI'PAeT C JOMAalIHUMHU K-
BOTHbIMH. OTMEUaeTCs MUILEBasi ajIeprusi Ha MOJIOY-
HBIC MTPOYKTHI — BUIUMO, PE3YJbTaT UCKYCCTBEHHOTO
BCKapMinBaHus (puc. 8).

OBCYXAEHUE

H3BecTHO, uTO y OEpeMEHHBIX NpHU KpailHEe BbI-
paXXEHHOM pHUCKE peall3alliid OuYeHb paHHUX IIpe-
kaespeMeHHbIX ponos npu [IMOB npornos ms 310-
POBbSL M JKM3HM IUIOJOB IPU TPAAULMOHHBIX Mepax
MajoOmaronpusaTHeii. [lo marHBIM  00CIeTOBaHUS
npu nocrymnennu B I y obenx manmeHTOK ObUIO
3aukcupoBaHo: MajoBogue (B TEpBOM HaOMIIOIC-
HUM — aHTMIPAaMHHOH), MPOSIBJICHUS 3HIOTOKCHKO-
33, BOCHAJIUTEIBHOTO OTBETA OPraHM3Ma, CKIIOHHOCTh
K THIIEPKOATYJISIIIMA — B OOJBIICH CTEIIEHH y BTOPOH
naureHTku. [IpoBeaeHneM KOMILIEKCHOM, B TOM YUCIIe
n3buparensHoii, DT yaanock KynupoBaTb 3TH HPOSB-
JICHUS U TIPOJIOHTMPOBaTh OEPEMEHHOCTb B HEPBOM
ciayuyae Ha 10 Hem., BO BTOpoM cirydae (BMecTe C Jie-
yenueM a0 noctymienus B III]) — wa 8 men. Ilpu

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

POXJIEHUU CPOKM TeCTalluu y JeTel ObUIM TpaKTh-
yeckn ojuHakoBble, MT mepBoro mioga cocraBuia
1600 1, Broporo — 1840 r. IlepsbIil 1uIOH, HECMO-
Tps Ha Ooiee ATUTENbHOE MpeObIBaHWE B MaTKe IPHU
[MNOB, mpu poXAeHNH W B HEOHATAILHOM IIEPHOC
B PEaHMMAI[MOHHOW TIOMOIIM HE HYXKJajcs, Iepese-
JIeH T0CJe POXKJIECHUS Ha OTJEJIEHUE MaTOJIOTMH HOBO-
POXICHHBIX. Bo BTOpoM ciiyyae maTolOrHUecKd Mpo-
TEKaBIIeH OepeMEeHHOCTH PeOCHOK B IMOCTHATAIEHOM
Mepruojie B CBSI3W C HEJOHOIIEHHOCTHIO W Pa3BUTHEM
pecnupaTopHOro JUCTPECcC-CUHApOMa HYKIaJICsA B pe-
CIIUpAaTOpHON moAaep:kKe B Teuenue 9 cyt. Paznu-
a B COCTOSIHUM JAETeH INpHU POKICHUU M Pa3BUTHE
JbIXaTEeJIbHON HEIOCTaTOYHOCTH Yy BTOPOro peOCHKa,
BO3MOXHO, CBSI3aHBI C Pa3HBIMH CPOKaMH Hadalsla BbI-
noiaenust DT mocne [TMOB: B mepBoM HaOIIOneHUN
MPAKTHUYECKN cpa3y, & BO BTOPOM CIIy4ae — TOJIBKO
yepe3 3,5 Hel. MOCi€ HW3JIUTUS BOJI M IPOBEACHUS
TPAJULIMOHHOIO JIEYEHUS B JAPYIOM YUPEKIEHHH.
HecMmoTpss Ha OCJIOXHEHHOE TeYeHHE OepeMEeHHO-
CTH, UMEIOIINECS PUCKU HapyIIEHHs pa3BUTHUS ILUIOA
U TPEKICBPEMEHHOE DPOAOpa3pelICHHEe, Pe3yIbTaToM
KOMIUICKCHOTO JICYeHHs OEpeMEHHBIX CTajo Oyaro-
MIPUATHOE B IEJIOM TEUEHHE IMOCIIEPOIOBOTO Teproa
y Marepeil 1 HeOHaTaJIbHOTO MepHoa Y JeTel OT ATUX
OepeMeHHOCTEeH, YTO, BOZMOXKHO, CBSI3aHO C JICTOKCH-
KalMOHHBIM M TPOTHUBOBOCHAIMTEIBHBIM 3 peKTaMu
n30MpaTenbHON, COUeTaHHON M 0e30MacHON TEXHOJIIO-
rueit OT.

3AKJTOYEHUE

Jnst mponoHTHpoBaHus OepeMeHHOCTH W Tpodu-
JIAKTUKU THOWHO-CENTUYECKUX OCIOKHEHUW Yy IKEH-
HIMH C yIPo30H OYEeHb PAHHUX MPEIKICBPEMEHHBIX

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

ISSN 2079-7850



KNUHUYECKUIM CYYAR / CLINICAL OBSERVATION

99

pomoB mpu [IMOB meromer DT HeoOXomuMo paHBIIE
BKJIIOYAaTb B KYPCbl KOMIIJICKCHOTO JICUCHUSA C OTPaXKE-
HUEM 3TOro (paKTa B KJIMHHYECKOM IPOTOKOJIE.

OOMNMOJMHNUTE/NIbHAA NH®OPMAL NS

Bxaan aBropoB. Bce aBTOpbI BHECIH CYIIECTBEHHBIHN
BKJIJ] B Pa3pabOTKy KOHIICIIMH, IPOBEICHHE HCCIIE0Ba-
HUSI M TIOATOTOBKY CTaThU, IPOWIN U 0100pmim (GUHATBHYIO
BEPCHUIO Tepe] MyOauKarei.

KoH(puuKkT MHTepecoB. ABTOpPbI JEKIApUPYIOT OTCYT-
CTBUC SBHBIX U IIOTCHIUAJBbHBIX KOH(bJ'lI/IKTOB HHTEPECOB,
CBSI3aHHBIX C MyOJMKalWeH HACTOSIIEH CTaThy.

HUcrounuk ¢uHaHncupoBanus. ABTOpBl 3asBISIOT
00 OTCYTCTBHHM BHEUIHETO (PMHAHCHPOBAHUS IIPU TIPOBEJIE-
HUM HCCIIEI0BAHMS.

HNudpopmupoBanHoe corjiacie Ha MyO0JMKanMI0. ABTO-
PBI TOJYYHIM TTHCBMEHHOE COIVIache MalMeHTOB Ha ITyOuu-
KaIMi0 MEAMIMHCKUX JIAaHHBIX M (oTorpaduii.
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KJMHUYECKUHA gnquﬂ VCI'IELJJHOﬂ KOPPEKLUWUU KOAPKTALMN AOPTDI
C TMNONNA3MEA AUCTANIBHON AYTN AOPTbI Y HEAOHOWEHHOIO PEGEHKA
C OYEHb HU3KO MACCOM TENA NMPU POXAEHUMU

© B.B. basbines, M.I1. Yynpos, K.T. Wernoea, [.A. bodaHos, C.E. LLernos

(DepepanbHblil LEHTP CepaeyHo-CoCYAUCTON Xupypruu, MeHsa, Poccus

[na yumuposaHus: basbines B.B., Yynpos M.I., Wernosa KT, bopaHos A.A., LWernos C.E. KnMHMYECKMA cnydalt yCnewHon KoppeKLmm
KOApKTaLMM aopTbl C rMNonaasmneit AUCTanbHOM Ayr1 aopTbl Y HEAOHOWEHHOTo pebeHKa ¢ OYeHb HM3KOW Maccoii Tena npu poxaeHum //
Meauatp. — 2022. - T. 13. — Ne 4. — C. 101-106. DOI: https://doi.org/10.17816/PED134101-106

BpoxaeHHbIM MOpoK cepAua CYMTAaeTC OAHWMM M3 Hambonee 4acTbiX Cpeau BPOXAEHHbIX MOPOKOB MPU POXAEHUU.
KoapkTauus aopTbl OTHOCMUTCSI K Tpynne 4acTo BCTPEYaLWMXCSA BPOXAEHHbIX MOPOKOB cepaua. B nogaensiowem 6onb-
LUMHCTBE C/ly4aeB OHa Co4yeTaeTcs C runonnasuel Ayru aopTbl U TpebyeT HEOTIOXKHOIO XMPYPruyeckoro BMeLATeNbCTBa.
OTCyTCTBME CBOEBPEMEHHOM AMArHOCTUKM AAHHOM NAaTONOrMM U HEOOXOLMMOW Tepanuu NpuBeAeT K 3aCTOMHOW CepaevHoM
HEeA0CTaTOYHOCTU, KAPAMOTEHHOMY LOKY M CMepPTU. XOTS pe3ynbTaTbl IEYEHUS HOBOPOXKAEHHbBIX C BPOXKAEHHBIMM MOPOKaMM
cepALa 3HaYMTeNbHO YYYLWMAUCH 3@ NOCNeAHWEe roAbl, 4EeTU C HU3KOM Maccov Tena OCTarTCa CIOXKHOM KaTteropmuen 60NbHbIX.
HenoHOWEHHOCTb M HU3KUWIA BeC Npu poXAeHWM — (DaKTOPbl PUCKA MOBbLILEHHOMW CMEPTHOCTM U pa3BUTUSA pekoapKTauuu
Yy MNafeHLEB, NEPEHECLIMX XMPYPrUYECKY0 KOPpPeKLUMIo.

MpenctaBneH KAMHUYECKMIA CyYai YCNEeLWHOW KOppeKLuMmn KOapKTaLMmM aopTbl C TMNONAa3Meit AMCTaNbHOW AyrM aopTbl Yy He-
[LOHOLIEHHOro pebeHKa C 04eHb HU3KOW MACcCoi Tena Npu poXkAeHUU. [IMarHo3 ycTaHOBNEH NpeHaTanbHO. Matepu pekoMeH-
[LOBaHO HabnwoaeHWe B nepuHaTanbHOM LeHTpe [leH3bl, rae Ha 35-i Hepene BbINMOJHEHO LOCPOYHOE pOoLOpa3peLleHne no
noBoAy ManoBOAMS WM BHYTPUYTPOOHOM 3adepXKu pa3BuTua nnoga. Macca tena npu poxaeHun coctasuna 1330 r. B aToT
Xe aeHb pebeHok noctynun B MeaepanbHblii LLEHTP CepAeUYHO-COCYAUCTON Xmpypruum eHsbl, roe nonyyunn HeobxoanMyro
XWMPYPruyeckyo nomollpb. Pesynbratel AMHaMMueckoro HabnaeHUs 3a NauMeHTOM MOKa3biBaldT OTCYTCTBME peKoapKTaluu
W apTepuanbHOM rMnepTeH3uu.

HeCMOTpﬂ Ha TO YTO HM3Kaa MaccCa Te€sla U HEAOHOLWEHHOCTb CYMUTAKTCA 3HAYNUMbIMU CbaKTOpaMl/I PUCKa pa3BuUTUA OCJIOXKHEHUM
7 HeﬁﬂaFOI'IpVIFITHOFO ncxopa, CoppeMeHHble MeaAUUMHCKUE TeXHONorun u HaKOMJIEHHbIM OMbIT NMO3BOAUAU CBOEBPEMEHHO
BbINOJIHUTb XUPYPTrUYeCKyrd KOppekuuk U npoBecTn ycnewHoe nocneonepaunMoHHOE neYyeHne U BbiXaXXMBAHUE pE6EHKa
C KoapKTaLI,VIeVI W runonnasuen Ayrmn aopTbl.

KnioueBbie cnosa: BpO)K,D,EHHbIVI NOpoK cepaua; KoapkKTtauua aopTbl; runonnasna Ayru aopTbl; HEAOHOWEHHOCTb, OY€Hb
HU3Kag MaccCa Tena.

Moctynuna: 07.06.2022 Ono6pena: 19.07.2022 MpuusaTa k nevatu: 30.09.2022
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Research Article

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
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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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BBEOEHME

[Mpubnuzurensuo 0,6—0,9 % Bcex HOBOPOXKICHHBIX
nMeroT BpokaeHHble nopoku cepaua (BIIC), n3 Hux
or 8 no 18 % wmmeror Huskyro (HMT, <2500 r) nim
O4YeHb HU3KYI0 Maccy Tena npu poxkaernn (OHMT,
<1500 1), TIpexae BCEro CBSA3aHHYIO C HEIOHOIICH-
HOCTBIO [6]. Cpenu HETOHOIIEHHBIX HOBOPOXKICHHBIX
¢ HMT wmun OHMT BpoxkaeHHBIE MOPOKH cepAla
SIBIISIFOTCS 3HAUUMOW TMPUYMHON CMEPTH, Ha KOTOPYIO
MIPUXOANUTCS OKOJO 25 % BceX HEOHATaNbHBIX CMep-
Teu [7].

Koapxkramus aopTbl — BpOXKJIEHHOE CyXEHHE HHUC-
XOJSIIEH aopThl, OOBIYHO PACIIONIOKEHHOE IHCTANb-
Hee JIeBOM MOJKIIOYUYHON apTepuu psIoM C apre-
pUaNbHBIM TPOTOKOM. Koapkramms aopThl COCTaBIIsSET
0,2-0,6 ma 1000 pomMBHIMXCS >KHUBBIMH M YaCTOTOM
5-8 % cpean BceX BPOXKIEHHBIX IOPOKOB Cep/la.
B 65-80 % cnyvaeB coueraercs ¢ rumoria3ueil muc-
TaJbHOM YacTU WM Bced ayru aoptel [1, 3, 9].

[lepBast ycmemHas omepanus TO yCTPaHEHHIO
koapkranuu Obuta BeimosiHeHa Crafoord B IlIBeruu
B 1944 r. Pe3exkunio KoapKTaluu y HOBOPOXKIECHHOTO
npoen Mustard B 1953 . [1, 3, 9]. Coyctst Gonee
70 et ObuTH pa3paboOTaHBI PA3THYHBIC XUPYprUUe-
CKHME€ METONbl KOPPEKIMH KOApKTAIlMM, B TOM YHC-
Jie acCOIMMPOBAaHHON ¢ rumomiasueil nyru. OgHako
€IMHOT0 TO/IX0Ja K BEIOOPY BapHaHTa XUPYPrHUECKOM
KOpPPEKIMH B HacTosiiiee Bpems Her. Hanbonee morry-
JIAPHBIMHU TEXHUKAMH SBIIAIOTCS BapUAHTHI TUIACTHKH
AOpTHI JIEBOW MOAKIOYAYHON apTepuei, B TOM YHUCIIE
CBOOOJHBIM JIOCKYTOM M ITyTEM pPEBEPCUBHOH aopTo-
IUIACTUKH, HAJIOKEHHE aHAaCTOMO3a MEXIy HHCXOIS-
el aopTod U NPOKCUMAIbHOW YacThIO AYTH IO TUITY
«KOHETI-B-00K», PE3eKINs CYKEHHOTO yJacTKa aopThI
C HaJIOKEHHWEM PACIIMPEHHOT0 aHacTOMO3a IO THUILY
«KOoHel-B-koHen» [2, 3, 5, 9]. MbI conumapHsl ¢ aB-
TOpaMH, KOTOpBIE MOJArarT, YTO JIYYIIUX OTJAJICH-
HBIX PE3yJBTaTOB MOXKHO TOCTUYh IPU PEKOHCTPYKITUN
IYTH B YCJIOBHSX HMCKYCCTBEHHOTO KpPOBOOOpaIeHus,
LHUPKYJISITOPHOTO apecTa WM HHU3KOMOTOYHOH mepdy-
3UW TOoJIOBHOrO mo3ra [1, 9].

Hecmotpss Ha TO 4TO pe3ynbTarhl JEYeHHsS B IIO-
CIIeZTHHE ACCATHIETHS 3aMETHO YIYyYIIWINCh, BCE eIle
OCTalOTCA KPaTKOCPOYHBIE M JOJITOCPOYHBIE IMpodiie-
MBI, CBSI3aHHBIE C OINepalyell U MocjaeonepaluoHHbIM
neprooM. CMEPTHOCTh IMOCIIE PE3EKINN KOAPKTAIUH
y nereil 1 roga xu3Hu cocrapisier 3,8 % [5]. Pannss
CMEpPTHOCTh IIOCJIEe KOPPEKIMH KOApKTAalUW C THIIO-
asueit gyru aoptsl — 9 %, HO OHa accoUMUpOBaHA
C COMYTCTBYIOLUIUMH aHOMaIUAMHU [8].

Kparkocpounsie mpoOieMbl MOTYT OBITH CBsI3a-
HBbl C HEJOHOIIEHHOCTHIO, MaJIOBECHOCTBHIO, a TaKXkKe
MIEPUOTIEPAITMOHHBIM COCTOSHHEM TaKHX MaIMeHTOB.
Munangenusl ¢ OHMT u BIIC umeror Gosnee BBICOKHM

puck cMmeprHoctr, dem aetu ¢ BIIC, He mmMeromiue
OHMT. HenoHOIEHHOCTh CBf3aHa C HE3PEIOCTHIO
OpraHoB, YTO NPEAPACIONaraeT MIIAJCHIEB K TaKUM
3a00NeBaHMsIM, KaK PECIHPATOPHBIA JAHCTPECC-CHUH-
JIPOM, HEKPOTH3UPYIOIINN SHTEPOKOJIUT, WH(EKIHS,
nmoycyHass HCEAOCTATOYHOCTb, BHYTPUIKCITYIOYKOBOC
KPOBOM3JIMUSHUE, IEPUBEHTPUKYIIIPHAS JIEHKOMAJISLINS
U PETUHOIATHS HEJOHOIIEHHBIX. DTU (DAaKTOPBI TAKKE
BJIMSIFOT HA XHPYPTUYECKOE JIEYCHUE C TOYKU 3PCHHSA
CPOKOB OTEpaIiiy, UCIIOIB3yEMOTO TOIX0/Ia M BBITION-
HseMOW Tpouenyps! [4].

B namem cnywae pebenok Becom 1330 r Obut 06-
CIIEJIOBaH Ha HAJMYME€ COIMYTCTBYIOIIEH NaTOJOTHH.
I'enernyeckue anomanuu orcyrcTBoBanu. [Ipu ymerpa-
3BYKOBOM FHCCJIEIOBAHWH TOJOBHOTO MO3ra Oblia 00-
Hapy’keHa HEe3peNoCTh MO3TOBOM TKaHU, a B OpraHax
OpIOIIHOI TOJIOCTH MATOJIOTHH HE BbIsiBIEHO. CoBep-
IIEHCTBOBaHUE METOJIUK MCKYCCTBEHHOI'O KPOBOOOpa-
[IeHHSI, TUIIOTEPMHS, CEJIEKTUBHAS TepQy3Hsi TOJOB-
HOT'0O MO3ra IO3BOJIET CHU3UTHL PUCKHU TMOBPCKIACHUA
LEHTPAJIbHOW HEPBHOU CHCTEMBI.

K monrocpounsimM npobieMam ciaegyeT OTHECTH Bbl-
COKYIO 4acTOTy Pa3BHTHS PEKOAPKTAI[UU A0PTHI, apTe-
pUaThHONW THIIEPTEH3WH, aHEBPHU3M aopTHl [3, 5, 8, 9].
Henonomennocts, Macca Tena MeHee 2,5 Kr y nereit
C KOapKTalMel aopThl — 3HAYUTENBbHBIHN (hakTop pu-
CKa, a HAJIMYKE TUTIOIIa3UH JyTH a0pPThl YBEIMUUBACT
PUCK pa3BHUTHS pEKOAapKTallMik W cMepTH B 2,9 pasa
[5, 9].

KNMHUYECKUIA CNYYAN

[lanuenT, ManbuuK, 1-€ CyTKH >KU3HH, HOCTYIHII
B otraeneHue peanumauuu OI'BY OLHCCX Ilenssl
¢ wmHpy3mer anmpocrtamwia (mpocrarmanauHa E 1)
0,1 MKr/(Kr - MHH) B TSDKEJIIOM COCTOSIHUH. PeGeHok
OT TMepBOi OepeMEeHHOCTH, TpOoTeKaBIIeH Ha QoHe
BHYTPUYTPOOHOI 3a/Iep’KKH pa3BUTHS TUIOA 3-ii cTe-
[IeHU, CUMMETpUYHas (popMa, YMEPEHHOE MaJIOBOIME.
Ponpr 1-e, B 35 Hex., mpexaeBpeMeHHBIE — JT0CPOY-
HOE OIEPaTUBHOE POJOpa3pelIeHre M0 MOBOAY MaJo-
BOJUS, BBIpAXKEHHOW 3aJep’KKHM pocTa IUIOJa, OLEH-
Ka 1o mkaine Amnrap 7/8 6anoB. Bec mpu poxaenun
1330 1, mmHa Tena 37 cwm.

IIpu ocMoTpe pebGeHka KOKHbIE MOKPOBBI ONIEHbIE
C IIMaHOTHYHBIM OTTEHKOM. YacToTa cep/euHBIX CO-
kpamenuid 170 B MHHYTY, apTepHajbHOE aBICHHE
Ha mpaBod pyke 55/31 MM pT. CT., Ha JIEBOH pyke —
46/27 mm pr. cT., Ha HOrax — 40/25 MM pT. CT.
Carypanusa 98 % na pykax u 92 % ma Horax. Jluy-
pe3 nocrarounslid. IIo naHHbIM ra3osB kposu: PH —
7,31, PO, — 52 mm pt. ct.; PCO, — 46 mm pT. cT,;
JJaKTaT — 3,5 MMOJIB/II.

Pentrenorpadusi:  pacmmpeHa  TeHb  cepiua
(KTU — 51 %). BoinonHeHo 3xokapauorpapuueckoe
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Puc. 1. KaptMHa MynbTMCNMpanbHOM KOMMbIOTEPHOI TOMoOrpa-
¢un o onepaumu. Crpenkoi nokasaH nepelieek aopTbi
(1,7 MM) ¢ runonnasueii AUCTaNbHON 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 (Oxo-KI'), mo maHHBIM KOTOpoOro ycra-
HOBIeH puarHo3: «Koapkramus aoptel. [wrmomna-
3ust Iyru aopThl. OTKPBITHIA apTepUaIbHBIN MPOTOK
(OAII) — 3aBUCHMBIIl CHUCTEMHBIM KpOBOTOK. [luia-
Talusl MPaBbIX KaMep cepila. AOpTajabHBIA KIanaH:
KJIarraHHoe Koibllo 4,4 MM (Z-omenka 2,3). Aopra:
BOCXOAsmas aopra 6 MM (Z-ouenka 0,2); ayra aopTsl
Ha ypoBHe mepemreiika 1,8 MM (Z-omenka 35,5); OAII
3,8 MM, cOpoc cripaBa HasieBo. COKpaTuMOCTh MUOKap-
Jla JIEBOTO JKeIy04uKa He cHIKeHa. CpeiHee JaBlieHue
B JleroyHoil aprepuu 50 MM PT. CT.

Ilo naHHBIM MYJIBTUCIUPATBLHON KOMIIBIOTEPHOU
tomorpadguu (MCKT): Bocxomsmuii OTHENT aopThl
6,5 mm (Z-omenka 0,35); myra mepen ycTbeM JIEBOM
MOJIKJTFOUNYHOM apTepuu 2,0 MM (Z-o1ieHKa 5,5); niepe-
meek aoptel 1,7 mm (Z-omenka 5,8); OAIl 4,1 mm
(puc. 1).

Ha 3-e cyTku xu3HU peOeHKY BBITIOIHEHA OTIEPAIlHSL:
PEKOHCTPYKIHS TyTH aopThl B YCIOBHSAX HMCKYCCTBEH-
HOTO KPOBOOOpAIleHHsI C apecToM KPOBOOOpAICHUSI.
Jocrymom BeIOpaHa CpeluHHAs CTEPHOTOMHS B CBS-
3U ¢ aHaTtoMuel OpaxwmoredaabHBIX COCYIOB, HE IIO-
3BOJISIIOIICH TONJCpKAaTh a/IeKBAaTHBIN IepeOpabHbIA
KpPOBOTOK Tpu Koppekuuu. [lomkirodeH ammapar wuc-
KyCCTBEHHOTO KpoBooOparieHus: aopra 6F, oOmas ka-
HIOSI B TipaBoe mipencepaue 10F. DxcrpakopriopaiibHoe
kpoBooOpamenue. ['mmorepmus 20 °C. Kapnnorerus
B KOpPEHb aopThl (KpoBsHasi, nBax/bl). [lepexara Hucxo-
JIAIIIAasl a0pTa ¢ ylaJeHHeM AyKTalbHbIX Tkanew. [lepe-
JKara aopra (HavyaTa CeleKTHUBHas Nepdy3usi TOIOBHOTO
Mo3ra). YaieHa KaHroJsl U3 BOCXOSAIIETO OT/esa A0PTHI
(apect kpoBooOpareHus). Bckpbita ayra BOCXOASIICH
aopThl MO 3a7aHEOOKOBOMY acleKTy M HaJOKEeH aHa-
CTOMO3 C HHUCXOJSIIEH aopTOil C BBIIIOJIHEHHEM PEKOH-
CTPYKIIMW TYTH aOpThl HUTHIO. YIIMBAHWE PaHBI C TIO-
MOIIbIO JIATEKCHOW 3aruiaTthl. Bpemsi MCKyCCTBEHHOTrO
KpoBooOpateHus: — 93 MuH, WIIEMHH MHOKapaa —

42 muH, apect kpoBoooOpamienns — 20 muH. [lo mkane
Apwucrorenst (Aristotle score) — 16 Gamos.

PeGenox mocTynun B OTAENEHHE pPeaHUMAIUU
Ha MCKYCCTBEHHYIO BEHTWIALIMIO JIETKUX C pa3BeleH-
HOM IpyAMHOM, THOTPOITHOW NOAIEPKKOM aApeHAIMHOM
0,1 mxr/(xr - muH). [Tocmenyromtue 2 CyT IPOBOIUIACH
DIyOOKast MyJIbTUMOIAIbHAS aHaIToceaanyst (KoMOnHa-
st heHTaHuIa, KeTaMiHa, JeKCMEeIeTOMUINHA, TTapa-
[eTaMosa) ¢ MuoIerneil poxkyponueM. Ha 3-e moce-
OIEpallMOHHBIE CYTKH B YCJIOBHSIX PEAHUMAIlHOHHOTO
OTJeNICHHUs MIPOU3BEACHO OTCPOYEHHOE CBEACHUE TPY-
JIUHBl C TIOCJEIYIOLIEH OTMEHOW MHOpEIAKCaHTOB
1 ONMOMJIOB. YUHTHIBAs pa3Be/ICHHYIO IPYINHY, IIPOBO-
Juiach KOMOMHUPOBAaHHAsI aHTHOMOTUKONIPO(MIIAKTHKA
aMUKallMHOM M BaHKOMHMIIMHOM COIJIACHO TNPHHATOMY
B KJIMHUKE NPOTOKOMY. JIIMTENbHOCTh KapIMOTOHH-
YeCKOM MONJEepKKH aJpeHaIMHOM cocTaBMia 65 u.
HckyccTBeHHass BEHTWIALMSA JIETKMX ITPOBOAMIIACH
120 4 ¢ mocnemyromueil dKCTyOalMel W TepeBOAOM
pebeHKa Ha BBICOKOMOTOUHYIO OKcureHammioo. C Mo-
MEHTa MOCTYIUICHHUsI B OTJeJIeHHE peaHuMaluud OcCy-
LIECTBISUIACh TEpanusl BHICOKOM JIETOYHOM T'MIIEepTEH-
3un: HCYQams okcuaa azora B koHTyp WBJL mog
KOHTPOJIEM COZEPXKaHUsl METreMOnIOOMHa B KPOBHU
C TIOCTIEYIOIINM IIEPEX0IOM Ha SHTEpabHOE BBEICHHUE
cunaeHaduia. BBIMOMHSICS CTPOruii KOHTPOJIb TEMIIe-
patypsl Tena B npeaenax 36,5-37,5 °C. Co 2-x nocne-
ONEPAlMOHHBIX CYTOK IMPOBOAMIIOCH MapeHTEpPaIbHOE
MUTaHAE PACTBOPAMH IIIFOKO3bI, aMUHOKHUCIIOT H JKUPO-
BOH dMyJbCUEN. B CBS3M C BBICOKMM PUCKOM Pa3BUTHs
HEKPOTHUYECKOTO SHTEPOKOJINTA SHTEPATBHOE NMHUTAHHUE
ObUTO Ha4aToO B TPOPHUUECKOM O00BEME C MOCTETIEHHBIM
pacumupenueM. [lomHbIi 00beM KOPMIIEHUS TOCTHTHYT
Ha 7-¢ MOCJIEONepALMOHHbIE CYTKH.

Ox0-KI' mocne omnepanuu. AopTanbHBIA KJlamaH:
KJIallaHHOE KOJIBLO 4,4 MM; aopTa: BOCXOJIas aopTa
6 MM; aHacTOMO3 Ha Jyre aopThl AuameTpoMm 4,5 MM,
rpaaueHT 9 MM pr. cT. bpromHas aopra: KpOBOTOK
MarucTpajbHbli ~ Heu3MeHeHHbIH.  COKpaTuMOCTb
He cHikeHa. CpefiHee JaBlieHUe B JIETOUHOW apTepuu
40 MM pT. CT.

[To pmanusiM MCKT-uccienoBanusi mociie omnepa-
LUK BOCXOASIIUN OTAEN aopThl 7,5 MM, Jayra mnepej
YCThEM JICBOM MONKIIOUYUYHON apTepuu 4,7 MM, mepe-
IIEeK aOPThI 3a YCTHEM JIEBOH MOAKIIOUUYHON apTepuu
4,9 MM, HECXOIAIIMIA oTAen aopThl 4,9 MM (puc. 2).

Ha 9-e mocneonepanoHHbIe CyTKH peOEHOK JUIS
JTATbHEHIIeTO BHIXaKUBAHMS OOPTOM CAaHUTApHOH aBHa-
UM TIepEeBEICH B MEPUHATAIIBHBIIN IIEHTP 110 MECTY K-
TenbcTBa. Bec npu nepesoge cocrasun 1390 r

[TareHT ocMOTpeH MOBTOPHO OoJiee rofa CIycTs
B Bozpacte 1 1. 3 mec. Bec 8 kxr. I'pyOpIx comarnue-
CKHX OTKJIOHCHHWH He BbLIBIcHO. [IpoBemena Dxo-KI.
AopTanpHBI KIamaH: KJamaHHOe Koiplo 11 mwm;
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KopeHb 15 mM; aopra: Bocxomsmas 12 mMm; gyra
11 mMm; anactomo3 8 MM (rpaameHt 13 MM pT. CT.,
V. 1,7 m/c), mucxomamas 8 mM. bprommnas aopra:
KPOBOTOK MarucCTpajibHbI Henm3MeHeHHbId. Cokparu-
MOCTb He cHIbkeHa. CpenHee HaBICHHE B JIETOYHOM
aprepuu 28 MM pT. cT. [Ipn m3mMepeHnn apTepuasbLHOTO
AaBJICHUS TUIICPTCH3WA HE BbISBJICHA.

3AKNIOYEHUE

CoBpeMeHHasi HeOHaTalbHAs KapIUOXHPYPTUs Ie-
MOHCTPHUPYET OOJIBIINE YCIIEXH, OHAKO X HEBO3MOXK-
HO JIOCTHYh 0€3 TECHOr0 MEKIMCIUIUIMHAPHOTO B3a-
MMOJICUCTBHSI HEOHATOJOIOB, ICTCKUX KapIuOJIOTOB,
KapIMOXUPYProOB, aHECTE3HOJIOTOB-PEaHIMATOIOTOB.
Huskas macca Tena u MaJiblii TeCTallMOHHBIA BO3pacT
HE JOJI’)KHBI OBITH MPEnATCTBUEM [IJI1 HAIIPAaBJICHUA
HOBOPOXKACHHBIX Ha ONCPATUBHOC JICUCHHUE B CIICHU-
AJTU3UPOBAHHBINA KapIUOXUPYPIUUECKUI CTallMOHAP.

OOMOJIHNTEJNIbHAA NH®OPMAL NS

Bxanan aBropoB. Bce aBTOpbI BHECIH CYIIECTBEHHBIN
BKJIaJl B pa3pabOTKy KOHIICTIIMH, NPOBEICHHE HCCIEI0Ba-
HUSI M TIOATOTOBKY CTaThH, IIPOWIN U 000pmim (GUHATBHYIO
BEPCHIO TIeper IyOInKaIue.

Kongaukr uHTepecoB. ABTOpHI JEKIApUPYIOT OTCYT-
CTBHE SIBHBIX W IOTEHUHUAIBHBIX KOH(IMKTOB HWHTEPECOB,
CBSI3aHHBIX C IMyOJMKalWed HACTOSIIEH CTaThy.

HUcrounuk d¢uHaHCcUpOBaHUsA. ABTOpbl  3asBISIIOT
00 OTCYTCTBHM BHEUIHETO (MHAHCHPOBAHUS TIPH IPOBEIe-
HUHU HCCIIeIOBAHUS.

HNudopmupoBanHoe cornacue Ha MyOaIMKanui. ABTO-
PBI TTOTYYHIM TUCHMEHHOE COIIacHe OQHITHAIBHBIX TTPEICTa-
BUTEJICH TAIMeHTa Ha ITyONMKALMI0 MEIUINHCKUX IaHHBIX.
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KNMHUYECKUA CJ'IV:-IAﬂ MUKCT-UHOEKLIUU LEHTPANIbHOA HEPBHOW CUCTEMDbI
CTA®UIOKOKKOBOM U TYBEPKYNE3HOW 3TUONIOTMN Y ABYXJIETHEIO PEBEHKA

© A.H. KonecHukos?, KO.H. Monaxosa?

! [loHeuKui HALMOHANbHbIA MeAMULMHCKMIA YHUBEpCUTET uM. M. Topbkoro, loHeuk, [IHP;
2 PecnybnuKaHCKUIn MEAULMHCKUIA MHOTONPOGMAbHbINA LeHTp, Lixunean, PHOO

Jna yumuposaHua: KonecHukos A.H., Monaxosa K0.H. KnuHnyeckuit cnyyait MUKCT-UHOEKLMUM LEHTPANIBHON HEPBHOM CUCTEMDI
cTadUNOKOKKOBOW M TYBEpKyNe3HoM aTnonorum y asyxaetHero pebenka // Neanatp. — 2022. — T. 13. = Ne 4, — C. 107-113.
DOI: https://doi.org/10.17816/PED134107-113

BocnanutenbHble 3abo0neBaHus BewecTBa M 000/I0YEK TOJIOBHOTO MO3ra XapaKTepM3YHTCS BbICOKOW /IeTasbHOCTbIO
(10-25 % B pa3BuTbIx cTpaHax 1 54-70 % B cTpaHax C orpaHUyYeHHbIMK pecypcamu). OaHa 13 ocobeHHocTel UHPEKLMOHHOW
MaToNorMun LLeHTPaNbHOM HEPBHOM CUCTEMbI — MOMM3TUONOIMYHOCTb BO3BYAMUTENEN, @ B CIYYasX Pa3BUTUS MUKCT-UHDEKLUM
BCerga cyuwectsyeT npobnema auddepeHUManbHOW AMArHOCTMKM M HA3HA4YeHMS afLeKBAaTHOW ITMOTPOMHOW Tepanuu.
CTadMNOKOKKOBbIN MEHUHTO3HUEePanuT BCTpeyaeTcs B 6,9 % cnyyaB MHPEKLMOHHOIO MOPAXKEHMS LEHTPANbHOM HEPBHOW
CUCTEMBI, NPU 3TOM TPYNMy pUCKa COCTABAAT LETU C MMMYHOLEPULMTHBIM COCTOSIHMEM. YaenbHbld Bec TybepKynesHoro
NMOPaXeHWs LLeHTPaNbHOM HEPBHOM CUCTEMbI KpaiiHe Man u coctaBnsieT Bcero 0,05-0,07 % Bcex neteit ¢ Tybepkynesom.

MpenctaBneHo KAnHMYeckoe HabNAeHNE TSAXKENOro TeYeHUS MUKCT-UHPEKLUN LLEeHTPaNbHOM HEPBHOM CUMCTEMbl Yy pebeHka
AByx net. OcoBeHHOCTbIO [AHHOrO KJMHWMYECKOro C/yyas CTano pefkoe covyeTaHue CTadUNIOKOKKOBOW M TybepkynesHow
3TUONOrMN MOPAKEHUS HEPBHOM cucTeMbl. OnNncaHa AMHAMMKA COCTOSHUS MaLMeHTa B TeyeHue 32 OHei B OTAENEHWU WH-
TEHCUBHOM Tepanuu. PaccTaBneHbl akLeHTbl B HAaNPaBAEHUSAX UHTEHCUBHOM Tepanuu 1 OTMeYeHa ponb BAUSHWUS afeKBaTHOM
3TMOTPOMNHOM Tepanuu Ha ucxon 3aboneBaHus (B LAHHOM C/lyyae aHTUOMOTMKM LUIMPOKOro CnekTpa B KOMOGMHaUMK C npo-
TMBOTYbepKynesHbiMM npenapaTamu). HecMOTpa Ha OKasaHHyK MeAMLMHCKYK NMOMOLLb, B ucxone 3abonesaHus y pebeHka
3adpukcupoBaHo dopMupoBaHme cybaypanbHOM ABYCTOPOHHEN 3MNMeMbl NOOHOM 061acTH, BEHTPUKYIUTA U OKK/IHO3MOHHOM
TPUBEHTPUKYNSPHOW ruapouedanuu, 4To BleyeT 3a COOOM BbICOKMIA PUCK AaNbHEMWeEN MHBANUAHOCTU. [lpeacTaBneHHbIN
KNMHUYECKWI CNly4ai, OMUCbIBAIOLLMIA TEYEHME M UCXOA PeAKOro covyeTaHus Bo3byauTenei MeHuWHrosHuedanurta, apnsetcs
npMMepoM HeobXxoAMMOCTU pacluMpeHHoW AnddepeHLManbHOM AMAarHOCTUKM BHE paMOK CTaHAAPTHOrO MOMCKA Kak Ha am-
6ynaTopHOM, Tak M Ha CTALMOHAPHOM 3Tane BeAeHWs NnauueHTa.

KnioueBbie cnoga: MEHMHFOBHLJ,ed)aﬂIAT; MHC]JeKLJ,lAFI; MHTEHCMBHAA Tepanus; Ll,epe6paanb|e OCNOXHeHUA.
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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?

! 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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BBEOEHME

bakrepuanbHOE NOpaXeHUE LEHTPAIBHON HEPBHOM
cucrembl (IITHC) — 3aboneBanue, pu kotopoM pede-
HOK MOYKET YCHYTb C JISTKHMHU CUMITOMAMH M OOJIbIIIe
He MPOCHYThCs. BocmanuTensHpie 3a001eBaHus Belle-
cTBa M 00O0JIOYEK TOJOBHOTO MO3Tra XapaKTepH3yIOT-
csl BbICOKOH JsertanbHOCThIO — 10-25 % B pa3BUTHIX
ctpaHax u 54-70 % B cTpaHax ¢ OrpaHUYEHHBIMH pe-
cypcamu. B 540 % cinyuyaeB B ucxone 3a0oieBaHUs
MMEIOT MECTO TSKEJIble HEBPOJIOTHYECKHE TOpakeHus,
KOTOpble (OPMHUPYIOT UHBAJIUIHOCTH [2].

OcHoBHast 0COOEHHOCTHh MH(PEKIIMOHHON MaTOJIOTUU
HHC — monmsTHONOTHYHOCTH BO30yauteneir [4, 5].
N3 cTadhnmoKoKKOB HAHOOIBIIIEE 3HAYCHIE B PA3BUTHH
MEHHMHTUTOB/MEHUHT09HIIe(DaTuTOB UIMEET 30JI0THCTBIN
crapmiokokk [8]. s cTaduIOKOKKOBOTO MEHHHTH-
Ta/MEHUHTO9HIle(haIluTa CBOMCTBEHHO [UIMTEIBHOE,
3aTsSHKHOE TEYeHHE CO CKIOHHOCTBIO K aOcIemupo-
BaHUIO, C BBICOKOW PE3MCTEHTHOCTHIO K aHTHOMOTH-
KaM OOJIBILIOTO KOJMYECTBAa HITAMMOB CTa(pMIOKOKKA,
OBICTPBIM TIPUOOPETEeHNEM YCTOMYUBOCTH B TIPOIlECCE
nmedenns [3, 11].

Tyb6epkynesnoe mopaxenue [IHC — onun u3 Hau-
Oosiee TSHKENBIX BAPHMAHTOB TEHEpAIM3alMH U IPO-
rpeccUpOBaHUs NIEPBUYHON TyOSpKYIE3HON MH(EKIUH
W OCHOBHAas MpHWYMHA CMEPTHOCTH OT TyOepKynes3a
B AeTckoM Bo3pacrte. Kak mpasuio, mopaxenne [[HC
TyOepKYJIC3HOM STHONIOTUU MPOTEKAET B BUJIE Oa3UIsIp-
HOTO MEHWHIUTA, TO €CTh BOCHAJECHUE JIOKAIH3YeTCs
MPENMYIIECTBEHHO Ha MSTKHX MO3TOBBIX 00OJIOYKax
ocHOBaHUS Mo3ra. OTmewaercs BBICOKHI YpPOBEHb
WHBAUAN3AINHA JIeTeH, MepeHeCIINX TYOepKyIe3HbIH
MEHUHTUT [6].

OO0mue WHTOKCHKAIMOHHBIE TIPOSIBICHUS y JeTel
HEPEIKO HUBENHPYIOT HEBPOIOTUYECKYIO CHMIITOMA-
THKY, YTO TPUBOJUT K IO37HEH JMAarHOCTUKE HEWpOo-
WHpEKIUH U HEeaJAeKBaTHOCTH TEpaluy B MEPBbIC JAHU
3aboneBanwust [9]. Puck peanmzanum MUKCT-WH(DEKIINH,
OCIIO)KHEHHOTO TeUeHUs 3a00JI€BaHUA Y JIETeH MepBHIX
JIeT KU3HU, 3aBUCUT OT HMHIUBUAYAJIBHBIX pPE3epBOB
OpraHu3Ma, HapylIeHHs UMMYHOJIOTHYECKON peakTHB-
HOCTH B BUJI€ TUIO- WINA THUNEPPYHKIUA UMMYHHOMH
CUCTEMBbI, (OPMHUPOBAHUS HMMMYHOJIOTHYECKOW TOJe-
paHTHOCTH K areHty [10].

Tepanust yacto ocioxHsieTcss AByMsl (haKTopamu:
CHIDKCHHEM MO3TOBOTO KPOBOTOKAa Ha (OHE OTeKa-
HaOyXaHUs TOJOBHOTO MO3Ta, YTO OCIIOXHSET Iaccax
AHTUOMOTHKOB Uepe3 TeMaTodHIIepaTnIecKuii 6aprep,
a TaKkKe HaJuyheM 30H OMOHEIOCTYIHOCTH BO30ymu-
TeJdsl — O04YaroB pa3MsAryeHus MO3TOBOTO BEIECTBA,
reMatoM — U, 0COOeHHO, Hamu4yneM (GUOPUHO3ZHO-
THOWHOTO JKCCy/aTa Ha MOBEPXHOCTH W B 000JI0YKaX
mo3sra [1, 7].

OMUCAHUE KNINMHUYECKOIO CNY4YA4

Manpunk, 2 roja, HaXOJWJICS Ha JIEYEHHUH B OT-
ngeneHuyd WHTeHcHBHOW Tepamuu (OUT) mns nereit
¢ MH(EKIMOHHOW MAaTOJIOTHEH B TeueHWuW 32 JHel
(10.09.2019-11.10.2019). Ilamuenty pyTHHHO TpOBe-
JICHBl KITMHIYECKUH 1 OMOXMMUYECKUI aHaTU3bl KPo-
BU, KJIMHUYECKUI aHallM3 MOYM U JIMKBopa. Ha MoMeHT
rocrnuTtanu3anud U Ha 7-¢ cytku B OUT mpoeneHst
0aKTepUOJIOTHUECKHE UCCIIEOBaHMs JTHUKBOPA, KPOBH,
Kajla, Ma3ka CO CIIM3UCTOW OOOJOYKH POTOTTIOTKH.
C uenbro auddepeHuanbHON JUarHOCTUKA HEHpo-
MH(EKINN HCCIIeOBaH JIMKBOP Ha OINpeeNieHne BO3-
OyauTens METOIOM TOJIMMEPa3HOM LEMHON peakLuu.

B munammke peGeHKa KOHCYJIBTHPOBAIM HEBPOJIOT,
O TATEMOJIOT, OTOJIAPUHTOJIOT, HEHPOXUPYPT, GTU3HATP.

[lo mokazanusiM TpoBelieHa peHTreHorpadus
U crnupayibHas komnbtoTepHas Tomorpadus (CKT) op-
raHoB I'pyAHOH KieTku. B nuHamuke (¢ MHTEpBAIOM
B 18 cyr) BremonHena CKT romoBHOTO MO3ra.

ITamment oOciemoBan Ha mpenMeT Haymuus BUY-
uHpEKIUU, TyOepKyJie3a.

Pebenok rocrnuranusupoan B OUT s nmereit
¢ uHpekunonHoit mnaromorueit 10.09.2019 B Tshxe-
JIOM COCTOSTHHH, KOTOpOe OBIIO OOYCJIOBJICHO B IIep-
BYI0O OuY€pellb HEBPOJIOTMYECKOM CHUMIITOMATUKON
[mo mikane kom Imasro — 7 GamwioB (koma 1), cy-
JIOPO’KHAsE TOTOBHOCTb| M JBIXaTEIbHBIMU PacCTPOU-
ctBamu [OpaaumHOod 8—10 B MUHYTY, STH30BI aITHO?
1o 20 ¢, carypauus kucinopona B kposu (SpO,) 74 %].
MeHuHTeanbHble 3HAKW OTPHIIATENbHBIE, OYaroBbIe
CUMIITOMBI TaKke orcyTcTBoBasiv. Ha done debdpub-
Hoii nuxopaaku (38,5 °C) ormeuanach peskast Oien-
HOCTH KOJKHBIX ITOKPOBOB C BBIPAKEHHBIM «MPaMOPHBIM
pPUCYHKOM». Jl€ATENBbHOCT CepAlla PUTMUYHAS, TaXH-
kapaus 710 170 B munyty. CpenHee aprepuaibHOe aB-
JIEHHE B TIpeJiesIaX BO3PAaCTHOM HOPMBI — 65 MM PT. CT.
JKuBoT MsrKui, 3amaBIIni, JOCTYIEH IIyOOKOH Majib-
maruu. llocme mocTaHOBKM HA30TracTpalibHOTO 30HIA
MOJTYYCHO OTHCISIEMOE IO THIY «KO(PESHHOW TyIIm.

OTpe3Kku  KHUIIEUYHHKA  OOBIYHBIX  MaTBIIATOPHBIX
cBoiicTB. [lapeHxumaTo3HBIE OpraHbl B BO3PACTHBIX
npesenax.

PebGenox maTYOMpOBaH, HadaTa NCKYCCTBEHHAS BCH-
TUJISIIKS JIETKUX B peskume PSV ¢ mapamerpamu Peak
18 mb6ap, PEEP 5 m6ap, MAP 11 mb6ap, F 20/mum,
Ti/Te:1/2, FiO, 60 % (nocrenenno FiO, chmxen
10 30 %). beina HasHaueHa Tepamnusa: aHTHOAKTEpH-
anpHas (meTpUakcoH, aMHKAIMH), TPOTHBOBUPYC-
Has (alMKIOBUP), MPOTHBOrpHOKOBas ((IrOKOHA30M),
AHTHUKOAryJasiHTHas (TermapuH), TOpMOHaJIbHas (JeK-
cameTa3oH), nH(y3roHHas (10A KOHTposieM OanaHca
JKUJIKOCTH B PEKUME HOPMOBOJIEMHH).

ITo pesynasrataM 1a0OpPaTOPHBIX HCCIEAOBAHUNA
HAa MOMEHT TOCTHTAaJHM3alM¥ HMMEJIH MECTO: aHeMHA
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JIETKON cTerneHu (TeMornoOuH 96 T/7, SpUTPOIUTHI
2,9 T/n), tpomboumnTonenust (136 I'/n), ypoBeHs sei-
KOLUTOB 5,6 T/T C BBIP@KEHHBIM HEUTPOPHIBLHBIM
caBurom (majoukosimepHble Herrpodwmisl 50 %, cer-
MeHTosiZiepHble HeHTpoduibl 29 %, mumdorutst 18 %,
MOHOIIUTH! 3 %). YpoBeHb (hMOpWHOTEHA HA MOMEHT
rocruTain3anuu cocrtasui 9,8 r/i. B pesynbrare jirom-
0anbHON MYyHKIMU TONYyYeH MYTHBIH CBETIO-KENTHIN
JIMKBOP IO/ BBICOKUM JIaBIICHHEM; MUKPOCKOITMYECKHU:
TUIEOIMTO3 A0 165 KIIETOK B MKJ, U3 KOTOPBHIX 93 %
HEUTPO(WIOB, MPOTEHHOAPXHs 110 3,5 T/1, IIroKo3a
JIUKBOpa 2,6 MMOJIB/JT (HA MOMEHT MCCIICJIOBAHUS TIIU-
kemust 4,1 MMOIIB/I).

Ha ocHOBaHMM KIMHUYECKOH KapTUHBI U 1abopaTop-
HBIX JIaHHBIX IPEABApUTENILHBIA MAarHO3 3Bydasl Tak:
«G04.2 baxTtepuanbHblii MEHWHIOdHIE(DAIUT HEYTOU-
HEeHHBIN. OCIOKHEHNS: 0TEeK-Ha0yXaHHe TOJIOBHOTO MO3-
ra, CHHAPOM JTUCCEMUHHPOBAHHOTO BHYTPHCOCYIHCTOTO
CBEPTHIBAHUS, AaHEMHS CPEIHEH CTEHNECHHU TSHKECTHY.

W3 anmamne3a 3aboeBaHmsI H3BECTHO, UTO PEOSCHOK
Ooneer B TeueHwe | Mec., Korma TMOSBHIINCH YacCThIN
HETPOAYKTHBHBINA Kamleib, cyOQeOpuibHas nuxopa-
Ka, pUHUT, 3k3aHTeMa. C MOMeHTa 3a00JeBaHus MOJTy-
yasl aMOy/naTOpHOE JICUCHHE Yy yYacTKOBOTO IeAMaTpa
(Budepon, Kennen, JInzo6axr) 1o moBoy SHTEpOBUpYC-
HoM mHpekuun. CocTosHUE YXYAUMIOCH Ha 3-il JeHb
3a00JIeBaHysl, AUArHO3 U3MEHEH Ha «OCTPBIA OPOHXHTY,
nponoinkeHa amOynaTopHast Tepanust (3uHHAT, JInHekc,
Lerpun, wHTamamun cansbyTamona). Ha done mnede-
HUS UMeJIa MECTO TIOJIOKUTEIbHAs JMHAMUKA, OJHAKO
peOCHOK MpOIOIIKa JIMXOPaaAuTh Ha CyO(heOpHIIbHBIX
midpax (mo 37,0-37,4 °C, nmpeuMyLIeCTBEHHO B Be-
yepHee BpeMsl), TaKKe COXPAHSIICS HENpPOLYKTHBHBIN
kamenb. CocrossHue peOeHKa CTPEMUTEIBHO YXYIIITH-
nock 10.09.2019, xorna Ha ¢done GeOpUITBHON JINXO-
paaku (10 39,0 °C) MoSIBIIIUCh TOHHUKO-KIIOHUYECKUE
CYIOPOTH, HapyLICHUS CO3HAHMS M JbIXaHMS.

B xome oOuieHust ¢ pomuTensiMu CTajl H3BECTEH
(bakT KOHTaKTa pedcHKa C POICTBCHHHKOM, OCBOOO-
JUBIIUMCS W3 MECT JIMIICHUs cBOOOIBI 3a 2 Mec.
IO Hauana 3a0ojeBaHUs. YUHTBHIBas JaHHOE O00CTO-
ATEJICTBO, ObUT MpPOHM3BEACH 3a00p JHMKBOpAa U MO-
KPOTbl M3 TPaxeOoOPOHXMAJIbHOTO JEpeBa C 1LEJbIO
JTUATHOCTHKH TyOepKyJie3HOTo mporecca. Mukobakre-
pun TyOepKyne3a B MOKpOTE OOHapyKeHbl He ObLIH,
onnako Obuta Beigenena JIHK mukobakrepuu meto-
JOM TIOJIMMEpa3HOW WENMHOW peakuuu B JIHMKBOPE.
ITocme xoHCymbTanmuu QTU3MaTpa OblIa Ha3Ha4YeHa
ATHOTPOITHAS Teparnusl (3TaMOyTol, pUpaMITUIIH, U30-
HUA3W], TUPA3HHAMUT).

Ha 4-e¢ cytku B OUT Obutn mOMy4YeHBI pe3ynbTaThl
0aKTEepHOJIOrMYECKOro MOCEBa: B MOKPOTE CO CIIH3U-
CTOM 0OOJIOUKH POTOIIOTKH W B JINKBOpPE OOHApPYKECH
Staphylococcus aureus 10° (4yBCTBUTENEH K BaHKO-

MHUIIMHY, MEPOIICHEMY, JIECBOMULICTUHY, LIe()TPUAKCOHY,
JTUHE30IUY ).

JIMarHOCTHYECKHI MOUCK OBUT OCIOKHEH TEM, YTO
W3 CTaHIApPTHBIX NPHU3HAKOB TyOEpPKYJIE3HOrO IOpa-
xkenns [JHC wmmenma mecTo TONBKO OEITKOBO-KJICTOY-
Hasl JUCCOLMAlMs B KIMHUYECKOM aHalIM3€ JIMKBODA,
B TO BpeMs Kak OTCYTCTBOBAJIM CHHKCHHE YPOBHS
[JIIOKO3bl M BBINIAJIGHUE TOHKOM TUIeHKH (hubpuHa.
[lo xnuHUYECKUM U 1a0OpaTOPHBIM AAHHBIM Ha IEp-
BOM MecTe OblUTa KIWHUKAa OaKTepHabHON 3THOIIO-
run 3aboneBanms. Ha wuckimoueHne TyOepKyIIe3HOM
STHOJIOTMU HATOJIKHYJ TOT (DaKT, 4To pedeHOK Ooien
B TeUeHHE Mecsua (ATUTEIbHBI HEMpOIyKTUBHBINA
Karienb, cyopeOpuibHas JIUXOpaaka), a TaKkkKe HMel
KOHTAKT C POJCTBEHHHUKOM C OTSATOLLECHHBIM SIUIEMHUO-
JIOTHUYECKUM aHaMHE30M.

Kak Bo30ynuTenu HeiiponHheKIH ObLTH HCKITIOUe-
HBl BUpyc OnmireiiHa — bapp, nUTOMeEraioBUpyc, BU-
pyc mpocTtoro reprieca 1-ro u 2-ro THIOB (AIUKIOBHP
OTMEHEH cpa3zy IOCIie MOMYUYSHHs Pe3yIbTaToB Hccie-
noBanust). Mccnenopanne Ha BUY-undeknuo umeno
OTPHILATEJILHBIN Pe3yJIbTar.

HeiipoBusyanuszauusi, peHTreHorpagusi OpraHoB
TPYIHOM TOJNIOCTH OBbIIa HEBO3MOXKHOW BBHUIY TSKE-
CTH COCTOSIHHSI M HEZIOITyCTUMOCTH TPAaHCIOPTHPOBKH.

B Teuenme mepBbIx Tpex cyTok Tepanuu B OUT
TpeOoBanach MEAWKAMEHTO3HAs CeAauusl [THOIEHTAI
HaTpuil B 03¢ 3—4 MT/(KT - 4)] C Ienbl0 KyMUPOBaHHS
CYJIOPOKHOM TOTOBHOCTHU. B ciiyyae OTMEHBI THOTIEH-
Taja HaTpus BO30OHOBISUINCH KIMHUYECKHUE CYOPOTH
M0 THUIY <«JKEKCOHOBCKMX MpHUMNankoB». B Ttepammio
OblTa BKJIIOYEHA BaJbIPOEBas KUCIOTA B BUJAE MOCTO-
saHOM nH(pY3un B no3e 30 mr/(kr - cyT). C 1enpio Ky-
[UPOBAaHUS CHUHIPOMA JIMCCEMUHUPOBAHHOIO BHYTpPHU-
COCYIUCTOTO CBEPTHIBAHUS MAIMEHT JBAX/bI MOy
TpaHCy3UI0 KOHCEPBUPOBAHHOM CBEKE3aMOPOKEHHOM
I1a3Mel (C MHTEpBAJIOM B OAMH AeHb). Kak ocmoru-
YEeCKUH AUYPETUK C LEJIbI0 TePAlluM OTeKa-HaOyXaHus
rojoBHOTO Mosra npumensuics 10 % pactBop ann0y-
MmuHa. Ha 4derBepThlii J€Hb JI€UEHUS HA4arO CHUXKE-
HUE J03bl C MOCHEAYIOLIEH OTMEHOW THOIIEHTANIa Ha-
TpHUS — CYIOPOXKHOM TOTOBHOCTH OTMEUEHO HE ObLIO,
OJIHAKO COXpPAHSJICS CIOHTAHHBIM MEPUOANYECKUI
TUIEPTOHYC IPABOM PYyKH, CHA3M MHUMHUYECKOU My-
cKynaTypbl. PebeHok Hawyan pearmpoBaTh Ha OoJieBbIE
pa3apakuTenu HELEJEeHANpPaBIeHHON JBUraTelbHON
AKTUBHOCTHIO. C II€TIbIO 3aMECTHTENbHOW MMMYHOTE-
panmuu BKJIIOYEH MMMYHODIOOYIWH G demoBedeCKuit
HOpMaJbHBIH B 03¢ 1,25 r/cyT Kypcom 5 nueit. [Tu-
TaHWE 4Yepe3 Haz0TracTpaJbHBIM 30HA HE ycBauBal,
nepeBe/iecH Ha MapeHTepajbHOe MUTAHUE.

HaunHast ¢ BOCBMBIX CYTOK MHTEHCHUBHOW Tepamnuu
oTMeJasach MOJOKUTETbHAS TUHAMUKA B HEBPOJIOTH-
YEeCKOM CTaTyce B BHJIE CIIOHTAHHOTO OTKpPBIBaHU Va3,
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(ukcarmy B3MIAAA Ha SPKUX TIpeAMETax, OIHAKO
MPOIYKTUBHOMY KOHTAKTy ITallACHT OCTaBaJICs HEI0-
ctyneH. [lokazaTenu KIMHMYECKOTO aHalM3a KpPOBH
C TOJOXXUTEIbHOM AWHAMHMKOW: aHeMHs, TpomOouu-
TOTIEHUSI KynmupoBaHb! (remoriiodbnH 112 1/m, Tpombo-
nuThl 286 T/11), KaK TOJOKUTEIBHBIA MPU3HAK pac-
LIEHEHO HapacTaHue ypoBHs JielikonmToB a0 12,0 r/n
(manoukosimepubie HeHTpoduibl 12 %, cermeHTosaep-
Hble HeTpoduisl 48 %, nmumbountsl 34 %, MOHOIU-
Thl 6 %). llpoKanbIUTOHWH K TSATHIM CyTKaM Tepa-
nuu coctaBua 0,2 ur/mi (npu HopMme a0 0,05 Hr/min).
B OuoxuMudeckoM aHajiM3e KPOBH MONYYCHBI JaHHBIC
0 JIETKOM THITOKOArylsifuu Ha (hJOHE MpPUMEHEHHsS Te-
naprHa B MPOQUIAKTUYECKUX /033X (TPOTPOMOHMHO-
Boe BpeMs 19 c, MexJIyHapoJHOE HOpPMaJM30BaHHOE
otrnHomenne 1,34 ycn. en.). OuOpUHOreH K MATHIM
CyTKaM CHIDKEH B 2 pa3a OT HMCXOAHBIX 3HAYCHUH
(mo 4,9 r/m). KnuHu4Yecknii aHalM3 JTUKBOpPA TaKKe
C MOJIOKUTEIBbHON AMHAMHUKON: MIICOUTO3 35 KIETOK
B MKJI, U3 KOTOPBIX 55 % HEUTPOHIIBI, TPOTEHHOAPXHIS
0,9 r/m.

[InanoBo, ¢ yueToM pe3yinbTaToB OaKTEpUOIOTHYe-
CKOTO HCCJICJIOBaHHSA, TIPOBE/IEHA CMEHA aHTUOAKTEepH-
aIBHOM Tepanuu: KOMOWHAINH TIePTPUAKCOH + aMUKa-
IIUH Ha MepoIleHEeM + BAHKOMUIIHH.

K xoHIly BTOpoi#l Hemenu JieueHUs OTMEUYEHO Mpo-
IPECCHBHOE YIyullleHHe cocTostHus. llomoxurenbHas
JTMHAMHKA HEBPOJIOTUYECKOTO CTaTyca B BHJIE YaCTOTO
CIIOHTAHHOTO OTKpBIBaHHA TJa3, (pukcanmu B3TIAIA,
CIIOCOOHOCTH CIIEANTDH 3a SIPKUMH TpEeIMEeTaMH, CTH-
0aHUs JTOKTEBBIX, TOJCHOCTONHBIX U KOJICHHBIX CycTa-
BOB, LI€JICHANPABICHHON peakuuy Ha OOoNeBble pas3npa-
xutenu. llpomomkeHo BBeleHHE aHTUKOHBYIIHCAHTOB
(BampIpoeBas KUCIIOTa) B BUAC MPOMJICHHOW HH(Y3HH
B mpexkHell no3upoBke. llanmeHT skcTyOmpoBaH Mo-
Cclie TIPOJUICHHON MCKYCCTBEHHON BEHTWIISLIUM JIETKHX
B TeueHuHn 13 nHel. PeOEHOK HENpOIOIKUTENEHOE
BpeMs HYXJaJlCcid B KHCIOPOIOTEpaliy dYepe3 JInIle-
BYIO MacKy motokoM 1 ji/muH. IlocTereHHO mepeBeacH
Ha JHTEpaJbHOE MHUTAHHUE.

Ha 15-e cyrkm c MOMEHTa TOCHUTAIN3ALUN
(25.09.2019), mocie OTHOCHUTENBHOW CTaOWIH3AIIH
COCTOSIHHS W OTCYTCTBHSI TIOTPEOHOCTH TAI[MeHTa
B Kucnoponorepanuu mnposerena CKT opranos rpya-
HOW KJIETKM Ha MpeAMeT TyOepKyIe3HOTO MOopasKeHusl,
B UTOTe 0OOBEMHOI M 0YaroBOii IMaTOJIOTHH HE BBISBIIE-
HO. Ilo pe3ynsraTtam HelpoBU3yaTH3aIllMl UMEIOT Me-
CTO MIPU3HAKK OYarOBBIX M3MEHEHHI, OT€Ka TOJIOBHOTO
MO3ra, paclIupeHnss OOKOBBIX KETYIOYKOB TOJIOBHOTO
MO3ra, a TakKe ITMOUIUT.

PebeHok KOHCYIBTHPOBAH OTOJIAPUHIOJIIOTOM: PEKO-
MEHIOBAHO MTPOIOJDKUTH TEPAITHIO B MPEKHEM 00beMe,
MOCJIe KOHCYJIBTAIIU HEBPOJIOTA B JIEYEHHE BKIIIOYEHBI
MOJTUTENITU/IBI KOPBI TOJIOBHOTO MO3Ta CKOTA.

K 20-m cytkam B OUT y pebeHka BOCCTaHOBH-
JOCh CO3HaHHWE, CcTaju Ooliee aKTUBHBIMHU JIBIIKCHUS
B KOHEUHOCTSX, peOCHOK YBEpEHHO JAepiKal B pPYyKe
UTPYIIKY, €1 U3 JIOKEUKH, MPH 3TOM CaMOCTOSTEIBHO
HE JAepskan royioBy, He cuuein. Ilponomkena miaHosas
Tepanus, B TOM 4YHCJIE€ aHTUKOHBYJIbcaHTamu. lIpo-
BEJICHAa IUTaHOBas 3aMeHa aHTHOAaKTepHaJbHOW Tepa-
UM — BKJIIOYECH JICBOMUIICTHH.

Ilpu mnpoBeneHUHM KOHTPOJIBHOM HEUpOBU3yaIH-
3anuy Ha 31-e CyTKM OT MOMEHTa TOCHHUTAIU3aLUuN
(11.10.2019) mo maHHBIM MarHUTHO-PE30HAHCHOW TO-
Morpaduu oOHApyKEHbl MHOXXCCTBEHHOE MOpaKCHHUE
TOJIOBHOTO MO3Ta BOCHAJMTEILHOIO TeHe3a C MpHU3Ha-
KaMH BEHTPHUKYJIUTa B COYCTAHUHU C SIBICHUAMH IIe-
PUBEHTPUKY/ISIPHOIO OTEKAa, OKKJIIO3MOHHAsl TPUBEH-
TPUKYJsIpHas ruponedanus, cyonypaibHas sMIrueMa
J00HOM 001acTu ¢ IByX cTopoH. [Tociie koHCyIbTauu
Helpoxupypra peOeHOK ObUl mepeBeAeH B HEeMpoxXu-
PYPruyecKoe OTAEICHUE Ul ONEPaTUBHOTO JICUCHHUS.

Ha momenT mepeBoma BeIHeceH amarHo3: «G04.2
bakrepuanbHbIii MEHHHTOHIEPATUT, MHKCT CTa(QHII0-
KOKKOBOH U TyOepKyJIe3HOH 3THOJI0rHU. OCIIOKHEHUS:
cyOnypajibHasl IBYCTOPOHHSSI SMIMeMa JIOOHOH oOa-
CTH, BEHTPHUKYJIUT, OKKIIO3MOHHAs TPUBEHTPUKYJIIP-
Has tuaponedanus. CHHIPOM IUCCEMHUHHUPOBAHHOTO
BHYTPHCOCYIHMCTOTO CBEPTHIBAHUSD).

3AK/IIOYEHME

OcCOoOeHHOCTh  IIPEACTABIEHHOIO  KIMHUYECKOTO
CiTydas 3akKJIo4aeTcsi B TOM, YTO COYETaHue TyOep-
KyJle3Horo u craduiokokkoBoro mnopaxenusi L[HC,
B OCOOCHHOCTH y JIETEH, BCTpEUaeTCs JOCTATOYHO pell-
ko. IlanpenTt ObuT JOCTaBIIEH B MPOMUIBHBIA CTalNO-
Hap B TSKEJIOM COCTOSIHUU C KJIMHUYECKON KapTUHOU
TUIUYHOTro OakTepuangbHoro nopaxenus LIHC. Orcyr-
CTBOBQJIM TPSIMbIE MPH3HAKH TMOPAXKCHUS OpraHu3Ma
MuKoOakTepueil TyOepkyses3a: MepBHYHbIC OYard HMH-
¢unupoBanus, crneunuUeckue M3MEHEHUs JHMKBOPA,
Ha BO3MOXHOE MMUKCT-HHOULHMPOBAHUE YKa3bIBAaJIU
JUIIb YIa4HO COOpaHHbIE aHAMHECTUYECKHE JJaHHBIE.

OcraeTcsi OTKPBITBHIM BOIIPOC MEPBUYHOTO MM BTO-
puunoro nopaxenns LIHC: y manuenra nMena mecto
TeHepanu3anus TyOepKyIe3HOTo Mmporecca, u Ha GoHe
CHIDKeHHOW peaktuBHOCTH Murparus B LUHC cradu-
JIOKOKKa 13 oyara MHQEKIruu (3TMOUINT) WK Ha (OHE
ocTpoil MaHu(ecTauuu OaKTEpUaNTbHOTO MEHHHTO3H-
nedanuTa Mpou30LIIa reHepaau3auus TyOepKyae3HOl
nHeKIIn?

[lo Hamemy MHEHHIO, KJIFOYEBHIM MOMEHTOM Jie-
YeHHUsd OKa3aJach 3THOTPOIIHAs Tepanus, B YacTHO-
CTH, ylayHas SMIMpHYEcKas Tepamnus aHTHOMOTHKa-
MH IIUPOKOTO crekTpa (1edTpHakcoH, aMHKAIHH),
YYBCTBUTEJIBHOCTh KOTOPBIX OblUla IIOATBEP)KACHA
pe3yabraTaMu  OaKTEepHOJIOTHYECKOTO HCCIIeIOBAHNUSA,
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a TaK)Ke CBOCBPEMCHHOC BKIIFOYCHHUE CIEIUPUUECKON
NPOTUBOTYOCPKYJIE3HOU Tepanuu (3TaMmOyTon, prudam-
NUIWH, M30HUA3W[, NMupasuHamui). PeGeHky mpose-
JICH INMUPOKHUN CHEKTP IUATHOCTHYECKHX MEpOTpHsi-
TUH (OrpaHUYHUBAIOIINICS BO3MOKHOCTSIMH JIeueOHOTO
VUIpEXKACHHS), a TaKKe BCA HEOOXOmMMas ITaToreHe-
TUYCCKasd W CHUMIITOMaTU4YCCKas TCparus. HCCMOTpH
Ha CBOEBPEMEHHOCTb OKa3aHUsl MEIUIMHCKOH MOMO-
MM, B UCXOJIC 3a00JICBAHMS BBISBICHBI TSKEIbIC LIEpe-
OpasbHBIC OCITOKHEHUS (CyOmypaibHast IBYCTOPOHHSS
SMIIeMa JIOOHOW OO0NacTH, BEHTPHUKYIHT, OKKIIO3U-
OHHasl TPHUBEHTPUKYISIpHAs ruapouedanus), Tpely-
IOIUE JalbHEHINEro OIEepaTuBHOTO BMEIIATEIhCTBA
C BBICOKHM PHCKOM (OPMHUPOBAHUS HMHBAIHUIHOCTH.
TaxuMm 006pazom, CTAIKUBAsCH ¢ HH(GEKIIMOHHBIM TI0pa-
skeaueM [HHC, B ocobeHHOCTH y AeTel, HE0OX0auMO
BBIXOJIMThH 332 PAMKH CTaHJAPTHOTO JMArHOCTUYECKOTO
MOMCKa, KaK Ha aMOYyJIaTOPHOM, TaK W Ha CTalMOHap-
HOM 3Tarle, a TAK)Ke MIOMHUTb, YTO HECMOTPS Ha IITHPO-
KHE€ BO3MOXHOCTH Ha6opaT0pH51x U MHCTPYMCHTAJIb-
HBIX METOJIOB JMAarHOCTUKH, IOAPOOHO COOPaHHBIM
aHaMHE3 HE YCTYNaeT MM B IICHHOCTH IOJYYCHHOM
WH(OPMAIIHH.

OONOJIHUTENNbHASY UHOOPMALIUA

Bxiax aBTopoB. Bee aBTOpBEI BHECHIH CyNIECTBEHHBIN
BKJaJ B pa3pabOTKy KOHIICIIIMH, IPOBEACHHE HCCIIe0Ba-
HUSI ¥ IOAATOTOBKY CTaTbH, MPOWIN U 0100pmin (HUHATBHYIO
BEPCHUIO TIepe] IMyOInKaIien.

KonduukT nmHTepecoB. ABTOPHI EKIApUPYIOT OTCYT-
CTBHE SIBHBIX W IOTEHIUAIBHBIX KOH(MJIMKTOB HMHTEPECOB,
CBSI3aHHBIX C IyOIMKanued HacTOSIIeH CTaTbH.

HUcrounuk ¢uHaHCUpOBaHUs. ABTOpPBl  3asBISIOT
00 OTCYTCTBMM BHEIIHEro (pMHAHCHPOBAHUS HPH IPOBEIe-
HUH HCCIICIOBAHUS.

HNndopmupoBanHoe coriacue Ha NMyOJHKANHIO. AB-
TOpBl TOJYYWIM NHCBMEHHOE coracue O(UIMAIBHBIX
Mpe/CTaBUTENCH MalMeHTa Ha MyOJMKAlNui0 MEAUIIMHCKUX
JJAHHBIX.
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Mapus Kadaw

Kunra npepncrasiseT co60il THEBHMK, paccKa-
3pIBAIOLIVII O MAaJIeHbKOl HeBo4Yke Mapuke u ee
v MaMe, >XM3Hb KOTOPBIX VAVBUTEIBHBIM 0OpasoM

K raH CKM M Iepecekaach ¢ TreHueM oproneauy laBpumaom
yp A6pamoBndem Vnn3apoBbIM, 0 ero BpadeOHOI Jie-
ATENIBHOCTYU, KOTOPYIO OH BeJl C HEOOBIKHOBEHHBIM

A H e B H M K 4e/I0BEKONM00MeM, Bepoil, paHaTU3MOM ¥ HEYTO-

MUMOCTBI0. YnTarens ysHaet, kak [LA. Vinusapos

OTHOCM/ICSL K JIIOASM, KOTOpbIe >XWIM M pabo-

' & Ta;mM B OONbHUIIE, CyMeeT IPOCTeANTDb 3a IPOYC-
XOMBIIMMM U3 TOfja B T'OJI II€PEMEHaMM.

B wuspanum samevarsieHpl IIPOM3OIIEALINE

B Poccum BaskHbIe UCTOpUYIECKNE CO6I)ITI/I}I, KOTO-
pbl€ OKa3ain CYHB6OHOCHOC B/INsAAHVIE Ha BECHh MUD.

Yurarenb, KOTOPBII OKaXKET [OBEpUe HEM3BECTHOMY MMEHM U BO3bMeT B pyku «Kypranckmii
nHeBHMK» Mapuu Kaparm, monyunt HeoObIKHOBeHHOe BIedaTaeHye. OcoOblil MHTEpeC MpUIA0T
JHEBHUKY T'YMaHM3M, MUPOBUJEHNE U KM3HEHHAsA IO3MLMA €ro aBTopa.

Banepuss Haopa,
HYpHATUCI U KPUMUK

OTa KHUTA ABIAETCS IIpE€KpaCHbIM IIPUMEPOM CIIOCOOHOCTM 4Ye/TOBEKA BBIKOBBIBATD OEHHOCTU U3
csoux ucnoiTanuit. Kak mucan Jlacno HemeT, pasyMHbIil 4elnoBeK CyMeeT CO3[aTh TBOPYECKYIO
MacTepckylo maxe B capae. [Tpumep Mapunm Kapamr yOemurenpHO IOKasbIBaeT, KaK IMCaHUe
AHEBHNMKA I OTBETCTBEHHOCTDb MHTE/IEKTYaIa IIOMOIran el BeCTu HEYCITOBEYECKYIO 60pb6y, BbI-
IaBUIYIO HA €€ JOMI. ITO OAVH M3 YPOKOB, KOTOPbIl KOCBEHHO IIOMOTAaeT OCO3HATbh 3Ta KHUTA.

Hoxmop Ouope Lleiizenv,
épau-zeHemux
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B3AUMOCBA3b NCUXOJIOrMYECKOIO AUCTPECCA, BA3OBbIX YBEXOEHUNA

U BOCNPUATUA CEMEUHBIX OTHOWEHWUW Y POACTBEHHUKOB, ONEKAKOLWKUX
OETEU U B3POCJIbIX, CTPAOAOWUX SNUNENCUEN

© AM. Wnwkoea?, B.B. bouapos®?2, A.M. Teepnoxne6osa?, H0.C. YepHaa 2, A.4. Bykc?,
B.A. Muxainnos?, H.A. CuBakoBa?
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MCHUXONOMMYECKOTO AMCTPECCa, 6a30BbiIX YOEKAEHWIA 1 BOCTIPUATUA CEMENHbIX OTHOLIEHWIA Y POACTBEHHMKOB, OMEKAIOLMX JETEA U B3POC/bIX,
cTpagatolmx anunencueit // Neaunatp. — 2022. — T. 13. — Ne 4. — C. 115-127. DOI: https://doi.org/10.17816/PED134115-127

AKTyanbHOCTb. POACTBEHHMKM, OCYLLECTBNSIOWME YXOL 3@ GONbHLIM 3NWUAENCUei, UrpaloT 3HAYUTENbHY poNib B CUCTEME
OKa3aHMWs MOMOLLM M NOALEPXKAHMM BNarononyyuns XpoHMYeCkM 60bHOrO M YacTo UCMbITbIBAOT BO3AENCTBME 3HAUUTEBHOIO
cTpecca.

Lenb — u3yyeHune B3aMMOCBA3M MCUXOJIOTMYECKOrO aMcTpecca, 6a30oBbix yoexaeHuin 1 BOCNPUATUS CEMENHbBIX OTHOLEHUN
Yy POACTBEHHWMKOB, OMEKAKLWMX AETEN WM B3POC/bIX, CTPALALWMX INUNENCHEN.

Matepuansl u MeToabl. B uccnenoBaHun npuHanu yyactue 62 poAcCTBEHHMKA, onekawlwmx 60MbHbIX 3nunencuel, 44 pop-
CTBEHHMKA, OMeKallWMX neTei, — CpeAHUI BO3pacT POACTBEHHMKOB CoCTaBun 34,64 [cpeaHekBaApaTUyecKoe OTKIOHe-
Hue (SD) = 6,73] ropa, n 18 poaCTBEHHMKOB, ONEKalLWMX B3pOCblX, — cpefHuit Bo3pacT 48,72 (SD =10,99) ropa. B pabote
NPUMEHSNNCL CreLManbHo pa3paboTaHHas aHkeTa A4S OLEHKM COLMANbHO-AeMOrpapuyeckux U KAUHUYECKUX XapaKTepu-
CTWUK, OMPOCHMK BbIPAXXEHHOCTM Ncmuxonatonornyeckon cumntoMatnkn — Symptom Checklist-90-Revised, Lkana 6a3uncHbix
ybexaeHuin n LLikana ceMenHOro oKpy»XeHus.

Pe3ynbratbl. Pe3ynbtaThl MCCNELOBAHUS BbIPAXXEHHOCTU NCUXONOTMYECKOro AUCTpecca, 6a3ucHbIX YOexaeHun U BOCnpusaTus
CEMEWHbIX OTHOLIEHWI B M3yYaeMbIX rpynnax poLCTBEHHMKOB MO3BOIUIM BbISIBUTb 3HAUMTENIbHOE CXOACTBO Kak B 3KCMAWULM-
POBAHHOCTM CMMMTOMATUUYECKUX NMPOSABNEHUI Y 6IM3KMX BONbHbLIX, Tak U B BOCMPUSTUM UMW COBCTBEHHOM NIMYHOCTU, OKpPY-
YatLWEero MMpa v BHYTPUCEMEHHOTO B3aUMOAENCTBUS. Y BIM3KMX TakMX BOJIbHbIX OTMEYAEeTCs 3HAUMTEIbHAS BApUATUBHOCTb
W BbIPaXKEHHOCTb MCMXOMNATONIOrMYECKON CUMNTOMATHKK, @ AEMOHCTPUPYEMOE POACTBEHHMKAMU BOCNpUATUE cebsi U OKpyxKa-
IOLLEr0 MMPa XapaKTepu3yeTcs BbIPAXXEHHOCTbHO «PacafHbiX» TEHAEHLMNA, BbICTYNAIOWMX B KA4eCTBE NMCUXONOrMYecKol 3a-
WMTBI, NPEnaTCTBYHOLLEN KaTacTpodU3aLMM CYObEKTUBHOM OLLEHKM CUTYaLLMK, CBS3AHHOW C XpPOHMUYeCKoi 6one3Hbto 6M3Koro.
3akntoueHue. [poBefeHHOe UCCef0BaHWe NPOAEMOHCTPMPOBANO HEOOX0AMMOCTb Pa3paboTKu CneLmanm3npoBaHHbIX MNCu-
XOTepaneBTUYECKUX MEPONPUATUIA, HaMpaBiEHHbIX HA CHUXEHUE YPOBHS MCUXONOrMYECKOro AMCTPecca Y POACTBEHHWKOB,
onekawLwwux 60/bHbIX 3nunencuei. Npu co3faHuM M NPOBELEHUM TaKMX MEPOMNPUATUIA BaXeH yyeT CyObeKTUBHOM OLLEHKM
Ha/IMYHOM XXM3HEHHOM CUTYaLMM OMeKaLWMM POACTBEHHUKOM, @ TAKXKe €ro IMYHOCTHBIX LLEHHOCTEN U YCTaHOBOK, BO MHOTOM
onpenensLmnx BbIpaXXEHHOCTb NCUXOMNATONOMMYECKOMW CUMNTOMATUKU Y AAHHOTO KOHTUHIEHTa.

KnioueBble cnoBa: anunencus; poaCTBEHHWUKM, oneKawlme 60MbHbIX; NMCUXONOTMYECKUt AUCTpecc; 6a3ncHble YCTaHOBKMY;
BOCMpPUATME CEMENHBIX OTHOLIEHWUN.

Mocrynuna: 08.06.2022 Ono6pena: 20.07.2022 MpuusaTa 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?, 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 AlJa, 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 “fagade” 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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AKTYAJIbHOCTb

Onunenicuss — TsHKEJI0e XpOHMYeckoe 3aboreBa-
HUE, paclpOCTPaHEHHOCTh KOTOPOTO, IO OIEHKaM
BcemupHoli opraHuM3anuu 3apaBOOXpaHEHHsSI, COCTaB-
ngetr ot 4 g0 10 va 1000 yenosex [13].

N3BecTHO, YTO MEAMKO-CONMANIBHBIE MOCIEACTBHS
STMJICTICUM OKA3bIBAIOT 3HAYUTEIIFHOE HEraTUBHOE BITHSI-
HHE Ha Ka4eCTBO KM3HH MauueHToB. OUIylieHue noTepu
KOHTPOJISI U HE3aBHCUMOCTH, CTPaXx, JETPECCHUs], CTHIMa-
TH3AIUA ¥ CaMOCTHTMAaTH3AIMs, Pa3INYHbIC COIMAb-
HblE OTpaHWYCHHUS, a TaKkKe (PUHAHCOBBIC TPYIHOCTH,
OIMCBIBAIOTCSI aBTOPaMHM B Ka4eCTBE 4YACTBIX MOCIE/I-
ctBuii 3toii Oone3nn [20]. Ocoboe MecTo B HCCIeo-
BaHMAX 3aHUMAIOT TIPOOJTIEMbI CONMAIIM3AINN Y CTpajia-
FOIUX JIMJICTICHEH AeTeit u mompocTkoB [3, 4, 7, 15].

3HauuTeNbHAS A0 TIOOAIBHOTO MHPOBOTO Ope-
MeHH OoJe3Hell MNPUXOAUTCS HWMEHHO Ha JIIHJIel-
curo [13], mosTomy paszpaboTka cTpareruii mo CHu-
KEHHIO COIMAIBHOTO ¥ DKOHOMHYECKOTO yIepOa
OT 3TOro 3a0o0NeBaHHsI — OJHA W3 IMEPBOCTENEHHBIX
3a/lad 3/1paBOOXPAHEHUSI.

B mnocnennue pecaTuieTHs BHUMaHUE HCCIIENOBa-
TeJIel BCe yallle MPUBICKAIOT POJCTBEHHUKH, OIEKaI0-
e OONMBHBIX dIUIeTicheil. Takoe MpUCTaNIbHOE BHU-
MaHHE K POJICTBEHHHUKaM OONBHBIX OOYCIIOBICHO TEM,
YTO, C ONHOW CTOPOHBI, OHH HWTPAIOT BAKHYIO DPOIb
B 3((}EeKTUBHOCTH TepaneBTHYECKUX MEPONPHUITUI
Y TIOAJIEpP’)KaHUU Onaronoiaydusi OONBHOTO, a C JIpy-
TOl — HaJIW4YHe SMWICTICHH Y OHOTO U3 WICHOB CEMBbH
CHIDKAET KadyeCTBO JKU3HH €ro OJIM3KUX, TOBBIIIAET
PHCK pa3BUTUSL CTPECCOOYCIOBICHHBIX MCHXHYECKHX
U COMaTHYECKHX PAaCCTPOMCTB KaK y HEMOCPEICTBEH-
HO OTICKAIOIINX OOJHHOTO POJCTBEHHUKOB, TaK M BCEX
OCTaJBHBIX WICHOB cembH [2, 6, 9, 11, 15, 22].

OYHKINN OTEKAIOIIEero JHIA, OCYIIECTBIISIONIETO
yXon 3a OONBHBIM SHHIENCHEH, BKIIOYAIOT B ceOs
KOHTPOJIb 32 CBOEBPEMEHHBIM IIPUEMOM JICKapCTB,
KyIUpOBaHHUE MPHUCTYIIOB, MOHUTOPHHT M IIepenady
nH(pOpPMAIMHA O CUMIITOMAaX MPUCTYIIOB METUITTHCKIM
paboTHUKaM, mojjepkanue (QyHKIUH camMooOCITyKH-
BaHMs OOJBHOTO, OKAa3aHHE MCHUXOJIOTHYECKON ITOMOIIN
nanueHty u MHoroe apyroe [17]. Takas Harpy3ska, Kak
MIPaBHUIIO, COMPSDKEHA CO 3HAYUTEIBHBIM CTPECCOM IS
OMM3KKUX OOJBHOTO.

B coBpeMeHHBIX HCCNENOBaHUSIX TPYAHOCTH H TIe-
PEKUBaHUS POJCTBEHHHUKOB, OMEKAIOMINX XPOHUYECKH
OOJIBHBIX, Yallle BCETO KOHIENTYaIH3HPYIOTCI B paM-
Kax MOJenn «OpeMeHu».

Uccnenosanus «OpemMeHn» yxona 3a OOJbHBIM 3ITH-
JIETICHE M BOMPOCHI, CBA3aHHBIC C KaYe€CTBOM KH3HH
OTIEKAIOIIMX €ro OJM3KUX, B OOJNBLIMHCTBE HCCIEHO-
BaHWUH W3y4arOTCd Ha TIETUATPUUECKOW MOIYISIIUN
[2, 5, 11, 15, 19]. JanHble 00 omeKkyHaX B3pOCIBIX Ta-
[IMEHTOB BCTPEUAIOTCS 3HAUUTEIHHO pexe [16, 17, 21].

B wuccnenoBaHusAX, HampaBiICHHBIX Ha HW3yYEHHE
POIICTBEHHUKOB, OICKAIOMIMX OOJBHBIX DJIHIICTICHUCH,
BHE 3aBHCHUMOCTH OT BO3pacTa OIEKaeMbIX UMH 0OJIb-
HBIX, OIMHUCBHIBAIOT 3HAYUTEIBHOE CHIDKCHHUE KauecTBa
JKU3HU OTICKAIOIINX OJM3KHUX, HATMYNE y HUX TPEBOXK-
HBIX U JENPECCUBHBIX PACCTPOMCTB, HEYIOBIETBOPEH-
HOCTh COLIMATILHOM MOACPKKOi [5, 14, 15, 17-19, 21].
B To ke Bpemsi comocTaBieHHE JUTEPATYpPHBIX TaH-
HBIX O POJCTBCHHHKAaX, OIEKAIOIUX OOJBHBIX 3ITH-
JIETICUeW pa3HOro BO3pacTa, B HACTOSALIMA MOMEHT
MIPENICTABIISACTCA 3aTPYAHUTEIBLHBIM H3-32 Pa3IHauid
B METOMOJIOTUM HCCJCNOBAHUS W TPUMEHICMBIX Me-
TOJAX TUATHOCTHUKHU.

HecMmotpst Ha To 4TO HccienoBaHus OoOHApPYKUBa-
0T OTYETIMBYIO CBSI3b OpEMEHHM W JAHMCTpecca y IHII,
OCYIIECTBISIOMUX YXOI 3a OONBHBIMHU SIUJICTICUEH,
C OCOOCHHOCTSIMH (DYHKIIMOHUPOBAHUSI UX CEMEWHOM
cuctemsl [17], a Takke 3HAYUMOCTHIO CYOBEKTUBHOM
OLICHKU MPOUCXOMSILEr0 ONEKAOIINUM POJCTBEHHUKOM
B TIPOIIECCE €ro ajanTarud K OOJe3HH, BOCTPHUATHE
CEMENHBIX OTHOIIEHUN M OCOOEHHOCTEH II€HHOCTHO-
CMBICJIOBO# c(ephl JIMYHOCTH OTEKAIOIINUX POJICTBCH-
HHUKOB OCTAIOTCSl HEIOCTATOYHO M3YyUYEHHBIM.

Llens pabomsi — WCCIENOBAaHUE B3AUMOCBSI3U
TICHXOJIOTHYECKOTO JIHCTpecca, 0a30BBIX yOSKICHHA
U BOCHPUATHUS CEMENHBIX OTHOUIEHWW Y POJICTBEH-
HUKOB, OMEKAIOIUX ACTEH U B3POCIBIX, CTPAJAIONINX
SMUJICTICUEH.

MATEPWANbI U METObl

B uccnenoBanuu npuHuManu ygactue 62 poicTBeH-
Huka [17 MyX4uH U 45 >KEHIIMH, CPeIHUN BO3pacT
coctaBun 34,64, cpeaHEKBaIpaTUYECKOE OTKIIOHE-
aue (SD) = 6,73], onekaromux OOJBHBIX SIHJICTICUCH,
HaXOJSIIUXCsl Ha JiedeHUu Ha 7-m otaenennu HMMUIL]
ITH um. B.M. bexrepesa Munsnpasa Poccuu u ncuxo-
HeBposiornueckoMm otnaeneHnn Caskr-lletepOyprekoit
JIETCKOM ropozackoit OompHUIEI cB. Onbru. [locranoBka
JMarHo3a OOJIbHBIM OCYLIECTBIISIACh IKCIIEPTaMHU-Bpa-
yaM#, ocHOBHOM jauarHo3 G40 mo MKB10.

B 3aBucuMocTH 0OT Bo3pacTa MallMEeHTOB POACTBEH-
HUKM OBUIM pa3fesieHbl Ha ABe Ipynmnsl. B mepsyro
IpYIIy BOLUIM POICTBEHHUKH B3POCIBIX ITaLlUCH-
toB (PB) — 18 uwenosek. Bropyio rpynmy cocraBuimun
ponctBennuku nereit (PII) — 44 ugenoexa.

[IpoBenenne wucciaenoBaHus ObUIO OMOOpEHO He-
3aBUCUMBIM  3THYECKUM KomuTetoM npu @DI'BY
«HMUIL TIH wum. B.M. DbexrepeBa», MNpOTOKOI
Ne DK-U-35/21.

Kputepun BkiOoueHMs: Hanu4yue ONU3KUX POA-
CTBCHHBIX OTHOLICHUH (MaTh, OTEl, »EHA, MYX)
¢ 6ompHBIM, cTpanatonum srmsencueii (G40); Bozpact
obcreyeMoro poncTBeHHHKa OT 18 Jjer; moOpoBOiIh-
HOE COIJIacHe Ha y4acTHe B HCCIIEJOBaHHH.
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KpuTtepnn HEBKIIIOUEHHWS: HAMYHAE Y OIEKaeMOTO
PpOICTBEHHUKOM OOJILHOTO KOMOPOUTHON IMICUXUIECKON
narojoruu (MWM30(QpeHns, MaHHAKaIbHO-JCTPECCUB-
HBI TICUX03, OOJBIIOE ACTPECCUBHOE PacCTPONCTBO;
aJIMKTUBHBIC PACCTPOUCTBA); HAJTMUKE y 00CIIeIyeMo-
TO POJICTBEHHUKA TPYOBIX MICUXUYECKHUX FJIH HHTEIIICK-
TyaJbHBIX PACCTPONCTB B aKTyaJIbHOM COCTOSIHUM WJTH
B aHaMHe3e; HAJIM4Ke y 00CIeayeMOro poACTBEHHUKA
TSKEIIBIX COMATHYECKUX, HEBPOJIOTHYCCKUX U JIPYTUX
3a00JICBaHI B COCTOSTHUW BBIPKEHHOH JEKOMIICHCA-
[IUH, TIPETATCTBYIOMUX MPOXOXKICHUIO 00CIIe0BaHUS.

Juzaiin nccrnenoBaHus — KpPOCC-CEKIIMOHHOE.

B uccrnenoBanuu Takke HCIONb30BAIUCH JAHHBIC,
coOpaHHbIE HAMHU B TIPEIBIAYIINX UCCIeaoBaHusX [1],
W JaHHbIe padOT APYTruX HCCIeoBaTelNel, MmpencTas-
neHusie B quteparype [8, 10]. Jist comocrapnenus pe-
3yJAbTaTOB, MOMYYEHHBIX MO0 OMPOCHUKY BBIPA’KEHHO-
CTU MCHUXOIATOJOTUYECKON cuMmToMaTuku (Symptom
Checklist-90-Revised, SCL-90-R), mamm ObuLTH ¥HC-
MOJIb30BAHBl  JaHHBIE, TIONy4YeHHBIE JlabopaTopuei
TICUXOJIOTHH TOCTTPaBMAaTHYECKOTO CTpecca U TICHXO-
tepanuu UHctutyta neuxonorun PAH, Ha monynsauumy,
TIOJIBEPIIICHCS BO3JEHCTBUIO XPOHUYECKHX TICHXO-
TPaBMHPYIOIINX COOBITHH, a UMeHHO OexkeHmax [10].
Jmnst yrounenus pesyneTaroB 1o Ilkame Oa3wcCHBIX
yoexnenuii (ILIBY) paccMarpuBainch HOpMaTHBHBIC
JIaHHBbIC, TIOJYYEHHBbIE IPU MPOBEACHUHU aTanTaluu
Metonuk [8]. Jas comocTaBieHUs pe3yNbTaToOB, IO-
nydeHHbIX 10 IllIkane cemeitrnoro okpyxenms (LLICO),
WCTIOJIH30BAJINCh HOPMATHUBHBIE JAAHHBIC, MOITYYECHHBIE
HAMU Ha BBIOOPKE M3 PECHOHJCHTOB O€3 BUIMMOMN CO-
MaTHUYECKOM, HAPKOJIOTMYECKOM U MCUXHATPUUYECKOU
narosioruu [1].

NucTpymenTsl ucciaenoBanus. HccinenoBaHue
MIPOBOJIMIIOCH C TTOMOIIBIO TECTOBBIX M KIMHHUKO-TICH-
XOJOTHYECKUX MeTOoA0B. C KaXIbIM pPOICTBEHHUKOM
MPOBOMIIACH Oecella, B XOle KOTOPOW 3alloIHsIach
CIENMaIFHO pa3pa0oTaHHas aHKeTa, B KOTOPYIO ObLIH
BKJIIOYEHBI KIIMHUYECKHE U COLMAIbHO-IeMOorpaduye-
CKH€ XapaKTepUCTHKH 00CIeqyeMbIX, UX ceMel U ma-
[MEHTOB. B KauecTBe TECTOBBIX METOJOB MPUMEHS-
;. ONpOCHUK BBIPAKEHHOCTH TICHXOMATOIIOTHYECKOM
cumrromatukn SCL-90-R B amanrarmuun H.B. Tapa-
opunoii [10] — s M3ydeHUs BBIPAKCHHOCTH TICHXO-
MATOJOTHYECKUX MPOSBICHUN U OLIEHKH WHTECHCHUBHO-
cTU ucmbIThiBaeMoro nauctpecca; IBY B amantanun
M.A. Tlagyna u A.B. KorenbuukoBo [8] — mist
WCCIIEZIOBAaHUS OTHOIICHHUS K CaMHM cebe M OKpyKa-
fomemy mupy; LLICO B amantammu C.1O. Kympusso-
Ba [12] — mis u3y4eHuss 0COOCHHOCTEH BOCIPHUSITHS
POIICTBEHHUKAMH BHYTPUCEMEHHBIX OTHOIICHUM.

MeTtoasbl cTaTucTU4YecKOoil 00padoTku. OOpaboTKa
JAHHBIX TTPOBOAMJIACH TPH TOMOIIHM CTaTHCTUYECKOTO
nakera IBM SPSS v.21. IIpoBepka Ha HOpPMaJIbHOCTb

pacnpeeneH s KOJIMYeCTBEHHBIX MoKa3arenel B KaKaon
TpyIIe OCYIIECTBIUIACh MpY oMol kputepus Llamu-
po — Yunka. Ilpu npoBeneHnr CpaBHUTENBHOIO aHAIM3a
ucnonb3oBam  meton Kpackena — Yonmica ¢ mocre-
IyolmM npuMeHenueMm U-kpurepust ManHa — YUTHU.
Jlis conocTaBieHus pes3ysbTaToB, IOMYYEHHBIX B HC-
CIJIelyeMBIX TpyMIiaX ¢ HOPMaTUBHBIMH JJAHHBIMH, TIPeI-
CTaBJICHHBIMU B JIMTEpaType, UCIOIb30BAJICS OJHOBBI-
Oopounblii kputepuil f-CtbromeHTta. s mokasarenet,
MMEBLIMX HOPMAJIBHOE PACIPENeICHUE, PacCUUThI-
BaMCh cpenane (M) uM CcpenHEeKBaJpaTHYECKUE OT-
kimoHeHus (SD), Uil OCTambHBIX IMOKa3arene — Me-
muaHa (Me) n MeXkBapTHIbHBIA pasmax (/QOR). Jns
HOMMHATUBHBIX MOKa3aTejel BBINOJIHAIOCH CPABHECHHE
BBIOOPOYHBIX YaCTOT C TIOMOIIBIO Kputepust x> [TupcoHa.
Pazmunst Mexy rpynnaMu IpUHUMAINCH CTaTHCTHYe-
CKM 3HaYMMBIMH, €CIIH TOJY4YCHHbIC 3HAYCHUS p ObUIN
MeHee 0,05. B kauecTBe Mepbl CBA3M MEXIy IOKa-
3aTesIMU ObLI MPUMEHEH KO3(PQUIMEHT KOPPEsuu
CrimpmeHa.

PE3YJIbTATbI

ConnanbHo-nemMorpadpuyeckne U KJIMHHYECKHE
noKazareJiu

Cpeny POJICTBEHHUKOB, OIEKAOIIMX B3POCIHIbIX
OonbHBIX, ObUTO 5 MyxunH U 13 xenmwmH. CpenHuit
BO3pacT pojcTBeHHUKOB coctasui 48,72 (SD = 10,99)
rozna, OONBIIMHCTBO HMHTEPBBHIOEPOB HMMENH BBICIIEE
(61,1 %) wmm cpeaHee crenuajibHOE O0pa3oOBaHUE
(27,8 %), paboTanu Ha MOMEHT HccienoBanus 88,9 %.
Cpennuii BO3pacT MAalMEHTOB B ATOW TPYIIE COCTa-
Bun 28,23 (SD = 8,423) roga, cpeHui BO3pacT Hadasa
3aboneanms 17,11 (SD = 6,286) roma, MIUTEIHHOCTD
3aboneBanmst B cpemHeMm 6,56 (SD = 12,88) rona.

B rpymme poactBeHHHKOB nered Obio 12 Myx-
yuH 1 32 xkeHuuHbl. CpenHuil BO3pacT pPeCHOH[ICH-
ToB coctaBmi 34,64 (SD =6,73) roga, OOJBIINHCTBO
nmenn Boiciee (75 %) WM cpemHee CreIralbHOe
obpazosanne (13,6 %), paboraim Ha MOMEHT WHC-
cnenoBanus 63,6 %. Cpemnuii BO3pacT MAaIUeH-
ToB — 4,72 (SD =4,59) roga, cpennuii Bo3pact 3a-
ooneBanus — 1,51 (SD =2,932) rona, NIUTEIBHOCTD
3aboneBanmst B cpemnem 3,10 (SD = 3,14) rona.

ComnocraBieHHe HCCIIEAYEMbIX TPYII POJICTBECH-
HUKOB IO COIMAJILHO-JEMOrpaUICCKUM U KIMHHYC-
CKMM TPU3HAKAM IOKA3aJI0 3HAYUTEIBHYI CXOXKECTh
BBEIOOPOK T10 TIOJTY, 00pPa30BaHUIO U COIMAIBLHOMY TIO-
JIOKEHUI0. 3HAYNMbBIC W OKHIaeMbIe, B CHITy OCOOEH-
HOCTEW BBIOOPOK, OTJIMYHS IPUCYTCTBOBAJIU IO BO3-
pacty o0cienyembix — poAcTBeHHHKOB (p < 0,001)
u omnekaeMblx MMM OonbHBIX (p < 0,000), Bo3pacty
Hauajga ¥ JJIUTETHHOCTH 3a0oNieBaHMs y TMalueHTa
(» <0,000). B rpymme poacTBEHHUKOB, OIICKAIOITUX
B3pPOCIIBIX, 3TH MMOKa3aTe/ld ObLIN 3HAYMMO BBIIIE,
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PesyabTarbl  HccIe10BaHMSA — BBIPAKEHHOCTH
TCHXOMATOJIOTHYECKOH CHUMITOMATHKH B TIpynmax
POICTBEHHUKOB, ONMEKAWINNX JeTeil W B3POCIBIX,
CTPaJaloUIUX 3MuJiencueit

PesynbraThl CpaBHHUTENFHOTO aHalM3a BBIPAKEH-
HOCTH TICHXOMAaTOJIOTHYECKON CUMIITOMATHKH (TIO J1aH-
HbeIM Metonuku SCL-90-R) y ponureneit neteit ¢ »mu-
JICTICHCH, POJICTBEHHHMKOB, OIEKAIOIIMX B3POCIBIX
OOJIBHBIX | TPYIIIIBI JIUII, TOABEPTIIINXCS BO3JCHCTBHIO
XPOHHUYECKUX TICUXOTPaBMHUPYIONTUX COOBITHH (OekKeH-
1IeB), TIpeACTaBICHB B Tabm. 1.

BrisBasieTcst 3HaUMTENbHAS CXOKECTh BCTpPEYaeMo-
CTH OTMe4YaeMo y ceOsi pOJICTBEHHUKAMH TICHXOTaTO-
JIOTHYECKOW CUMITOMATHKH, & TAKKE COMOCTaBUMOCTh
YPOBHA M [Mana3oHa NPOSBICHUI CHUMITOMATUKU
¢ rpynmoii GexeHrieB. Tak, mcciemyeMble BBIOOPKH
HE MMEIOT pa3jInyuil 1o mokaszaressiM «MexJIMYHOCT-
Has ceHcutuBHOCTE» (INT), «Jenpeccus» (DEP),
«TpeBoxknoctb» (ANX), «Bpaxknebnocts» (HOS),
«ITapanoiismpabie cumnTomb (PAR), «OO0muit uH-
neke Tsbkectn cuMnToMoB» (GSI) m «OOmee umcio
yTBepauTeabHbIX 0TBeTOB» (PST).

Tabnuya 1 / Table 1

CooTHOLWeHWe cpeAHuX 3HayeHus nokasatenen metoamkm Symptom Checklist-90-Revised (SCL-90-R) rpynn poacTBeHHMKOB,
OMEeKALWMX AeTel U B3POC/bIX, CTPAAAIOLLMX IMUNENCHEN, U TPYNMbl BexxeHLes

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 Bexenunl / Refugees
IToka3zarenu SCL-90-R / (n _ 18) (n — 44) (I’l _ 53)
SCL-90-R subscales p
M SD M SD M SD

Comatuzanus (SOM) / 3
Somatization (SOM) 0,71 0,57 0,55 0,6 0,85 0,73 0,002
O0CecCUBHO-KOMITYIbCUBHEIE
paccrpoiicta (O-C) / 0,9 0,39 0,53 0,61 0,68 0,63 0,003'
Obsessive—Compulsive (O-C)
MexmuanoctHast ceHcuTUBHOCTD (INT) /
Interpersonal Sensitivity (INT) 0,66 0,43 0,62 0,55 0,76 0,68 a
Henpeccus (DEP) / 3
Depression (DEP) 0,67 0,46 0,83 0,79 0,67 0,62
TpesoxHOCT (ANX) /
Anxiety (ANX) 0,6 0,48 0,77 0,76 0,58 0,58 -
Bpaxzaeonocts (HOS) /
Hostility (HOS) 0,51 0,38 0,82 0,62 0,59 0,75 -
®obuueckas Tpesoxuocth (PHOB) / 0,031%, 0,025%,
Phobic Anxiety (PHOB) 0.18 0.17 0,14 0,29 0,30 0,37 0,001°
[Mapanoiispabie cumntomsl (PAR) /
Paranoid Ideation (PAR) 0,48 0.4 0,51 0.6 0.64 0,53 B
Icuxornsm (PSY) / 3
Psychoticism (PSY) 0,22 0,27 0,16 0,17 0,30 0,42 0,000
OO01WHKil MHACKC TAKECTH
cumnrtomos (GSI) / 0,53 0,31 0,55 0,5 0,60 0,51 -
Global Severity Index (GSI)
WHaeke HATHIHOTO CUMIITOMATHYE- 0.003", 00012,
ckoro guctpecca (PSDI) / 1,22 0,19 1,71 0,55 1,45 0,46 0.003°
Symptom Distress Index (PSDI) ’
OO011ee YUCIO YTBEPAUTEIBHBIX
otBetoB (PST) / 39,14 22,43 26,56 17,72 32,13 21,88 -
Positive Symptom Total (PST)

Ilpumeuanue. PB — poACTBEHHUKHU B3POCIBIX C JUAarHo3oM snuiencust; P/l — poacTBEHHUKH eTeil ¢ IMarHo30M 3MUJIEINCHs;
M — cpennee; SD — cpeaHekBaapaTH4ecKkoe OTKJIOHeHHe. 'CTaTHCTHUSCKN 3HAYMMBbIe pa3nuyusi Mexay rpynmamu PB u PII;
2CTAaTHCTHYECKH 3HAYHMBIEC PAa3iIndns MeXIy rpynnamu PB i BexeHusl; *cTaTHCTHYSCKN 3HAYNMbIE PA3IHIUs MEXIY IPYIIIaMU
PJ1 u Bexenusl. 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; 3statistically significant differences between the RCH and Refugee groups.
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ITomygennusie pe3yIBTaThl CBUETEIBCTBYIOT
0 CXOJICTBE COIOCTABJSICMBIX TPYIII MO TOKa3aTeNsIM
MICUXUYECKOTO JHUCTpecca.

OurymieHust TelnecHOW AUCQYHKIUHU, CBS3aHHBIC
c BozzeiicTBueM cTpecca (mokasarens SOM), co-
MOCTaBUMO B TPYMNAax POACTBEHHUKOB, OIEKAIOIINX
0OJIBHBIX DIMJICIICUEH, OHAKO 3HAYMMO MEHBIIC BbI-
PaXEHO B TPYIIE POJACTBEHHUKOB, ONICKAIOIINX JCTCH,
M0 CpPaBHEHWIO C TPYIION OexeHIeB. Y pOJICTBEH-
HUKOB, OMNEKAIONIMX B3POCIBIX OONBHBIX, MOKa3aTeib
SOM He nMeeT 3HAYUMBIX Pa3IUUUil 0 CPABHEHUIO
C rpynmoi OeXeHIIEB.

Y pOICTBEHHUKOB-OMEKYHOB B3POCIBIX MAIIMEHTOB,
M0 CPaBHEHUIO C OIEKyHaMHU JeTel, yallle BCTPedaroT-
cs pa3HooOpasHble HaBs3uMBOCTH (Tokazatens O-C).
B TO xe Bpems pe3ysbTaT MO ATOW LIKAje B IPyMIe
POJCTBEHHUKOB B3POCIBIX MALMEHTOB HE OTIUYACTCS
OT TIOKa3aTeys B Tpymme OeKSHIIEB.

N3zGeratomiee moBeneHne, cBsi3aHHOE ¢ (POOUIECKH-
MU TiepexuBaHUAMHU (TIokazatens PHOB), mambonee
MPEJCTABICHO B TPYIIE OSKEHIICB, 3aTEM 10 CTEIICHH
BBIPQXCHHOCTH HJICT TPYyIa POJICTBCHHHUKOB, OIEKa-
IOINX B3POCIBIX OOJBHBIX. B HaWMeHbIeW cTeneHH
TaKkWe TepPEeKWBaHUS W TIOBENEHUE XapaKTepHBI IS
POIUTEINCH, OTEKAIONINX ACTCH, OOTBHBIX SIHJICTICHU-
eil. CtpemieHne K MEXIMYHOCTHOM H30IALUHU (T0-
kazaresib PSY) 3Haummo BbIlie B Tpyrmie OSKEHICB,
M0 CPaBHEHUWIO C TPYIIION POJCTBEHHUKOB, OIEKaro-
IIMX JIETeH C 30WiIerncuel, U COOCTaBUMO C IPyHIoi
POJCTBEHHHUKOB, OIEKAOIIUX B3POCIBIX OOJbHBIX.

OtMeuaeTcsi, 4TO HauOOJIbINAs BBIPAKEHHOCTh Ha-
JIMYHOTO CUMITTOMATHYeCKOro ucTpecca (maaekc PSDI)

[pU CONOCTABICHUH HMCCIIEAYEMbIX I'PYNI BbISBISCT-
cs y pOACTBEHHMKOB, omnekaromux jaereil. [Tokazarenn
TICUXOJIOTHYECKOTO JIUCTPECCa B ITOM IpymIe MPEBbI-
IaeT 3Ha4eHUs, OOHAPYKMBAEMbIe KaK B TPYIIIE POJI-
CTBEHHHKOB B3POCIBIX OONBHBIX, TaK U B Tpymie Oe-
JKCHIIEB.

Takum 00pazoM, MOTyUEHHBIE PE3YAbTaThl TOBOPSAT
0 BBICOKOM YPOBHE TUCTPECCa B UCCIACAYEMBIX TPYIIaX
POICTBEHHUKOB. BBIpakeHHOCTh IUCTpecca OKas3blBa-
€TCsl CONOCTABUMOM CO CTEMNEHbK AMCTpecca, Iepe-
JKUBAEMOTO TPYIIIION JIUI, OOBEKTUBHO HAXOMSIIAXCS
B TPYAHOH KU3HEHHOW cuTyanuu. B rpymnme OexeHieB
YPOBEHb MCUXOJOTUYECKOT0 HANPSIKEHUS CBSI3aH C He-
00XOAMMOCTBIO aIaNTAlMY K HEMPUBBIYHBIM YCIOBHSIM
CyILLIECTBOBAHMS B HOBOM Cpefie, a TaKKe B Psiie CIIy-
YaeB ¢ HAIMYHUEM HETaTHBHOTO TPABMATHYCCKOTO JKU3-
HEHHOTO OTbITa. BaXHO OTMETUTH, UTO JaHHAs Tpyma
OKa3bIBACTCSl CXOMHOM C WUCCIEIYeMBIMH BBIOOPKAMHU
POICTBEHHUKOB OOJBHBIX TI0 MMapamerpy IIUTEIhHO-
CTH, TO €CTh II0 MapaMeTpy XPOHUYECKOro Xapakrepa
cTpeccoBoro Bo3neicTBua. OOpaimaeT BHUIMaHUE Tpe-
o0najaHre HaJIMYHOTO CUMIITOMAaTHUECKOTO JUCTpecca
Yy POJCTBEHHUKOB OOJBHBIX JIETEH.

Pesyabrathl uccienoBanusa 0a3ucHbIX yO0exkae-
HUIi B TPyNnax poAcTBEeHHUKOB, ONEKAIOLIUX JIeTei
U B3pOCJIbIX, CTPAJAIOIIUX INUJIencue

PesynbraThl cpaBHUTETHHOTO aHANHM3a OTHOIICHHS
K ce0e U OKpy’KaroIeMy Mupy (110 TaHHBIM METOTUKH
LIBY) y pomuteneil neTeil ¢ SMUICTICHEH, POACTBEH-
HUKOB, OINECKAIOIIUX B3POCIBIX OONBHBIX, U TPYIIIHI
KOHTPOJISI MIPEACTaBICHbl B Ta0m. 2.

Tabnuuya 2 / Table 2

CooTHOLWeEHME cpefHMX 3Ha4YeHus nokasatenei no Lkane 6a3ncHbix yoexaenuit (LUBY) rpynn poacTBeHHMKOB, OMEKaLLMX
[eTei U B3pOC/bIX, CTPAAAILWMX NUNENCUEN, U TPYNMbl HOPMATUBHOIO KOHTPONS
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

- LIEY / PB/RA PJ] / KCP I'pynmna xontposs /
okazarenu
n=18 n=44 Control group (n =201
WAS subcales ( ) ( ) group ( ) p
M SD M SD M SD
JloOposKeNnaTeNbHOCTh OKPYIKAOIIEro MUpa / 0,016
Benevolence of the Impersonal World 37,10 7,040 35,20 >.870 31,9 >l 0,000%
CropaBeniuBoctb / Justice 22,30 2,890 21,10 4,700 22,6 3,6 0,039*
1
O6pa3s i / Self-Worth 31,30 3,850 31,60 4,650 25,2 3,2 8’8882
0,000’
VYnaua / Luck 34,20 5,360 32,00 7,800 27,3 33 0.000
Yoexnaenus o koutpoie / Self-controllability 26,80 3,320 28,00 4,160 29,9 3,6 0,001"
Ipumeuanue. PB — ponCcTBEeHHUKH B3POCIBIX C JUArHO30M smiencus; PJI — poJCTBEHHUKH JIeTel ¢ ITUarHO30M SIHUJICIICHUS,

M — cpennee; SD — cpefHeKBaaApaTHYeckoe OTKIOHeHKe. | CTaTHCTHYECKH 3HAYMMBIC Pa3ndns Mex Ay rpynnamMu PB u rpymnmnoit
KOHTpOJISL; ? CTATUCTHYECCKH 3HAYMMBbIC Pa3sindus Mexay rpynnamu P u rpynmnoit koutpons. 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 uccrnenyempix rpymmax (tabmi. 2) poacTBEHHHKOB
MalKUEHTOB Pa3Inyus Mo nokaszaresnsim Meroauku LIBY
OTCyTCTBYIOT. [IpH 5TOM Mo mikanam «JloOposkenarens-
HOCTh OKpYyXarouiero mupa», «O6pa3z f» n «Ymaua»
B HCCIIEAYEMBIX IPyNIax POACTBEHHUKOB MOKA3aTeIH
3HAUYMMO BBIIlIE, YeM B HOpMaTUBHOW rpymmne. [lomy-
YeHHbIE Pe3yNbTaThbl OTPAXKaroT OINpeNeIeHHYI0 Hjea-
JU3alMI0 MUpPa U ce0s B 3TOM MHUPE y POJACTBEHHHUKOB,
oreKaroIux O0onbHBIX snuiencuei. s odeux rpynn
POACTBEHHUKOB XapaKTEPHO JEKJIapUpoOBaHUE 00pO-
JKEJATeTbHOCTH MHpa C OJHOW CTOPOHBI, IIEHHOCTH
COOCTBEHHOH JIMYHOCTU W YAAYJIMBOCTH — C JIPYTOH.

Bwmecte ¢ TeM BBIIENSAIOTCS OTHOCHTENBHO HU3KHE,
[0 CPaBHEHUIO C HOPMATUBHOW TPYMIION, MOKa3aTeau
no mxkane «CHpaBeasMBOCTbY B IPYIIE pPOAUTENEH
JETEH, CTpaaroNIuX SMUJICTICHEH. DTO, C HAIIEH TOUKH
3peHHs, MOXKET OTpakaTh HaJIW4YHe MPOTHBOPEUHUBO-
CTH B cucteMe 0a30BbIX yOexaeHUH poaurteneil. Takas
MIPOTUBOPEYUBOCTD 3aKIIOYAETCSl B TOM, 4TO Hapsmy
C COOCTBEHHOM LIEHHOCTBIO M YHAYJIMBOCTBIO, a TakK-
e OINIyIIeHHEeM J00pOThI OKPYXKAIOIIEero MUpa y HUX
CYLIECTBYET MPEACTABICHNUE O €r0 HECIPABEINBOCTH.
AnbTepHAaTUBHON MHTEpIpETAIMel OMMCaHHOW KOH(DH-

Typaluy CPeJHErpyNIIOBbIX OLIEHOK SBISIETCS TMIIO-
Te3a O MPOEKIMH COOCTBEHHOTO UYBCTBAa HECIIpaBe/l-
JIMBOCTU MMpa Ha OKpyxaromux. MHade rosops, Mup
HECOBEPILICHEH, HO €r0 HECOBEPLICHCTBO HE 3aTparu-
BaeT PECHOHACHTOB JIMYHO.

B rpymnmne poacTBEHHUKOB, ONEKArOLIMX B3POCIbIX
MalMEeHTOB, B Kaue€CTBE JAMCCOHUPYIOUIEH BBICTYIAET
mKajga «YOeXIeHHsT O KOHTpPOJIe», MOKa3aTeln KOTO-
POl OKa3bIBaIOTCSI HUXKE, YeM B HOPMATHBHOM BBIOOP-
Kke. BHyTpeHHee omlyieHne COOCTBEHHOH II@HHOCTH
U YIAWINBOCTH B IIEJIOM JOOpOXKeIaTeIbHOM (Ttomdac
UIeaM3MPOBaHHOM) MHUpE OKa3bIBaeTcsd IIJIOXO KOH-
TPOJIUPYEMBIM JUISl TAKHX POACTBEHHHUKOB.

Pe3yabTarhl Mcc/ie10BaAaHUS BOCHPUSITUA ceMeii-
HBbIX OTHOLIEHHWH B Ipynmax poAcCTBEHHUKOB, OIlie-
KAIOIIUX JeTell U B3POCIbIX, CTPAAAIOIINX dHUJIeN-
cuei

PesynbpraTel mccnenoBaHWS Pa3TUYHBIX ACIIEKTOB
BOCHPUSTUS CEMEHHONW CHUTyalluM y POICTBEHHHUKOB,
OTICKAIOIIUX JAETCH W B3POCIBIX, CTPATAIONTNX dIHJICTI-
cueit (mo mannbiM Metoauku HICO), mpencraBicHbI
B TaOm. 3.

Tabnuua 3 / Table 3

CpaBHeHwue LeHTpanbHbIX TeHAeHUMI nokasaTtener no Lkane cemenHoro okpyxenus (LLUCO) rpynn poacTBEHHMKOB, ONeKar-
WMX AeTer U B3POC/bIX, CTPAAAILWMX SMUNENCUEN, U TPyMnbl 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

T— R I
FES subscales group p
Me 10R Me 1OR Me 10R
Cmiouennocts / Cohesion 7 58’725; 7 6-8 7 6-8 -
OxcnpeccuBHOCTH / Expressiveness 7 4-7 7 6—8 6 5-7 0,008°
1
Koudgumuxr / Conflict 1,5 0-2,25 3 1-4,75 2 0-3 8’8?33
HezaBucumocts / Independence 5 3,75-6 4.5 4-5 5 4-6 0,050°
OpPI?HTaHPISI Ha JIOCTHKCHHSA / 5 46 5.5 46 5 46 B
Achievement-orientation
I/IHTenneKTyanLHo-Kyn_LTypI_{as{ opueHranus / 4 3.5-6 4 35 5 36 B
Intellectual-cultural orientation
OpueHTal¥s HAa aKTUBHBIH OTABIX / 0,018'
Active-recreational orientation 3 L75-4 > 3-6 4 3-6 0,0542
MopanbHO-HpaBCTBEHHBIC aCTIEKTHI / _ . B 0,012!
Moral-religious emphasis 4 2,75-6 6 7 3 44 0,000°
Opranuzanus / Organization 6 4,5-7 7 4-7 6 4-7 —
0,011
Kontpous / Control 1 0-2,25 3 1,25-4 2 1-4 0.048?
Ilpumeuanue. PB — poJICTBEHHMKH B3pPOCIBIX C JUarHo3oM snuiencus; P/l — poacTBeHHUKH aeTell ¢ AMAr€Ho3oM SIHUJIEICHS;
Me — wmenunana; IQR — MexKBapTHIbHBIA pa3max. 'CTaTHCTHYECKM 3HAYMMBbIe pa3iudus Mexay rpynmamu PB u PJI; *cra-

THCTHYECKH 3HAYMMBIC DPA3JIMYUs MEXAy rpynmnamu PB M rpynmnoil KOHTpOJS; *CTATHCTHYECKH 3HAYMMBIC DPA3JIHYHS MEXK-
oy rpynmamu P/l u rpynmnoi konTpons. Note. RA — relatives of adults diagnosed with epilepsy; RCH — relatives of children
diagnosed with epilepsy; Me — median; JOR — interquartile range. 'Statistically significant differences between the RA and
RCH groups; 2statistically significant differences between the RA and Control group; 3statistically significant differences between

the RCH and Control group.
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OOHapyKEHO, YTO B I'PYIIE POJCTBEHHUKOB, OIC-
KalolMX JIeTeH, OOJNbHBIX SIMIIEIICHEH, ITOKa3aTeln
no mkanam «Kouduukt» u «MopanbHO-HPaBCTBEH-
HBIC aCIeKTBD) JOCTOBEPHO BBIIIE, YEM B TPYIINE
POICTBEHHUKOB, OIEKAIOIINX B3POCIBIX OONBHBIX,
u B rpymnme koHTpois. Kpome Toro, B rpymme po-
JIUTENEH, OneKaromux OOJBHBIX DIIMIIENICUEH IeTeH,
M0 CPaBHEHHUIO C HOPMAaTUBHOM BBIOOPKOW, OTMEYaET-
cs1 Oonee BBICOKHIM IMOKa3arenh MO IKaje «DKCIpec-
CUBHOCTb» U HM3KMHM mo Imkaie «HezaBucumoctsby,
B TO BpeMsl KaK B TPYIIEC POACTBCHHUKOB B3POCIBIX
OOJBHBIX JOCTOBEPHBIE PA3NIUYNs C HOPMATHBHOU BBI-
OOpKOH M0 TUM IOKAa3aTesiM OTCYTCTBYIOT.

Y PpOICTBEHHHMKOB, OTIEKAIOIIUX B3POCIBIX OOIb-
HBIX, OTMEYaroTCsl OoJiee HU3KWE TIOKA3aTeNH IO ITKa-
ne «OpueHTanus Ha aKTHBHBIA OTABIX» U «KOHTPOIb
KaK 10 CpaBHEHHWIO ¢ OJIM3KUMHU OONBHBIX JETel, Tak
U C HOPMAaTHUBHOH BBIOOPKOIA.

B rpynne poncTBEHHMKOB, ONEKArOIIMX JETEH, Kap-
THUHA BOCHPUSTHS OKa3bIBACTCSI B 3HAYUTEIBHON CTEIEHU
MIPEICKa3yeMOi, OHA XapaKTepHU3yeTCsl OLIYILEHUEM Ya-
CTO BO3HUKAIOIIMX CCOP U KOH(IMKTOB, CKJIOHHOCTHEO
K OTKPBITOMY TIPOSIBIICHHIO HEZOBOJIBLCTBA B MHTEPIIEPCO-
HAJIbHBIX OTHOIIEHUSX, U 3TO — IPU AOCTATOYHO BBICO-
KOM YpOBHE ceMeiHoi cruioueHHocTH. HampapieHHOCTb
CEMENHBIX OTHOLIEHWH, MO MHEHUIO PECIIOHIEHTOB,
OTIPEETISIETCS] CTPEMIICHHEM K CIICP)KUBAHUIO JIMIHOM aK-
TUBHOCTHU U HE3aBUCHMOCTH YJIEHOB CEMbHU B COUETAHUU
C OpHEHTAllMe Ha MOPAIbHYI0 HOPMATUBHOCTb.

B rpymnme poncTBEHHUKOB, OMEKAIONINX B3POCIBIX
OOJBHBIX, CCOPBI M KOH(MIMKTH BO3HUKAIOT HE dallle,
YeM B HOpPMaTHBHOH BbIOOpKe. OTMedaeTcsi 3HauuMoe
CHUKEHUE CTPEMIICHUSI K aKTUBHOMY OTIBIXY M OILY-
IICHUE CIIAa00CTH KOHTPOJIS.

JlaHHBIE COTMOCTABICHUS TPYNI POICTBEHHUKOB,
pa3nMyaronIMXcsi MO BO3pPAcTy MALUEHTOB, CBSI3aH-
Hble C Oojiee HHM3KMMH IOKa3aTesIMM IO IIIKajaM
«Koummkr», «OpueHTans Ha aKTHBHBIA OTIBIXY,
«MopanbHO-HpaBCTBEHHBIC ACHEKTh» U «KOHTpOMIbY,
MO3BOJISIFOT  IPEANOJIOKUTE HAIWYUE OIPEICIICHHON
YCTaJOCTH M acTEeHHH, XapaKTepusymwiler armochepy
CEMEWHOro B3aUMOJICHCTBUSA Y POJCTBEHHHKOB B3pOC-
JBIX NAIMEHTOB. BMmecTe ¢ TeM mpencTaBICHHBIA -
3aliH UCCIICIOBAHUS, XaPAKTEPUIYIOIIUICS TOTIEPEUHBIM
cpe3oM (a He JIOHTHTIONOM), 3aCTaBIIsIET PacCMaTpHUBaTh
9TO NPEANONIOKEHUE JHIb Ha YPOBHE TMIIOTE3bI, Tpe-
Oyroliell JOMOMHUTENBLHOM SMINPUYECKON TPOBEPKH.

Pe3ynbrarbl ucciie1oBaHMsA B3auMOCBSI3ell  BbI-
Pa’KEHHOCTH TMCHXOMNATOJOTHYecKOl CHMIITOMATHKH
U BOCHPUSATHS CeMeilHbIX OTHOIIIEHUH B IPynmnax poj-
CTBEHHHUKOB, ONMEKAIONINX MAIMEHTOB C dMUjencHuei

HccnenoBanue  B3aWIMOCBA3M  BBIPAKEHHOCTH
IICUXONATOJIOTUYECKOM CUMIITOMATUKHU, 6a3I/ICHbIX

YOSXKIECHUH W BOCHPHATHSI CEMECHHBIX OTHOIICHUI
Y POICTBEHHHMKOB, OIICKAIOMINX JCTCH U B3POCIBIX,
CTPAJAIONINX SMUICTICHEH, MPOBOAMWIOCH MPU TTOMO-
IIM KOPPEJSILIMOHHOTO aHajdu3a MoKas3arelei MEeTOIUK
SCL-90-R, HIBY m ILCO. B cBsg3m ¢ TeM 49TO B HC-
CJIeTyeMBIX TPYTMIax POACTBEHHUKOB OBLIO BBISBICHO
3HAYUTENIBHOE CXOACTBO KaK B JKCIUIMIIUPOBAHHOCTH
CHMITTOMATUYECKUX MPOSIBICHUN, TaK U B BOCIPUSITHU
COOCTBEHHOW JIMYHOCTH, OKPY)KAIOIIETO MUPA U BHY-
TPUCEMEWHOI0 B3aUMOCHCTBUS, aHAIU3 B3aUMOCBS-
3¢ JaHHBIX MMapaMEeTPOB IMPOBOAWIICS B OOBETUHCH-
HOHl Tpymme pOICTBEHHUKOB, OMEKAIONINX OOJIbHBIX
snuiencuei (tabm. 4). B tabmuue npuBeneHbl TOJNb-
KO CTaTUCTHYECKH 3HAYUMBIE KOPPEIALNHU, YPOBEHb
3HaguMocTH (p) Menee 0,05. ITockombky TOKa3zaTeH
SCL-90-R He WMEIOT 3HAYMMBIX CBSI3CH CO IIKaJIaMU
«DxcnpeccuBHOCTBY, «KonpmukTy, «He3aBucumMocTh
n «Opranuzanusy (I1ICO), naHHpIe MIKaIBl HE BOILIH
B TaOmmIy.

Hanbonpmree kommuecTBo cBsizel (Tabim. 4) BBI-
sIBIICHO Mexay mkamamu Metonuku SCL-90-R u mo-
kasaressimu 1IIBY, npu sToM Bce KOppensiiud OTpU-
nartelnbHble. AHAIM3UPYS TOJYYSHHBIE pE3yIbTaTh
C Y4YeTOM JaHHBIX CPaBHHUTEIHHOTO aHaIHM3a HCCIe-
IIYEMBIX TPYIIT POJACTBEHHUKOB W HOPMATHBHOM BBI-
Ooopku 1o meromuke [IIBY, MOXHO TpPEIIIOIOKUTH,
4TO JIeKJapanus J0OpOThl U J00pOXKeIaTeIbHOCTH
OKPYKaIOIEro MHpa, a TakKe COOCTBEHHOH IpH-
BJIEKAaTENbHOCTH W YHAAWINBOCTH Y POJCTBEHHHKOB,
OTICKAIOIIHNX OOJBHBIX AIUJICTICUEH, COMPSIKEHBI C Je-
MOHCTpaIuel UMU OTCYTCTBHUSI BHYTPEHHUX TPYIHO-
credt u mpoOieM. MHave roBOpsi, KaK B OTHOILICHHUH
0a30BBIX YOEXKICHMIA, TAK U B OTHOIIEHWH IICHXOIa-
TOJIOTUYECKOW CHMITTOMATHKH PECTIOHJEHTHI CKIIOHHBI
MPEIbSBISATh BbIpaKEHHBbIC (acagHble TCHJICHIUU.
JlemoncTpamust dacaaHbIX TEHICHIUI HaOIromaeTcs
B 00eux TpyIax M 3aTparuBaeT pa3iMyHbIC KU3HCH-
HBIE CUTYalliH, CBSI3aHHBIC KaK C BOCITUTAHHEM OOJb-
HBIX JETeH, TaK W C OMEKOH XPOHMYECKU OOJICIONTUX
B3POCJIBIX. DTO MOXKET TOBOPUTH O SIBHO 3alIUTHOM
XapaKTepe HAJIMYHBIX MCUXOJOTHMUYECKUX YCTaHOBOK,
MPETSITCTBYIONINX KaTacTpo(H3ay CO3HAHHUS Olle-
KafoIIUX POJICTBEHHUKOB. DTH 3alllUTHBIE YCTAaHOBKH,
MIPOSIBIISIIONINECS B YCTOWMYMBBIX HICATNCTUYCCKUX
0a30BbIX YOCKICHHAX W «IIONABICHUW» peIICKCHH
CHUMIITOMOB TICHXOIATOJIOIHYECKOTO HEOIAronoayyus,
MOTYT BBICTYIIaTh HE TOJBHKO 3aIUTHBIM «IKPaHOMY,
HO W, IMO-BHIVWMOMY, BBITIONHATH (DYHKIIUHM MOOWIIH-
3YIOIIET0 MCUXOJOTUYECKOro Havaa.

OTpurnarenbHbie KOPPEISLUOHHBIE CBSI3U CHUMIITO-
Matnuecknx mkan SCL-90-R ¢ mokaszarenem «Opu-
eHTanmua Ha akTuBHBIA OTAbIx» (LLICO), BeposTHO,
OTpakaeT TEHJICHIUH, XapaKTepHbIE I POIUTENeH
JleTel, crpajarimx snuiencueit. [Ins HuX npeomo-
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Tabnuua 4 / Table 4

KoppensumoHHble cs3u nokasatenein Symptom Checklist-90-Revised, LLkanbl 6a3ncHbix yoexaeHui u LLikanbl ceMenHbIx OT-
HOLUEHWI B rpynnax poACTBEHHUKOB, OMEKAOLLMX NALMEHTOB C anunencuemn
Correlations between SCL-90-R, WAS and FES subscales in groups of relatives caring for patients with epilepsy

IToka3zaTeau METOIMK /

SOM | O-C | INT | DEP | ANX | HOS | PHOB | PAR | PSY | GSI | PST | PDSI
Subscales

Jlo6poxenarebHOCTh

OKPYARROULErO MHPA || o 3p30s| 03407+ 0432 —  |-0420"|-0396™|-0.419"*| 0,517 | -0287" | 0449|0452 —

Benevolence of the

Impersonal World

Cripasezsocts / - - — |-0491%*-0,208* |-0,355**| - - — 0306 -~ |-0441**

Justice

O6pas «l» / —0,327" |-0,622**|~0,589"* | 0,383 0,683 | ~0,401"*|-0,444"*|~0,546™* |-0,627"*|-0,587**|-0,634**| -

Self~-Worth

yﬂaqa / * 3k 3k *kk kk 3k ko ok kk k. *kk k.
~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

VY6exeHns 0 KOHTPO-
ne / Self-controllability

-0,407"*| -0,316" — - -

—0,337**

CIUI04eHHOCTD /
Cohesion

~ | 0269 | - - - - -

OpuenTanus Ha J0-
crvxenus / Achieve- - -
ment-orientation

0,303* -

0,320*

0,265* | 0,295* | 0,357** - 0,281* | 0,341** -

WHTemeKTyansHo-
KyJIBTypHAas OpHEH-
Tanus / Intellectual-
cultural orientation

-0,351**

OpueHTanus Ha aK-
TUBHBIN OTIBIX /
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 acrekThl / Moral-
religious emphasis

~0259%| - - - -

Kontpouns / Control - - — — — 0,309* — _ _ _ _ _

Ipumeuanue. * p<0,05; ** p<0,01. Tokazaremu SCL-90-R: SOM — comaruzauus; O-C — 06CECCMBHOCTD — KOMITYJIbCHBHOCTB;
INT — wmexumunocTHast cemsutuBHOCcTh; DEP — nempeccns; ANX — tpeBoxHocTs; HOS — Bpakae6nocts; PHOB — ¢obuye-
cKast TpeBOKHOCTh; PAR — mapanoiismeable TeHaeHnn;, PSY — ncuxotusm; GSI — oOmuit mHAekc TshkecTH cuMitoMos; PST —
oflee YUCIO yTBEPAUTENbHBIX O0TBETOB; PDSI — HHJEKC HAJIMYHOTO CHMIITOMAaTUYECKOro auctpecca. Note. * p <0.05; ** p <0.01.
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

JieHue OOJNIe3HW BHUIUTCS B HCIIONB30BAHUHU PasTpy-
Karommx (HOpM COIUAILHOW aKTUBHOCTH, YYaCTHH
B COLMANbHOM >KM3HU 4epe3 IMOBEPXHOCTHBIC B3au-
MOJEUCTBHUSI, KOTOPBIE MO3BOJSIOT JIEMOHCTPUPOBATH
OTCYTCTBHE OTpaHUYEHUH, CBI3aHHBIX C OOJE3HBIO pe-
OCHKa, U TPEIATCTBYIOT cTHrMaru3anuu. OIlrynieHue
BKJIFOYCHHOCTH B OOINECTBEHHYIO KU3HBb OOECIeuu-
BaeT yCWJCHHE HIeHTH(PHKAIUU ¢ OecrpoOIeMHBIMU
(c TOYKHM 3peHUs 3IOPOBBS) CEMBSIMHU.

Bmecrte ¢ TeM 0oTMeuarOTCs MHOTOYMCIIEHHBIE IIO-
JIOXKUTEJIbHBIE KOPPEJISIIIUU 1IKaJl, OTPa)arolluX ICH-

xomnarojorudeckyro cumnromaruky SCL-90-R ¢ mo-
kazareneM «OpuenTtanus Ha goctwkeHus» (LLICO),
OTpaXKaloOIIUEe TO OOCTOATEILCTBO, YTO YCTOMYMBBIC
KOHKYPEHTHBIE COLMAJbHBIC OTHOIICHHS Yy PECIIOH-
JICHTOB COTIPSDKEHBI C aKTyaJlM3alnel CTpaxoB, BpaxkK-
JNeOHOCTH, TOJO3PUTEIBHOCTH M OOIIeH BBIPAYKEHHO-
CTH CHMIITOMATHKH.

Takum 00pa3om, poACTBEHHUKH OOJBHBIX SMHJICTI-
CHEHl TOTOBBI NMPUHHMATh yYacTHE B OOIIECTBEHHOU
KHM3HU, HO HE XOTAT BCTYIATh B JUIUTEIBHBIC CIOXKHbIE
COPCBHOBATEIILHBIC OTHOLICHUSI.
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Ocoboe BHHUMaHHUE ciemyeT oOpaTWTh Ha OTPHU-
[ATeNbHYI0, KOPPETSIMOHHYIO CB3b MKayibl «UWH-
TeJUIEKTYalbHO-KYIbTypHass  opueHtauus»  (LLICO)
C MHJIEKCOM HAJIMYHOTO CUMIITOMAaTHYECKOro AUCTpec-
ca — PDSI (SCL-90-R), mo-Buammomy, 0Tpaskaromryro
HNOHATHBIM (DaKT CHIDKCHUS BHYTPEHHEIO IICHXO0IMO-
[IMOHAJBHOTO HAIPSDKEHUS 3a CYET MEepeKITIOYeHUs
BHUMAaHUS Ha IIUPOKHE KyJIbTYypHBIC aclEKThl KHU3HH.

OBCYXAEHWE NONIYYEHHbIX PE3YJ/IbTATOB

Pe3ynbraTel ncciaenoBaHus BBIPAKEHHOCTH TICHXO-
JIOTHYECKOTO JucTpecca, 0a3ucHBIX YOeKICHUH U BOC-
MIPUATHUSL CEMEWHBIX OTHOIICHUN B U3y4aeMbIX IPYIIaxX
POICTBEHHUKOB, OIIEKAIONUX KaK B3POCIBIX, OOIBHBIX
SMUJICTICUEH, TaK U CTPAJIAlONIUX SIHIICTICUEN JeTel,
MO3BOJIMJIA BBISIBUTH 3HAYUTEIBHOE CXONCTBO B JKC-
TUTMIAPOBAHHOCTA CUMIITOMAaTHUECKHUX IPOSIBICHHIA
y Onu3Kkux OOJBHBIX M B BOCHPHUSTAW MUMHU COOCTBCH-
HOW JTMYHOCTH, OKPYXKAIOIIEro MUpPa W BHYTpHCEMEH-
HOTO B3aUMOJICHCTBUS.

B noctynHo#l nuteparype yaajoch HAMTH TOJIBKO
OZIHYy pPalOTy, BKIIOYAIOIIYI0O OJIHOBPEMEHHOE H3y4e-
HUE POJICTBEHHHUKOB, OIEKAIIINX TOAPOCTKOB, CTpa-
JAIONINX AIHIENICHEH, W POIACTBEHHHKOB B3POCIBIX
naneHToB [22]. Pe3ymbrarel, onmmMcaHHBIE B JaHHOU
pabote, Kak ¥ pe3yabTaThl HAIIETO MCCICOBAHHS, T10-
Ka3aJll 3HAYUTEIBHOE CXOJICTBO BBIPAXKCHHOCTH Ope-
MeHHU OOJIe3HH U CHW)KEHHUS Ka4eCTBa JKU3HHU Yy OOIb-
IIMHCTBA OOCIIETOBAaHHBIX PECIIOH/ICHTOB.

B TO xe BpeMs aBTOpBI YIIOMMHAEMOM BbILIE pa-
OOTBI ONpEACISIOT BBIPAKEHHOCTh OpeMeHu Oones-
HU y OTOr0 KOHTHHTEHTA B MapaMeTpax «OT JIETKOW
JI0 YMEPEHHOH», B TO BpeMsI KaK JIaHHbIE HACTOSIIETO
WCCIIEZIOBAHUS TOBOPST, YTO Yy ONM3KHX, OIEKAIOIINX
TaKuX OOJBHBIX, OTMEYACTCS 3HAYUTEIIbHASI BApUATHB-
HOCThH TICHXOIIATOJIOTUYECKOM CHUMIITOMATHUKU, a ypo-
BEHb BBIPAXKEHHOCTU CHUMIITOMATHYECKHUX IPOSBICHHMA
OKa3bIBACTCS 3HAYUTEIHHBIM M COIIOCTABUM C BHIpa-
JKEHHOCTBIO TaKUX PACCTPOMCTB Yy JIUI], HAXOMSAIIIXCS
B YCJIOBHSIX XPOHHYECKOTO CTpecca, — OCIKECHIIEB.

Kpome Toro, momydeHHbIE Pe3yibTaThl MO3BOJIWIN
00HApYXUTh, YTO, HECMOTPSI HAa 3HAYUTEIHHOE CXOII-
CTBO COIIOCTABIISIEMBIX TPYII POJICTBEHHHUKOB IO TIO-
Ka3zaTessiM TICUXWYECKOTO JMCTpecca, Yy OIEeKyHOB
B3POCTBIX MAIMEHTOB, MO CPABHEHUIO C OIMEKYHAMHU
JICTC, Yalle BCTPEYArTCs Pa3HOOOpa3HbIC HABS3UH-
BOCTH, a Yy TOCIIEJIHUX BBISBISETCS OOJbINas BbIpa-
JKEHHOCTh HAIMYHOTO CUMIITOMAaTHYECKOTO TUCTpecca.

B rpymnme poacTBEHHWKOB, OIEKAIOIMINX JCTEH,
M0 CPaBHEHHUIO C POICTBEHHUKAMH, OINEKAIOIIUMHU
B3pPOCJIBIX, KAPTHHA BOCIPHATHS CEMEHWHBIX OTHOIIIE-
HUH XapakTepusyercs 0oiiee BHIpOKEHHBIM ONIYIICHHU-
€M 4acTO BO3ZHHUKAIOMIMX CCOp M KOH(IUKTOB, CKJIOH-
HOCTBIO K OTKPBITOMY TIPOSIBIICHHUIO HEIOBOJIBCTBA

B HWHTEPINEPCOHAIBHBIX OTHOIICHUAX, CIACPKIUBAHUIO
JIUYHOM aKTHBHOCTH M HE3aBHCHMOCTH YJIEHOB CEMBbHU
B COYETAaHMM C OpPUEHTAlMEHd Ha MOpPAJbHYIO HOpMa-
TUBHOCTh. B Tpymme poJCTBEHHUKOB, OMNEKAIOIINX
B3POCIHBIX OONBHBIX, CCOPBI M KOH(MIMKTHI BO3HUKAIOT
HE JaIle, 9YeM B HOPMAaTUBHOHU BRIOOpKe. B To ke Bpe-
Ms Y HHX OTMEYaeTcsl CHM)KEHHE CTpPeMJICHHS K aK-
TUBHOMY OTBIXy ¥ ONIYIICHHUE CIIa00CTH KOHTPOJIS
B CIICZIOBAaHUHM CEMEHHBIM TPaBUIIAM.

B uccienoBaHHON nUTEpaType ONMCHIBAIOTCS pas-
JUYHBIE TPETUKTOPHl OpEMEHM W TICHXOJIOTHYECKOTO
JUCTpecca y POJCTBEHHHUKOB, OINEKAIOIUX OOJBHBIX
snmiencueit. Cpeau Takux (HakTOpOB aBTOPHI Yalle
BCEr0 OTMEUAIOT TSDKECTh M YaCTOTY MPUCTYIIOB, paH-
HUH BO3pacT Hadaja 3a00JeBaHUs Y ONIEKAeMOTO U Ha-
JIMYUE Y HETrO KOMOPOUIHBIX PACCTPONCTB, KOJINYECTBO
4acoB, 3aTpayMBaeMbIX Ha yXOi 3a OONBHBIM, M YHC-
JIO JIMI, YYacCTBYIOIIMX B OIEKE, OTHOIIECHUE K OIIU-
JETICHA B CEMbE, HAIMYHWE COIMAIBLHOU IOIICPKKU
9, 17, 18, 21].

B HacTosimem wmcciesoBaHWM BHUMaHHE C(hOKy-
CHUPOBAaHO Ha aHaJM3€ B3aUMOCBS3€il BBIPAKEHHOCTH
TICUXOIATOJIOTMYECKOW  CUMITOMATUKH,  Oa3UCHBIX
yOeXIeHUH W BOCIPHATHAS CEMEWHBIX OTHOIICHUH
Yy PpOJCTBEHHHKOB, OTICKAIOIINX OOJBHBIX SIHJIETI-
cueil. IlomyueHHble AaHHBIE TO3BOJSAIOT TOBOPUTH
0 3HAYMMOCTH IO3UTHUBHBIX JIMYHOCTHBIX YCTaHOBOK
OTHOCHUTEIIFHO ce0sl W OKPYKAaIOIEr0 MHpa, a TaKkKe
OIIyTIEHUS] BKIIOYEHHOCTH B OOIIECTBEHHYIO >KHU3Hb
JUTSL  TIONAEpKAHUA  HOPMAJIBHOTO  MCUXWYECKOTO
(YHKIIMOHMPOBAHUS ONEKAIONIMX OOJILHOTO OIM3KHX.
BrIsiBlICHHBIE TEHJICHIIMH, BEPOSATHO, MPEHSATCTBYIOT
CTUTMATH3allMd W TICHUXOJOTMYECKOW TpaBMaTH3a-
MM POJICTBCHHUKOB B CHUTYaIlMH OOJIE3HHW OJM3KOTO.
Hannuue ueann3upoBaHHOTO BHYTPEHHETO Mpe/CTaB-
JIeHUsI 00 OKPY)KAOIIEM MHPE M COOCTBEHHOW JIMYHO-
CTH, TaK )€ KaK U JEeMOHCTpAIUsl BHEIIHETO «(acaia
Onarormoryuns, OKa3bIBaIOTCS 3HAYUMBIMHU TSI COXpa-
HEHUS COOCTBEHHOW HWIEHTHUYHOCTH POICTBEHHUKOB
XPOHMYECKH OOJIbHBIX IMalleHTOB.

3AKJTOYEHUE

[TonydeHHble JaHHBIC I103BOJIUIM BBIABUTH Ha-
JIMYAE 3HAYUTEJIBHOIO KOJIMYECTBA IOJIMMOP(HON
MICUXONATOJIOTUYECKOW CHUMNTOMATUKKM Kak y POJ-
CTBCHHUKOB, OINECKAIOIIMUX JETed, TaKk U B3POCIbIX,
OOJIbHBIX DJIMIIENCHUE. BoIsBIEHHBIE B3aMMOCBSI3HU
IICUXOIATOJIOTMYECKOH CHMIITOMATUKA C 0a3MCHBIMU
YOSXKICHUSIMU JIMYHOCTH W CYOBEKTUBHBIM BOCIIPH-
SITUEM COOCTBEHHBIX CEMEMHBIX B3aMMOOTHOILIEHUN
MO3BOJISIIOT TOBOPUTH O HEOOXOAMMOCTH ydYeTa 3THUX
MapaMeTpoB TPH pPa3pabOTKe CHEeIHaTN3uPOBAHHBIX
MEpOIPUATUN I POACTBEHHUKOB MAI[UEHTOB C JIH-
nericueil. lleHHOcTHO-CMBICTOBast cdepa JUYHOCTH
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TaKdX POJCTBEHHHKOB XapaKTepU3yeTCs TUIepHOpMa-
TUBHOCTBIO, KOTOpPAsA BBIMOJIHACT Ba’XHBIC 3alllUTHBLIC
($yHKIMU, 00eCTIeYBAeT BO3MOXKHOCTh IMOMIJICPKAHHUSI
YKU3HEHHOW TEPCIEKTUBBI, MPEMATCTBYET TOSBICHUIO
B CO3HAHWU TMPU3HAKOB BBIPAKEHHOTO MCUXUYECKOTO
HeOJIaronmoyqnsi, KaracTpopu3alid CO3HAHUSI U CO3-
JlaeT UHTPANICUXUYECKYIO 0a3y sl COIUaTbHO-TICUXO-
JIOTUYECKOM ajianTaIuu.

OOMNMOJIHNTEJNIbHAA NH®OPMAL NS

Bxaan aBropoB. Bce aBTOpbhI BHECIH CYIIECTBEHHBIHN
BKJIaJl B pa3pabOTKy KOHIIETIMH, NPOBEICHHE HCCIEI0Ba-
HUSI M TIOATOTOBKY CTaTbH, IPOWIN U 0100pmim (GUHATBHYIO
BEPCHUIO Tepe] MyOauKaryei.

Kondaukr uHTepecoB. ABTOPHI JEKIApUPYIOT OTCYT-
CTBUC SBHBIX MW IIOTCHIUAJIBbHBIX KOH(I)J'II/IKTOB HHTEPECOB,
CBSI3aHHBIX C IMyOJMKalWeH HACTOSIIEH CTaThu.

HUcrounuk ¢uHaHCUpOBaHUsA. ABTOpbl  3asBISIIOT
00 OTCYTCTBHU BHEUIHETO (PMHAHCHPOBAHUS IIPH IPOBEIe-
HHUM HCCIIEI0BAaHMUS.
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Bnapucnas Cepreesuy bapaHOB — AOKTOP MELMLMHCKMX Hayk,
uneH-koppecnoHaeHT PAH, npodeccop, 3acnyKeHHbIM geaTenb
Haykn PO, rnaBHbI Hay4HbIA COTPYAHWK OTAENa FeHOMHOM meau-
umnHbl ®TBHY «HUW akylwepcTsa, TMHEKONOTMM U PENPOAYKTONOTUN
um. [. O. OTTa». [NaBHbIA CNELUMANUCT N0 MeLMLMHCKON TeHeTu-
ke M3 P® no C300 n KomuTteta 34paBooxpaHeHms MpaButenbcTaa
CaHkT-Netepbypra.

B. C. BapaHos, T. B. Ky3Henosa,
T. K. KameeBa, T. 3. BameHKO

IMPEHATAJIbHAA
TUATHOCTUKA
HACHIEACTBEHHBIX
BOJIE3HE

COCTOAHHUE
W NEPCIIEKTHUBBI

TatbsiHa AyapAoBHA MBaWEHKO — JOKTOP BMONOMMYECKMX HayK,
npodeccop, BeAYLLMIA Hay4YHbIA COTPYAHMUK OTAENA FEHOMHOW Meau-
umnHbl OTBHY «HUW akylwepcTBa, TMHEKONOTMM U PENPOAYKTONOTUN
um. [. 0. OtTan.

TatbAHa KoHcTaHTMHOBHa KaweeBa — [AOKTOp OMOMOTMYECKUX
HayK, BeZYLWIA Hay4HbI COTPYAHUK OTAeNa FeHOMHON Meauuu-
Hbl OTBHY «HWUW aKywepcTBa, MMHEKONOTMM U PEMPOLYKTONOTUN
um. [. O. OtTan.

TatbAHa BnagumuposHa Ky3HeLoBa — AOKTOpP BUONOTMYECKMX HaYK,
[OLEHT, BEAYLLWIA HAYYHbIA COTPYAHWK OTAENA TeHOMHOW Meauum-
Hbl OTBHY «HWUW aKywepcTBa, MMHEKONOTMM W PEMPOAYKTONOTUM
um. . 0. OtTan.

3KO®BEKTOP

B MoHorpadum 0600111eHbI UTOTV MHOTO/IETHEN PabOThI KOMJIEKTHBA Ta00paTOPNM NTpeHaTalb-
HOJI AMAarHOCTMKM BPOXKJEHHBIX 1 HaclencTBeHHbIX 6omesHeit ®ITBHY «HWMMW akyuiepcrsa, ruHe-
xonoruy u penpoaykronorun uM. . O. Orra» mo paspaborke u BHexpenuto B CaHkT-Iletepbypre
u Poccuy HOBBIX METOIOB, TEXHOJIOTMII M aITOPUTMOB IIPEHATAIbHON (JOPOMOBOI) AVIATHOCTH-
K1 — caMoro 3¢QexkTMBHOro HampaBIeHUsA MEJVLVMHCKON TeHEeTKY, IIVPOKO MCIIOIb3yeMOro
B MIUpe C IIe/bl0 MPO(UIAKTUKY HACIEACTBEHHBIX (TEHHBIX ¥ XPOMOCOMHBIX) 6O/Ie3Heil U BpOXK-
JICHHBIX IIOPOKOB Pa3BUTHUA.

Kunra mpepHasHayeHa BpayaM — akyllepaM-TMHEKOJIOTaM, BpadaM-TeHETMKaM, BpadaM YIIb-
TPa3BYKOBOJI AMATHOCTMKM, CHEI[MaMNCTaM BCeX HAIpaBIeHMil CIy>KOBI IpeHaTaabHON AMarHO-
CTUKY, ITO MeVIIVHE IUIOAA, @ TAK)Xe CIIeLMa/INCTaM II0 IA00paTOpHOI TeHeTHKe (LMTOreHeTYIKaM,
MOJIEKY/IAPHBIM OmosioraM, Omoxummkam, OmomHpopmarukam). VI3gaHue MOXeT NpeNCTaBIIATh
VIHTEpeC JI/IA OpraHN3aTOPOB 3APaBOOXPAHEHNUA B 00IAaCTV OXpaHbI 3TOPOBbA MaTepy U peOeHKa,
Bpadeyl KIMHUK BCIIOMOTATE/IbHBIX PENPOAYKTUBHBIX TexHONormii. OHa MOXXeT CIY>XUTb y4el-
HBIM I10COOVEM CTY[eHTaM MERMULMHCKMAX BY30B, OMOMTOIMYECKUX UM MEIUIMHCKUX (haKyIbTeTOB
YHUBEPCUTETOB, U3yYaIONIVIX OCHOBBI HOPMaJIbHOTO U ITaTONIOTMYECKOTO 3MOpUOreHe3a 4e/loBeKa,
3TUOJIOTYM, TTATOTeHe3a M MPOPUIAKTUKM HACIEACTBEHHBIX M BPOXXJEHHBIX 3a00/IeBaHMIL.




MHOOPMALUA

MPABUNA AN ABTOPOB
HACTOALME MPABWIA ANA ABTOPOB ABNAKTCA W3JATENBCKWM [JOrOBOPOM

VYenoust  Hactosmiero  Jloroeopa  (mamee  «Jloro-
BOp») SBJSIIOTCS MyOJUYHON OPEepPTOil B COOTBETCTBUU
cm. 2 ct. 437 I'paxkxnanckoro konekca Poccuiickoit ®e-
nepaunu. Jlansbii JloroBop omnpenenseTr B3aMMOOTHO-
HIEHUST MeXy penakiuend xyprana «llenuarp» (manee
mo Tekcty «JKypHamy), 3apeructpupoBanHoro Denme-
paJibHOM CITy>KO0M 10 HA/30py B cepe MAaCCOBBIX KOM-
MYHUKAIMHA, CBSA3M M OXPaHbl KYJITYPHOIO HACIIENUs,
HMEHYeMOH B fanbHeiliem «Pegakiusy U sBIstoencs
CTpYKTypHbIM mnofpaszzaeieHueM OO0 «3ko-Bekropy,
¥ aBTOPOM W/WJIM aBTOPCKUM KOJIJIEKTHBOM (FJTH MHBIM
npaBooOamaTesneM), UMCHYEMbIM B JalIbHEUIIEM «AB-
TOpY», TMPUHSBIIUM MTyOJIUYHOE Tpeliokenue (odepry)
o 3akioueHun JloroBopa. ABTop mepemaeT Penakiuu
JUTSL I3JTAHWST aBTOPCKHUI OPUTHWHAN WM PYKOIHCh. YKa-
3aHHBIN aBTOPCKUM OpUTHHAI JIOJIKEH COOTBETCTBOBATh
TpeOOBaHUSM, yKa3aHHBIM B paszmenax «[Ipencrasie-
HUE PYKOITUCU B KypHaID», «OdopmilcHHE PYKOIUCH.
[Ipu paccMoTpeHHH TONYYSHHBIX aBTOPCKHX MaTepHa-
noB JXKypHan pykoBoacTByeTcs: « EAMHBIMEI TpeOoBaHwsI-
MH K PYKOIHUCSM, MPEACTABISIEMbIM B OMOMETUIIMHCKUE
xypHanb (Intern. committee of medical journal editors.
Uniform requirements for manuscripts submitted to bio-
medical journals. Ann Intern Med. 1997;126:36-47).

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

MHOXeCTBEHHbBIC U JyONUpPYONUe MyOIUKaud —
9TO MyOUKAIIMY CTaThH, MaTePUAITbI KOTOPOH BO MHOTOM
COBIIQJIAIOT C YK€ OMHAKIBI OMyOIMKOBaHHBIMH. JKyp-
HaJI He paccMaTpHUBaeT padOTHI, Pe3yNIbTaThl KOTOPHIX TI0
OoJIbIIeH YacTH yrke ObUTH OITyOJIMKOBAHBI MII OIHCAHBI
B CTaThsiX, MPENICTABJICHHBIX WIN MPUHATHIX JUISl TyOH-
Kallii B JIPyTHe TIeYaTHBIC WM SIIEKTPOHHBIE CPEICTBA
MaccoBoil wH(popMaruu. [IpencraBiss cTaThio, aBTOP
BCeraa JOHKEH CTaBUTh PENAKIMIO B W3BECTHOCTH 000
BCEX HAIIPABJICHUSX ITOW CTaThM B IEYaTh U O MPEIbl-
IYIIHUX TyOIUKAIUSAX, KOTOPBIE MOTYT PacCMaTpHUBAThC
KaKk MHO)KECTBEHHBIE WJIM TyONUPYIOIIAe MYyOIHKAITUH
TOM e caMOW WJIM OYeHBb ONM3KOH paboTHL. ABTOpP JION-
JKEH YBEIOMHUTH PENIaKIMIO O TOM, COIACPXKHT JIH CTaThs
y’Ke OIMyOJMKOBaHHbIE MaTepuajbl. B TakoMm ciyyae B
HOBOI CTaThe JIOJDKHBI ObITh CCHUTKM Ha IPEABIITYIIYFO.
Kormuu Takmx mMaTepruaioB JOKHBI TIPUIIATATHCS K TTPE-
CTaBJISIEMOM CTaThe, YTOOBI JaTh PEAAKIIUI BO3MOKHOCTb
MIPUHSTH PEIICHUE, KaK MOCTYIIUTh B JAHHOW CHTYAI[HH.

He mpuHMMaroTcss K TeYaTH CTAaThH, MPEICTABIISIONINC
C000#1 OTIETBHBIC ATAITBl HE3aBEPIIICHHBIX HCCIICIOBAHNUM],
a TakKe CTaThu ¢ HapymieHueM «llpaBunm u HOpM Ty-
MaHHOTO OOpaIleHHs ¢ OMOOOBEKTaMH HCCIICIOBAHUI.

Pa3memienne myOnauKkamuii BO3MOXKHO — TOJBKO
TOCJIC TIOMYUYCHUS TTOJIOKUTEIBHON PEICH3NM.

Bce cTratbu, B TOM 4mcJie CTATbH ACNHPAHTOB
U JOKTOPAHTOB, MYOJUKYIOTCS 0ecrjaaTHO.

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

CONPOBOAMUTE/IbHbIE AOKYMEHTbI
K aBTOopckomy opurnHaiy HEOOXOAMMO MTPUIOKHTH

9KCIEPTHOE 3aKJIIOYEHHE O BO3ZMOKHOCTHU OITYOIHKO-

BaHUS B OTKPBITOHN mevyatu (0JIaHK MOKHO MONYYHUTh

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

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

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

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

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

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

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

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

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

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

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

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

eCITM OHa TpPEICTaBJICHA KOMIUIEKTHO W odopmie-

Ha B COOTBETCTBUU C OINUCAHHBIMU TPEOOBAHUSIMHU.

IIpenBaputenbHoe paccCMOTPEHUE PYKOMHUCH, HE 3a-

kazaHHOU Penmaknueii, He sBisieTcs (aKTOM 3aKJIO-

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

HECYT OTBETCTBEHHOCTh 33 PACKPBITUE CBOMX (PHHAH-

COBBIX M JPYTHX KOH(IUKTHBIX WHTEPECOB, CIOCOO-

HBIX OKa3aTh BIMSHHE Ha WX pabory. B pyxomucu

JIOJKHBI OBITH YIIOMSHYTHI BCE JIUIIA W OpPTaHU3aIlNH,

OKa3aBIlMe (PMHAHCOBYO MOJJICPIKKY (B BUJC TPAHTOB,

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

a Takxke Jpyroe (PMHAHCOBOE WJIM JTUYHOE ydYacTHeE.

ABTOPCKOE NMPABO

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

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

2) TeppUTOpHS, HA KOTOPOH paspenraeTcs UCIolb-

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

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

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

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

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

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

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

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

9) Pemakmust BmpaBe u3naBaTh JKypHan JIOOBIM
THPAKOM.

NOPAAOK 3AKJIOYEHNSG OOTOBOPA
U U3MEHEHUSA ETO YC/IOBUM

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

OdDOPMJIEHMUE PYKONMUCHU

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

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

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

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

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

2.1. Pycckosi3pluHasi aHHOTAIUs

* HasBaHue cTaTh.

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

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

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

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

2.2. AHTIOSI3BIYHAS aHHOTAIUS

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

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

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

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

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

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

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

I'peueckue OyKBbI HAOMPAIOTCS MPSMBIM IIPHUPTOM.

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

* Mupopmanus 0 KOHPIUKTE HHTEPECOB.

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

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

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

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

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

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

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

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

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

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

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

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

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

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

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

* I'puropsia O.P,, lllepemetnera E.B., Anapeea E.H.,
Jenos N.U. [1nanampoBanrme 6epeMEHHOCTH y KCHITUH
C caxapHbIM JuaberoM // BecTHHK penpomyKTHBHOTO
3n0poBbst. — 2011. — Ne 1. — C.23-31. [Grigoryan OR,
Sheremet'eva EV, Andreeva EN, Dedov Il. Planning of
pregnancy in women with diabetes. Vestnik reproduk-
tivnogo zdorov'ya. 2011;(1):23-31. (In Russ.)]

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

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

* AnekceeB JLIL, Jlemos WN.W., XautoB PM., u mp.
WmmyHoreneTrka caxapHoro auabera | tuma — ot
(yHIaMEHTaJIbHBIX HCCIeIOBaHUM K KimHuKe / Bect-
HUK Poccuiickoil akajgeMuu MEIULUUHCKUX HayK. —
2012.— T. 67. — Ne1— C.75. [Alekseev LP, Dedov II,
Khaitov RM, et al. Immunogenetika sakharnogo diabeta
I tipa— ot fundamental’nykh issledovaniy k klinike.
Vestnik — Rossiyskoy —akademii  meditsinskikh — nauk.
2012;67(1):75. (In Russ.)]. doi: 10.15690/vramn.v67il.114.

[Ipumepbl NpaBUIBHOTO OGOPMIICHUS  CCBLIOK
B CIIUCKax JIUTEpaTypbl

CTATHU B XYPHAJIAX

OOBrHas XypHAJIbHAS CCHIIKA (€CTh MEPEBOIHOM
BapUAHT HAa3BaHU)

* [lecrakoBa M.B. CoBpemeHHas1 caxapOCHUKAIOIIAs
teparus / [pobnemsl sHm0KprHONOrHU. — 2010. — T. 58. —
Ne 4. — C. 91-103. [Shestakova MV. Moderm hypoglycae-
mic therapy. Problemy endocrinologii. 2010;62(4):91-103.
(In Russ.)]. doi: 10.14341/probl201058491-103.

» Halpern SD, Ubel PA, Caplan AL. Solid-organ
transplantation in HIV-infected patients. N Engl J
Med. 2002;347(4):284-287. doi: 10.1056/nejmsb020632.

KHUTHY 11 MOHOI PA®UN

VY KHUTH OJUH WUJIH HECKOJBKO aBTOPOB

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

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

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

VY KHUTH OJUH MM HECKOJKO PEIaKTOPOB

* Uudeknnu, nepegaBaeMbie IMOJIOBBIM TyTeM /

IMon pen. B.A. AkosGsina, B.W. I[IpoxopeHkosa,
E.B. CokonoBckoro. — M.: Meauna Cdepa, 2007.
[Infektsii, peredavaemye polovym putem. Ed by
V.A. Akovbyan, V.I. Prokhorenkov, E.V. Sokolovskiy.
Moscow: Media Sfera; 2007. (In Russ.)]

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

Martepuanbl KOHpEpEHIUN

 [Tapxomenko A.A., [eiixanoBa B.M. Oxa3anue
MEUIIMHCKON TMOMOIIU OOJBbHBIM, TMEPEHECIINM HH-
(hapKT roJoBHOTO MO3ra, Ha aMOyJIaTOPHO-TIOTNKIINHHU-
4yeckoM dTare / Beepoccuiickasi HayYHO-IIpaKTHYecKast
koH(pepenuus «IlyTn pa3BUTHS MEPBUYHON MEITHKO-
caHuTapHoil momomm»; Hostope 13-14, 2014; Capa-
toB. [Parkhomenko AA, Deikhanova VM. Okazanie
meditsinskoi pomoshchi bol'nym, perenesshim infarkt
golovnogo mozga, na ambulatorno-poliklinicheskom
etape. (Conference proceedings) Vserossiiskaya nauchno-
prakticheskaya konferentsiya “Puti razvitiya pervichnoi
mediko-sanitarnoi  pomoshchi”; 2014 nov 13-14;
Saratov. (In Russ.)]. Hoctymuo mo: http:/medconfer.
com/node/4128. Ccpinka aktuBHa Ha 12.12.2014.

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

Tesucwl B MaTepuaiax KOHQEPEHIUN

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

Huccepranuun

* bysaes 1.B. IIporao3upoBanue u3MeHEHUN LEH-
TpaJIbHON TEMOJAMHAMUKH U BBIOOP METOAA MIACTUKH
JEBOTO JKENYAO0YKAa MPH XPOHHYECKUX aHEBPU3Max
cepamna: Jluc. ... kaua. Men. Hayk. — HoBocuOupck,
2006. [Buzaev [IV. Prognozirovanie izmenenii
tsentral'noi gemodinamiki i vybor metoda plastiki
levogo zheludochka pri khronicheskikh anevrizmakh
serdtsa. [dissertation] Novosibirsk; 2006. (In Russ.)].
Hoctynno mo:  http://www.buzaev.ru/downloads/
disser.pdf. Ccpinka aktuBHa Ha 12.12.2014.

* Borkowski MM. Infant sleep and feeding: a tele-
phone survey of Hispanic Americans. [dissertation]
Mount Pleasant (MI): Central Michigan University; 2002.
OTBETCTBEHHOCTDb 3A NPABUJIBHOCTbH BUBb-
JUOTPAOUYECKHUX JAHHBIX HECET ABTOP.

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

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

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

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

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

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

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

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

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

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

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

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

PEUEH3UPOBAHME

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

ABTOPCKUE 3K3EMNNSAPBI XKXYPHATA

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